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What is a NICE clinical guideline?

National Institute for Health and Care Excellence (NICE) clinical guidelines are
recommendations for the care of individuals in specific clinical conditions or circumstances
within the NHS — from prevention and self care through primary and secondary care to more
specialised services. We base our clinical guidelines on the best available research
evidence, with the aim of improving the quality of healthcare. We use predetermined and
systematic methods to identify and evaluate the evidence relating to specific review
questions.

NICE clinical guidelines can:

e provide recommendations for the treatment and care of people by healthcare
professionals

¢ be used to develop standards to assess the clinical practice of individual healthcare
professionals

e be used in the education and training of healthcare professionals

¢ help patients to make informed decisions

e improve communication between patients and healthcare professionals.

While guidelines assist the practice of healthcare professionals, they do not replace their
knowledge and skills.

We produce our guidelines using the following steps:

e The guideline topic is referred to NICE from the Department of Health.

¢ Stakeholders register an interest in the guideline and are consulted throughout the
development process.

e The scope is prepared by the National Guideline Alliance (NGA).
¢ The NGA establishes a Guideline Committee.

e A draft guideline is produced after the group assesses the available evidence and makes
recommendations.

e There is a consultation on the draft guideline.
¢ The final guideline is produced.

The NGA and NICE produce a number of versions of this guideline:

¢ The ‘full guideline’ contains all the recommendations, together with details of the methods
used and the underpinning evidence.

e The ‘short guideline’ lists the recommendations, context and recommendations for
research.

¢ ‘Information for the public’ is written using suitable language for people without specialist
medical knowledge.

¢ NICE Pathways, which bring together all connected NICE guidance.

Supportive framework

Figure 1 is a graphical presentation of the guideline topics. Due to the unpredictability and
uncertainties in the course of any life-limiting condition, the Guideline Committee felt that a
linear representation, such as a pathway, would not cover the topic of this guideline well.
Instead, the supportive framework figure highlights the relationship between our
recommendations and how they relate to each other, as well as to other key moments in the
child or young person’s care and life.
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The child or young person, along with their parents or carers, the family and other people
important to them, are at the centre. Advance Care Planning, support and clinical
management are interlinked in the centre around the child or young person and their family.
Wrapped around this is the multidisciplinary team who provide this care. Other overarching
concepts are in further circles, such as principles of communication, information provision
and planning, as well as service delivery. In all of this it was important for the Committee to
highlight that the care provided should be in the best interest of the child or young person
(hence the outer circle).

The parallel axes represent the longitudinal nature of delivering this care. Some of these
relate to the condition (the upper arrow) and other to significant life events (the lower arrow).

Figure 1: Supportive framework
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Recommendations

In these recommendations:

‘Children and young people’ refers to everyone under 18 years old. This includes neonates
and infants (as is the case in the recommendations).

‘Parents or carers’ refers to the people with parental responsibility for a child or young
person. If the child or young person or their parents or carers (as appropriate) wish, other
family members (for example siblings or grandparents) or people important to them (for
example friends, boyfriends or girlfriends) should also be given information, and be involved
in discussions about care.

1. Be aware that most children and young people with life-limiting conditions
and their parents or carers want to be fully informed about the condition
and its management, and they value information that is:

) specific to the child's or young person's individual circumstances
o clearly explained and understandable

J consistent

) up-to-date

o provided verbally and in writing.

2. Be aware that some children and young people and parents or carers
may be anxious about receiving information about their condition.

3. Ask how children and young people and their parents or carers would like
to discuss the life-limiting condition. For example:

o Ask which topics they feel are important and would particularly
want information on.

o Ask whether there are topics they do not want detailed
information on, and discuss their concerns.

o If appropriate, ask parents or carers whether they think their child
understands their condition and its management, and which
professional their child would like to talk to about it.

o If appropriate, ask parents or carers what they think their child
should be told about their condition.

o Discuss with the child or young person and their parents or
carers their right to confidentiality and how information about
their condition will be shared.

o Review these issues with them regularly, because their feelings
and circumstances may change over time, and they may need
different information at different times.

4. When talking to children or young people and their parents or carers:
o be sensitive, honest and realistic
o give reassurance when appropriate
o discuss any uncertainties about the condition and treatment.

5. Be alert for signs or situations that the child or young person or their
parents or carers need more information or discussions, for example if:

o they are more anxious or concerned
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o the child or young person’s condition deteriorates
o a significant change to the treatment plan is needed.

6. Provide children and young people and their parents and carers with the
information they need on:

. their role and participation in Advance Care Planning (see 6.1)

o the membership of their multidisciplinary team and the
responsibilities of each professional (see 7.1)

o the care options available to them, including specific treatments
and their preferred place of care and place of death (see 6.2)

o any relevant resources or support available to them.

7. When difficult decisions must be made about end of life care, give
children and young people and their parents or carers enough time and
opportunities for discussions.

8. Think about how to provide information for children and young people with
life-limiting conditions, taking into account their age and level of
understanding. When appropriate, use formats such as:

o one-to-one discussion

o play, art and music activities

o written materials and pictures

o digital media, for example social media.

9. When deciding how best to communicate with the individual child or

young person and their parents or carers, focus on their views and take
account of:

o their personal and family situation
o their religious, spiritual and cultural beliefs and values

any special needs, such as communication aids or the need for
interpreters.

10. Ask children and young people with life-limiting conditions and their
parents or carers:

o if there are other people important to them (such as friends,
boyfriends or girlfriends, teachers, or foster parents) who they
would like to be involved, and if so

o how they would like those people to provide a supporting role.

11. Think about how best to communicate with each child or young person
and their parents or carers:

o when the life-limiting condition is first recognised

o when reviewing and developing the Advance Care Plan
o if their condition worsens

o when they are approaching the end of life.

12. Ensure that all parents or carers are given the information and
opportunities for discussion that they need.

13. When deciding which healthcare professional should lead on
communication at a particular stage in a child or young person's iliness,
take account of:
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14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

o their expertise and ability to discuss the topics that are important
at that time

o their availability, for example if frequent discussions are needed
during an acute illness or near the end of life

o the views of the child or young person and their parents or
carers.

When a life-limiting condition is diagnosed, tell the child or young person
(if appropriate) and their parents or carers about the condition and what it
may mean for them (see also recommendations 72 and 73 on support for
other family members and people who are important to the child or young
person).

Be aware of the importance of talking about dying, and if appropriate
discuss with children and young people and their parents or carers:

o whether they want and are able to talk about dying

whether they or their parents or carers would like support in talking to
each other about this.

When a child or young person is likely to die within hours or days, support
them and their parents or carers by:

o listening to any fears or anxieties they have and
) showing empathy and compassion.

If a child or young person is likely to die within hours or days, explain to
them and their parents or carers:

o why you think this is likely, and any uncertainties
o what clinical changes can be expected
o whether you think the treatment plan should be changed.

Be aware that children and young people may have difficulty asking
directly if they are going to die or are dying. Explore and discuss their
concerns if you think they want to talk about this.

Be aware that parents or carers may have difficulty asking directly if a
child or young person is dying. Explore and discuss their concerns if you
think they want to talk about this.

Recognise that children and young people with life-limiting conditions and
their parents or carers have a central role in decision-making and care
planning.

Discuss and regularly review with children and young people and their
parents or carers how they want to be involved in making decisions about
their care, because this varies between individuals, at different times, and
depending on what decisions are being made.

Explain to children and young people and to their parents or carers that
their contribution to decisions about their care is very important, but that
they do not have to make decisions alone and the multidisciplinary team
will be involved as well.

When developing plans for the care of the child or the young person with
a life-limiting condition, use parallel planning to take account of possible
unpredictability in the course of the condition.

Manage transition from children's to adult's services in line with the NICE
guideline on transition from children's to adult's services.
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25. Develop and record an Advance Care Plan at an appropriate time for the
current and future care of each child or young person with a life-limiting
condition. The Advance Care Plan should include:

o demographic information about the child or young person and
their family

o up-to-date contact information for:
o the child or young person’s parents or carers and

o the key professionals involved in care
o a statement about who has responsibility for giving consent
o a summary of the life-limiting condition

o an agreed approach to communicating with and providing
information to the child or young person and their parents or
carers

o an outline of the child or young person's life ambitions and
wishes, for example on:

o family and other relationships
o social activities and participation
o education

o how to incorporate their religious, spiritual, and cultural beliefs and
values into their care

o a record of significant discussions with the child or young person
and their parents or carers

o agreed treatment plans and objectives
o education plans, if relevant

o a record of any discussions and decisions that have taken place
on:

o preferred place of care and place of death
o organ and tissue donation (see recommendation 45)

o management of life-threatening events, including plans for
resuscitation or life support

o specific wishes, for example on funeral arrangements and care of
the body
o a distribution list for the Advance Care Plan.

26. Begin discussing an Advance Care Plan with parents during the
pregnancy if there is an antenatal diagnosis of a life-limiting condition. For
each individual think about who should take part in the discussion, for
example:

o obstetricians

o midwives

o neonatologists

o specialists in the life-limiting condition
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a member of the specialist paediatric palliative care team (see
recommendation 53).

27. Develop and regularly review Advance Care Plans:
o with relevant members of the multidisciplinary team and

o in discussion with the child or young person and their parents or
carers.

28. When developing the Advance Care Plan, take account of the beliefs and
values of the child or young person and their parents or carers.

29. Explain to children and young people and their parents or carers that
Advance Care Planning should:

o help them be involved in planning their care and give them time
to think about their views carefully

o help them to understand the life-limiting condition and its
management

o help to prepare for possible future difficulties or complications

support continuity of care, for example if there are changes in the
professionals involved or in the care setting (such as a hospital
admission or discharge).

30. Share the Advance Care Plan with the child or young person and their
parents or carers (as appropriate), and think about which professionals
and services involved in the individual child or young person’s care
should also see it, for example:

o GPs
o hospital consultants
o hospices
o respite centres
o nursing services (community or specialist)
o school and other education services
o ambulance services.
31. Update the Advance Care Plan when needed, for example if:
o new professionals become involved

o the care setting changes (for example hospital admission or
discharge)

o the child or young person and their parents or carers move
home.

Discuss the changes with the child or young person (if appropriate) and their
parents or carers.

32. Share the Advance Care Plan with everyone involved each time it is
updated.

33. When making an Advance Care Plan, discuss with the child or young
person and their parents or carers:

o the nature of the life-limiting condition, its likely consequences
and its prognosis

) the expected benefits and possible harms of the management
options.
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34. Be aware that all children and young people with life-limiting conditions

35.

36.

37.

38.

39.

40.

41.

42.

43.

44,

45,

46.

should have an Advance Care Plan in their medical record, and that this
should not be confused with a do-not-attempt-resuscitation order.

Be aware that any existing resuscitation plan for a child or young person
may need to be changed in some circumstances, for example if they are
undergoing general anaesthesia.

Attempt resuscitation for children and young people with life-limiting
conditions, unless there is a 'do not attempt resuscitation' order in place.

Be aware that discussing the Advance Care Plan can be distressing for
children and young people who are approaching the end of life and their
parents or carers, and they may:

. be reluctant to think about end of life care

o have difficulties discussing end of life care with the professionals
or with one another

o have differences of opinion about the care plan.

When making or reviewing the Advance Care Plan for a child or young
person approaching the end of life, talk to the parents or carers about the
care and support they can expect when the child or young person dies.
Discuss their personal needs and feelings about this.

When a child or young person is approaching the end of life, think about
and discuss with them and their parents or carers their specific support
needs. Review these needs regularly.

Discuss with children and young people with life-limiting conditions and
their parents or carers where they would prefer to be cared for and where
they would prefer to die.

Agree the preferred place of care and place of death with children and
young people and their parents or carers, taking into account:

. their wishes, which are personal and individual

o their religious, spiritual and cultural values

o the views of relevant and experienced healthcare professionals
o safety and practicality.

If possible, services should ensure that children and young people can be
cared for at their preferred place of care and die at their preferred place of
death.

Explain that the place of care or place of death may change, for example:

o if the child or young person and their parents or carers change
their minds or

o for clinical reasons or
o due to problems with service provision.

For information on organ donation (including donor identification and
consent, and when and how to discuss the topic), see the NICE guideline
on organ donation for transplantation.

Talk to the child or young person and their parents or carers about organ
or tissue donation, and explore their views and feelings on this.

Explain to the child or young person and their parents or carers which
organs or tissues (if any) it may be possible to donate.
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47. Involve the organ donation service if needed. If organ or tissue donation is
not possible, explain why.

48. If the child or young person is eligible to donate organs or tissue, ask
them if they and their parents or carers (as appropriate) would like to
discuss this, and if so:

o provide written information if needed

. discuss how deciding to donate could affect their care, for
example by changing their place of care and place of death

o explain the practical policies and procedures involved.

49. If the child or young person does not have the capacity to decide about
organ and tissue donation, ask their parents or carers to make the
decision.

50. Children and young people with life-limiting conditions should be cared for
by a defined multidisciplinary team.

51. As the child or young person's circumstances change (for example if they
change from having care primarily to manage their condition to having
end of life care), the membership of the multidisciplinary team should be
adjusted accordingly.

52. Depending on the needs of the child or young person, the multidisciplinary
team may include:

o healthcare professionals from primary, secondary or tertiary
services, including specialists in the child's underlying life-
limiting condition, hospice professionals and members of the
specialist palliative care team (see recommendation 53)

o social care practitioners
o education professionals
o chaplains

o allied health professionals (for example physiotherapists,
occupational therapists, and psychological therapists).

53. The specialist paediatric palliative care team should include at a minimum:
o a paediatric palliative care consultant
o a nurse with expertise in paediatric palliative care
o a pharmacist with expertise in specialist paediatric palliative care

o experts in child and family support who have experience in end of
life care (for example in providing social, practical, emotional,
psychological and spiritual support).

54. Involve the specialist paediatric palliative care team if a child or young
person has unresolved distressing symptoms as they approach the end of
life (see recommendation 53 for who should be in this team).

55. Explain to children and young people and their parents or carers:

o who the multidisciplinary team members are and how they are
involved in their care

o how the multidisciplinary team membership will change if the
care that is needed or the care setting changes.

56. Think about involving children and young people and their parents or
carers in multidisciplinary team meetings (when appropriate).
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57.

58.

59.

60.

61.

62.

Think about having a named individual from the multidisciplinary team to
act as a first point of contact for the child or young person and their
parents or carers.

Every child or young person with a life-limiting condition should have a
named medical specialist who leads on and coordinates their care.
Explain to the child or young person and their parents or carers that their
named medical specialist may change if the care that is needed or the
care setting changes.

For children and young people with life-limiting conditions who are
approaching the end of life and are being cared for at home, services
should provide (when needed):

o advice from a consultant in paediatric palliative care (for example
by telephone) at any time (day and night)

) paediatric nursing care at any time (day and night)

o home visits by a healthcare professional from the specialist
paediatric palliative care team (see recommendation 53), for
example for symptom management

o practical support and equipment for interventions including
oxygen, enteral nutrition, and subcutaneous and intravenous
therapies

o anticipatory prescribing for children and young people who are
likely to develop symptoms.

Services should have agreed strategies and processes to support children
and young people who are approaching the end of life and are being
cared for at home. These services should be based on managed clinical
networks, and should collaborate on care planning and service delivery.

If it is suspected that a child or young person may die soon and they are
not in their preferred place of death, think about whether rapid transfer is
possible and in their best interest. Discuss this with them and their
parents or carers.

When planning rapid transfer to the preferred place of death, review and if
necessary update the Advance Care Plan in discussion with the child or
young person and their parents or carers and with the healthcare
professionals who will be involved following the transfer. The updated
Advance Care Plan should include a record of:

o any intended changes to care and when they should happen

o care plans that cover:
o the final hours or days of life

o what will happen if the child or young person lives longer than
expected

o support for the family after the child or young person dies

o care of the child's or young person's body after death
o the professionals who will be involved and their responsibilities

J the professionals who will help with the practical and
administrative arrangements after the death.
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63. When planning rapid transfer of a child or young person to their intended
place of death:

o be aware that the course of their condition may be unpredictable,
and that they may die sooner or later than expected

o discuss any uncertainties about the course of their condition and
how this could affect their care with them and their parents or
carers.

o ensure that relevant changes to the Advance Care Plan are
implemented.

64. Think about using a rapid transfer process (see recommendation 66) to
allow the child or young person to be in their preferred place of death
when withdrawing life-sustaining treatments, such as ventilation.

65. Before rapid transfer, agree with the parents or carers where the child’s or
young person’s body will be cared for after their death.

66. In collaboration with local hospitals, hospices, and community, primary
care and ambulance services, ensure there is a rapid transfer process for
children and young people with life-limiting conditions to allow urgent
transfer to the preferred place(for example from the intensive care unit to
their home or to a children's hospice). See recommendations 61 to 65 for
the planning and practical arrangements of this transfer.

67. When discussing possible places of care or places of death with children
and young people and their parents or carers, provide information about:

o the various care settings (for example home, hospice or hospital
care)

o the care and support available in each setting
o practical and safety issues.

68. If the child or young person and their parents or carers prefer care at
home, take into account and discuss the practical considerations with
them, such as the possible need for:

o home adaptations
o changes to living arrangements
o equipment and support.

69. Services for children and young people who are approaching the end of
life and are being cared for at home should be able to support parenteral
drug administration (for example continuous subcutaneous opioid or
anticonvulsant infusions).

70. Be aware that children and young people with life-limiting conditions and
their parents or carers may have:

o emotional and psychological distress and crises
o relationship difficulties
o mental health problems.

71. Be aware that children and young people and their parents or carers may
need support, and sometimes expert psychological intervention, to help
with distress, coping, and building resilience.

72. Be aware that siblings will need support to cope with:
o their brother's or sister's condition and death
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o the effects of their parents' or carers' grieving.

This may include social, practical, psychological and spiritual support.

73.

74.

75.

76.

77.

78.

79.

80.

81.

Be aware that other family members (for example grandparents) and
people important to the child or young person (for example friends,
boyfriends or girlfriends) may need support. This may include social,
practical, emotional, psychological, and spiritual support.

Be aware that children and young people may experience rapid changes
in their condition and so might need emergency interventions and urgent
access to psychological services.

Be aware of the specific emotional and psychological difficulties that may
affect children and young people who have learning difficulties or
problems with communication.

Be aware of the specific emotional and psychological difficulties that may
affect children and young people who have learning difficulties or
problems with communication.

Regularly discuss emotional and psychological wellbeing with children
and young people and their parents or carers, particularly at times of
change such as:

Be aware that continuity of care is important to children and young people
and their parents or carers. If possible, avoid frequent changes to the
healthcare professionals caring for them.

Be aware that children and young people with life-limiting conditions and
their parents or carers have varied social and practical support needs,
and that those needs may change during the course of their condition.
This may include:

o material support, for example housing or adaptations to their
home, or equipment for home drug infusions

o practical support, such as access to respite care

o technical support, such as training and help with administering
drug infusions at home

o education support, for example from hospital school services
o financial support.

Discuss with parents or carers the practical arrangements that will be
needed after the death of their child, and provide this information in
writing. This should cover matters such as:

o the care of the body
o relevant legal considerations, including
o the involvement of the child death overview panel
o the involvement of the coroner

o registration of the death
o funeral arrangements
J post-mortem examination (if this is to be performed).

When a child or young person is approaching the end of life, discuss the
bereavement support available with their parents or carers and provide
them with written information.
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82. When a child or young person is approaching the end of life, talk to their
parents or carers about available psychological bereavement support
groups.

83. Offer bereavement support from a professional with appropriate expertise
to the parents or carers both before and after the death of a child or
young person.

84. When planning bereavement support for parents or carers:

o talk to them about the support that is available and explore with
them what they would find helpful and acceptable

o think about what support different professionals could provide, for
example:

o their GP

o healthcare professionals who know the child or young person and
are involved in their care

o think about the role of individual professionals in providing
specific aspects of support

o inform the multidisciplinary team about the support plan.

85. When making a bereavement support plan with parents or carers, discuss
possible options with them such as:

) opportunities to talk to the professionals caring for the child or
young person, to:

o discuss memories and events

0 answer any concerns or questions they may have

o home visits from the healthcare professionals caring for the child
or young person

. bereavement support groups.

86. Ensure that arrangements are in place for professionals to talk about their
thoughts and feelings with colleagues when a child or young person they
are caring for is approaching the end of life or has died.

87. Following the death of a child or young person, a member of the
multidisciplinary team should arrange in a timely manner for all relevant
organisations and people to be informed.

88. Update relevant documents and databases after the death of a child or
young person (to avoid, for example, clinical appointments being offered
by mistake).

89. In all discussions with children and young people and their parents or
carers explore with them whether, based on their beliefs and values,
there are any aspects of care about which they have particular views or
feelings.

90. Ask children and young people with life-limiting conditions and their
parents or carers if they want to discuss the beliefs and values (for
example religious, spiritual or cultural) that are important to them, and
how these should influence their care. Be aware that they may need to
discuss their beliefs and values more than once.
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91. Take account of the beliefs and values of children and young people and
of their parents and carers in all discussions with them and when making
decisions about their care.

92. Be aware that:

) some children and young people and their parents or carers find
discussions about their beliefs and values difficult or upsetting

o others find these discussions reassuring and helpful.

93. Be aware that children and young people may feel differently to their
parents, carers, or healthcare professionals about how their beliefs and
values should influence their care. If there is disagreement, try to make a
mutually acceptable care plan, and if necessary involve the chaplaincy
service or another facilitator.

94. When thinking about the possibility of treatment withdrawal for a child or
young person who is approaching the end of life, take into account their
beliefs, values and wishes and those of their parents or carers.

95. Take account of the beliefs and values of children and young people and
their parents or carers when thinking about funeral arrangements and the
care of the child or young person's body after death.

96. When a child or young person is approaching the end of life, discuss with
their parents or carers what would help them, for example:

o important rituals

o recording or preserving memories (for example with photographs,
hair locks or hand prints)

o plans for social media content.

97. When assessing and managing pain, be aware that various factors can
contribute to it, including:

o biological factors, for example musculoskeletal disorders or
constipation

. environmental factors, such as an uncomfortable or noisy care
setting

o psychological factors, such as anxiety and depression
o social, emotional, religious, spiritual or cultural considerations.
98. When assessing pain in children and young people:

o use an age-appropriate approach that takes account of their
stage of development and ability to communicate

o try to identify what is causing or contributing to their pain, and be
aware that this may not relate to the life-limiting condition

o take into account the following causes of pain and distress that
might have been overlooked, particularly in children and young
people who cannot communicate:

o neuropathic pain (for example associated with cancer)

o gastrointestinal pain (for example associated with diarrhoea or
constipation)

o bladder pain (for example caused by urinary retention)
o bone pain (for example associated with metabolic diseases)
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o pressure ulcers
o headache (for example caused by raised intracranial pressure)

o musculoskeletal pain (particularly if they have neurological
disabilities)
o dental pain.

99. Be aware that pain, discomfort and distress may be caused by a
combination of factors, which will need an individualised management
approach.

100. For children and young people who have pain or have had it before,
regularly reassess for its presence and severity even if they are not
having treatment for it.

101. Think about non-pharmacological interventions for pain management,
such as:

o changes that may help them to relax, for example:
o environmental adjustments (for example reducing noise)
o music

o physical contact such as touch, holding or massage
o local hot or cold applications to the site of pain
o comfort measures, such as sucrose for neonates.

102. When tailoring pain treatment for an individual child or young person, take
into account their views and those of their parents or carers on:

o the benefits of pain treatment

o the possible side effects of analgesia for moderate to severe pain
(such as opioids), for example:

o unwanted sedation
o reduced mobility

o constipation.

103. Consider using a stepwise approach to analgesia in children and young
people, based on pain severity and persistence:

o For mild pain, consider paracetamol or ibuprofen sequentially,
and then in combination if needed

o For moderate to severe pain, consider one of the following
options:

o paracetamol or ibuprofen sequentially, and then in combination if
needed or

o low-dose oral opioids (such as morphine), or
o transmucosal opioids or
o subcutaneous opioids or

o intravenously infused opioids (if a central venous catheter is in
place).
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104. If treatment with a specific opioid does not give adequate pain relief or if it
causes unacceptable side effects, think about trying an alternative opioid
preparation.

105. When using opioids, titrate treatment to find the minimal effective dose
that will relieve and prevent pain.

106. Titrate treatment to provide continuous background analgesia, and
prescribe additional doses for breakthrough pain if this occurs.

107.In addition to background analgesia, consider giving anticipatory doses of
analgesia for children and young people who have pain at predictable
times (for example when changing dressings, or when moving and
handling). Do not include anticipatory doses when calculating the required
daily background dose of analgesia.

108. Calculate opioid dosages for children and young people who are
approaching the end of life using weight rather than age, because they
may be underweight for their age.

109. If you suspect neuropathic pain and standard analgesia is not helping,
consider a trial with other medicines, such as:

o gabapentin or
o a low-dose tricyclic antidepressant (for example amitriptyline) or

o an anti-NMDA agent (for example ketamine or methadone), used
under guidance from a specialist.

110.Be aware that as children and young people with life-limiting conditions
approach the end of life they may:

o become agitated, shown by restlessness, irritability, aggressive
behaviour, crying or other distress

o show signs of delirium, such as confusion, disrupted attention,
disordered speech and hallucinations.

111.1f a child or young person who is approaching the end of life becomes
agitated or delirious, make sure that they are safe from physical injury.

112.1f a child or young person becomes agitated as they are approaching the
end of life, look for causes and factors that may be contributing to this,
including:

o medical disorders and conditions such as pain, hypoxia,
anaemia, dehydration, urinary retention or constipation

o psychological factors such as fear, anxiety or depression
o adverse effects from medication.

113. For children and young people with a neurological disability who are
approaching the end of life, be aware that the signs and symptoms of
agitation or delirium can be mistaken for the signs and symptoms of
seizures or dystonia.

114.1f a child or young person who is approaching the end of life needs
treatment for agitation:

o identify and if possible treat any medical or psychological
conditions that may be contributing to it

) think about non-pharmacological interventions, such as:

o calm speaking, reassurance, distraction, and physical contact such
as holding and touch
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o changes to the environment to make it more comfortable, calm and
reassuring, to reduce noise and lighting, to maintain a comfortable
room temperature, and to provide familiar objects and people and
relaxing music

o religious and spiritual support if this is wanted and helpful

. think about pharmacological interventions (beginning with low
doses and increasing if necessary). Drugs to think about using
include:

o benzodiazepines, such as midazolam, diazepam or lorazepam
) neuroleptics, such as haloperidol or levomepromazine.

115.If a child or young person is approaching the end of life and has
respiratory distress, breathlessness or noisy breathing, think about and if
possible treat the likely contributing factors or causes. If these are likely to
be caused by:

o Anxiety:
o discuss why they are anxious
o reassure them and manage the anxiety accordingly
o consider breathing techniques and guided imagery

o consider anxiolytic agents

o Physical discomfort - think about what could be causing the
discomfort (for example their position) and help them with it if
possible

o Environmental factors - think about environmental changes such
as changing the temperature

o Accumulated airway secretions- think about repositioning, airway
suctioning, physiotherapy or anti-secretory drugs

o Medical disorders (for example pneumonia, heart failure, sepsis
or acidosis) - use appropriate interventions such as:

o bronchodilators
o nebulised saline
o opioids

o oxygen supplementation.

116. For children and young people who are approaching the end of life and
have respiratory distress, breathlessness or noisy breathing that needs
further assessment, consider referral to an appropriate specialist (for
example a respiratory or cardiac specialist).

117.1f a child or young person is approaching the end of life and has
respiratory distress, breathlessness or noisy breathing:

J explain to them and to their parents or carers that these
symptoms are common

o discuss the likely causes or contributing factors
o discuss any treatments that may help.
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118.If a child or young person is approaching the end of life and has a
seizure, look for and if possible treat or remove any potential causes,
triggers or contributing factors, for example:

o fever

o electrolyte disturbances

o drug reactions

. sleep deprivation

o pain

o excessive environmental stimulation.

119.If a child or young person is thought to be at increased risk of seizures

(for example because they have had seizures before or because of an
existing brain disorder), include seizure management in their Advance

Care Plan. Think about the benefits and drawbacks of specific seizure
treatments and:

o take into account how any decisions could affect the choices
available for place of care and place of death and

o discuss this with the child or young person and their parents or
carers.

120. For children and young people who are approaching the end of life, be
aware that abnormal movements (such as dystonic spasms) might be
mistaken for seizures. If in doubt seek specialist advice.

121.If a child or young person is approaching the end of life and is thought to
be at increased risk of seizures, explain to them and their parents or
carers:

o how likely it is that they may have a seizure
o what they might notice if a seizure happens
o that seizures can be frightening or upsetting

o what parents or carers should do if a seizure happens at home
(for example placing the child or young person in a safe
position).

122. Ensure that parents or carers who have been provided with
anticonvulsive therapy (such as buccal midazolam) know how and when
to use it if the child or young person has a seizure at home.

123.1f a child or young person with a life-limiting condition is approaching the
end of life or is dying, discuss how to manage their fluid needs with them
and their parents or carers.

124.1f a child or young person is dying, encourage and support them to drink if
they want to and are able.

125.1f a child or young person is dying, continue to provide them with lip and
mouth care.

126.If a child or young person is dying and cannot drink, discuss with them (as
appropriate) and their parents or carers whether starting or continuing
enteral tube or intravenous fluids is in their best interests.

127.Be aware that enteral tube and intravenous fluids may have a significant
effect on care, may be a burden for children and young people, and may
mean the place of care and place of death need to be changed.
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128.If a child or young person is given enteral or intravenous fluids, review
this decision regularly to make sure it continues to be in their best
interests.

129.If a child or young person is approaching the end of life or is dying,
discuss how to manage their nutritional needs with them and their parents
or carers.

130. If a child or young person with a life-limiting condition is dying, encourage
and support them to eat if they want to and are able.

131.If a child or young person is dying and they are receiving enteral tube
feeding or intravenous nutrition:

) discuss with them (as appropriate) and their parents or carers
whether continuing this is in their best interest and

o review this decision regularly.

132. For children and young people with life-limiting conditions who are
approaching the end of life:

o be aware that there is often uncertainty around when they are
likely to die

o be aware that there are various symptoms and signs (individually
or in combination) that indicate they are likely to die within hours
or days

. take into account the wider clinical context.

133. When assessing whether a child or young person is likely to die within
hours or days, be aware that the following signs are common in the last
hours or days of life, and monitor these non-invasively as far as possible:

o a change of breathing pattern (for example noisy, laboured or
irregular breathing)

o impaired peripheral perfusion (which can be indicated by a pale
or grey appearance, or a prolonged capillary refill time),
including temperature instability

o loss of interest in or ability to tolerate drinks or food
o a marked and unexplained fall in urine output

o an altered level of awareness (for example reduced
consciousness, alertness or responsiveness, excessive
sleeping, or confusion)

o intractable seizures that keep occurring even with optimal
management

o new onset of profound weakness
o increasing pain and need for analgesia.

134.When assessing symptoms and signs to decide whether a child or young
person is likely to die within hours or days, take into account the wider
clinical context, including:

. their normal clinical baseline

J past clinical events (such as previous episodes of temporary
deterioration)

o the overall progression of their condition.
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135. When assessing whether a child or young person is likely to die within
hours or days, take into account the clinical judgement of healthcare
professionals experienced in end of life care.

136. If the child or young person or their parents or carers feel that they are
likely to die within hours or days:

o be aware that they may be correct
o discuss their concerns with them.
137.When a child or young person is likely to die within hours or days:
o be aware that they or their parents or carers may not express
their feelings openly, and may:

o have intense and varied feelings such as fear, hopelessness or
anger or

o become more accepting of the inevitability of death
o give them and their parents or carers opportunities to talk.

138. When children and young people become seriously ill and are likely to die
within hours or days, provide care as specified in their Advance Care Plan
and review if needed.

139.If a child or young person may be approaching the end of life and they or
their parents or carers want to be involved in making decisions about their
care, discuss and review their Advance Care Plan with them.

140.When a child or young person is approaching the end of life, discuss with
them and their parents or carers and with relevant healthcare
professionals:

o any available invasive treatments that might be in their best
interest

o any interventions they are currently receiving that may no longer
be in their best interest.

141. If withdrawing a treatment for a child or young person who is dying,
explain to them and to their parents or carers that it is often difficult to tell
if or how this may affect them, or when they will die.

142. When a child or young person is likely to die within hours or days, ensure
that they can have private time with their parents or carers.
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1.5 Key research recommendations
1. What is the impact of offering timely perinatal palliative care on the
experience of bereaved families?

2. When planning and managing end of life care, what factors help children
and young people with life-limiting conditions and their parents or carers
to decide where they would like end of life care to be provided and where
they prefer to die?

3. What emotional support do children and young people with life-limiting
conditions and their parents or carers need, and how would they like
these needs to be addressed?

4. What is the acceptability, safety, and effectiveness of different types of
opioid analgesia for breakthrough pain in children and young people with
life-limiting conditions who are having end of life care in the community?

5.  What signs and symptoms indicate that a child or young person with a life-
limiting condition is likely to die within hours or days?

1.6 Research recommendations
6. Do protocols for rapid transfer of children and young people with life-
limiting conditions help ensure that they are able to die in their preferred
place of death?

7. What is the effectiveness of a home-based package of care as opposed
to hospital or hospice care?

8. What are children’s, young people’s and their families’ perceptions and
attitudes about chaplaincy in paediatric end of life care and when would
they like to access religious and spiritual support?

9. What is the acceptability, safety and effectiveness of oral / trans-mucosal
opioids or benzodiazepines in the management of acute breathlessness
in the context of end of life care?

10. What is the acceptability, safety and effectiveness of delivering different
subcutaneous infusions of anti-epileptic medication during the out of
hospital management of persistent seizures close to the end of life?

1.7 Other versions of the guideline
The ‘short guideline’ lists the recommendations, context and recommendations for research.
‘Information for the public’ is written using suitable language for people without specialist
medical knowledge.

1.8 Schedule for updating the guideline

For the most up-to-date information about guideline reviews, please see the latest version of
the NICE guidelines manual available from the NICE website.
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Introduction

In modern Western saociety, the death of a child is not expected by the family or carers, and
thus has wide and devastating consequences. Society recognises orphans and widow(er)s,
but there is no term for those who have been bereaved of a child. Parents reasonably expect
that they will die before their children, and fortunately the death of a child or young person is
an uncommon event in the UK. There has been a particularly significant change in recent
years, with the infant mortality rate (deaths within the first year of life divided by all live births)
in 2012 in England and Wales being the lowest ever recorded, at 4 deaths per 1,000 live
births, which can be partly explained by improvements in neonatal intensive care. As recently
as 1982, the infant mortality rate was 10.8 deaths per 1,000 live births.

Complications of pre-term birth, particularly respiratory and cardiovascular conditions,
account for about half of infant deaths. Congenital anomalies account for about a further
third.

The 2014 report Why children die: death in children and young people in the UK noted that,
despite improving mortality rates, in 2012 more than 2,000 children and young people aged
between 1 and 19 years died in England and Wales. For children and young people aged
between 1 and 15 years, cancer, nervous system (including neurodisabling conditions),
respiratory, cardiovascular and congenital conditions (which tend to be chronic and
progressive) account for about 60% of deaths. Approximately 40% of deaths in children and
young people younger than 15 years occur neonatally (ONS, 2016). For young people (aged
15 years and over), external causes (such as accidents) are more common, accounting for
42% of deaths. The proportion of young people aged over 15 years who die from chronic
conditions falls to about 30%, although cancer and nervous system conditions continue to be
common causes of death in young people.

It is estimated that almost 50,000 children and young people aged 19 years or under in the
UK (40,000 of these in England) are living with a life-limiting condition at any time, and may
therefore need end of life care. They may have widely varying needs, as there are over 300
conditions that could be classed as life-limiting or life-threatening in this age group (Fraser
2012). Some of these children and young people also have severe disabilities and multiple
complex health and care needs, in addition to end of life care needs. The importance of
support for children and young people with life-limiting conditions is an area that these
guidelines try to emphasise.

There is wide regional variation in paediatric end of life care practice, particularly in how
services are delivered, combining a broad range of health and other care services, including
hospitals, hospices, primary care and community professionals, ambulance services,
dedicated palliative care teams, and other support providers. Specialist end of life care
services for children may be delivered in a variety of settings. Consultant-led teams may be
found within some children’s hospices, as well as in tertiary children’s hospitals and within
community-based services. Hospices and community services offering a specialist service
will often offer ‘in-reach’ to local hospitals, as well as supporting end of life care in hospices,
schools and at home. Services thus span statutory and charitable sectors (for example
hospices). Because of this, good communication and care coordination, and effective
networking, are essential to providing good end of life care. Children and young people are
likely to need different services at different stages of their illness and they will get the best
care possible when services communicate with and support each other. Core end of life care
skills exist in most local community teams, among children’s community nurses and general
paediatricians/general practitioners.

End of life care for adults is a well-established discipline, with evidence that if it starts early, it
can both enhance and even prolong life when a child or young person is facing a life-limiting
illness (Temel 2012). Paediatric end of life care generally takes places over a longer
timeframe and covers a wider range of life-limiting conditions than for adults (Spathis 2012).
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It begins when a life-limiting condition is diagnosed (potentially in the antenatal stage) and
continues even if a child is having treatment for the underlying condition (WHO 1998), and it
will, in the event of the death of a child or young person, continue to include the immediate
bereavement support of their family. Young people may continue to have end of life care

after they reach 18 years, and it may remain part of the transition to adult care (see the NICE
guidance Transition from children’s to adults’ services).

Children, young people and their parents, families or carers may have varied and differing
ideas about what represents good end of life care. They may also have differences of opinion
with each other, including what is a priority for them, and their priorities may change at
various stages, over time.

This guideline covers the physical, emotional, social and spiritual elements of end of life care,
and focuses on improving the child or young person’s quality of life and supporting their
family and carers. There are, for instance, recommendations on managing distressing
symptoms and providing care and bereavement support after death. Recommendations have
also been made about how services should be delivered. The guideline is aimed at all
providers of paediatric end of life care, whatever their level of practise, and also for children
and young people with life-limiting conditions and their parents or carers.

The guideline covers children and young people with a life-limiting condition. It does not
make recommendations for children or young people who die suddenly and unexpectedly
(for example due to accidental death).

For whom is this guideline intended

All children and young people with life-limiting conditions (conditions that are expected to
result in an early death, either for everyone with the condition or for a specific person).

Families, carers and other people who are important to children and young people with
life-limiting conditions.

Professionals who provide end of life care for children and young people.
Commissioners of end of life care services for children and young people.

Related NICE guidance

Acutely ill patients in hospital (2007) NICE guideline CG50

Antenatal and postnatal mental health: clinical management and service guidance (2014)
NICE guideline CG192

Autism in under 19s: recognition, referral and diagnosis (2011) NICE guideline CG128
Autism in under 19s: support and management (2013) NICE guideline CG170
Care of dying adults in the last days of life (2015) NICE guideline NG31

Common mental health problems: identification and pathways to care (2011) NICE
guideline CG123

Depression in adults: recognition and management (2016) NICE guideline CG90

Depression in children and young people: identification and management (2015) NICE
guideline CG28

Generalised anxiety disorder and panic disorder in adults: management (2011) NICE
guideline CG113

Improving outcomes in children and young people with cancer (2005) NICE cancer
service guidance CSG7

Improving supportive and palliative care for adults with cancer (2004) NICE cancer service
guidance CSG4

Neuropathic pain — pharmacological management (2013) NICE guideline CG173
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¢ Opioids in palliative care (2012) NICE guideline CG140

¢ Organ donation for transplantation (2011) NICE guideline CG135

o Patient experience in adult NHS services (2012) NICE guidance CG138

o Post-traumatic stress disorder: management (2005) NICE guideline CG26

e Sepsis: recognition, diagnosis and early management (2016) NICE guideline NG51

Remit

NICE received the remit for this guideline from the Department of Health and then
commissioned the NGA to produce the guideline.

The Department of Health has asked NICE: “To prepare a clinical guideline on the End of life
care for infants, children and young people”.
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Guideline development methodology

This chapter describes the methods used to review the evidence and generate the
recommendations presented in subsequent chapters. This guidance was developed in
accordance with the methods outlined in the NICE guidelines manual 2012 for the scoping
phase, and the NICE guidelines manual 2014 from the development phase.

Developing the review questions and protocols

Review questions were developed according to the type of question:

e intervention reviews —
outcome)

in a PICO framework (patient, intervention, comparison and

¢ reviews of diagnostic test accuracy — using population, index tests, reference standard
and target condition

¢ ualitative reviews — using population, area of interest and themes of interest
e prognostic reviews — using population, presence or absence of a risk factor, and outcome.

These frameworks guided the literature searching process, critical appraisal and synthesis of
evidence and facilitated the development of recommendations by the Guideline Committee.
The review questions were drafted by the NGA technical team, then refined and validated by
the Committee. The questions were based on the key clinical areas identified in the scope

(appendix A).

A total of 20 review questions were identified (see Table 1).

Full literature searches, critical appraisals and evidence reviews were completed for all the

specified review questions.

Table 1. Description of review questions

6.1

Qualitative

Qualitative

Qualitative

What information and information
type (written or verbal) is perceived
as helpful and supportive by
children and young people (if
appropriate), and their family or
carer before and after an infant,
child or young person dies including
managing practical arrangements,
and care of the body?

What are the barriers and
facilitators to effective
communication between the child
or young person, the family or carer
and the healthcare professionals
about the life-limiting condition and
likelihood of imminent death?

What are the barriers and
facilitators to the infant, child or
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Themes will be identified from

the literature, for example:

¢ use of jargon and terminology

e uncertainty around likelihood
of death

e methods of information
provision (tools to facilitate).

Themes will be identified from

the literature, for example:

e empathy and rapport (cultural
and religious considerations)

o timing (when to initiate)

e resources (time spent with
individuals and place of
communication; that is,
privacy in hospital)

o families’ acceptance of
prognosis.

Themes will be identified from

the literature, for example:
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young person, the family or carer
and the multidisciplinary team in
being involved in decision-making
to inform the development,
assessment and reviews of
personalised, parallel and Advance
Care Planning (including if
appropriate decisions about
continuing or stopping life-
sustaining treatment and attempting
cardiopulmonary resuscitation)?

e timing of planning

e need for regular reviews
e assessments of needs

o professional roles

o cultural, religious and ethical
differences.

6.2 Qualitative What preferences do children and Themes will be identified from
young people with a life-limiting the literature, for example:
condition and their family members o circumstances that facilitate or
?r calrers hf«'sl&/e f%r plage %f careand  hinder availability of choices

or place of death, and what ersonal, social, practical
determines those preferences? (p L P )
o characteristics of acceptable
place for care or to die
e dynamic changes (trajectory
of care).

6.3 Qualitative What aspects of communication Themes will be identified from
and information provision facilitate the literature, for example:
or hinder discussions between e bereavement experience
children and young people with a (consolation)
life-limiting illness and their family & eliE
members or carers with healthcare . )
professionals to make decisions on  ® ©rgan and tissue donation as
organ or tissue donation? part of the care plan

e religious or spiritual beliefs.

7.3 Intervention What services have to be in place Outcomes will include:
to make rapid transfer available to « quality of life of the child or
take infants, Children and young young person or/and their
people with a I|fe'l|m|t|ng illness to families/carers — for examp|e,
their preferred place of care in their pain of the ICYP, release of
?Sf daY§ of life as part of service distressing symptoms of the

elivery: ICYP, and anxiety of the ICYP
Note. As an integrated part of the and their parents or carers
rapid transfer programme, e quality of death
particular consideration will be . gucceyssful transfer to
given to infants, children and young
people (ICYP) who need preferred place of care/death
compassionate extubation (fulfilment of the transfer plan)
(including all life-sustaining » satisfaction of the child or
treatment, for example non-invasive ~ Young person and their
ventilation) in the preferred place families/carers with the care
(what services should be in place to e time taken to achieve transfer
facilitate). e unexpected hospital
re-admission
e access of parents or carers to
the patient in both settings.
7.2 Intervention What is the effectiveness of day Outcomes will include:

and night specialist telephone
healthcare professional support (or
parents/carers support), day and
night community nursing support,
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7.1 Intervention

7.4 Intervention

8.1 Mixed -
intervention
and
qualitative

and the combination of the two for
the needs of infants, children and
young people with life-limiting
conditions, and for the needs of
their family members and carers
during this time and after death as
part of service delivery?

What is the clinical and cost
effectiveness of a defined multi-
disciplinary team (MDT) of a
particular composition compared
with one of a different composition
and compared with care without a
defined MDT?

What is the clinical and cost
effectiveness of a home-based
programme of care compared with
care in other settings?

Are psychological interventions
effective for infants, children and
young people with life-limiting
conditions and what factors
influence the attitudes of children
and young people and the family’s
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person and/or their
families/carers

e change in health resources
utilisation (for example,
reduction in unintended
hospital re-admission rates,
reduction of hospitalisation,
reduction in length of hospital
stay)

e change in level of distressing
symptoms such as pain,
agitation

e change in home visits by
nurses (mainly relevant to day
and night specialist advice
support).

Outcomes will include:

¢ prevention of unplanned
hospital admissions

¢ discharge time

o quality of life of the child,
young person

o quality of life of the parent,
carer

¢ satisfaction of the child or
young person

o satisfaction of the parent or
carer with the ICYP’s care (for
example, level of care and
improved communication)

o control of symptoms (pain,
dyspnoea, nausea/vomiting).

Outcomes will include:

e unplanned/precipitous
admission to hospital

o family or care giver stress and
distress

e |CYP satisfaction/comfort

e parent/carer
satisfaction/comfort

e control of symptoms (pain,
dyspnoea, nausea/vomiting)

¢ health-related quality of life
(levels of comfort, lack of
distress).

Quantitative outcomes:

e psychological well-being of
ICYP (for example resilience,
depression, fear, anxiety,
mood change)

o quality of life of ICYP
o satisfaction of ICYP
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8.1

8.2

Mixed —
intervention
and
qualitative

Mixed -
intervention
and
qualitative

involvement and decisions about
choices of those interventions?

Are psychological interventions
(including short-term bereavement
therapies) effective for family
members and carers of infants,
children and young people and
what factors influences their
attitudes about those interventions
before and after the death of an
infant, child or young person with a
life-limiting condition?

What factors of social and practical
support (including care of the body)
are effective in end of life care of
infants, children and young people
with life-limiting conditions and their
family members or carers and what
influences attitudes about these
before and after death?
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e pain- and child iliness-related
symptoms

o distressing symptoms
(restlessness, agitation).

For qualitative outcomes,
themes will be identified from
the literature, for example:

e unmet needs

¢ individual attitudes towards
therapies based on for
instance cultural differences

o the skill and experience of
therapists.

Quantitative outcomes:

o psychological well-being (for
example resilience,
depression, fear, anxiety,
mood change) of parents,
families and carers before and
after the ICYP’s death

o quality of life of parents,
families and carers before and
after the ICYP’s death

o satisfaction of parents,
families and carers before and
after the ICYP’s death

e coping of parents, families
and carers before and after
the ICYP’s death

e activities of daily living and
parenting

o family function before and
after the ICYP’s death.

For the qualitative review,

themes will be identified from

the literature, for example:

® bereavement of parents,
families and carers after the
ICYP’s death

e individual attitudes towards
therapies based on, for
example, cultural differences

e unmet needs.

Quantitative outcomes:

¢ |CYP well-being, including
psychological well-being,
common mental disorder or
death distress, coping

o the coping of parents or
carers
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¢ ICYP quality of life

e parents and carers’ quality of
life

o family functioning

¢ ICYP health service use.

8.3 Mixed - What factors of spiritual or religious
intervention support (including care of the body)
and are effective in end of life care of
qualitative infants, children and young people

with life-limiting conditions and their
family members or carers and what
influences attitudes about these
before and after death?

9.2 Intervention What pharmacological and non-
pharmacological (excluding
psychological) interventions are
effective for the management of
pain in ICYP with a life-limiting
condition?
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For the qualitative outcomes,

themes will be identified from

the literature, for example:

o family functioning

¢ ICYP health service use

¢ financial stress

e provision of equipment

e time spent on caregiving
activities.

Quantitative outcomes:

¢ ICYP wellbeing, including
psychological wellbeing,
common mental disorder or
death distress

¢ ICYP physical symptoms,
such as pain, fatigue,
hypersomnia and
breathlessness

o |ICYP quality of life

o quality of life of parents,
families and carers

e |CYP health service use
e |CYP satisfaction

e parents’ or carers’
satisfaction.

For the qualitative outcomes,
themes will be identified from
the literature, for example:

o relationship with self and
others

o relationship with nature and
music

e hope

e meaning and purpose in life/
meaning making.

e Pain (measured by a
validated scale, such as Face,
Legs, Activity, Cry,
Consolability [FLACC] scale
or Neonatal Infant Pain Scale
[NIPS])).

¢ ICYP levels of distress.

e Parent, family and carer levels
of distress.
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9.3

9.4

Intervention

Intervention

What pharmacological and non-
pharmacological (excluding
psychological) interventions are
effective for the management of
agitation in ICYP with a life-limiting
condition?

What pharmacological and non-
pharmacological (excluding
psychological) interventions are
effective for the management of
respiratory distress in ICYP with a
life-limiting condition?
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Adverse events, particularly
opioid related, such as:

o constipation

o hausea / vomiting

o itching

o urinary retention

o fatigue

o confusion

o respiratory depression

o unwanted levels of sedation.
Quality of life for ICYP and
their parents, families and
carers (using validated
instruments, such as PedQL).
Control of other distressing
symptoms (including agitation
and breathlessness).
Proportion of ICYP taken
home/re-admission to
hospital/admission to hospice.

Reduction of agitation.
ICYP’s levels of distress
alleviated.

Family or carers’ levels of
distress alleviated.

ICYP’s (health-related) quality
of life.

Family or carers’ quality of
life.

ICYP satisfaction.

Family or caregiver
satisfaction (also
retrospective).

Adverse effects.

Objective and subjective signs
of respiratory distress
alleviated.

ICYP levels of distress
alleviated.

Parent, family or carer levels
of distress alleviated.

ICYP (health-related) quality
of life.

Parent, family or carer quality
of life.

ICYP satisfaction.

Parent, family or carer

satisfaction (also
retrospective).

The number of different types
of interventions (including
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varying doses and types of
anticholinergics) needed to
change noise intensity.

e Adverse effects.

9.5 Intervention What pharmacological and non- e Reduction of seizures.
pharmacological (excluding e ICYP levels of distress
psychological) interventions are alleviated.

effective for the management of

seizures in ICYP with a life-limiting o EIEIL, G O GEEr GvEly

of distress alleviated.

condition? _

¢ ICYP (health-related) quality
of life.

o Parent, family or carer quality
of life.

¢ ICYP satisfaction.

o Parent, family or carer
satisfaction (also
retrospective).

o Adverse effects.

10.1 Intervention What is the effectiveness of e Comfort or distress of the
medically assisted hydration in ICYP (or relevant proxy
infants, children and young people outcomes).
during end of life care? e Satisfaction of parents, family

or carers.

e Adverse events including
vomiting, respiratory distress,
abdominal pain.

10.2 Intervention What is the effectiveness of o Comfort or distress of the
medically assisted nutrition in ICYP (or relevant proxy
infants, children and young people outcomes).
during end of life care? e Satisfaction of parents, family

or carers.

e Adverse events including
vomiting, respiratory distress,
abdominal pain.

11 Mixed — What signs and symptoms, For the quantitative outcomes:
prognostic, individually or in combination, are « For diagnostic information:
diagnostic helpful in recognising thatICYP is o sensitivity
and likely to be in the last days of life ificit
qualitative and which of them are considered o speciiicity

most informative by healthcare o positive predictive value
professionals? o negative predictive values

o positive likelihood ratios
o negative likelihood ratios.

o |f thresholds are
established/pre-defined or for
prognostic information:

o relative risk (RR) or odds
ratio (OR) (and ultimately
risk difference) for patient
outcomes listed above for
those in higher or lower risk
groups.
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For the qualitative outcomes:

e Healthcare professionals’
views on which signs and
symptoms, prognostic tools,
scores or indices, and
laboratory or biological
information are most useful.

Searching for evidence

Clinical literature search

During the scoping stage, a search was conducted for guidelines and reports available on
the websites of organisations which were relevant to the topic, and all references suggested
by stakeholders during the scope consultation were considered for inclusion.

Systematic literature searches were undertaken to identify all published clinical evidence
relevant to the review questions.

Databases were searched using relevant medical subject headings and free-text terms. Due
to the large number of life-limiting conditions, it was considered appropriate to search
primarily using terms related to end of life care. Where possible, searches were restricted to
retrieve only English-language articles. Where appropriate, study type filters were applied. All
searches were conducted in MEDLINE, Embase and The Cochrane Library. Where
appropriate, certain searches were also conducted in PsycINFO, CINAHL or AMED. All
searches were updated on 10 April 2016. Studies added to the databases after this date
(even if they were published prior to this date) were not included unless specifically stated in
the text.

Search strategies were quality-assured by cross-checking reference lists of key studies,
analysing search strategies from other systematic reviews, and asking the Committee
members to identify key studies. All search strategies were also quality-assured by a second
information scientist working at the NGA, who had not created the strategies. Details of the
searches, including study filters that were applied and databases that were used, can be
found in appendix E.

Grey and unpublished literature were not included in the searches, and searches for
electronic, ahead-of-print publications were not routinely undertaken unless a particular study
was identified by the Guideline Committee. Studies published in languages other than
English were not reviewed.

Health economic literature search

A systematic literature search was undertaken to identify health economic evidence relevant
to any review question. The evidence was identified by conducting a broad search relating to
end of life care in the NHS Economic Evaluation Database (NHS EED) and the Health
Technology Assessment (HTA) database with no date restrictions. Additionally, the same
broad search was run on Medline, the Cochrane Central Register of Controlled Trials
(CCTR) and Embase, with an economic filter applied. Where possible, searches were
restricted to articles published in English and studies published in languages other than
English were not reviewed. The titles and abstracts of records retrieved by the broad search
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were sifted for relevance, and full-text copies of potentially relevant publications were
obtained. These were assessed using the inclusion criteria specified in the protocol for each
review question. The search strategies for the health economic literature search are included
in appendix F. All searches were updated on 10 April 2016. Any studies added to the
databases after this date (even those published prior to this date) were not included unless
specifically stated in the text.

Reviewing and synthesising the evidence

The evidence was reviewed following the steps shown schematically in Figure 2:

¢ Potentially relevant studies were identified for each review question from the relevant
search results by reviewing titles and abstracts. Full papers were then obtained.

o Full papers were reviewed against pre-specified inclusion and exclusion criteria to identify
studies that addressed the review question in the appropriate population, as outlined in
the review protocols (review protocols are included in appendix D).

¢ Relevant studies were critically appraised using the appropriate checklist as specified in
the NICE guidelines manual (NICE 2014).

¢ Key information was extracted on the study’s methods, according to the factors specified
in the protocols and results. These were presented in summary tables (in each review
chapter) and evidence tables (in appendix G).

e Summaries of evidence were generated by outcome (included in the relevant review
chapters) and were presented in Committee meetings (details of how the evidence was
appraised is described in Section 3.3.4 below):

o Randomised studies: meta-analysis was carried out where appropriate and results
were reported in GRADE profiles (for intervention reviews).

o Observational studies: data were presented as a range of values in GRADE profiles.

o Prognostic studies: data were presented as a range of values, usually in terms of the
relative effect as reported by the authors.

o Diagnostic studies: data were presented as measures of diagnostic test accuracy
(sensitivity, specificity, positive and negative predictive value).

o Qualitative studies: each study was summarised by theme and meta-synthesis was
carried out where appropriate to identify an overarching framework of themes and
subthemes.

For quality assurance of study identification, either whole study selections or a sample of the
study selection results were double checked by a second reviewer as follows:

¢ service delivery (whole search for both rapid transfer and 24/7 service delivery)

e psychological interventions (for children and for adults 10% of the search)

e pain and agitation symptom management (all 10%).

A sample of all evidence tables was also quality assured and all write-ups of reviews were

checked by a second reviewer. Any discrepancies were resolved by discussion between the
2 reviewers.
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Figure 2: Step-by-step review of evidence in the guideline

atermining the ty

a] 'l."i 28 l::| L2

Assessing risk of bias of
the included studies for
each outcome

Adapting and updating
any Cochrane reviews
and other published
reviews identified

Including fexcluding

or S hat may studies using the full

T e inclusion papers, against the
criteria; then ok inclusion criteria given

full papers

Inclusion and exclusion criteria

The Committee was consulted about any uncertainty regarding inclusion or exclusion. The
inclusion and exclusion of studies was based on the review protocols, which can be found in
appendix D. Excluded studies by review question (with the reasons for their exclusion) are
listed in appendix H.

In addition to the review protocols, there were particular inclusion and exclusion criteria
which have been highlighted here for the following areas of the scope:

Guideline population

The guideline population was defined as children and young people with a life-limiting
condition. As stated in the introduction, there are over 300 conditions that can be classed as
life-limiting or life-threatening. Because of this high number of conditions, it was not possible
to use all conditions as search terms. However, the focus of the guideline is on end of life
care, rather than on the specific treatment of each condition, and therefore terms related to
end of life and palliative care were used to identify the guideline population (see appendix E).
In the absence of evidence in the population of interest, it was discussed with the Committee
whether indirect evidence would be relevant. In some instances evidence was identified that
included a mixed population (for example children likely to die from acute rather than life-
limiting conditions, or from studies with children and young people up to the age of 21, rather
than 18, as long as the average age and standard deviation was at a lower end). Evidence
from mixed populations was included in the following topics: planning; and religious, spiritual
and cultural support needs.
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Recognising the signs and symptoms of dying (mixed methods review)

Another noteworthy inclusion in the qualitative review on the topic of ‘Signs and symptoms of
dying’ (chapter 11) was that Delphi consensus studies were also deemed acceptable for this
topic (even though not strictly speaking qualitative in design). This was included to add other
applicable expert consensus to the consensus of the Committee. A larger group of people
(those in the Delphi panel as well as the Committee) agreeing on signs and symptoms would
provide more weight to the selected signs and symptoms and therefore add robustness to
the recommendations.

Furthermore, in the quantitative section of this review we aimed to identify pre-specified signs
and symptoms that were independently related to recognising that a child or young person is
in the last days of life; that is, independent of other characteristics. Therefore, the focus of
the evidence was on studies using multivariable analysis.

Other qualitative reviews (information, communication, planning, organ and tissue
donation, social/practical support, spiritual/religious support, psychological
interventions)

Delphi and other descriptive surveys (such as proportion of people responding to closed-
ended guestions) were not included in the other qualitative reviews, for which rich gqualitative
data, such as studies using interviews, focus groups or surveys with open-ended options,
were considered most appropriate. For these reviews, if sufficient applicable evidence (in
terms of of context and setting) was available, this was preferred over and above other
possible included studies. This was the case in the review of communication and information
provision where we looked for evidence from different perspectives on the barriers and
facilitators that they were encountering; that is, the child or young person with life-limiting
condition, their parents or carers, and healthcare professionals. There was a large evidence
base for these topics, therefore the evidence was restricted to the most applicable studies.
This took into account the requirement to cover the issue from different perspectives of, for
example, parents, healthcare professionals, and children and young people. This issue is
revisited in section 3.3.2 on combining evidence from qualitative studies.

Qualitative review for preferred place of care and preferred place of death

Quantitative survey data was included in the review of preferred place of care and preferred
place of death (see section 6.2). The Committee wanted to assess the percentage of people
with a particular preference, as well as their attitudes and reasons for making this choice.

Intervention reviews (for example symptom management)

Randomised trials, non-randomised trials and observational studies were included in the
evidence reviews as appropriate. For the intervention studies, both randomised and non-
randomised comparative studies were included because the evidence base of randomised
controlled trials in this particular study population was low.

Other general study type inclusions and exclusions

Conference abstracts were not automatically excluded from the review, but were initially
assessed against the inclusion criteria and then considered for inclusion only if no other full
publication was available for that review question, in which case the authors of the selected
abstracts were contacted for further information. None of the reviews included evidence from
conference abstracts.

Literature reviews, posters, letters, editorials, comment articles, unpublished studies and
studies not in English were excluded.

The review protocols are presented in appendix D.
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Methods of combining clinical studies

When planning reviews (protocols), the following approaches for data synthesis were
discussed and agreed with Committee. However, insufficient evidence was identified to pool
data for intervention reviews (and no evidence at all for prognostic or diagnostic components
of the ‘recognition of dying’ protocol).

Data synthesis for intervention reviews

It was planned to conduct meta-analyses where possible to combine the results of studies for
each review question using Cochrane Review Manager (RevMan5) software.

Fixed-effects (Mantel-Haenszel) techniques were used to calculate risk ratios (relative risk)
for binary outcomes, such as rate of adverse events or rate of people with symptom
improvements.

For continuous outcomes, measures of central tendency (mean) and variation (standard
deviation) would be required for meta-analysis. Data for continuous outcomes (such as
number of episodes of vomiting) were planned to be analysed using an inverse variance
method for pooling weighted mean differences; where the studies had different scales,
standardised mean differences were used. A generic inverse variance option in RevMan5 is
used if any studies reported solely the summary statistics and 95% confidence interval (95%
Cl) or standard error; this included any hazard ratios reported. However, in cases where
standard deviations were not reported per intervention group, the standard error (SE) for the
mean difference is calculated from other reported statistics (p values or 95% CIs): meta-
analysis was then undertaken for the mean difference and SE using the generic inverse
variance method in RevMan5. When the only evidence was based on studies that
summarise results by presenting medians (and interquartile ranges) or only p values were
given, this information was assessed in terms of the study’s sample size and was included in
the GRADE tables without calculating the relative or absolute effects. Consequently, aspects
of quality assessment, such as imprecision of effect, could not be assessed for evidence of
this type. However, the limited reporting of this outcome was classified as a risk of bias in
study limitations.

Stratified analyses were predefined for some review questions at the protocol stage when the
Committee identified that these strata are different in terms of biological and clinical
characteristics and the interventions were expected to have a different effect.

Statistical heterogeneity was assessed by visually examining the forest plots, and by
considering the chi-squared test for significance at p<0.1 or an I-squared inconsistency
statistic (with an I-squared value of more than 50% indicating considerable heterogeneity).
Where considerable heterogeneity was present, we carried out predefined subgroup
analyses. For instance, in the pharmacological management of distressing symptoms,
causes leading to the symptom would be a subgroup. The Committee also considered that,
for instance, route of administration, delivery system and drug class could be possible
reasons for heterogeneity in results. In case of unexplained heterogeneity, sensitivity
analysis was planned to be carried out based on the quality of studies, eliminating studies at
overall high risk of bias (randomisation, allocation concealment and blinding, missing
outcome data).

Assessments of potential differences in effect between subgroups were based on the chi-
squared tests for heterogeneity statistics between subgroups. If no sensitivity analysis was
found to completely resolve statistical heterogeneity, then a random-effects (DerSimonian
and Laird) model was employed to provide a more conservative estimate of the effect.
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Data synthesis for prognostic factor reviews

Signs and symptoms that indicate a child or young person is likely to die within hours or days
could be construed as a characteristic that predicts death occurring. This would be classified
as a prognostic/predictive factor. In this respect odds ratios (ORS), risk ratios (RRs) or
hazard ratios (HRs), with their 95% confidence intervals (95% CIs) for the effect of the
prespecified prognostic factors, were extracted from the papers when reported. Evidence
came from observational studies because signs and symptoms that may indicate that
someone is in the last days of life are not factors that could ever be randomised. For this
topic, we looked for studies that took into account possible key confounders as reported in
multivariable analyses. The reported measures were therefore adjusted to take into account
other characteristics less likely to be actual signs and symptoms of being in the last days of
life. Studies did this in a pre-specified manner or used statistical methods that included
variables that were likely signs and symptoms related to dying and modelled them using
statistical methods (such as multivariable logistic regressions). This would then indicate
which characteristics is the most likely independent prognostic factors rather than a factor
only spuriously related to whether or not someone is likely to die in hours or days.

Data synthesis for diaghostic test accuracy reviews

Data and outcomes

Recognising dying could be considered as being like a diagnostic process in which the child
or young person either displays recognised signs or does not. Following death, children or
young people can be identified as having had the sign or not. We therefore anticipated that
studies would report there having been a particular sign, which could be assessed by a value
above or below a threshold value (for example they might have had tests for a continuously
measured characteristic, such as kidney function tests for renal signs and symptoms).

There are a number of diagnostic test accuracy measures. The area under the curve (AUC)
of receiver operating characteristics (ROC) shows true positive rate (sensitivity) as a function
of false positive rate (1 minus specificity). Sensitivity, specificity, positive and negative
predictive values, and positive and negative likelihood ratios were reported.

The threshold of a diagnostic test is defined as the value at which the test can best
differentiate between those with and without the target condition (for instance a particular
serum creatinine value) and, in practice, it varies among studies. For this particular question
(recognising that a child or young person may be dying), specificity was regarded as
particularly important. When specificity is high, a positive test rules in the diagnosis and when
sensitivity is high, a negative test rules out the diagnosis — researchers have created the
mnemonic SpPin/SnNout? for this (Sackett 1992). In other words, in the case of high
specificity with low sensitivity, someone who has this sign or symptom (that is, akin to testing
positive) would be likely to die within the next few days, whereas for those who do not have
the sign or symptom (akin to having a negative test), we are uncertain about when they may
die. Sensitivity (ruling out), however, was also recognised as being important in order not to
miss people who may be dying in the next few days.

Data synthesis

Diagnostic paired sensitivity—specificity forest plots were produced for each sign and
symptom using RevManb5. In order to do this, 2x2 tables (the number of true positives, false
positives, true negatives and false negatives) were extracted.

a If a specific (Sp) test is positive (P), rule the diagnosis ‘in’; if a sensitive (Sn) test is negative (N), rule the
diagnosis ‘out’.
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Area under the ROC curve (AUC) data for continuous test results (such as serum creatinine
as a proxy for a sign of kidney function or failure) were given as AUC values with 95%
confidence intervals. The Committee agreed on the following criteria for AUC:

e <0.50: the index test is worse than chance
e 0.50-0.60: very poor

e 0.61-0.70: poor

e 0.71-0.80: moderate

e 0.81-0.92: good

e 0.91-1.00: excellent or perfect test.

Data synthesis for qualitative reviews

Where possible, a meta-synthesis was conducted to combine qualitative study results. The
main aim of the synthesis of qualitative data was to produce a description of the topics that
may influence the experience of the person who is dying, those people important to them and
healthcare professionals involved in their care, rather than build new theories or
reconceptualise the topic under review. Whenever studies identified a qualitative theme, this
was extracted and the main characteristics were summarised. When all themes were
extracted from studies, common concepts were categorised and tabulated. This included
information on how many studies had contributed to an identified overarching theme.

In qualitative synthesis, a theme being reported by different studies more than other themes
does not necessarily mean that it would be more important than those other themes. The aim
of qualitative research is to identify new perspectives on a particular topic. Study type and
population in qualitative research can differ widely, meaning that themes identified by just 1
or a few studies can provide important new information for a given topic. Therefore, for the
purpose of the qualitative reviews in this guideline, we did not add further studies when they
reported the same themes that had already been identified from the same perspectives (that
is from children or young people, parents or carers, or healthcare professionals) because the
emphasis was on conceptual robustness rather than the quantitative completeness of
evidence. This has implications for the types and numbers of studies that are included in the
qualitative reviews. Study inclusion continued until no new relevant data could be found
regarding a topic that would add to or refute it, a concept referred to in the literature as
‘theoretical saturation’ (Dixon-Woods 2005).

The most relevant evidence in this respect would originate from studies set in the target
context of the UK NHS setting. Therefore, when the evidence base was particularly large, we
focused first on studies in the most relevant context, but widened the study inclusion criteria
when important perspectives were either not covered or were insufficiently covered. The final
selection of included or excluded studies from those identified in the literature search was
carried out by at least two researchers. Themes from individual studies were then integrated
into a wider context and, when possible, overarching categories of themes with sub-themes
were identified. Themes were derived from data presented in individual studies based
directly on quotes from interviewees. When themes were extracted, theme names derived
from the studies that provided it, such as ‘ready to die and go to heaven’, to take into account
the influence of religious beliefs on care planning (see section 6.1.5). The names of
overarching themes, however, were named by the systematic reviewers, for instance
‘interpersonal/interactive communication’ (see section 5.5.1).

Emerging themes were then placed into a thematic map that would present the relationship
between themes and subthemes. The purpose of the map was to show relationships
between overarching themes and their subthemes. The mapping part of the review was
drafted by a member of the technical team, but the final framework of themes was further
shaped and, when necessary, re-classified through discussion with at least one other
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member of the technical team. The Committee could then draw conclusions from each theme
in each setting or country and how they may help in forming recommendations.

Type of studies

For most intervention reviews in this guideline, parallel randomised controlled trials (RCTSs)
were prioritised because they are considered the most robust type of study design that could
produce an unbiased estimate of the intervention effects. The Committee expected there to
be limited evidence of this type (due the study population being children or young people with
life-limiting conditions), therefore non-randomised studies were also considered. This
included consideration of uncontrolled studies (also called before-and-after studies without a
control group; Higgins 2008). An uncontrolled before and after study is an observational
study where either the same group of individuals are compared before and after a new
intervention has been implemented, or where there is a group of participants before and then
a different group of participants after the new treatment is implemented. The term
uncontrolled is used as there is not a control group that has not received the intervention.
Due to the lack of control group these studies have very low internal validity and are
subjected to a very high-risk of bias. Despite this, we considered the includion of such
studies in the absence of less biased evidence because this study design can be used when
the selection of a control group is not practical or not ethical. This was noted when
discussing the evidence and when drafting the recommendations.

For diagnostic reviews, cross-sectional and retrospective studies were considered for
inclusion. For prognostic reviews, prospective and retrospective cohort studies were
included. Case—control studies were not considered for inclusion.

In the qualitative reviews, studies using focus groups, or structured or semi-structured
interviews were considered for inclusion. Survey data or other types of questionnaires were
only included if they provided analysis from open-ended questions, but not if they reported
descriptive quantitative data only.

Where data from observational studies were included, the Committee decided that the
results for each outcome should be presented separately for each study and meta-analysis
was not conducted.

Appraising the quality of evidence using ‘Grading of Recommendations
Assessment, Development and Evaluation’ (GRADE)

Elements of GRADE

For intervention reviews, the evidence for outcomes from the included RCTs and
observational studies were evaluated and presented using GRADE, which was developed by
the international GRADE working group. Modified GRADE assessments were also carried
out for outcomes per risk factor in prognostic reviews, accuracy measures in diagnostic
reviews and themes in qualitative reviews.

The software developed by the GRADE working group (GRADEpro) was used to assess the
quality of each outcome, taking into account individual study quality factors and the meta-
analysis results. This software is used mainly for intervention reviews, but can also be used
for prognostic reviews. It is not presently designed to assess evidence from diagnostic and
gualitative reviews. Therefore the modified GRADE approach for diagnostic and qualitative
evidence was carried out without the software but using similar tables and concepts which
are described below. Results were presented in GRADE profiles (‘GRADE tables’), which
consist of 2 sections: the ‘Clinical evidence profile’ table includes details of the quality
assessment, while the ‘Clinical evidence summary of findings’ table includes pooled outcome
data and, where appropriate, an absolute measure of intervention effect and the summary of
the quality of evidence for that outcome. In this table, the columns for intervention and control
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indicate summary measures and measures of dispersion (such as mean and standard
deviation or median and range) for continuous outcomes, and frequency of events (n/N: the
sum across studies of the number of patients with events divided by the sum of the number
of completers, with 95% confidence intervals) for binary outcomes. Reporting or publication
bias was only taken into consideration in the quality assessment and included in the ‘Clinical
evidence profile’ table if it was apparent.

The evidence for each outcome was examined separately for the quality elements listed and
defined in Table 2 for intervention, Table 3 for prognostic, Table 4 for diagnostic and Table 5
for qualitative reviews. Each element was graded using the quality levels listed in Table 6.
The main criteria considered in the rating of these elements are discussed below (see
section 3.3.4.2 Grading of the quality of clinical evidence). Footnotes were used to describe
reasons for grading a quality element as having serious or very serious problems. The
ratings for each component were summed to obtain an overall assessment for each outcome
(see Table 7).

The GRADE toolbox is currently designed for randomised trials and observational studies
only, but for this guideline the quality assessment elements and outcome presentation were
adapted for all other review types (diagnostic, prognostic and qualitative studies).

Table 2: Description of the elements in GRADE used to assess the quality of
intervention studies

Risk of bias Limitations in the study design and implementation may bias the estimates of the
(‘Study treatment effect. High risk of bias for the majority of the evidence decreases
limitations’) confidence in the estimate of the effect.

Inconsistency Inconsistency refers to an unexplained heterogeneity of results.

Indirectness Indirectness refers to differences in study population, intervention, comparator

and outcomes between the available evidence and the review question, or
recommendation made, such that the effect estimate is changed.

Imprecision Results are imprecise when studies include relatively few patients and few
events and thus have wide confidence intervals around the estimate of the
effect. Imprecision results if the confidence interval includes the clinically
important threshold.

Publication bias  Publication bias is a systematic underestimate or an overestimate of the
underlying beneficial or harmful effect due to the selective publication of studies.

For evidence from diagnostic studies with regard to recognising signs and symptoms of
dying, an adapted GRADE approach was planned. This looked at whether the identification
of a particular sign or symptom could accurately indicate (‘diagnose’) that a child or young
person was in the last days of life.

Table 3: Description of the elements in GRADE and how they are used to assess the
quality for diagnostic accuracy reviews

Risk of bias Limitations in the study design and implementation may bias the estimates of the
(‘Study diagnostic accuracy. High risk of bias for the majority of the evidence decreases
limitations’) confidence in the estimate of the effect. Diagnostic accuracy studies are not

usually randomised and therefore would not be downgraded for study design
from the outset and start as high level evidence.

Inconsistency Inconsistency refers to an unexplained heterogeneity of test accuracy measures
such as sensitivity and specificity between studies.

© National Institute for Health and Care Excellence 2016
52



End of life care for infants, children and young people: planning and management
Guideline development methodology

Indirectness Indirectness refers to differences in study population, differences in index tests
across studies, reference standards and outcomes between the available
evidence and the review question.

Imprecision Results are considered imprecise when studies include relatively few patients
and the probability to be diagnosed correctly in this group is low. Accuracy
measures would therefore have wide confidence intervals around the estimate of
the effect.

For prognostic factors (that is, signs and symptoms which are risk factors for entering the last
days of life), an adapted GRADE approach was conducted. This looked at the body of the
evidence for each risk factor across studies for 1 outcome (in the case of this guideline, the
outcome would be death occurring within 14 days).

Table 4: Description of the elements in GRADE and how they are used to assess the
quality for prognostic reviews

Risk of bias Limitations in the study design and implementation may bias the estimates and
(‘Study the interpretation of the effect of the prognostic risk factor. High risk of bias for
limitations’) the majority of the evidence decreases confidence in the estimate of the effect.

Prognostic studies are not usually randomised and therefore would not be
downgraded for study design from the outset and start as high level evidence.

Inconsistency Inconsistency refers to an unexplained heterogeneity between studies looking at
the same sign or symptom, resulting in wide variability between ORs, RRs or
HRs, with little or no overlap in confidence intervals.

Indirectness Indirectness refers to any departure from the review protocol, for instance
differences in study population or risk factor, that may affect how results can be
generalised from the reviewed evidence.

Imprecision Results are considered imprecise when studies include relatively few patients
and also when the number of patients is too low for a multivariable analysis (as a
rule of thumb a number of 10 participants per variable). This was assessed by
looking at the confidence interval and where it lies in relation to the point
estimate of the study.

For qualitative studies an adapted GRADE-CERQual (Lewin 2015) approach was used,
where CERQual stands for confidence in the evidence from reviews of qualitative research.
This looked at the quality of evidence by theme. These themes may have originated from an
individual study or may have been identified through a number of individual themes or
components of themes across a number of included studies.

Table 5: Description of the elements in the adapted GRADE-CERQual approach used
to assess qualitative evidence by theme

Risk of bias Limitations in the study design and implementation may bias the interpretation of
(‘Study the qualitative themes that are identified. High risk of bias for the majority of the
limitations’) evidence decreases confidence in the estimate of the effect. Qualitative studies

are not usually randomised and therefore would not be downgraded for study
design from the outset and start as high level evidence.

Coherence of The extent to which different individual themes or components of themes from

findings studies fit into a wider network of overarching themes. For example, many
components (relationship and rapport, clinical experience, information provision)
can contribute to an overarching theme of healthcare professional factors in
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shared decision-making. Even though each individual study may not mention
each factor, the overall theme is coherent.

Applicability (or  The extent to which the evidence supporting the review finding is applicable to

relevance) of the context specified in the review question. In the case of this guideline,

evidence gualitative evidence from the UK was prioritised over and above data from other
contexts.

Theme Theme saturation or sufficiency refers to a similar concept in qualitative

saturation / research. This refers to whether a theoretical point of theme saturation was

sufficiency achieved, at which point no further citations or observations would provide more

insight or suggest a different interpretation of this theme. Individual studies that
may have contributed to a theme or subtheme may have been conducted in a
manner that by design would have not reached theoretical saturation on an
individual study level.

The main criteria considered in the rating of these elements are discussed below (see
section 3.3.4.2 Grading of evidence). Footnotes were used to describe reasons for grading a
quality element as having serious or very serious problems. The ratings for each component
were summed to obtain an overall assessment for each outcome (see Table 7).

3.3.4.2 Grading the quality of clinical evidence

After data were synthesised, the overall quality of evidence was assessed for each outcome
(in intervention or prognostic reviews) by diagnostic sign and symptom, or qualitative theme.
The following procedure was adopted when using GRADE:

¢ An initial quality rating was assigned, based on the study design. RCTs start as ‘High’ in
intervention reviews, observational studies as ‘Low’, and uncontrolled case series as ‘Low
or ‘Very low'. In diagnostic, prognostic and qualitative reviews, evidence from non-
randomised studies start as High.

¢ The rating was then downgraded for the specified criteria: risk of bias (study limitations),
inconsistency, indirectness, imprecision and publication bias. These criteria are detailed
below. In intervention reviews, evidence from observational studies (which had not
previously been downgraded) was upgraded if there was: a large magnitude of effect,
and/or a dose-response gradient, and/or if all plausible confounding would reduce a
demonstrated effect or suggest a spurious effect when results showed no effect. Each
quality element considered to have ‘serious’ or ‘very serious’ risk of bias was rated down
by 1 or 2 points respectively.

e The downgraded or upgraded marks were then summed and the overall quality rating was
revised. For example, all RCTs started as High and the overall quality became Moderate,
Low or Very low if 1, 2 or 3 points were deducted respectively.

e The reasons or criteria used for downgrading were specified in the footnotes.

e For qualitative reviews, a quality assessment of ‘Unclear’ was added to the list of possible
GRADE-CERQual levels. Together with the Committee, it was decided that in qualitative
reviews 1 ‘Unclear’ rating did not mean an automatic downgrade of the evidence for this
theme. However, 2 ‘Unclear’ ratings were downgraded by 1 and 3 Unclear’ ratings
downgraded by 2. Footnotes were not used for the CERQual tables.

Table 6: Levels of quality elements in GRADE

None There are no serious issues with the evidence.
Serious The issues are serious enough to downgrade the outcome evidence by 1 level.
Very serious The issues are serious enough to downgrade the outcome evidence by 2 levels.
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Table 7: Overall quality of outcome evidence in GRADE

Level Description

High Further research is very unlikely to change our confidence in the estimate of
effect.

Moderate Further research is likely to have an important impact on our confidence in the
estimate of effect and may change the estimate.

Low Further research is very likely to have an important impact on our confidence in

the estimate of effect and is likely to change the estimate.
Very low Any estimate of effect is very uncertain.

The details of the criteria used for each of the main quality elements are discussed further in
sections 3.3.4.2.1 t0 3.3.4.2.5.

Risk of bias

Intervention studies

Bias can be defined as anything that causes a consistent deviation from the truth. Bias can
be perceived as a systematic error; for example, if a study was to be carried out several
times and there was a consistently wrong answer, the results would be inaccurate.

The risk of bias for a given study and outcome is associated with the risk of over- or
underestimation of the true effect.

The domains of risks of bias are listed in Table 8.

A study with a poor methodological design does not automatically imply that there is a high
risk of bias: the bias is considered individually for each outcome and it is assessed whether
this poor design will impact on the estimation of the intervention effect.

Table 8: Domains of risk of bias in randomised controlled trials

Risk of bias Explanation

Lack of allocation = Those enrolling patients are aware of the group to which the next enrolled

concealment patient will be allocated (this is a major problem in ‘pseudo’ or ‘quasi’
randomised trials with, for example, allocation by day of week, birth date, chart
number).

Lack of blinding Patient, caregivers, those recording outcomes, those adjudicating outcomes or
data analysts are aware of the arm to which patients are allocated.

Incomplete Missing data not accounted for and failure of the trialists to adhere to the

accounting of intention-to-treat principle when indicated. Bias is suspected when the missing

patients and data is higher than the event rate and particularly when there is differential

outcome events missing data between the groups in a trial (a difference of more than 10% was
used).

Selective Reporting of some pre-specified outcomes and not others (in particular if only

outcome reporting  significant results are reported).
Other risks of bias For example:

e Stopping the trial early for benefit observed in randomised trials, in particular
in the absence of adequate stopping rules.

e Use of unvalidated patient-reported outcomes (for example rating scales for
noise intensity of respiratory secretions).

e Recruitment bias in cluster-randomised trials.
Diagnostic studies

For diagnostic accuracy studies, the Quality Assessment of Diagnostic Accuracy Studies
version 2 (QUADAS-2) checklist was used (see appendix H in the NICE guidelines manual
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2014). Risk of bias and applicability in primary diagnostic accuracy studies in QUADAS-2
consists of 4 domains — see Table 9.

Table 9: Risk of bias for typical diagnostic accuracy studies (according to
QUADAS-2)

Risk of bias Explanation

Patient selection It is assessed whether all the patients underwent all index tests or whether the
index tests were appropriately randomised among the patients.

Index test (or Bias could be introduced when thresholds are not pre-specified, because this

sign/symptom) directly affects the sensitivity/specificity estimate for the study.

Reference Usually this would be assessed by how well the reference standard is

standard conducted. However, in the context of recognising dying this was not
considered to be an appropriate factor.

Flow and timing This is with regard to the timing of when the sign or symptom occurred in

relation to when the person died.

Prognostic studies

For prognostic studies, quality was assessed using the checklist for prognostic studies
(appendix H in the NICE guidelines manual 2014).

This risk of bias for each risk factor across studies was derived by assessing the risk of bias
across 6 domains for each study — selection bias, attrition bias, prognostic factor bias,
outcome measurement bias, control for confounders and appropriate statistical analysis —
with the last 4 domains being assessed for each outcome. A summary table on the quality of
prognostic studies is presented at the beginning of each review to summarise the risk of bias
across the 6 domains. More details about the quality assessment for prognostic studies are
shown in Table 10::

Table 10: Risk of bias for prognostic factor studies
Risk of bias Explanation

Patient selection Selection bias would be suspected if the allocation to groups directly leads to
differences in baseline characteristics. If only 1 risk factor is considered, risk of
bias may be introduced when there was no attempt to achieve roughly
comparable groups, and/or there is evidence of biased selection. If 2 or more
risk factors are considered, the same may not apply for patient selection issues
and then the study would have to have controlled for confounders.

Prognostic factor  This refers to any biases that could directly be linked to the validity of the

bias (or prognostic factor under investigation, such as how the signs or symptoms were

sign/symptom) assessed or measured.

Attrition bias This is assessed by whether there are similar numbers of people who were
followed up in groups who have or have not got the particular sign or symptom.

Outcome This usually refers to whether or not the outcome has been measured on a

measurement validated scale or was otherwise reliably assessed. However, for the purpose

bias of the ‘recognising dying’ review, this was not considered to be an appropriate
factor to assess.

Control for This domain is an assessment of whether confounders have been adequately

confounders / accounted for. Confounders would be signs and symptoms that may be related

statistical analysis to dying but that are not under direct investigation. For instance, age is related
to dying, but we would not assess age in general as a sign or symptom of
dying. We therefore wanted to assess whether signs and symptoms were
independent predictors, regardless of other non-related factors.
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Qualitative studies

For qualitative studies, quality was assessed using a checklist for qualitative studies (as
suggested in appendix H in the NICE guidelines manual 2014). This was based on the
Critical Appraisal Skills Programme (CASP) checklist for qualitative studies. The quality
rating for risk of bias (low, high and unclear) was derived by assessing the risk of bias across
6 domains. The evidence was then assessed by theme using GRADECerqual across studies
as described above and labelled (no limitations, minor limitations, major limitations and
unclear), see Table 11.

Table 11: Risk of bias for qualitative studies

Risk of bias Explanation

Aim and This refers to an assessment of whether the aims and relevance of the
appropriateness of study were clearly described and whether qualitative research methods
qualitative evidence. were appropriate for investigating the research question.

Rigour in study design  This domain assesses whether the study approach has been clearly

or validity of theoretical described and is based on a theoretical framework (for example

approach ethnography or grounded theory). This does not necessarily mean that the
framework has to be explicitly stated, but that at least a detailed
description is provided which makes it transparent and reproducible.

Sample selection The background, the procedure and reasons for the chosen method of
selecting participants should be stated. It should also be assessed
whether there was a relationship between the researcher and the
informant, and if so, how this may have influenced the findings that were
described.

Data collection Consideration was given to how well the method of data collection
(in-depth interviews, semi-structured interviews, focus groups or
observations) was described, whether details were provided and how the
data were collected (who conducted the interviews, how long did they last
and where did they take place).

Data analysis For this criterion it is assessed whether sufficient detail is provided about
the analytical process and whether it is in accordance with the theoretical
approach. For instance, if a thematic analysis was used, it is assessed
whether there was a clear description of how the theme was arrived at.
Data saturation is also part of this section. This refers to whether a
theoretical point of theme saturation was achieved at which point no
further citations or observations would provide more insight or suggest a
different interpretation of this theme. This could be explicitly stated, or it
may be clear from the citations presented that it may have been possible
to find more themes.

Results In relation to this section the reasoning about the results are important, for
instance whether a theoretical proposal or framework is provided rather
than being restricted to citations / presentation of data.

Risk of bias for evidence from the Delphi consensus study

For the evidence from the Delphi study (included in chapter 11), we did not assess the
quality using GRADE methodology, because it does not fall into a strict quantitative or
gualitative category of data. An exception was made and for this type of evidence the quality
was assessed by study quality only. There are published criteria for the assessment of
Delphi studies and these were applied to see whether the methodology was used in a robust
manner (Diamond 2014).

Inconsistency / coherence of findings

Inconsistency refers to unexplained heterogeneity of results. When estimates of the
treatment effect, prognostic risk factor or diagnostic accuracy measures vary widely across
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studies (that is, there is heterogeneity or variability in results), this suggests true differences
in underlying effects.

Heterogeneity in meta-analyses was examined; if present, sensitivity and subgroup analyses
were performed as prespecified in the protocols (appendix D).

When heterogeneity existed (chi-squared probability less than 0.1, I-squared inconsistency
statistic of greater than 50%, or from visually examining forest plots), but no plausible
explanation could be found (for example duration of intervention or different follow-up
periods), the quality of the evidence was downgraded in GRADE by 1 or 2 levels, depending
on the extent of inconsistency in the results. For diagnostic and prognostic evidence, this
was assessed visually according to the differences in point estimates and overlap in
confidence intervals on the sensitivity / specificity forest plots. In addition to the I-squared
and chi-squared values and examination of forest plots, the decision for downgrading was
dependent on factors such as whether the uncertainty about the magnitude of benefit (or
harm) of the outcome showing heterogeneity would influence the overall judgment about net
benefit or harm (across all outcomes).

For qualitative research, a similar concept to inconsistency is coherence, which refers to the
way findings within themes are described and whether they make sense. This concept was
used in the quality assessment across studies for individual themes. This does not mean that
contradictory data was downgraded automatically, but that it was highlighted and presented,
and that reasoning was provided. As long as the themes, or components of themes, from
individual studies fit into a theoretical framework, they do not necessarily have to have the
same perspective. It should, however, be possible to explain these by differences in context
(for example, the views of healthcare professionals might not be the same as those of family
members, but they could contribute to the same overarching theme). Coherence was graded
across studies with the following labels: coherent, incoherent or unclear.

Indirectness / applicability or relevance of findings

For quantitative reviews, directness refers to the extent to which the populations,
intervention/risk factor/index test, comparisons and outcome measures are similar to those
defined in the inclusion criteria for the reviews. Indirectness is important when these
differences are expected to contribute to a difference in effect size, or may affect the balance
of harms and benefits considered for an intervention.

Relevance of findings in qualitative research is the equivalent of indirectness for quantitative
outcomes, and refers to how closely the aims and context of the studies contributing to a
theme reflect the objectives outlined in the review protocol of the guideline question.

Imprecision / theme saturation or sufficiency

For quantitative reviews, imprecision in guidelines concerns whether the uncertainty
(confidence interval) around the effect estimate means that it is not clear whether there is a
clinically important difference between interventions or not (that is, whether the evidence
would clearly support 1 recommendation or appear to be consistent with several different
types of recommendations). Therefore, imprecision differs from the other aspects of evidence
quality because it is not really concerned with whether the point estimate is accurate or
correct (has internal or external validity); instead, it is concerned with the uncertainty about
what the point estimate actually is. This uncertainty is reflected in the width of the confidence
interval.

The 95% confidence interval (95% CI) is defined as the range of values that contain the
population value with 95% probability. The larger the trial, the smaller the 95% CI and the
more certain the effect estimate.

Imprecision in the evidence reviews was assessed by considering whether the width of the
95% CI of the effect estimate was relevant to decision-making, considering each outcome in
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isolation. This is explained in Figure 3, which considers a positive outcome for the
comparison of treatment A versus treatment B. Three decision-making zones can be
identified, bounded by the thresholds for clinical importance (minimal important difference,
MID) for benefit and for harm. The MID for harm for a positive outcome means the threshold
at which drug A is less effective than drug B by an amount that is clinically important to
patients (favours B).

Figure 3: lllustration of precise and imprecise outcomes based on the confidence
interval of outcomes in aforest plot

null [ Favours A >

Imprecise I |_ | Precise |
Very imprecise I |

Cifference = MID (+)
(clinically impartant benefit)

Cifference = MID (-
(clinically impartant harm)

Effect not clinically important

When the confidence interval of the effect estimate is wholly contained in 1 of the 3 zones
(for example clinically important benefit), we are not uncertain about the size and direction of
effect (whether there is a clinically important benefit, or the effect is not clinically important, or
there is a clinically important harm), so there is no imprecision.

When a wide confidence interval lies partly in each of 2 zones, it is uncertain in which zone
the true value of effect estimate lies, and therefore there is uncertainty over which decision to
make (based on this outcome alone). The confidence interval is consistent with 2 possible
decisions and so this is considered to be imprecise in the GRADE analysis and the evidence
is downgraded by 1 level (‘serious imprecision’).

If the confidence interval of the effect estimate crosses into 3 zones, this is considered to be
very imprecise evidence because the confidence interval is consistent with 3 possible clinical
decisions, and there is therefore a considerable lack of confidence in the results. The
evidence is therefore downgraded by 2 levels in the GRADE analysis (‘very serious
imprecision’).

Implicitly, assessing whether the confidence interval is in, or partially in, a clinically important
zone, requires the Committee to estimate an MID or to say whether they would make
different decisions for the 2 confidence limits.

The literature was searched for established MIDs for the selected outcomes in the evidence
reviews, such as symptom measurement tools. However, none were identified for our
guideline population. In addition, the Committee was asked whether they were aware of any
acceptable MIDs in the clinical community. Finally, the Committee considered whether it was
clinically acceptable to use the GRADE default MID to assess imprecision: for binary
outcomes a 25% relative risk reduction or relative risk increase was used, which corresponds
to clinically important thresholds for a risk ratio of 0.75 and 1.25 respectively. This default
MID was used for all the binary outcomes in the interventions’ evidence reviews as a starting
point and decisions on clinical importance were then considered based on the absolute risk
difference. For continuous outcomes default MIDs were also used. These use half of the
median standard deviation of the control group.

The same principle was used for prognostic factors, for example using the default MID as a
starting point for the Committee discussion, to assess whether the size of the outcome effect
would be large enough to be meaningful in clinical practice.
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In diagnostic accuracy measures, it was first considered whether sensitivity or specificity (or
AUC for continuous variables) was going to be given more weight in the decision-making
process. If one measure was given more importance than the other, then imprecision was
rated on this statistical measure. It was not possible to pool the diagnostic data in this
guideline. Therefore imprecision was assessed on individual study results. For the purpose
of the review in chapter 11, the focus was on specificity. A specificity value of above 90%
was considered by the Committee to be a good indicator of a sign or symptom that if found
positive would be associated with death in the next days (that is, 90% or above of people
who were classified positive as having this sign or symptom). This was then used in the
same manner as an MID described above. A specificity value would be described as
imprecise if it crossed this 90% threshold, and very imprecise if it also crossed the chance
value of 50%.

Theme saturation or sufficiency refers to a similar concept in qualitative research. This refers
to whether a theoretical point of theme saturation was achieved, at which point no further
citations or observations would provide more insight or suggest a different interpretation of
this theme. As already highlighted in a previous section on qualitative reviewing methods, it
is not equivalent to the number of studies contributing to a theme, but rather to the depth of
data and whether sufficient quotes or observations were provided that could underpin these
findings.

Assessing clinical significance (of intervention effects)

The Committee assessed the evidence by outcome in order to determine if there was, or
potentially was, a clinically important benefit, a clinically important harm or no clinically
important difference between interventions. To facilitate this, where possible, binary
outcomes were converted into absolute risk differences (ARDs) using GRADEpro software:
the median control group risk across studies was used to calculate the ARD and its 95% CI
from the pooled risk ratio. For continuous outcomes, the mean difference between the
intervention and control arm of the trail was calculated. This was then assessed in relation to
the default MID (0.5 times the median control group standard deviation).

The assessment of clinical benefit or harm, or no benefit or harm, was not based on the
default MID of the relative risk, which was only used as a starting point, but on the point
estimate of the absolute effect, taking into consideration the precision around this estimate.

This assessment was carried out by the Committee for each critical outcome, and an
evidence summary table (used in the Committee meetings, but not presented in this
guideline) was produced to compile the Committee’s assessments of clinical importance per
outcome, alongside the evidence quality and the uncertainty in the effect estimate
(imprecision). In instances where the Committee decision differed from the default
assessment, decisions were captured in the ‘Linking evidence to recommendations’ sections.

Assessing clinical significance (of prognostic, diagnostic or qualitative findings)

Absolute risk differences were not calculated for prognostic findings in this guideline. The
Committee considered the size of the relative effects and whether this was large enough to
constitute a sign or symptom predicting whether someone would die within the next few
days.

In a similar manner, this was carried out for diagnostic accuracy statistics to interpret how
likely the size of the effect reflects a clinically meaningful association between people having
a sign or symptom and whether or not they die in the next few days.

For themes stemming from qualitative findings, clinical importance was decided upon by the
Committee taking into account the generalisability of the context from which the theme was
derived, and whether it was convincing enough to support or warrant a change in current
practice, as well as the evidence quality.
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Evidence statements

Evidence statements are summary statements that are presented after the GRADE profiles,
summarising the key features of the clinical evidence presented. The wording of the
evidence statements reflects the certainty or uncertainty in the estimate of effect. The
evidence statements are presented by outcome or theme, and encompass the following key
features of the evidence:

¢ the quality of the evidence (GRADE rating)
¢ the number of studies and the number of participants for a particular outcome
e a brief description of the participants

¢ an indication of the direction of effect (for example, if a treatment is beneficial or harmful
compared with another, or whether there is no difference between the tested treatments)

Evidence of cost effectiveness

The Committee is required to make decisions based on the best available evidence of both
clinical and cost effectiveness. Guideline recommendations should be based on the expected
costs of the different options in relation to their expected health benefits (that is, their ‘cost
effectiveness’) rather than the total implementation cost. Thus, if the evidence suggests that
a strategy provides significant health benefits at an acceptable cost per patient treated, it
should be recommended, even if it would be expensive to implement across the whole
population.

Evidence on cost effectiveness related to the key clinical issues being addressed in the
guideline was sought, and a systematic review of the published economic literature was
undertaken.

Literature review

The health economist:

¢ Identified potentially relevant studies for each review question from the economic search
results by reviewing titles and abstracts. Full papers were then obtained.

¢ Reviewed full papers against pre-specified inclusion and exclusion criteria to identify
relevant studies (see below for details).

¢ Critically appraised relevant studies using the economic evaluations checklist as specified
in the NICE guidelines manual.

Studies initially considered eligible but which were then excluded can be found in appendix H
with explanations of the reasons for exclusion.

Inclusion and exclusion criteria

Full economic evaluations (studies comparing costs and health consequences of alternative
courses of action [cost—utility, cost-effectiveness, cost—benefit and cost—consequences
analyses]) and comparative costing studies that addressed a guideline review question in the
relevant population were considered potentially includable as economic evidence.

Given the sparsity of full economic evaluations in the search, rigid exclusion criteria were not
applied and articles were considered for inclusion if there was a significant resource content
in a context relevant to a review question in the guideline.

Undertaking new health economic analysis

As well as reviewing the published economic literature for guideline review questions, as
described above, new economic analysis was undertaken by the health economist in
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selected areas. Priority areas for new health economic analysis were agreed by the
Committee after formation of the review questions and consideration of the available health
economic evidence. Owing to a lack of clinical or effectiveness evidence, these new
analyses focused on costing aspects of service delivery.

Cost effectiveness criteria

It was recognised in the scope that the use of quality-adjusted life years (QALYs) was difficult
in the context of end of life care for children and young people. The problems include the
difficulties of eliciting health state utilities in this population, the often limited duration of life
(which means that any QALY gains will typically be very small) and ethical issues around
using conventional NICE cost effectiveness decision rules.

NICE’s report Saocial value judgements: principles for the development of NICE guidance
sets out the principles that Guidelines Committees should consider when judging whether an
intervention offers good value for money, but also that that cost effectiveness is not the sole
criterion for making decisions and for the aforementioned reasons this is especially the case
for this guideline.

In general, an intervention was considered to be cost effective if either of the following criteria
applied (given that the estimate was considered plausible):

¢ The intervention dominated other relevant strategies (that is, it was both less costly in
terms of resource use and more clinically effective compared with all the other relevant
alternative strategies); or

¢ The intervention provided clinically significant benefits at an acceptable additional cost
when compared with the next best strategy.

In the absence of economic evidence

When no relevant published studies were found, the Committee made a qualitative
judgement about cost effectiveness by considering expected differences in resource use
between options and relevant UK NHS unit costs, alongside the results of the clinical review
of effectiveness evidence and using their expert opinions.

The costs reported in the guideline are those that were presented to the Committee and were
correct at the time the recommendations in this guideline were drafted. They may have
changed subsequently before the time of publication, but we have no reason to believe they
have changed substantially.

Involving children and young people with life-limiting
conditions in this guideline — focus group research

Background

An integral part of the development process of this guideline was the involvement of people
with direct experience of the condition and the services available to them. The Committee
included 2 mothers of children who had died because of a life-limiting condition. They
contributed as full guideline members, developing review questions, highlighting sensitive
issues and terminology, and bringing the experience of parents to the attention of the rest of
the Committee. However, as part of the scoping process it was identified that there was
limited evidence directly from the children and young people’s perspective. For this topic it
was considered crucial that the experiences, perspectives and opinions of children and
young people would be incorporated in the guideline. The topics which were prioritised to
benefit particularly from the input of children and young people with life-limiting conditions
were:

© National Institute for Health and Care Excellence 2016
62


https://www.nice.org.uk/Media/Default/About/what-we-do/Research-and-development/Social-Value-Judgements-principles-for-the-development-of-NICE-guidance.pdf

3.4.2

3.4.3

3.5

End of life care for infants, children and young people: planning and management
Guideline development methodology

¢ Information: the information given to them with regard to their condition and its
management.

¢ Communication: how that information should be made available, for example 1-to-1
discussion.

o Place of care: their views on where they would ideally like to receive care — and the
factors that influence their thoughts on this.

¢ Care planning: how they would like to be involved in planning their own care.

¢ Psychological and other support needs: what kind of emotional and other support they
consider to be important and helpful to them in living with their condition.

Additionally, the Committee wanted to know what children and young people with life-limiting
conditions thought about their current care in terms of:

¢ What areas of care were currently being 'done well' and where was the care less
satisfactory?

¢ If they could change one thing about their care, what would it be?

Focus groups with children and young people with life-limiting conditions were conducted for
this guideline. The findings of this research was used as direct evidence in chapter 4
(Providing information) and chapter 5 (Communication), and in sections 6.1 and 8.18.1. The
details of this primary research project can be found in appendix L.

This work was carried out by Together for Short Lives, an organisation representing the
needs of children and young people with life-limiting conditions.

Methods with regard to the focus group

The details of the focus group methodology are described in appendix L. For the purpose of
this methodological chapter, a short description of the method is provided in this section.

The organisation conducted 3 focus groups: 1 in the North of England (Yorkshire), 1 in Bristol
(where Together for Short Lives is based) and 1 in London, in order to ensure broad
representation of participants across the UK. A total of 14 young people took part (7 male, 7
female), ranging in age from 12 to 18 years. Conditions included spinal muscular atrophy,
cancer, cystic fibrosis, and other rare degenerative and life-threatening conditions. Key
findings were shared with all participants and feedback received from 7 young people was
used to help interpret the findings of the focus group.

Drawing on children’s and young people’s views to inform recommendations

A member of the research team from Together for Short Lives presented the findings from
the focus group at a Committee meeting and the full report was circulated. The themes that
emerged were presented to the Committee and, together with any other identified evidence
for the topics, were taken into consideration when the recommendations were drafted. This
was the most applicable evidence for a number of the topics covered by the guideline, and
therefore influenced the recommendations directly. The Committee therefore decided to
highlight the contributions of the children and young people in a specific section in the
‘Evidence to recommendations’ sections of the guideline, which provide the rationale for the
recommendations.

Developing recommendations

Over the course of the guideline development process, the Guideline Committee was
presented with:

¢ evidence tables of the clinical and economic evidence reviewed from the literature (all
evidence tables are in appendix G)
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e summaries of clinical and economic evidence and quality assessment (as presented in
chapters 5 to 11)

o forest plots, when applicable (appendix I)

¢ a description of the methods and results of the cost effectiveness analysis undertaken for
the guideline (appendix K).

Recommendations were drafted on the basis of the Committee’s interpretation of the
available evidence. For intervention studies, this would mean taking into account the balance
of benefits, harms and costs between different courses of action. This was either done
formally, in an economic model, or informally. Firstly, the net benefit over harm (clinical
effectiveness) was considered in discussion with the Committee, focusing on the critical
outcomes. When this was done informally, the Committee took into account the clinical
benefits and harms when one intervention was compared with another. The assessment of
net benefit was moderated by the importance placed on the outcomes (the Committee’s
values and preferences) and the confidence the Committee had in the evidence (evidence
quality). Secondly, the Committee assessed whether the net benefit justified any differences
in costs.

When clinical and economic evidence was of poor quality, conflicting or absent, the
Committee drafted recommendations based on their expert opinions. The considerations for
making consensus-based recommendations include the balance between potential harms
and benefits, the economic costs or implications compared with the economic benefits,
current practices, recommendations made in other relevant guidelines, patient preferences
and equality issues. The Committee also considered whether the uncertainty was sufficient
to justify delaying making a recommendation and awaiting further research.

The wording of recommendations was agreed by the Committee and focused on the
following factors:

¢ the actions healthcare professionals need to take
¢ the information readers need to know

¢ the strength of the recommendation (for example the word ‘offer’ was used for strong
recommendations and ‘consider’ for weak recommendations)

¢ the involvement of people with the condition (and their parents or carers if needed) in
decisions about treatment and care

o consistency with NICE’s standard advice on recommendations about drugs, waiting times
and ineffective interventions.

In cases of qualitative evidence, the Committee considered the themes that had been
identified from the meta-synthesis or from the focus group (for instance barriers and
facilitators for effective care planning), and assessed whether they were generalisable to the
NHS context. This included an interpretation of how a concept originating from a named
theme from the literature could apply to clinical practice. For example, in the ‘Religious,
spiritual and cultural support’ (in chapter 8.3) review, the theme of ‘ready to die and go to
heaven’ may highlight that clinicians should be aware of the impact of religious, spiritual and
cultural beliefs on end of life care planning.

The main considerations of the Committee specific to each recommendation are outlined in
the ‘Recommendations and link to evidence’ sections within each chapter.

Research recommendations

When areas within reviews were identified for which good evidence was lacking, the
Committee considered making recommendations for future research. Decisions about
inclusion were based on factors such as:

¢ the importance to patients or the population
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¢ national priorities
¢ potential impact on the NHS and future NICE guidance
e ethical and technical feasibility.

Validation process

This guidance was subject to a 6-week public consultation and feedback as part of the
quality assurance and peer review of the document. All comments received from registered
stakeholders were responded to in turn and posted on the NICE website when the pre-
publication check of the full guideline occurred.

Updating the guideline

Following publication, and in accordance with the NICE guidelines manual, NICE will
regularly undertake a review of whether the evidence base has progressed significantly to
alter the guideline recommendations and warrant an update.

Disclaimer

Healthcare providers need to use clinical judgement, knowledge and expertise when
deciding whether it is appropriate to apply guidelines. The recommendations cited here are a
guide and may not be appropriate for use in all situations. The decision to adopt any of the
recommendations cited here must be made by practitioners in light of individual child or
young person’s circumstances, the wishes of the child or young person and their parents or
carers, clinical expertise and resources.

The National Guideline Alliance (NGA) disclaims any responsibility for damages arising out
of the use or non-use of these guidelines and the literature used in support of these
guidelines.

Funding

The NGA was commissioned by NICE to undertake the work on this guideline.
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Providing information

Review question

What information and information type (written or verbal) is perceived as helpful and
supportive by children and young people (if appropriate), and their family or carer
before and after an infant, child or young person dies including managing practical
arrangements, and care of the body?

Introduction

The provision of information to parents and families around the time of a child’s or young
person’s death is thought to be an essential component of palliative care. Such information
needs to cover a wide range of detail, from specific matters such as the practical
management of their child’s symptoms and information to support difficult and complex
decision-making about the care of their child, through to practical day-to-day issues such as
provision of car parking or accommodation at a care facility. Most parents have never faced
end of life decisions before, and feel that they are in completely unknown territory, needing
some insight into what to expect.

Throughout a child or young person’s life-limiting illness, there is a need for the parents or
carers to understand medical facts, including diagnoses and prognoses. Therefore, deciding
what information to provide and how to provide it is critically important. Good information
provision can also build trust between parents or carers and healthcare professionals, and
can promote the emotional wellbeing of the family or carers after a child or young person’s
death. After a child or young person has died, their parents or carers may need information
to support them in making a number of practical decisions and addressing certain formal
matters.

There is a need to determine what information parents require, what such material should
contain and how it is best presented. This review seeks to explore what information, and
what information type, is felt to be most helpful to parents and carers around the time of their
child’s death.

Description of clinical evidence

The aim of this review was to identify the content and type of information that is experienced
as helpful and supportive, or as a hindrance, by children or young people and their families
or carers. The review related to the periods before and after a child or young person dies and
covered the life-limiting condition, likelihood of death and practical arrangements, and care of
the body.

Qualitative studies were selected for inclusion for this review. Studies were looked for that
collected data using qualitative methods (such as by using semi-structured interviews, focus
groups and surveys with open-ended questions) and analysed data qualitatively (including
thematic analysis, framework thematic analysis, content analysis and so on). Survey studies
restricted to reporting descriptive data that were analysed quantitatively were excluded.

One meta-synthesis (Xafis 2015) on parents’ information needs when facing end of life
decisions for their child was retrieved during the re-runs stage of the guideline’s development
(the second review of the published literature during the last months of the guideline
development phase when searches are updated). Relevant individual studies of this review
were cross-checked and many of them have been included for this review. Because most of
the themes identified and reported in this meta-synthesis have also been identified and
reported in our review, the metasynthesis itself was not included in this review.
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Given the nature of qualitative reviews, findings/themes have been summarised from the
literature and were not restricted to those identified as likely themes by the Committee (which
were use of jargon and terminology, uncertainty around the likelihood of death, method of
information provision, choices and options, and direct practical information).

For full details see the review protocol in appendix D.

A total of 21 studies were identified for inclusion in this review. Of these:

e 15 studies focused on the perspectives of parents or carers whose child had died due to a
life-limiting illness, or who were caring for a child with a life-limiting condition (Branchett
2012; Contro 2002; DeJong-Berg 2006; James 1997; Laakso 2001; Laakso 2002; Meert
2007; Michelson 2013; Midson 2010; Price 2011; Richardson 2003; Rini 2007; Sullivan
2014; Wocial 2000; Yuen 2012)

e 2 studies interviewed both the parents and their child living with life-limiting conditions
(Hsiao 2007; Hunt 2013)

e 1 study carried out a survey among social workers who had provided services to families
with a child living with a life-limiting condition (Jones 2006)

e 2 studies involved both parents and service providers (Kavanaugh 2010; Monterosso
2007)

¢ 1 study focused on the perspectives of healthy siblings whose sister or brother had died of
cancer (Nolbris 2005).

The majority of included studies collected data by semi-structured interviews or focus groups,
but 3 studies collected data by open-ended questions in survey questionnaires (Branchett
2012; DeJong-Berg, 2006; Jones 2006). The most common data analysis method employed
across studies was thematic analysis.

With regard to the setting of studies:

¢ 4 studies were conducted in the UK (Branchett 2012; Hunt 2013; Midson 2010; Price
2011)

e 8inthe US (Control 2002; Hsiao 2007; Jones 2006; Kavanaugh 2010; Meert 2007,
Michelson 2013; Rini 2007; Wocial 2000)

e 2 in Australia (Monterosso 2007; Sullivan 2012)
e 2in Canada (DeJong-Berg 2006; James 1997)
¢ 2in Finland (Laakso 2001; Laakso 2002)

e 1 each in Sweden (Nolbris 2005), Ireland (Richardson 2003), and the Netherlands (Yuen
2012).

Except for information specifically relating to care of the body, evidence on all themes
considered important by the Committee was identified. A number of further themes emerged
from studies and were incorporated in the review.

To include the views of children and young people with life-limiting conditions and direct
experience of the health service in the UK, a focus group was commissioned specifically for
this guideline. A description of how this research contributed to the recommendations was
added to the the ‘Linking evidence to recommendations’ section of this chapter (see section
4.8).

A brief description of the studies is provided in Table 12.

Full details of the review protocol are reported in appendix D. The search strategy created for
this review can be found in appendix E. A flowchart of the study identification is presented in
appendix F. Full details of excluded studies can be found in appendix H. Evidence from the
included studies is summarised in the evidence tables in appendix G and in the GRADE
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profiles below. See also the Together for Short Lives (TFSL) focus group report in
appendix L.

For presentation of findings, a theme map was generated according to the themes that
emerged from the studies (see Figure 1f). The mapping part of the review was drafted by 1
researcher from the guideline technical team, but the final framework of themes was further
shaped, and if necessary re-classified, through discussions with at least 1 other researcher.
Due to the qualitative nature of these studies, evidence is summarised in adapted GRADE-
CERQual tables within the evidence report. Therefore, no separate appendix is provided for

this.

Summary of included studies

A summary of the studies that were included in this review are presented in Table 12.

Table 12: Summary of included studies

Interviews/focus-groups

Contro 2002 Interviews n=68 To obtain personal e Data collection and
parents/carers  accounts of families' analysis clearly reported.
representing experiences to learn Researchers’ role and
44 families ways to improve care potential influences in the
us for paediatric analytical process not

patients and their critically reviewed.
families.

Hsiao 2007 Interviews n=20 parent To identify the ¢ Response rate for invited
and child pairs  aspects of physician subjects was 57%.
under the care  communication that Recruitment of patients
of a paediatric  children with life- was through healthcare
oncology and limiting illnesses and providers who may have
cardiology their parents differing opinions on
department perceived to be whether a patient fits the
us I)?)Csl;ltl:ﬁgzil\?eoiL prognosis criteria.

paediatric palliative DELE) c_oIIectlon e
analysis clearly reported.
care.

Hunt 2013 Interviews n=59 (41 To understand the Data collection and
parents plus met and unmet analysis clearly reported.
18 children needs of children Researchers’ role in the
and young with life-limiting analytical process not
people [CYP]); conditions and their critically reviewed.
children families (Strand 2 of
diagnosed with  The Big Study for
a life-limiting life-limited children
condition and and their families).
their families
receiving
palliative care
UK

James 1997  Interviews n=12 parents To identify parents' The method of sample

(of children perceptions of their selection may have

who had died needs while their created a biased sample.
of various child was dying of 46 families met the

types of cancer. inclusion criteria, the
cancer 1to 3 physician eliminated 19
years ago) families for various
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Kavanaugh
2010

Laakso 2001

Laakso 2002

Meert 2007

Michelson Focus

2013 groups and
interviews

Interviews

Interviews

Interviews

Interviews

Canada

n=40 cases
involved 54
parents/carers
and 71
healthcare
professionals
who were in
discussion
about
treatment
decisions for
an infant, due
to threatened
preterm
delivery

us

n=50 mothers
whose child
died from
illness under
age 7

Finland

n=50 mothers
whose child
died between
1990 and 1994

Finland

n=56 parents
whose child
died 12
months earlier

us

n=18 parents
whose child
died in the

To describe nurse
behaviours that
assisted parents in
making life support
decisions for an
extremely premature
infant before and
after the infant's
death.

To analyse the
mother's grief and
coping with grief
following the death of
a child under 7
years.

To describe the grief
and coping of
mothers whose child
had died under age 7
years. The paper
describes the social
support received as
experienced by
mothers.

To investigate
parents' perspectives
on the desirability,
content and
conditions of a
physician—parent
conference after their
child's death in the
paediatric intensive
care unit (PICU).

To describe the roles
and respective
responsibilities of
PICU healthcare
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reasons; 27 letters were
sent out and 12 parents
made up the final sample.
Those families eliminated
by the physicians may
have been those with the
highest levels of need
during their child’s
palliative care

A semi-structured
interview guide was used

Data collection and
analysis was guided by
the Ottawa Decision
Support Framework,
clearly reported.

The evidence was
indirect because the main
focus of the study was
not on information
perceived or experienced
as helpful/unhelpful.

Low response rate: 174
mothers were contacted,
only 50 interviewed.

Low response rate: 174
mothers were contacted,
only 50 interviewed.

Unclear whether
saturation in data
collection or analysis was
achieved.

Interview guides were
used during data
collection.

Data collection and
analysis clearly reported.

A large number of eligible
parents could not be
contacted and there was
a majority of mothers
among participants.

Saturation of data
collection was achieved;
data analysis methods
not clearly reported.
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Midson 2010

Monterosso
2007

Nolbris 2005

Price 2011

Redmond
2003

Interviews

Interviews

Interviews

Interviews

Interviews

PICU between
2007 and 2009

us

n=55 parents

whose child
died under age
17 years,
between 12
and 18 months
ago.

UK

n=38 parents
plus 20 service
providers

Australia

n=10 siblings
whose
brothers or
sisters died of
cancer 1.5t0 6
years ago

Sweden

n=25 parents
whose child
had died from
a life-limiting
condition
between 6 and
24 months
earlier

UK

n=17 mothers
of children
aged 4 years

professionals (HCPs)
in end of life care
decisions faced by
PICU parents.

To explore the
experiences of
parents within 1
tertiary centre, and
the challenges that
lay ahead in
changing the
barriers, attitudes,
and culture that
impede some
aspects of end of life
care.

To obtain feedback
from families of
children receiving
palliative and
supportive care
about their care
needs in hospital and
in community
settings.

To explore siblings'
needs and issues
when a brother or
sister died of cancer,
interviews were
conducted with 10
surviving children
and young adults. Of
particular interest
was their individual
participation in and
experience of the
period of disease,
dying and mourning.
To redress the gaps
in knowledge by
exploring,
retrospectively,
parents' experiences
of caring for children
with both malignant
and non-malignant
conditions
throughout the entire
trajectory of their
child's illness and
subsequent death.

To explore the
mothers' views of the
usefulness of the
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o Interviewers were

physicians and social
workers who were
unknown to the parents.

Interviews were
conducted by phone,
home visits or in a
hospital room.

Unclear about the
relationship between the
researchers and
interviewees;
researchers’ roles and
pre-knowledge and their
influences on data
collection and analysis
not critically reviewed.

Data collection process
clearly reported, however
data analysis process
was not described in
detail.

Researchers did not
critically review their roles
in the analytical process.

Long interval between the
siblings’ deaths and
interview time, so there
may be recall bias.

Researchers did not
critically review their roles
in the process.

The sample consisted
primarily of parents
employed and of ‘middle
class’. The importance of
social class in mediating
experiences of illness
should be noted.

Data collection and
analysis process clearly
reported.

Data analysis process not
clearly reported; the
researchers’ roles and
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Rini 2007

Sullivan 2014

Yuen 2012

Wocial 2000

Interviews

Interviews

Interviews

Interviews

or younger
with severe
intellectual
disability and
life-limiting
condition
Ireland

n=11 parents
whose child
died in the
PICU

us

n=25 bereaved
parents whose
child died
aged between
3 months and
12 years

Australia

n=16 parents
who had lost a
child to lethal
epidemolysis
bullosa 1 year
earlier

The
Netherlands

n=20 parents
whose infants
received
(neonatal
intensive care
unit) NICU
care

us

financial, practical
and emotional
supports being
offered to them and
their suggestions for
service
improvements.

To describe the
presence (or the
absence) and the
role of anticipatory
mourning in parents
who recently
experienced the
death of a
hospitalised child
and to determine if
there were consistent
factors that they
described as helpful
or detrimental to
them during this
process.

To examine parents'
views and
experiences of end
of life decision-
making.

To identify the needs
of parents of parents
who lost their child to
lethal epidermolysis
bullosa.

To understand better
parent perceptions of
the decision-making
process by making
the following
determinations
including: what
information was
important to parents
in reaching a
decision about
withholding and/or
withdrawing
treatment from their
infants.
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potential influences in the
analytical process not
clearly reported.

All parents who
consented to the
interviews were
Caucasian.

Data collection and
analysis clearly reported.

Saturation in data
collection and analysis
not clearly reported,
researchers’ roles in the
analytical process not
reported.

Study results were
verified by 2 parents
interviewed.

Researchers’ roles in the
analytical process not
critically reviewed.

Unsure whether
saturation in data
collection or analysis
achieved.

25 parents were
contacted for interview,
16 consented

Data analysis process not
clearly reported.

The researchers’ role and
influences in the
analytical process not
critically reviewed.

Informants of the study
were a fairly
homogeneous group.
Study findings verified by
a clinical expert in
neonatal nursing.

Researchers’ role in and
influences in the
analytical process not
critically reviewed.
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Surveys

Branchett, Survey with

2012 open-
ended
guestions

deJong-Berg  Survey with

2006 open-
ended
guestions

Jones 2006 Survey with
open-
ended
guestions

n=57 parents
who had lost a
child in the
neonatal
period

UK

n=29
parents/carers
who had
experienced
the death of a
child at the
hospital or at
home or were
served by
Children’s
Homecare

Canada

n=131 social
workers of a
national
voluntary
membership
organisation

usS

To determine what
parents had actually
experienced relating
to neonatal palliative
and end of life care
and determine how
this knowledge could
be used to improve
experiences for
families in future.

To evaluate a
programme providing
standard
bereavement follow-
up service after its 3
years' delivery.

To identify the social
workers'
perspectives
regarding the
psychosocial needs
of children with
cancer at the end of
life and their families.
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Data were collected by a
few simple open-ended
questions initially posted
on a parent’s website.

No guide was used to
design and collect data.

The study was
undertaken by 1
researcher as part of
scoping exercise within a
bigger project therefore
may lack some of the
formal research rigour.

Low response rate: 82
families were eligible,
only 29 parents
representing 21 families
returned the survey.

Information perceived
helpful/unhelpful was not
the main focus of the
study.

Data collection and
analysis clearly reported
implication of data
collected by surveys not
critically reviewed.

50% response rate to the
study survey.

The survey used in the
study was not previously
validated through formal
testing.

Data collection and
analysis process clearly
reported.
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45 Clinical evidence

45.1 Theme map

The theme map for Providing information is presented in Figure 4.

Figure 4: Theme map - barriers and facilitators for effective information provision
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4.5.2 Clinical evidence profile

At the centre of the map is the main theme which is overarching and was mentioned as part of most of the other themes and sub-themes.

Table 13: Summary of evidence (adapted GRADE-CERQual): Theme 1 - Timely, honest, accurate and consistent information
type/content that was perceived helpful during the end of life care for children and young people

Study information Quality assessment
Number of studies Design Description of theme or finding Criteria Rating Overall
Timely, honest, accurate and consistent information
10 studies 9 studies used 10 studies conducted in different settings (UK, Australia, Limitation of Major LOW
(Branchett 2012; interviews and  Finland, US and the Netherlands) among parents and social evidence limitations
Contro 2002; Hsiao 1 study used workers reported that pa_rents wa_nte(_j timely, hone_st, Coherence of Coherent
2007; Hunt 2013; surveys accurate and consistent information in the end of life care for findings
Jones 2006: their infant/child, particularly at the points of diagnosis, o _
Laakso 2001: transition and when a change of treatment occurred, the Applicability of  Applicable
Laakso 2002: Meert prognosis that the child has been recognised as being in the ~ €vidence
2007; Monterosso last days of life has to be communicated, and end of life Sufficiency or Saturated
2007; Yuen 2012) issues/choices have to be discussed/made. saturation
Diagnosis:

"Be honest with parents and don't be scared of telling the
truth. People cope — they don't have a choice”

Transition:

"Please keep parents informed. It seems a constant uphill
struggle to obtain information...particularly in the hours
immediately after delivery of transfer”

Being recognised as in the last days of life:

Although parents thought it was hard to hear the news, they
were glad they were informed honestly.

"He could not make it better than it was. It was very hard to
hear it, but on the other side, he couldn't have told it in a
different way. | wouldn't want that" (parent)

"If you are not honest with people, then they keep hope...That
will give problems, as you will give them more [treatment].
That should not happen” (parent)

© National Institute for Health and Care Excellence 2016
75



End of life care for infants, children and young people: planning and management
Providing information

Disease progression, and end of life issues/choices:
"Families need open discussion of disease...progression,

symptom options and end of life issues/choices”. (social
worker)

Clear and consistent information:

Social worker in 1 study also indicated that families need to
have clear and consistent information to make the best
decisions with and for their child.

The need for consistent information was also supported by
parents interviewed in another 3 studies:

Parents and carers mentioned occasions when different
professionals gave them conflicting advice and this was
particularly disconcerting when parents were learning new
complex medical procedures or when parents had to hand
over the administering of medicines to their child.

"The morning nurse said, '‘He had a great day', then she
leaned over and told the doctor, 'His "sats" went down.' | felt
they weren't being honest with me. Just tell me! Sometimes |
felt like they were telling me what they thought | wanted to
hear."

Table 14: Summary of evidence (adapted GRADE-CERQual): Theme 2 — Condition specific information

Sub-theme 1: Information on the child’s iliness, diagnosis, prognosis and cause of death

9 studies 8 studies used Many studies that mentioned the need for information on the  Limitation of Major LOW
(Branchett 2012; interviews and  child’s condition mentioned them in relation to the aspects evidence limitations

Contro 2002; Hunt 1 study used highlighted in the central theme. Coherence of Coherent

2013; Jones 2006;  Surveys findings
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Study information
Number of studies

Laakso 2001;

Laakso 2002; Meert
2007; Monterosso
2007; Yuen 2012)

Description of theme or finding

In addition, 1 study that interviewed parents in the UK also
highlighted that some explanation of the child’s illness would
be helpful for them:

"Then the paediatrician phoned one evening when my
husband was out and said [the child] has got spinal muscular
atrophy, if you want to look it up on the internet you can find
out all about it. | remember thinking it was quite callous. It
was shocking..."

Quality assessment

Criteria
Applicability of
evidence

Sufficiency or
saturation

Rating
Applicable

Saturated

Overall

Sub-theme 2: Information related to transition (information shared and correctly and consistently shared among involved healthcare

organisations)
2 studies

(Branchett 2012;

Hunt 2013)

1 study used
interviews and
1 study used

In 2 studies from the UK, parents were interviewed and they
reported that it would be helpful if information was correctly
and consistently shared among the organisations involved in
the transition of care:

Parents were particularly distressed about having to correct
information or inform health professionals of previous events.
They wanted to be able to rely on their care providers
"Please record what happens in the delivery room and
afterwards accurately. Having to correct notes or even worse,
discover what they have been lost, causes untold misery and
hurt..."

"Please inform all relevant people of what happened. One of
the monitoring hospitals wasn't informed and we got chaser
letters — very upsetting and totally unnecessary"

Limitation of
evidence

Coherence of
findings
Applicability of
evidence

Sufficiency or
saturation

Sub-theme 3: Information on treatment, autopsy, genetic risk, cause of death, research in the area

2 studies
(Hunt 2013;
Meert 2007)

2 studies used

In 2 studies from the UK and US where parents were
interviewed, they reported that they would also find additional
details helpful on the topics of this theme:
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Treatment Sufficiency or Unclear
“l want to know about her medicines and the different beds saturation

they had her in and what role they played and what were they

hoping to accomplish by putting her in those beds and with

the machines that they used on her.”

Autopsy

“We had issues about the autopsy which | would have liked
to have explained a little bit more.”

Genetic risk

“Is it something genetic? Is it something to look for in my
other children?”

Cause of death

“Nobody ever really told me what was wrong with him. It was
some different things that they had said could be but nothing
was a fact. | just want to know why he died.”

The child's illness, research in the area

"The way we were given the diagnosis wasn't the best-it was
in a normal clinical appointment. The doctor was looking at
his watch at one point. | asked what sort of research was
going on [to help] and the doctor said, 'don't worry about that,
just love him""
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Table 15: Summary of evidence (adapted GRADE-CERQual): Theme 3 — Practical information

Study information
Number of studies Design

5 studies 4 studies used

(Hunt 2013; James interviews and
1997; Monterosso 1 study used
2007; Redmond surveys

Quality assessment

Description of theme or finding Criteria Rating
Sub-theme 1: Information about access to available services, or useful medical and paramedical services

In 5 studies from Ireland, the UK, US, Australia and the Limitation of Major

Netherlands where parents and their children were evidence limitations

interviewed, parents highlighted that having access to Coherence of Coherent

practical information that help them make use of available findings

2003; Yuen 2012)

community resources or useful even essential
medical/paramedical services available would be helpful,
specifically:

Applicability of Applicable
evidence

Sufficiency or Unclear

Voluntary services and support groups: saturation

In 1 study from the UK, parents commented that there
appeared to be a lack of information about voluntary services
and support groups.

Services families are officially entitled to:

In 1 study from the UK where parents were interviewed, it
was highlighted that: the availability of information was very
varied and easily accessible information was the exception
rather than the rule. Parents commented that: "It is a
minefield finding out what you are entitled to. Most of the
things we have found out by accident. There are all those
services out there but they should make it more transparent —
a directory or something"

Community resources:

In 1 study from Canada where parents were interviewed, it
was reported that parents found information they received
about community resources very helpful.

Central service point for children with severe intellectual
disabilities:

In 1 study conducted in Australia and included both parents
and service providers, the following comments were made:
“Service providers consistently expressed concern with
existing community-based disability services in terms of lack
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of palliative support for children and a central information
point.”

The finding of need for a central information point was
consistent with what was reported in another study from
Ireland where parents of children born with severe intellectual
disabilities were interviewed. Parents commented that:
"Someone should be responsible for co-ordinating the
services and calling to the person and saying A, B and C is
available to you, and bringing the information."

"A liaison officer or somewhere where all this information is
gathered and when there is a child born with a disability or a
particular syndrome, there is somebody responsible for
passing on this information to the parents or family"

Information on practical medical and paramedical
services that parents need for the care of their children
born with severe intellectual disabilities (such as
language therapists and physiotherapists):

In the same study carried out in Ireland, many mothers also
commented that the establishment of a central service,
advocacy officer or even a telephone advice line whereby
families can access the information which they need to avail
of essential services would be helpful.

Realistic options:

One study conducted among parents in the UK commented
that: “there is not an equitable provision of community
services across the UK. It is important that the options
parents are offered are realistic. If, for example, a family
wishes to take their child home to die the GP and Community
Children’s service would need to be able to offer support out
of hours.”
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Study information Quality assessment

Number of studies Design Description of theme or finding Criteria Rating Overall
In different forms (such as oral, visual, and written
forms):

In 1 study conducted in the Netherlands, parents indicated
that an important factor in the conversations was where the
news was delivered and how, for example whether it involved
the use of visual aids and written brochures.

Sub-theme 2: Social and family (information for other family members and friends)

3 studies 2 studies used In 2 studies from Canada and the US, it was reported that Limitation of
(deJong-Berg, interviews and  parents had information needs for their other family evidence
2006; Meert 2007; 1 study used members. In another study from Sweden where healthy Coherence of
Nolbris 2005) surveys siblings of children who have died of cancer were interviewed findings

it was reported that healthy siblings perceived that some
relevant information or guidance would help them go through
the process. It was highlighted that:

Applicability of
evidence

Sufficiency or

Family members: saturation

Parents in 1 US study stated that they would like information
in details they could give to other family members when
asked:

“After the fact, we had a lot of questions asked to us, by our
own family. Everybody. We tried answering the best we could
but when everything is going on it's really hard to
communicate to the rest of the family all the details and
everything.”

Parents in the same study also commented that they would
like to know ways of how to help others who were
experiencing the same:

“My only thing now, is there anything | could do in terms of
being there for other parents or helping them in that respect?”

Siblings:

The need for information directly from the medical staff and
information about the availability of social networks of other
siblings who had the same experience.
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Study information
Number of studies Design

Quality assessment

Description of theme or finding Criteria

Healthy siblings in 1 study from Sweden commented that
they would have found it helpful if medical information about
the life-limiting condition of their sisters/brothers could have
been directly communicated to them by the medical staff.
Furthermore they would have found it helpful to be informed
about how to go through the process when their
sisters/brothers were approaching the death, such as
guidelines, literature, and contact with other siblings who had
the same experiences.

In another study carried out in Canada where parents were
interviewed they reported that they would like information (in
the form of stories) for younger children (siblings of the child
with iliness)

“Providing stories for younger children (2-4 years)”

Sub-theme 3: Information on funeral arrangements

3 studies 2 studies used
(DeJong-Berg interviews and
2006; Laakso 2002; 1 study used
Rini 2007) By

Information package for burial arrangement: Limitation of
In 2 studies, from Canada and the US, parents who were evidence
interviewed said that information on burial and funeral Coherence of
arrangements would be helpful. findings

One parent suggested that the hospital have an information Applicability of
package available to parents, to help them with the process evidence

of burial for their child. Knowing what to expect, who to call
for burial information and services, what costs to expect and
how to make funeral plans was described as very important,
and something that was not available.

This was also reported by parents in a study from Finland,
where parents stated that they found information about
purchasing a coffin, organising the funeral and buying funeral
flowers helpful.

Sufficiency or
saturation
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Sub-theme 4: Information on bereavement support

2 studies 1 study used

(deJong-Berg, interviews and

2006; Meert 2007) 1 study used
surveys

Bereavement support: grief seminars and experts:

In a study carried out in the US where parents were
interviewed, they stated that that they would have liked
information on bereavement support:

“Maybe talk to them about where you can get help ... | think it
would be important if they think about telling you what you
could do and where you could go.”

This was consistent with findings from another study carried
out among parents in Canada, where they said that
information on access to grief support and grief seminars and
experts was helpful.

Parents found grief seminars to be useful aids in their
grieving.

“Try to channel people into [grief expert] seminars if this is
possible”

Grief support in different forms:

Parents in the same Canadian study also mentioned that
they found books, music, poetry and websites useful aids in
their grieving.

Medical record of the child as grief support:

In the same Canadian study, 1 parent said that access to the
medical records of their deceased child would be a means of
grief support:

“I have felt the need to possess and someday read my
daughter’s medical records. While | cannot read them now, |
know | will feel better knowing | have a copy of them when |
am ready. | hope you will help me obtain them.”
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Table 16: Summary of evidence (adapted GRADE-CERQual): Theme 4 — Personalised information

Study information Quality assessment
Number of studies Design Description of theme or finding Criteria Rating
Sub-theme 1: Information that meets individual needs
5 studies 4 studies used Developmentally appropriate information: Limitation of Minor
(deJong-Berg 2006; interviews and  One study carried out among social workers in the US evidence limitations
Hsiao 2007; Hunt 1 study used commented that young people, even young children, should Coherence of Unclear
2013; Jones 2006;  Surveys be given developmentally appropriate information in the findings
Wocial 2000) course of care so they coulc! have ggtonomy, pe'rsonal Applicability of Applicable
control over life and end of life decision-making issues. :
evidence
L Sufficiency or Saturated
Psychologists: e

Parents in 1 study conducted in Canada stated that they
found information from psychologists for bereavement
support helpful.

Readily available information when needed:

Parents who were interviewed in a study from the US stated
that they wanted and appreciated information that was readily
available to them. "l want to be able to ask questions,
because this was complicated, you know, this was hard...and
several times, you know we had them call the specialist so
we could ask them questions and stuff...They said, 'no, no
problem, just give me a second and | will call them page
them and have them come here and talk to you"

Spiritual perspective:
Parents in 1 study, carried out in Canada, commented that:

“Include more of a spiritual perspective/direct experiences
should include more heart/soul rather than mind/intellectual
anecdotal”

How to use equipment:

Parents in 1 study from the UK commented that that they
would like information on how to use equipment that a child
or young person required.
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Sub-theme 2: Easy to comprehend information / complementary information

2 studies
(Kavanaugh, 2010

Wocial, 2000) 2
Interview

2 studies used
interviews;

One study from the US reported that parents appreciated Limitation of Major
information that was easy to understand. evidence limitations
Parents mentioned how helpful it was to see x-rays or CAT Coherence of Unclear
scans of ‘normal’ babies next to their infant's test results. findings

"Give that that knowledge you know, educate us so we can Applicability of Applicable
have some answers.” evidence

‘We _had to ask for his CAT scans...Obviously we are not Sufficiency or Unclear
medical students and a lot of the stuff may be you know a saturation

little tough to understand, but it can be broken down. We will
comprehend it if you just lay it out there"

Parents interviewed in another study from the US also stated
that they found it helpful when information was given in
different forms/methods:

Several mothers reported that nurses gave them a tour of the
NICU or booklets related to prematurity.

Complementary information from multiple sources/
supporting staff such as nurses:

One study from the US reported that the majority of parents
felt that nurses assisted them by explaining the care that the
mother and infant were receiving or expected to receive, and
providing information on the NICU or other resources.
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Table 17: Summary of evidence (adapted GRADE-CER-Qual): Theme 5 — Active involvement information

Study information Quality assessment
Number of studies Design Description of theme or finding Criteria Rating Overall
Sub-theme 1: Information at appropriate level for informed and shared decision-making
2 studies 2 studies used In 1 study from the US where both parents and their children  Limitation of Minor MODERATE
(Hsiao 2007; interviews; were interviewed, it was reported that parents thought there evidence limitations
Hunt 2013) should be information provided to them and their child, as Coherence of Coherent

well as recognition and accommodation among the findings

healthcare professionals (HCPs) about the desired level of

child and parent involvement in communicating with Applicability of  Applicable

physicians and participating in child's care. evidence
Sufficiency or Unclear
Non-patronising information and limited medical saturation
jargons:
One study from the UK that interviewed parents commented
that: there were numerous reports that hospital nurses and
consultants addressed parents in either patronising ways, or
conversely, they spoke in medical jargon which was difficult
to parents to understand.
Sub-theme 2: Information on professional opinions/guidance
2 studies 1 study used Options/choices: Limitation of Major VERY LOW
(Jones 2006; interviews and  |n 1 study from the US social workers commented that there ~ €vidence limitations
Sullivan 2014) 1studyused  should be information on symptom options and end of life Coherence of Unclear
surveys; issues/choices from the HCPs to families: findings
"Families nee_d open discussiqn (_)f disease....progression, Applicability of Applicable
symptom options and end-of-life issues/choices..." evidence
) o o Sufficiency or Unclear
Recommendations and opinions from physicians: saturation

In 1 study from Australia parents commented that they found
factual information in conjunction with the doctor’s opinions or
recommendation in relation to end of life issues and decision-
making helpful:

"[S]o we had a view and [name of the neurologist] gave us a
view and were aware it was up to us..."
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Sub-theme 3: Information on anticipatory guidance

3 studies (James 2 studies used
1997; interviews and
Hsiao 2007; 1 study used
Midson 2010) SIS,

Parents who were interviewed in 3 studies from Canada, the
UK and the US commented that it was important for them to
be kept informed about the child’s prognosis, to prepare
themselves and to know what to anticipate. In particular,
parents highlighted the following:

Change in treatment courses; physical changes of the
child as their child approached death, early mention of
death as a possibility, and adequate anticipatory
guidance from the HCPs.

“I feel I needed more information about what to expect”
“There was lots of little things like that | found that weren’t
actually explained...a lot of trials and error of finding out
things”
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Economic evidence

No health economic evidence was found and this question was not prioritised for health
economic analysis.

Evidence statements

A number of themes emerged from the interviews of parents, children, social workers,
service providers and healthy siblings. Although conceptualised as distinct and categorised
individually, the central theme of timely, honest and consistent information and the sub-
themes of condition-specific, practical, personalised and active involvement information are
interlinked, and were all perceived as important and helpful by those who had been involved
in the end of life care, as well as by children and young people, and their parents.

Timely, honest, accurate and consistent information (the central theme)

Low quality evidence from 10 studies, carried out among parents and social workers using
either interview or survey design, showed that parents would like to receive timely, honest,
accurate and consistent information. This applied throughout the course of end of life care,
from diagnosis, transition and change of treatment, to prognosis and end of life
issues/choices.

Condition-specific information

Moderate to low quality evidence from 12 studies in which parents were interviewed
indicated that information sharing was very important. In addition to the condition-specific
information, when a transition of care occurred, parents would appreciate consistently and
correctly shared information among involved healthcare organisations. They also described
other information on aspects of care following death as helpful, such as autopsy, genetic risk
for family planning, and the cause of death.

Practical information

Moderate to low quality evidence from 12 studies taking account of the perspectives of
parents, social workers and healthy siblings indicated that practical information on
community services, voluntary groups and medical and paramedical services that parents
could make use of for the care of the child living with a life-limiting condition was important
and helpful. Parents also expressed the view that information that could help them explain to
other family members what happened, as well as information about how to help other people
in similar situations, would be useful. Parents also expressed their information needs for
funeral arrangements and about bereavement. For healthy siblings of the child with a life-
limiting condition, it was highlighted that they would need information to support them to go
through the process as well.

Personalised information

Moderate to very low quality evidence from 7 studies with populations of parents and social
workers indicated that parents and their child benefitted from personalised information that
met their individual needs. This included developmentally appropriate information for children
and young people, as well as information from other sources such as psychologists and
physicians, and from a spiritual perspective when needed.
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Active involvement information

Moderate to very low quality evidence from 7 studies with populations of parents, children
and social workers indicated that parents found information that enabled them to be actively
involved in informed decision-making for their child’s end of life care issues and options
helpful. It was also highlighted that parents found such information provided in conjunction
with the physician’s opinions and recommendations helpful, as well as anticipatory guidance
that could help them to prepare for different aspects and phases of their child’s condition.

Linking evidence to recommendations

Relative value placed on the themes considered

When developing the protocol for this review, the Guidelines Committee considered themes
that were specific to end of life care as well as the general principles of good patient care that
were developed for adults in the Patient experience in adult NHS services guideline
(CG138). They also considered other themes that emerged from this review. Some of the
themes that the Committee considered to be important were about the mode of information
provision (which would vary according to age) and the specific information that is needed by
children and young people and their families during end of life care. The findings/themes that
emerged or were derived from this review mirrored some of the general principles stated in
CG138. However, the Committee considered that specific recommendations on information
provision were particularly important and necessary in the context of end of life care for
children and young people, because this is often done inconsistently in current practice.
Many of these were based on the central themes identified in the evidence review (timely,
honest, accurate and consistent information), which were given particular weight in the
discussion

Consideration of barriers and facilitators

Overall, the included evidence showed that families or carers found that timely, honest,
accurate and consistent information was perceived as the most important factor in
information provision and influenced all other aspects of such provision. They also found the
following helpful: personalised information; practical information; and information that
facilitated active involvement in decision-making. The Committee thought the evidence was
useful and relevant in terms of both general principles and details needed for information
provision. Based on the main body of evidence, the Committee made recommendations on
both general principles for information provision, as well as specific guidance on helpful and
supportive information provision during the end of life care for children and young people.

General principles of the recommendations were mainly informed by the central theme
derived from the evidence. The Committee noted the importance of timely, honest, accurate
and consistent information. The Committee acknowledged that there are many uncertainties
in end of life care that impact on these concepts. There may be times when it is impossible to
know what the ‘most honest’ information would be in light of the information that is available
to clinicians (for example related to the recognition of whether the child or young person is
approaching the end of life). This also related to the other central concepts of accuracy,
timeliness and consistency, especially when the course of the condition may change.
Reviewing information needs regularly was therefore considered particularly important. The
Committee concluded that it was important not to make simple assumptions about what
information would be needed or required by families. Instead, the information needs of the
families or carers should be assessed and be individualised. As such, the information
provided should be: specific to the individual situation of the child or young person and their
parents or carers (or those people important to the child or young person); provided in a form
that is easy to understand; consistent; and up-to-date.
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Related to timely information, the Committee noted that it is important to consider the
readiness of families to receive troubling information. When delivering information to families,
their individual cultural, spiritual and/or religious background should always be considered,
and taken into account when considering how to deliver information. The overarching
principle that was discussed by the Committee was the tailoring of information to individual
preferences and needs, for example with regard to how they would like to talk about end of
life care, in what detail, and how they think their child should be told about their condition.
Another important matter, noted by the Committee, might be the approach to addressing
questions for the child or young person that they might not want to share or discuss with their
parents. This would need consideration when establishing how they would like to discuss
their life-limiting condition. The Committee therefore made recommendations in this regard.

The Committee emphasised the importance of providing information in different modes
according to the child and young person’s preferences, which could include information via
smartphones and other media, including social media. This was also highlighted in the
research carried out for this guideline by children who have life-limiting conditions. Further,
the Committee acknowledged that this information should be provided in a developmentally
age-appropriate way to the child or young person in end of life care. It was noted that
information in different forms mirrors guidance in the Patient experience in adult NHS
services guideline (CG138) and applies both to adults and children. The Committee
highlighted that these principles are particularly important in the context of end of life care for
children and young people, where specific formats of information provision (such as play and
digital media) need to be tailored to the person’s particular age and preferences. The
Committee therefore thought that the information needs and preferences should also feature
in the Advance Care Plan (a plan that provides information about the child or young person’s
care — see chapter 6).

To provide up-to-date information, the Committee thought that healthcare professionals
should identify any triggers that suggest the need for more information, or have discussions
at the right time (such as when there are changes in the child or young person’s condition),
while at the same time being mindful about the emotional and psychological needs of the
child or young person and their parents or carers.

The Committee agreed that the information provided to the child or young person, or their
parents or carers, should enable them to engage in the process. The information should
therefore include their role and involvement in the care plan, who is on the multidisciplinary
team and their roles and responsibilities, the care options and choices available to the child
and family (including options on specific treatments and place of care and death), and
information on resources or support that could be provided to the family or carers.

The Committee discussed that although there was a lack of published evidence with regard
to care of the body after death in this review, they thought it was important that healthcare
professionals should provide families or carers with clear information about this, as well as
the legal issues related to death. The group agreed that healthcare professionals should also
provide information on registration of the death, funeral arrangements, post mortem
examination (when needed) and bereavement support. The Committee particularly noted
that such information should be locally relevant, based on what was available in the region.

Barriers and facilitators highlighted in the TFSL report

The focus group work undertaken for this review highlighted many of the barriers and
facilitators to effective information provision that have been discussed in the preceding
section. The children and young people with life-limiting conditions emphasised that their
needs for information varied, both between people and also for the same person over time
and with changes in maturity, as they became more involved in decisions relating to their
care, and as the course of their condition altered. Young people described a range of
negative emotions when healthcare practitioners did not provide them with information in an
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appropriate way, or did not take the time to understand their needs. They recognised the
value of having someone who understood their situation to talk things through with, but felt
that this was not always available. Access to reliable sources of information (particularly
online) was felt to be helpful, although the variable quality of this and the limited applicability
to an individual’s specific situation were acknowledged as barriers. Participants also
described some information available online as being scary or inaccurate, and made efforts
to avoid these.

4.8.3 Economic considerations

A pre-requisite of good medical care is information provision and the recommendations made
in this guideline reflect what the Committee considered to be good practice. Many of the
recommendations address good principles for information provision (for example being
honest) and do not have a resource implication as such. The Committee considered that
overall their recommendations regarding information would have a minimal resource impact
and that they would promote the cost-effective use of NHS resources.

4.8.4 Quality of evidence

Moderate to very low quality evidence was found in this review. The main reasons leading to
downgrading of the evidence shared by the majority of studies included:

¢ Self-selection bias and recruitment bias — In many studies only about half or less than half
of the respondents contacted consented to be interviewed. Subjects who chose to
participate may be more open to communicating with unfamiliar people than those who
refused to be contacted. Additionally, in some studies participants were selected by the
physicians who had provided care to the child, and those who were eliminated from
participation may be the group that had different views and needs for information.

¢ Lack of critical review of the researcher’s role in sample recruitment, data collection or
data analysis process — Few studies clearly reported the relationship between
researchers, interviewers and the respondents, whether the researchers had a pre-
existing understanding about the topic or the possible influence of that in data collection
and the analytical process.

e Lack of verification of findings — Few studies verified their findings with participants or
external sources, or reported the reason why verification was not necessary or applicable.
Many studies did not report in detail how findings/themes were derived or emerged from
the data in their research, although word limits in journal publications might be a reason
for that.

e Saturation — Saturation, either in terms of data collection or data analysis, was not
achieved or difficult to assess in many included studies, as well as the themes that
emerged from those studies. This was because information provision was not the primary
focus in many included studies. However, when considering the evidence as a whole,
saturation was achieved on some meta-synthesised themes.

e Applicability — Findings from the majority of included studies in this review were
considered to be applicable to the UK setting because of the direct relevance of their
participants, contexts and topics explored.

A variety of information and information types experienced or perceived as helpful/unhelpful
were reported across studies; however, due to the uncertainty in data saturation or
sufficiency of many findings in this review, the Committee agreed that the evidence should
be interpreted with caution.
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Other considerations

The Committee noted the links between information and communication, and advance
planning, but it was agreed that the recommendations informed by this review would focus
on the content and form of information provision itself.

The Committee discussed information consistency and agreed that a mechanism should be
put in place whereby information could be correctly and consistently shared among involved
healthcare organisations when transition of care occurred.

It was discussed that there are often other family members or people important to the child or
young person who need information or would like to be involved in discussions about end of
life care. Rather than naming all of the family members or people important to the child or
young person (for example siblings, grandparents, best friends, girlfriends or boyfriends), in
each recommendation the Committee agreed that information provision and discussions
should be extended to include these people where applicable. The Committee decided that
this should feature as one of the overarching principles of this guideline and as the starting
point of the NICE guideline (short version).

To keep families or carers informed about what is happening, the Committee considered that
an interpreter should be engaged where needed, to facilitate the process and ensure
information is delivered. However, the needs of the interpreter should also be noted and
support provided if required.

The report of the research carried out specifically for this guideline highlighted further themes
that directly addressed this topic. The views provided in this report were given particular
weight by the Committee, and particularly related to how and what type of information
children and young people wanted to receive.

The Committee discussed whether they wanted to prioritise this topic for a research
recommendation, but they concluded that the combination of the evidence (including the
focus group report), their experience and their expertise was sufficient to base the
recommendations on.

Other considerations related to the TFSL focus group findings

Children and young people who participated in the focus groups identified a number of
sources of information that they found helpful.

Talking things through with someone who really understands was identified as important to
many participants, and there were varied sources for this, including the experience of other
children or young people with similar conditions or who had experienced the same
treatments. Some patrticipants in the focus groups accessed online forums to link up with
other young people. Such contacts were felt to be helpful by the young person both in
sharing experiences and in decision-making. Consideration should be given as to how this
sort of interaction can be facilitated and supported.

The focus groups also identified clinicians, such as the child or young person’s consultant, as
a key source of information, although there were many other commonly reported healthcare
practitioners who provided a valued source of information. Parents were also an important
source of information and advice, but the young people themselves also knew a lot as they
had ‘the lived experience’ of their illness or condition. The internet was recognised as an
important source of information, although the variable quality of this source was noted. Focus
group participants described their efforts to avoid scary or inaccurate information online
about their condition. For most participants, asking their consultant or other trusted
professionals was preferred over using the internet for medical advice and information,
although they noted that getting advice at the weekend was sometimes difficult.
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Preferences for how much information children and young people would like to receive
varied. Some could be overwhelmed if they received too much information, while others
required all the information available in order to reach a decision.

Having to repeatedly explain about their condition or care needs to different people was also
frustrating for young people, and asking for help or having to explain how care should be
given sometimes made them feel embarrassed, scared and nervous.

Information around the time of transition between care settings or transition to adult services
was identified as a problematic area in the focus groups. For young people who had already
transitioned to adult services, lacking a single point of contact (for example a consultant or
specialist clinic) was described as a loss.

Key conclusions

The Committee noted that the evidence indicated that the 5 main themes identified were
interrelated and linked throughout end of life care, and would also inform the general
principles that can be translated into practice. The Committee agreed with the evidence that
currently, information around end of life care is often not provided in a timely and consistent
manner. However, it was also discussed that there is a wide range of circumstances that
makes it difficult to interpret what is considered ‘timely’. Condition-specific and practical
information are also important aspects of information provision. Cultural, spiritual, religious
and ethnic backgrounds were highlighted as important factors that influenced the type of
information that may be needed. The views of children who took part in the focus group
research carried out for this guideline provided important information which gave a strong
rationale for the recommendations.

Recommendations

1. Be aware that most children and young people with life-limiting conditions and
their parents or carers want to be fully informed about the condition and its
management, and they value information that is:

¢ specific to the child's or young person's individual circumstances
¢ clearly explained and understandable

e consistent

e up-to-date

e provided verbally and in writing.

2. Be aware that some children and young people and parents or carers may be
anxious about receiving information about their condition.

3. Ask how children and young people and their parents or carers would like to
discuss the life-limiting condition. For example:

¢ Ask which topics they feel are important and would particularly want
information on.

e Ask whether there are topics they do not want detailed information on,
and discuss their concerns.

o If appropriate, ask parents or carers whether they think their child
understands their condition and its management, and which professional
their child would like to talk to about it.

o If appropriate, ask parents or carers what they think their child should be
told about their condition.
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¢ Discuss with the child or young person and their parents or carers their
right to confidentiality and how information about their condition will be
shared.

¢ Review these issues with them regularly, because their feelings and
circumstances may change over time, and they may need different
information at different times.

4. When talking to children or young people and their parents or carers:
e be sensitive, honest and realistic
e (Qive reassurance when appropriate
¢ discuss any uncertainties about the condition and treatment.

5. Be alert for signs or situations that the child or young person or their parents or
carers need more information or discussions, for example if:

e they are more anxious or concerned
¢ the child or young person’s condition deteriorates
¢ a significant change to the treatment plan is needed.

6. Provide children and young people and their parents and carers with the
information they need on:

¢ their role and participation in Advance Care Planning (see 6.1)

e the membership of their multidisciplinary team and the responsibilities of
each professional (see 7.1)

¢ the care options available to them, including specific treatments and
their preferred place of care and place of death (see 6.2)

e any relevant resources or support available to them.
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Review question

What are the barriers and facilitators to effective communication between the child or
young person, the family or carer and the healthcare professionals about the life-
limiting condition and likelihood of imminent death?

Introduction

Effective communication depends on sensitive and compassionate discussions between the
child or young person, their parents or carers and the healthcare team. Although this is
usually done in a supportive and empathetic way, many children and their families have been
frustrated by ineffective communication about end of life care. Communication between
healthcare professionals and parents about their critically ill children involves a number of
challenges. For healthcare professionals these include, for instance, a reluctance to relay
bad news, the uncertainty about prognosis and the wish to continue to provide hope. These
issues may lead to delays in planning end of life care for children and young people until very
late in the child’s illness.

Parents often describe how stressful it is to receive contradictory information from different
healthcare professionals, and stress the importance of feeling that they have received honest
and complete information from the healthcare team.

Children also benefit from effective communication, because providing information and
actively addressing their concerns can reduce anxiety, enhance the cooperation of the child,
and lighten the burden of secrecy that may surround them. If information is withheld from
children, this runs the risk of exacerbating their distress and fears.

Description of clinical evidence

The aim of this review was to identify themes in the experiences, opinions and attitudes of
the child or young person with a life-limiting condition, and their parents or carers, among the
factors that encourage or prevent good communication. In particular, we wanted to explore
communication between children, their parents and carers and healthcare professionals
when talking about the life-limiting condition or the likelihood that they are entering the last
days of life.

Qualitative studies were selected for inclusion for this review. We looked for studies that
collected data using qualitative methods (such as semi-structured interviews, focus groups
and surveys with open-ended questions and analysis of documented materials) and
analysed data qualitatively (including thematic analysis, descriptive phenomenology, content
analysis and so on). Survey studies restricted to reporting descriptive data that were
analysed quantitatively were excluded.

Given the nature of qualitative reviews, findings/themes were summarised from the literature
and were not restricted to those identified as likely themes by the Guideline Committee.
Some of the anticipated themes were:

o healthcare professionals’ experience and specialist training in communication skills
e empathy and rapport

¢ cultural and religious considerations

¢ timing (when to initiate)
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e resources (time spent with individuals and place of communication, that is, privacy in
hospital)

o families’ acceptance of prognosis
e translation services
o different methods of communication (tools to facilitate; that is, written, online, play).

A total of 28 studies were identified for inclusion in this review. The majority (25 out of 28) of

them focused on the perspectives of families/carers and/or healthcare professionals. Only 3

studies involved children and young people living with life-limiting conditions, or their healthy

siblings. Specifically:

¢ 16 studies focused on the perspectives of families/carers whose child had died due to a
life-limiting condition or who were caring for a child with a life-limiting condition (Branchett
2012; Caeymaex 2011; Contro 2002; Davies 2002; Davies 2003; Davies 2010; Gordon
2009; Hendricks-Ferguson 2007; Lundgvist 2002; Meert 2008; Meyer 2006; Midson 2010;
Robert 2012; Weidner 2011; Wood 2010; Woolley 1989)

e 7 studies focused on healthcare professionals (including consultants, physicians, and
nurses) who were involved in end of life care and palliative care of children and young
people living with life-limiting conditions (Baverstock 2008; Contro 2012; de Sa Franca
2013; Forbes 2008; Pearson 2013; Price 2013; Stenekes 2014)

e 2 studies involved both parents and healthcare professionals (Byrne 2011; Contro 2004)

¢ 1 study interviewed parents and healthy siblings whose child or sister/brother had life-
limiting conditions (Steele 2013)

¢ 1 study involved both the parent and their child living with life-limiting conditions in pairs
(Hsiao 2007)

¢ 1 study interviewed children and young people living with life-limiting conditions and their
healthy siblings (Gaab 2013).

The majority of included studies collected data by semi-structured interviews or focus groups.
Four studies collected data by open-ended questions in survey questionnaires (Baverstock
2008; Branchett 2012; Forbes 2008; Meyer 2006) and a couple of studies collected data by
reviewing archived materials (Byrne 2011) or diary writing and recording (Gaab 2013). The
most common data analysis method employed across studies was thematic analysis and
content analysis.

With regard to the setting of studies:

¢ 8 studies were conducted in the UK (Baverstock 2008; Branchett 2012; Davies 2003;
Midson 2010; Pearson 2013; Price 2013; Wood 2010; Woolley 1989)

e 13inthe US (Byrne 2011; Contro 2012; Contro 2002; Contro 2004; Davies 2002; Davies
2010; Gordon 2009; Hendricks-Ferguson 2007; Hsiao 2007; Meert 2008; Meyer 2006;
Robert 2012; Weidner 2011)

¢ 1in both the US and Canada (Steele 2013)

e 1 each from Australia (Forbes 2008), Brazil (de Sa Franca 2013), Canada (Stenekes
2014), France (Caeymaex 2011), New Zealand (Gaab 2013) and Sweden (Lundqvist
2002).

Evidence on all themes considered important by the Committee were identified. Because
information provision and communication are topics that interweave, some top level (main)
categories/themes identified for the communication provision review were also identified for
the information review. However, a number of further themes or sub-themes that were
particularly relevant to the aspects of communication and interpersonal interaction were
identified. This included factors involved in the interpersonal interaction between families and
healthcare professionals (such as empathy, sensitivity and trust) and emotional factors on
the part of both parents and healthcare professionals.
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Subsequently, a combined theme map incorporating themes that are relevant to both
information provision and communication was developed. In this map specific themes and
sub-themes that featured specifically in the communication review were added to the overall

structure.

To include the views of children and young people with life-limiting conditions and direct
experience of the health service in the UK, a focus group was commissioned specifically for
this guideline. A description of how this research contributed to the recommendations has
been added to the Linking evidence to recommendation section of this chapter (see section

5.8 and appendix L)

A brief description of the studies is provided in Table 18. Full details of the review protocol
are reported in appendix D. The search strategy created for this review can be found in
appendix E. A flowchart of the study identification is presented in appendix F. Full details of
excluded studies can be found in appendix H. Evidence from the included studies is
summarised in the evidence tables in appendix G and in the GRADE profiles. The Together
for Short Lives (TFSL) focus group report can be found in appendix L. For presentation of
findings, a theme map was generated according to the themes emerged from studies (At the
centre of the map is the overarching theme, which was mentioned as part of most of the
other themes and subthemes, and relevant for both information provision and communication
(details also reported in information provision evidence report)

Figure 5). The mapping part of the review was drafted by 1 researcher working on the
guideline but the final framework of themes was further shaped and when necessary re-
classified through discussions with at least 1 other researcher. Due to the qualitative nature
of these studies, evidence is summarised in adapted GRADE-CERQual tables within the
evidence report and therefore no separate appendix is provided for this.

Summary of included studies

A summary of the studies that were included in this review are presented in Table 18.

Table 18: Summary of included studies

Data

collection
Study methods
Interviews/focus groups
Caeymaex Interviews
2011
Contro Interviews
2012

Participants
/respondent

n=80 families
with 86
individual
parents
France

n=60
healthcare
professional
(HCP) staff
members
from multiple
disciplines
us

Aim of the study

To explore parents'
experience of the
end of life decision-
making process for
their child in the
neonatal intensive
care unit.

To examine the
current state of
bereavement care at
a university-based
children's hospital
from the perspective
of interdisciplinary
staff.
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Comments

o Limited response rate (37%)
to participate.

e Whether data saturation in
terms of collection or
analysis was achieved was
not clearly reported.

e Researchers’ role in and
influence on the analytic
process was not critically
reviewed.

e Whether data saturation in
terms of collection or
analysis was achieved was
not clearly reported.

e Researchers’ role in and
influences in the analytical
process was not critically
reviewed.
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Contro
2002

Davies
2002

Davies
2010

Davies
2003

de Sa
Franca
2013

Interviews

Interviews

Interviews

Interviews

Interviews

n=68 parents
representing
44 families

us

Parents
(participant
number not
reported)
us

n=36 parents
from 28
families

us

n=23 married
couples and
7 single
parents

UK

n=10 nurses
Brazil

To obtain personal
accounts of families'
experiences to learn
ways to improve care
for paediatric
patients and their
families.

To provide insights
into the meaning of
optimal paediatric
end of life care.

To learn about
experiences of
Mexican American
and Chinese
American families
who require
paediatric palliative
care. Parents'
perceptions of
information sharing
by healthcare
providers during their
child's
hospitalisations and
at their child's death.

To explore parents’
experiences of care
by paediatricians in
the time leading up
to and including
diagnostic disclosure
of a life-limiting
condition in their
child.

To investigate and
analyse
communication in
palliative care in
paediatric oncology
from the viewpoint of
nurses, based on
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Findings were verified with
1/3 of participants.

Low response rate (44 out of
156 families contacted
consented to participate).

Unclear whether data
saturation in terms of
collection or analysis was
achieved.

Researchers’ role in and
influences in the analytical
process not critically
reviewed.

No details on sample
selection, data collection,
data analysis methods
reported.

Researchers’ role in and
influences in the analytical
process was not critically
reviewed.

Unclear whether data
saturation in terms of
collection or analysis was
achieved.

Researchers’ role in and
influences in the analytical
process was not critically
reviewed.

Participants were identified
by professional colleagues of
the authors and invited to
take part by letter.

Data collection process was
not clearly reported (only
reported that an in-depth
interview was conducted).

No discussion on whether
saturation had been reached
for any of the themes
reported.

Small sample size.

Unclear whether data
saturation in terms of
collection or analysis was
achieved.

Researchers’ role in and
influences in the analytical
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Humanistic Nursing
Theory.

process was not critically
reviewed.

Gordon Interviews n=51 parents To examine parents' Sample selection was not
2009 us perceptions of good clearly reported.
and poor medical Unclear whether data
communication with saturation in terms of
the team who cared collection or analysis was
for their child prior to achieved.
his or her death in , .
Aerf Researchers’ role in and
the paediatric . X :
e G U influences in the ar]a_llytlcal
(PICU). process was not critically
reviewed.

Hendricks-  Interviews n=28 parents To examine parents' Convenience sample;

Ferguson us perspectives of: participants were selected by

2007 e the timing and hospital staff.

method used by No discussion on whether

healthcare data saturation had been

professionals to reached in terms of

introduce end of collection and analysis.

life options for their 4 Researchers’ role in and

child, and influences on the analytical
¢ what their process were not critically

preference would reviewed.

have been

regarding the

selected time and

method to

introduce end of

life options.

Hsiao 2007 Interviews n=20 parent  To identify the Response rate for invited
and child aspects of physician subjects for this study was
pairs communication that 57%, participants recruited
us children with life- by healthcare professionals

limiting illnesses and (HCPs).
their parents Non-English speakers
perceived to be excluded.
facilitative or , :
e fi Researchers role in ancj
paediatric palliative influences on the ar!a}lytlcal
care process were not critically

' reviewed.

Lundqvist Interviews n=20 To examine and Small sample size.

2002 mothers illuminate mothers’ Data analysis was not clearly
Sweden experiepces and reported.

perceptlons S o Whether saturation was
care given to them at : ;

e . achieved in terms of
IR EIIES LS collection or analysis was
facing the threat and y
the reality of losing ngt r'eported. . i
their baby. Findings were verified with

mothers.
Meert 2008 Interviews n=58 parents To describe parents' Low response rate (30%).

of 48 children

perceptions of their

No discussion on whether

who died in conversations with data saturation had been
the PICU 3to physicians regarding reached in terms of
12 months their child's terminal
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Midson
2006

Pearson
2013

Price 2013

Robert
2012

Steele
2013

Interviews

Interviews

Focus
groups

Focus
groups

Interviews

before the
study
us

n=55 parents
who
experienced
the death of
a child under
age 17
between 12
and 18
months ago

UK

Nn=7 nurses
out of 12
invited
across 4
sites
contacted
with the
assistance of
ward
managers

UK

n=35
healthcare
professionals

UK

n=14 parents
whose
children were
age 10 years
and older at
the time of
death

us

n=99 family
members of
a child or

illness and death in
the PICU.

To explore the
experiences of
parents within 1
tertiary centre, and
the challenges that
still lay ahead in
changing the
barriers, attitudes
and culture that
impeded some
aspects of end of life
care.

To understand
children's cancer
nurses’ experiences
of providing palliative
care in the acute
hospital setting.

To investigate health
and social care
professionals'
perspectives on
developing services
for children with life-
limiting conditions at
the end of life using
issues identified by
bereaved parents as
priorities.

To describe and
begin to understand
the experience of
bereaved parents
whose deceased
child had received
paediatric oncology
services at a tertiary
comprehensive
cancer centre.

To determine how to
improve care for
families by obtaining
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Researchers’ role in and
influences on the analytical
process were not critically
reviewed.

Interviews were conducted
by phone, home visits or in a
hospital room.

Unclear about the
relationship between the
researchers and
interviewees

Researchers’ roles and pre-
knowledge and their
influences on data collection
and analysis were not
critically reviewed.

Data saturation during
collection was achieved.

Researchers critically
reviewed their roles and
influences in the process.

The relationship between the
researcher and the
respondents was clearly
reported (researcher had no
managerial or other
responsibility over
participants).

No discussion on whether
saturation had been reached
for any of the themes
reported.

Researchers did not critically
review their roles and
influences in the process.

Low response rate (9
families with 14 parents out
of 47 families contacted
consented to participate).
Focus group interview guide
was developed based on a
literature review.

Researchers' roles and
potential influences in the
analytical process were not
critically reviewed.

Data saturation was
achieved for the analysis.
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young their advice to  Researchers' roles and
person who healthcare providers potential influences in the
died of and researchers after analytical process were not
cancer, a child's death from critically reviewed.
including 36  cancer.

mothers, 24

fathers, and

39 siblings

from 40

families

Us and

Canada

Stenekes Focus n=29 HCPs To examine the ¢ Low response rate (29 HCPs

2014 groups and  Canada views of HCPs out of 850 contacted
interviews involved in perinatal consented to take part).

palliative care in 3 * Interviews were conducted

tertiary care hospitals over the phone.

I Ceimeek. ¢ No discussion on whether
saturation in terms of
collection or analysis was
achieved.

e Researchers' roles and
potential influences on the
analytical process were not
critically reviewed.

Weidner Focus n=29 parents To identify and ¢ Low response rate (22%).

2011 groupsand  Us define the e How themes were derived
Interviews dimensions of was not clearly reported.

paediatric end of life L

care that are o Whether saturation in terms

important to parents. of d_ata collection or analysis
achieved was not clearly
reported.

Wood 2010 Focus n=30 families To collect qualitative e Low response rate (40%).
groups and YUK experiential data and 4 Ng discussion on whether
interviews use it to identify saturation had been reached

major themes and for the relevant themes

what events —in reported.

health, social and \

education domains — ° Retser;l'rclhe][ls —— a}n(:tih

were considered to gﬁ;n 1a Im uences in the t

be ‘milestones’ by [ DAz ProCESS were no

T — critically reviewed.

professionals caring

for children with life-

limiting conditions.

Woolley Interviews n=45 families To explore parents' ¢ Data analysis methods not

1989 UK experiences of the reported.

way in which they
were told the
diagnosis of life-
limiting conditions of
their child.
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No discussion on whether
saturation had been reached
for the relevant themes
reported.

Researchers' roles and
potential influences in the
analytical process were not
critically reviewed.



End of life care for infants, children and young people: planning and management

Communication

Data
collection
Study methods
Surveys
Baverstock  Survey with
2008 open-
ended
questions
Branchet Survey with
2012 open-
ended
questions
Forbes Survey with
2008 open-
ended
questions
Meyer 2006 Survey with
open-
ended
questions

Survey and interviews

Contro HCP staff

2004 survey; and
family
interviews

Participants
/respondent

n=61 tertiary
paediatric
consultants

UK

n=57 parents
who had lost
a child in the
neonatal
period

UK

n=162
respondents
Australia

n=56 parents
us

n=446 HCPs
and 68 family
members

us

Analysis of documented materials

Phenomen
ologic
analysis of
initial

Byrne 2011

n=43 initial
consultations
led by 32
different

Aim of the study

To describe how
paediatric
consultants report
dealing with child
and neonatal deaths
as part of their daily
work.

To determine what
parents had actually
experienced relating
to neonatal palliative
and end of life care
and determine how
this knowledge could
be used to improve
experiences for
families in future.

To learn about
doctor's current
attitudes and
practices relating to
discussions
concerning
withdrawing or
withholding life
sustaining equipment
in the paediatric
setting.

To present the
parents' own words
about what was most
and least helpful at
their child's end of
life, ways to enhance
communication, and
advice about how to
improve care.

To obtain personal
accounts of HCPs’
and families'
experiences to learn
ways to improve care
for paediatric
patients and their
families.

To develop
awareness of the
perceptions about
reality from family,
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Comments

¢ Data analysis methods not

clearly reported.

Whether data saturation in
terms of collection or
analysis achieved was not
reported.

Findings not verified.

Data were collected by a few
simple open-ended
guestions initially posted on
a parent’s website. No guide
was used to design and
collect data. The study was
undertaken by 1 researcher
as part of scoping exercise
within a bigger project,
therefore may lack some of
the formal research rigour.

Low response rate (42%).
Data analysis not reported.

Whether data saturation in
terms of collection or
analysis achieved was not
reported.

Researchers’ role in and
influences on the analytical
process were not critically
reviewed.

Limited response rate (58%).
Data analysis not reported.

Whether data saturation in
terms of collection or
analysis achieved was not
reported.

Researchers’ role in and
influences on the analytical
process were not critically
reviewed.

Data analysis methods not
clearly reported, how themes
were derived not clear.

Researchers’ role in and
influences on the analytical
process were not critically
reviewed.

A convenience sample was
used.

e Whether data saturation in

terms of collection or
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consultatio  physicians of referring healthcare analysis was achieved was
ns paediatric professional and not clearly reported.
advanced provider » Researchers’ role in and
care perspectives. influences on the analytical
us process were not critically
reviewed.
Diaries in writing or recorded
Gaab 2013 Diaries (in n=16 young To describe self- e No discussion on whether
writing or people identified factors that saturation had been reached
recorded) (including 7 affect paediatric for any of the themes
patients, 3 palliative care (PPC) reported.
brothers, and patients aged 9to 18 , Researchers’ role in and
6 sisters from and their siblings influences on the analytical
8 families) during the process of  process were not critically
New Zealand receiving paediatric reviewed.

palliative care.

HCPs: healthcare professionals;
PICU: paediatric intensice care unit.

Five categories/themes related to the communication between families and healthcare
professionals that could act as either barriers or facilitators for effective communication
emerged or were derived from included studies. The central theme that came from the
review highlighted the need for timely, honest, accurate and consistent information
exchange, which was a feature throughout all sub-themes. Most themes were consistent with
those that emerged from the information provision review. Additionally, 4 further categories
and themes emerged which highlighted specific features for effective communication:

e personalised/individualised communication
e interpersonal/interactive communication

e emotional factors

e active involvement in communication.
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5.5 Clinical evidence

5.5.1 Theme map

At the centre of the map is the overarching theme, which was mentioned as part of most of the other themes and subthemes, and relevant for
both information provision and communication (details also reported in information provision evidence report)

Figure 5: Theme map

Relationship: trusted
relationship and trusted
HCPs

Being sensitive INTERACTIVE PERSONALISED /

INTER-PERSONAL INDIVIDUALISED
COMMUNICATION COMMUNICATION
TIMELY, HONEST,
P ACCURATE AND
Managing hope CONSISTENT
INFORMATION
EXCHANGE
ACTIVE
EMOTIONAL INVOLVEMENT
FACTORS COMMUNICATION
Display of emotions \
and emaotional impact | .
on HCPs (frustration, \ ! Comprehensive
sadness, fear) | Mutual respect: respect communication planning
Emotions of parents parents’ perspective and
{siress, anger, fear knoviledge
and sadness)
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Evidence summary

Table 19: Summary of evidence (adapted GRADE-CERQual): Theme 1 — Personalised/individualised communication

Study information
Number of studies

Sub-theme 1: Treat the child and parents/carers as individuals, incorporating their family context

8 studies

(Caeymaex 2011;
Davies 2002; Davies
2003; Hsiao 2007;
Hendricks-Ferguson
2007; Robert 2012;
Steele 2003;
Weidner 2001)

Design

8 studies used
interviews

Description of theme or finding

8 studies conducted in different settings and countries
(including France, the UK and the US) from a parental, and
pairs of parents and children living with life-limiting conditions
(LLC), reported that parents and children appreciated doctors
taking the time to get to know and treat the child as
individuals, and unique individuals living with their families.

View the child as an individual not as an illness:

A father stated, “You don’t want to think that your child is just
a patient at a hospital. Treat them more as an individual
rather than just a patient on a clipboard.”

This is supported by findings in another 2 studies where
parents stated that every child was unique, as was their
diagnosis, and both required creative and personalised
solutions and a dynamic work environment:

"The feeling that you are there with your daughter and not
just with somebody with an interesting malformation or some
new science... but this is just this kid that you really love"
(parent)

"They treated his body part or whatever it was at that time
and he want a whole child" (parent)

"the less rules, the better. What was perfect for [one patient]
was totally different for [our son]....Ask the kid."

Communication based on the assessment of individual
needs of families and the child:
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Study information
Number of studies

Design

Description of theme or finding

In addition, 1 study conducted in the UK also highlighted the
importance of communicating and assessing the child’s and
family’s desire on an individual basis, where researchers
commented that:

[It’s appreciated that] staff gently ask as to the information
parents might want; staff assess parents’ desire on an
individual basis to talk about sensitive topics, such as the
child’s impending death, funeral plans, and bereavement
issues.

Interpersonal dialogue/communication incorporating
individual family context:

This was raised by parents in 2 studies conducted in France
and the US as an important positive facilitator to good
communication (Caeymaex 2011, Davies 2003).

“He explained that it was ...I remember he said something:
this isn't reasonable” (parent). The family context and the
realities of life had to be taken into account. “The doctor left
me the choice. He explained to me the risks of these choices.
He told me, you already have a three-year-old daughter. He
stayed in the context of our little family: for the child, for me,
for my family. If something happens to you, who will take care
of him? Very concrete questions”

Explaining the situation/consequences to children and
young people according to their choices:

In 1 study (Hendricks-Ferguson 2007), parents appreciated
that healthcare professionals (HCPs) spent time to explain
the consequences of receiving end of life (EOL) care at home
to their teenagers. A mother shared her memory of the
intensive care unit (ICU) when her 17-year-old daughter
wanted to stop treatment and go home:

"The healthcare team spent time to make sure my daughter
understood the consequences of her decision to receive EOL
care at home."
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Study information Quality assessment
Number of studies Design Description of theme or finding Criteria Rating Overall

Sub-theme 2: Personalised communication about diagnosis, death and around the time of death (time, space and privacy at different time
points)

4 studies 3 studies used In 4 studies where HCPs and parents were interviewed they Limitation of Minor MODERATE
(Baverstock 2008; interviews and  reported that dedicated time, space, and pacing of delivering  evidence limitations

Davies 2002; Meyer 1 study used information were important at different time points, Coherence of Coherent

2006; Woolley 1989)  surveys particularly when the diagnosis was delivered, and around findings

the time of imminent death. . » .
Applicability of Applicable

) . . . . evidence
Time, pacing and reaction of parents when the diagnosis .
s clelfveraa) Suff|C|gncy or Saturated
saturation

Sufficient time to react:

In 1 study (Woolley 1989) about imparting diagnosis of LLCs
in children, interviewed parents stated that their immediate
shocked reactions affected their ability to hear and take in
what was being said. Many reported that it was essential to
be given sufficient time. It was perceived to be especially
helpful when doctors asked them what they had understood
and then repeated and clarified points in different ways.
Parents in the same study also cited the doctors' ability to sit
with them when they are upset or angry (not necessarily
responding directly to this). Showing their feeling made them
contributed to a perception of being understood and having a
closer relationship with the person caring for their child.

Privacy: in private, uninterrupted, unhurried, both
parents being present

Both parents and HCPs interviewed in the 4 studies stressed
the importance of privacy, as well as dedicated space and
time in communication with families and the child.

Parents in the previously mentioned study (Woolley 1989)
commented that they appreciated being given time together
in private to take the news in and to share their feelings.
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Time with the child and privacy at the time of death:

In another study where parents whose children passed away
(Davies 2002) were interviewed, they stated that at the time
of death, they wanted staff to allow them as much time as
they need with the child, without being rushed or criticised for
“taking so long” and they appreciated ‘privacy”.

Privacy was highly valued during the final hours and days
together. Some parents in another study (Meert 2008)
described “quiet time” as moments of peacefulness when
they could “reach out and touch him” or “‘go and see him at all
hours of the night.” For many, there was a wish to focus
intensely on the time to “say goodbye”.

“The nurse who took care of my infant was so kind and
compassionate. She stayed in the room with us but also gave
us our space, which was really good. They let us take as
much time as we needed to say good-bye.” “[Being able] to
sleep with my son one final time.” (parents)

The same theme emerged from 3 other studies (Baverstock
2008; Meyer 2006; Stenekes 2014) where healthcare
professionals were interviewed they commented the
importance of "right environment" (time, privacy, separate
room, tea, and so on) for communication with families around
the time of the child’s death.

“And we often had a real lack of privacy. ... But then we
would be sometimes in a room where in the next room you
would hear a baby being born and the baby's crying, and this
mother knows her baby is not going to cry. It was very hard
and it was kind of like, you know what, we have KDPR there,
the rooms are very private...it just makes so much sense."
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Study information
Number of studies Design

Description of theme or finding

Quality assessment

Criteria

Sub-theme 3: Accommodating needs of families and children/young people depending on their situations

7 studies 6 studies used
(Davies 2003; Gabb  interviews and
2013; Hsiao 2007; 1 study used
Lundqvist 2002; diaries in
Robert 2012: ‘r’g(':t(')r;ge%r
Steele 2013;

Stenekes 2014)

7 studies reported on accommodating needs of families
depending on their individual situations. This acted as
facilitator for effective communication. These studies
incorporated the opinions of parents, children and young
people (CYP) living with life-limiting conditions, and
healthcare professionals (HCPS).

Sensitive to parents' needs as a parent and a family:

In 2 studies (Davies 2003, Lundgvist 2002) parents stated
that they appreciated paediatricians who listened to them,
took their concerns seriously and were able to respond with
sensitivity, human sympathy and understanding.

"Our baby wouldn’t survive.... Often they [the babies] would
fall asleep with the mother or father [the physician had said].
My first reaction was, | can’t go through with this. But then, |
thought he would recognize my heartbeats. Of course he will
be in my arms.... We had to give him a name. We didn’t want
to baptize.... | had not wanted my baby to have a borrowed
christening robe [crying]. The nurse had prepared a small
bunch of flowers that we have dried and now keep in a book.
She hadn't lit the candles, but we had candles. They had
taken away almost all [the equipment from the baby’s body].
My husband and | named him, and then we withdrew the
ventilator. First the nurse put him beside his twin sister [to
say good-bye] and then directly in my arms. There he quickly
fell asleep. After a while we felt that we had said good-bye to
him. Later on we heard that the reflective breathing had gone
on for a long while, and the nurse had had him in her arms,
which was so good to hear [crying]. Then, the day after they
asked if we wanted to look at him again." (Mother)
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Study information
Number of studies

Design

Description of theme or finding

Needs of the child living with life-limiting condition:
Personal and social concerns of the child:

Children and young people interviewed in 1 study (Hsiao
2007) commented that they appreciated it if physicians taking
time to inquire about their personal or social concerns in
addition to treating physical symptoms.

Needs of the child/young people talking about death,
concerns about mortality and feeling in control (based
on individual needs):

Parents interviewed in 1 study (Robert 2012) described the
child's ambivalence to talk about death and the importance of
child having control regarding end of life discussions:

"Our daughter wanted to talk about [terminal cancer], then
didn't...[A doctor asked her], What are you afraid
of?...Dying?..Why?’ That made it easier for her to talk to
us,...to be in control...she could plan for her funeral."

This was echoed by findings from another study (Gabb 2013)
carried out among CYP receiving palliative care, where
young people stated their concerns about mortality:

"The thing | worry most is the, um, dying bit. That's what |
don't like. The doctors tell you but...you want to know the
truth, but in a way, you don't. Like stuff like that, you don't
want to know that truth. Like, | don't. But in a way, you
do...but yeah". (Young people)

Needs of the siblings:

In 1 study (Steele 2013) where siblings were interviewed they
provided advice about how medical teams could
communicate more effectively with them and noted the need
to be included in a developmentally appropriate manner.

One 17-year-old sibling stated, “The doctors, they mostly just
talked to my parents, but it might have been nice to have
been included in stuff like that.”

© National Institute for Health and Care Excellence 2016

110

Quality assessment

Criteria

Rating

Overall



End of life care for infants, children and young people: planning and management
Communication

Study information Quality assessment
Number of studies Design Description of theme or finding Criteria Rating Overall

Similarly a 14-year-old sibling added, “They [doctors] talked
to me, but they kinda talked down to me like | was stupid,
‘cause I'm younger.”

“Some people change depending on the situation they’re
around. Some people get more sophisticated than other kids.
So they have more of an adult mind”, added a 13-year-old
sibling.

Level of child and parent involvement:

In 1 study (Hsiao 2007) where both parents and child were
interviewed, it was noted that parents and their child did not
always agree on the level of knowledge and involvement in
the child's care.

"You [the parent] need to talk to your child from the very
beginning about what his or her condition is...Never
underestimate something or oh this won't hurt...And don't
deceive them, and I'll say the same for clinicians and
physicians." (Parent)

However, another parent stated that:

"Do not talk in front of Marly, and any information that was
gonna happen that day, like if any new things were going to
change for Marly,...I want to know about it and | was going to
tell her...of any change. Because the way | was going to tell
would be a little different than perhaps someone else
communicating that information”. (Parent)

Needs for flexibility and formality:

In 1 study (Stenekes 2014) conducted among healthcare
professionals where several participants identified the needs
for flexibility in the midst of unknown outcomes:

"It is not always set out in stone. It can be very complicated at
times. | know recently we had a situation where there was a
plan that palliative care was involved, but there was
confusion as to whether we would call neonatology or the
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Study information

Number of studies Design Description of theme or finding

resusclitation] team...the team was not exactly sure why they
should be present, if the baby would be palliative. So there
was kind of like a flip-flop as to who would be caring for this
child. So I think sometimes it's not always set in stone what's
going to be done."

Sub-theme 4: Prior experiences of parents; parent resolution

1 study 1 study used In 1 study where both parents’ and HCPs’ perspectives were
(Byrne, 2011) archived taken into account (Byrne 2011), it was reported that prior
materials experiences of parents, and parents’ characteristics could act
as either facilitators or barriers in communicating with
families.

Parents’ prior experience and relationships:

“up against this dilemma, they (parents) felt no matter what
they decide the net result would be an abandonment of the
child they loved”. “...with the marriage under enormous
stress...” and the realization the treatment options were
exhausted, the mother ...”equates transfer to a palliative care
program with “abandonment.” (HCPS)

Parents’ characteristics regarding resolution to
diagnosis:

The same study (Bryne 2011) reported that some parents
had come to grips with the actuality of their child’s diagnosis
whereas the other remained essentially unresolved to this
basic reality. Resolved parents still experienced sadness,
doubt, and fear but were better able to listen during the
consult and to utilise supports offered. Unresolved parents
who questioned the diagnosis or were unrealistic about its
implications remained ambivalent about any decisions to be
made as well.
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Study information
Number of studies Design

Description of theme or finding

Sub-theme 5: Cultural and religious background of the family

4 studies 3 studies used

(Contro 2002; Contro  interviews, 1
2004; Davies 2010; study used

Pearson 2013) both interviews
and surveys

4 studies reported on cultural and religious background of the
family. This could act either as a barrier or facilitator in
communication. These studies incorporated the opinions of
both parents and HCPs.

Attention to the cultural and religious background of the
family:

In 1 study (Davies 2010) where parents were interviewed it
was reported that cultural and religious background of the
family and the lack understanding of this could result in
misunderstanding between families and healthcare
professionals.

Parents interviewed in the study commented that some
physicians incorporated the family's culture and religion when
providing information and they appreciated that. One mother
reflected,

"the doctor would do everything he could, he didn't give us
much hope." Knowing this family's strong religious belief, the
physician said, "the one up above will have the last word. |
will put myself in His hands, and | will do my best."

In contrast, a Chinese mother was angry when a physician
did not consider the cultural importance of family
involvement. An intern “impolitely" asked the family to leave
the room so that he could talk to the patient alone. The
mother queried, "how could the patient talk to him? The
patient was very sick. He needed family to stay." The mother
described the intern as "mean," stating, "He never considered
our feelings."

This theme was echoed by healthcare professionals
interviewed in another study (Pearson 2013), where nurses
stated:
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"They [the parents] all have different cultural and religious
beliefs, so a lot of them led from their different cultural and
religious beliefs"

Also:

“I personally was prepared for the family's reaction. They
knew their child was going to die but when it happened, their
response made me uneasy. They ‘'wailed' as part of their
culture. | was unfamiliar with their culture so | was caught-off
guard. | would like to know more about cultural differences
with dying patients.” (HCPs)

Language barrier and cultural differences:

Another study conducted in the US (Contro 2002) reported
on this. It was noted that the lack of a common language
compromised parents' ability to acquire complete information
and to fully understand their child's medical condition,
treatment and prognosis. In addition, cultural differences
could be detrimental to care. For example, if the Spanish-
speaking parents' expectations that physicians show their
child affectionate attention were not met, this became a
barrier to trust and confidence in the medical team. These
families reported feeling isolated, confused and distrustful of
the hospital system.

"No one ever told me the baby could die. | never understood
what was happening medically. The doctor came out during
the operation and asked my wife if they should stop or
continue the operation. | didn't understand that the baby
would die either way at that point. No interpreter came during
this conversation."
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Table 20: Summary of evidence (adapted GRADE-CERQual): Theme 2 — Interpersonal/inter-active communication

Study information Quality assessment

Number of studies Design Description of theme or finding Criteria Rating Overall
Sub-theme 1: Compassion and empathy

11 studies 7 studies used 11 studies conducted in New Zealand, the UK and the US Limitation of Minor MODERATE
(Baverstock 2008; interviews, 3 interviewing healthcare professionals (HCPs), parents and evidence limitations

Branchett 2012; studies used children and young people (CYP) recei\_/ing palliative care Coherence of Coherent

Contro 2002; Contro ~ surveys, and 1  reported on the importance of compassion, empathy, affect findings

2012; Davies 2002; study used and kindness in facilitating communication between HCPs o .

Gaab 2013: Hsiao diaries in and families. Parents appreciated that their grief and loss Applicability of ~ Applicable

2007: Meert 2008: writing or understood by HCPs and those who have provided care to evidence

Meyer 2006; recorded their child shared their grief with them. Sufficiency or Saturated

Steele 2013 saturation

Weidner 2011) Compassion:

Compassion and humanity:

"The need for compassion and humanity not to be just a
technician (consultant)"

"If you do not have empathy, e.g. shed tears or reflect on
these issues, it is time to retire” (consultant)

Compassion and care, allowing for hope when delivering
the difficult news:

In 1 study where parents were interviewed (Contro 2012)
they emphasised that difficult news should be conveyed with
compassion and care, using straightforward nontechnical
language. Above all, they recommended giving difficult news
directly and honestly while still allowing for hope. Parents
also mentioned they would have appreciated better
preparation that bad news was coming.

Compassionate and sensitive in terms of timing of
delivering the information of imminent death:

Two studies (Weidner 2011; Contro 2012) reported on this
and they incorporated the opinions of both parents and
HCPs.

Parents commented that the timing of delivering the news of
imminent death should be sensitive and compassionate.
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Number of studies Design Description of theme or finding Criteria Rating Overall

Healthcare providers should know what to tell parents and
ascertain when they are ready to accept information related
to their child's death.

"All of the doctors and nurses came over and started doing
the drill of "it's very bad," which | wasn't prepared for...a little
overwhelming. | would just say it's really important for folks to
realise people handle this kind of stuff differently. " (parent)

This was also recognised by HCPs in another study, where
interviewed HCPs stated:

“The timing of our interventions is usually too
late...Sometimes we got called to work with a sibling right
when the child is dying...that is way too late and way too
awkward...” (child-life specialist)

“The problem is we still have trouble with addressing
palliative issues in a timely manner...” (nurse)

Empathy:

Compassionate and HCPs showing emotions:

This theme emerged from several studies (Gaab 2013;
Meyer 2006; Steele 2013) where parents were interviewed:
“Be compassionate and ask how parents are. Don't fall into

that detached type of working. Parents need to feel that

people really care, not that it’s just a job. The people at the
hospital who allowed themselves to have genuine feelings

helped me the most.” (parent)

"[The staff ] ...stood there with us and shared our grief. How

can you improve on that? They communicated volumes with

that simple act. (parent)

One parent described the physicians’ warm display of
emotion at the time of her child’s death:

“I remember after we had our quiet time with S- after she
passed, the doctors were all outside the door. And they were
very kind and some of the young doctors were in tears. And it
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Number of studies Design

Description of theme or finding
was very moving to see all these emotions because they had
watched her fight for days.” (Parent)

A mother added: “These kids are dying, and they know they
are dying. Some of them [healthcare providers] need to be
more compassionate.”

Empathy and understanding:

Parents longed for understanding, in 1 study (Branchett
2012) where parents were interviewed they reported that:
"[My baby] had been in NICU for nearly 3 weeks and it
helped that the nurses that had cared for him in that time

came and said goodbye to him. It showed me that he was not

just another statistic, he was my baby." (Parent)

Logistic barrier to honour parents’ wishes around the
child's death:

However, in 1 study where HCPs were interviewed they
noted that sometimes it is logistically difficult for them to
honour parents’ wishes around the child’s death (Contro
2012).

"I recently worked with a Jewish family who wanted to remain
with the body overnight. | did everything | could to honour the
family's important wish because | knew it was what they
needed. However, finding space for this to happen took a
miracle. | should have been doing others for the family but
spent most of my time on this one issue." (Social worker)

Sub-theme 2: Trusted relationship and trusted care providers near the time of the child’s death

7 studies 6 studies used
(Baverstock 2008; interviews; 1
Caeymaex 2011; study used

Davies 2003; de Sa surveys
Franca 2013; Hsiao

Several studies reported on the importance of developing
trusted relationship in communication and having trusted and
familiar HCPs around near the child’s end of life. These
studies took account of the perspectives of HCPs, parents,
and children living with a life-limiting condition (LLC). Trusted
relationship:
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Number of studies Design
2007; Meert 2008;
Robert 2012)

Description of theme or finding

Trusting relationship with HCPs:

In 1 study (Caeymaex 2011) where parents were interviewed
they stated that they appreciated dealing with the same
caregivers the whole time:

“All 10 days, this paediatrician was there. She was really a
person with whom we made decisions, choices, and she was
there for us in the last seconds [...] She shared everything
with us”. (Parent)

This was supported by findings from another study where
children and parent were interviewed (Hsiao 2007). They
reported that they appreciated doctors who took the time to
get to know the patients as individuals and develop a
friendship with the patients.

Trusted HCPs near the child’s end of life:

In 1 study (Robert 2012) where parents were interviewed it
was noted that intimacy was highly valued at the child's end
of life. Trusted HCPs were increasingly relied upon, and
some parents limited their child's interactions to persons well
known to the family.

"If somebody wasn't there throughout the whole ordeal, |
wasn't interested in talking to them.....It's pretty hard to open
to with somebody you don't know at that point in time in your
life....I go back to the relationship and trust." (parent)

Demonstration of effort and competence; determination
to help and knowledge and capacity to do so:

In 1 study (Hsiao 2007) conducted in the US where children
living with LLCs were interviewed they cited that,

"They really have a visible care for the patients...a
determination and.. doggedness to help them in any way to
go past the call (of duty)" (child)
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Ties of trust established between child and HCPs:

One study carried out among nurses (de Sa Franca 2013)
reported on the authentic communication focusing on care to
enable wellbeing and better-being, which built up the ties of
trust between nurses and the child. One nurse cited that:
“This communication issue, | always try to, like, reassure,
especially in relation to pain. | try to talk to her, to address her
[...] you look into that child's eyes, she is looking at you, she'll
trust you. [...], it is a touch, a gaze; you have to show
confidence (Nurse).

This was supported by CYP interviewed in another study

(Hsiao 2007), where a child stated:

"It's not really a doctor-patient kind of thing...it's more just - |
would say a friendship. ... It helped me deal with my pain, you
know, when we talk to each other." (Child)

On the other hand, behaviours that break trust acted as
barrier to good and effective communication.

Medical terms and pace:

In 1 study carried out in the US (Meert 2008), several parents
commented on the complexity of language used by
physicians when communicating about their child’s condition.
Parents wanted information provided in “layman’s terms” or
“English terms” rather than “doctor talk”. One parent
described her inability to understand the treatment that was
planned for her child

“I kept asking, ‘What is this? What are you telling me you are
going to do for her?’ They gave me answers in medical
terminology. This is what I kept getting, and I'm like, ‘Could
you explain that?’ No one really explained it to my
satisfaction because | did not and still do not understand. And
I would like to understand it in layman’s terms. It was what

you were gonna do for her”. (parent)
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Number of studies

Design

Sub-theme 3: Being sensitive

9 studies

(Contro 2004; Davies
2003; de Sa Franca
2013; Gordon 2009;
Hendricks-Ferguson
2007; Hsiao 2007;
Lundgvist 2002;
Robert 2012)

8 studies used
interviews and
1 study used
both interviews
and surveys

Quality assessment

Description of theme or finding Criteria
Body language:

Parents interviewed in several studies commented on
physicians’ nonverbal behaviours when giving bad news.
Physicians’ body language led some parents to suspect the
physicians were “guilty” or had “done something”.

One parent described the physician’s lack of eye contact, “/
wanted to ask the doctor, after he came out and talked to me
after her procedure, why didn’t he look me in my face, he
kept his head down to the ground talking to me. Then when
he lift his head up he turned the other way but he never
looked me in my eyes. What went wrong?”

Insensitive, high-powered authoritarian attitude:

In 1 study (Davies 2003) where parents were interviewed and
they reflected that HCP’s non-responsible attitude, delay in
diagnosis and no apologies afterwards, persistence in
treating parents in a dismissive and off-hand manner made
them angry:

“The first time we went to see him after she was diagnosed
was the only time she was with him longer than two minutes
and he had the cheek to say ‘Yes, you could see she was
classic MPS.’ That made me so angry” (mother of daughter
diagnosed with Sanfillipo Syndrome).

Nine studies reported on the theme of HCPs being sensitive Limitation of

to patients’ situation and needs. They incorporated the evidence

opinions of both parents and HCPs. Coherence of
findings

Being sensitive when breaking bad news: Applicability of

Parents commented that because careless and insensitive findings

remarks caused families lasting pain and complicated their
grief, they would appreciate it if HCPs were sensitive with
regard to breaking the bad news, giving the hospice’s care

Sufficiency or
saturation
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Study information Quality assessment

Number of studies Design Description of theme or finding Criteria Rating Overall
recommendation for child, or responding to parents and
families’ concerns. Many parents reported being devastated
when physicians broke bad news in an insensitive manner.
"I know we had to ask if we didn't want our son resuscitated.
It's just the way he did it. It was very cold. He was saying 'if
he has to be resuscitated, this is what's going to happen..." It
was very negative talk about our son dying. (parent)
"They were sensitive when they told us but they told us
outright” “there is a hospice programme here’ ‘He was very
kind about it and matter of fact when he said, ‘You will need
help” (parent)
“Being congratulated by the nurse for having given birth to
such a fine baby was painful under the circumstances. Still,
the mothers were understanding about such behaviour. |
don’t think you can congratulate, even more, ask, “How are
you?” or “Look here!”...It was almost as if it was thrown at
me what is she saying? Don’t congratulate me! He was lying
there. Only by looking at him you would have understood that
congratulations were not appropriate”. (parent)

Unfamiliar staff near the time of the child’s death:
Parents in 1 study (Robert 2012) commented that:

“Be sensitive. Trust comes from time and relationship. It was
difficult when doctors that | have never seen come in at the
end of. [They weren't going to] make his life more comfortable.
They were researching, and were trying to participate, but
once we cross that line, it was time for us, not them"

Request for organ donation at the wrong time:

Parents in 2 studies (Gordon 2009; Lundqvist 2002) told
narratives of a request for organ donation and criticised the
clinician's professionalism:

"I remember when he was telling us my son was brain dead
in the same sentence he was asking us to donate his organs.
And | feel that was inappropriate at the time." (parent)
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Study information
Number of studies Design

Quality assessment

Description of theme or finding Criteria

“Our last wishes were that we would be left alone when the
ventilator was withdrawn. ... But the physician came and
asked, with a smile on his lips, about an organ donation. It
was frustrating. ... Our last moments together with the baby,
and he could not wait. ...” (parent)

Sensitive with the child’s verbal and non-verbal
communication:

Nurses in 1 study (de Sa Franca 2013) noted the importance
of being sensitive to child’s ways of communication when
providing care:

“Communication is very important in palliative care. |...].
Children, sometimes, during the initial phase of the disease,
do not communicate with words, but communicate with their
gaze, with touch. You have to understand that! It is a call that
the child is presenting to us. [...], Communication is not only
with words: it's a gesture, it's eye contact, it's a way of waking
up, it's a good day s/he gives you. It's a smile she transmits
you; it is knowing how to recognize these signs” (Nurse)

“In communication with children, we have to pay attention to
all the communication channels (verbal and non-verbal). So,
we need to learn to read the children's sixth sense. [...]. In
this sense, if she is in the terminal phase, she realizes it's
changing, permits other things”.(Nurse)

Sub-theme 4: Managing hope (balance between hope and realism) and divergence

10 studies 9 studies used
(Baverstock 2008; interviews and
Contro 2002; Forbes 1 study used
2008; Gordon 2009;  surveys

Hsiao 2007; Meert

2008; Meyer 2006;

Price 2013; Robert

2012; Wood 2010)

The theme of hope and managing hope, and managing Limitation of

underlying tension caused by divergence between parents evidence

and HCPs emerged from 10 studies conducted in the UK and  ~gherence of

the US. These studies incorporated the opinions of parents findings

and HCPs. o
Applicability of
evidence
Sufficiency or
saturation
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Study information
Number of studies

Design

Description of theme or finding

Managing parents’ hope without creating false hope,
balance between hope and realism:

"I mean when | asked questions, um, they were explaining
things. But, you know, many times they came in during the
day and, uh, there were things just — and then they walked
out. And, kind of ignored us a little bit. And | realize now
when | look back that — that the doctors realized certain
things where we had still this glimmer of hope. And, um, but
they had seen — have so much experience they do know and
understands the signs. And, um, | don't know if they really
wanted to tell us more about it. And, take this glimmer away"
(parent)

False hope:

In 1 study (Gordon 2009) some parents held clinicians
directly responsible for creating or maintaining false hope as
the death of their child approached:

“Cause | would have much better they told me her chances
were slim or her chances was nil or something. But she's not
gonna be OK. And | got mad at them because they told me
she was gonna be OK if she wasn't."

“Communicate honestly, false hope in this situation is unfair.”
(parent)

Allowing for hope:

However, in another 3 studies (Contro 2002; Hsiao 2003;
Wood 2010) where parents were interviewed, they hoped
HCPs could provide hope during the end of care of their
child. In 1 study (Contro 2002), parents stated that doctors
need to relay medical facts honestly but always allow for a
glimmer of hope, even if only for a miracle.

Mother: "I mean what we've been through over the years with
[daughter's] consultant in [local hospital], who | find is a very
grey man with a very grey aura who gives you no hope, and |
could, I just feel like screaming at him and saying, "Do you
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not understand, | have to deal with this every single day of
my life why can't give me a glimmer of hope?"

Divergence, discord between parents and HCPs
(regarding whether to deliver the truth to the child):

Several studies (Baverstock 2008; Forbes 2008; Price 2013)
conducted in the UK and US reported that sometimes the
divergence, disagreement, even discord posed challenge to
the communication.

On approaches regarding whether to deliver the "truth"
to the child:

HCPs explained that many parents sought to hide the "truth"
of likely impending death in an effort to protect their child
from further suffering, participants were unequivocal that the
most appropriate strategy was to tell the child the "truth".
Disparity between professional and parental approaches was
considered to create an underlying tension between the two,
resulting in additional stress felt by participants as they strove
to uphold a partnership approach to care.

Discord/disagreement relating to care in the process:

HCPs in 1 study (Price 2013) also reflected that at least
some degree of discord was associated with a wide range of
issues, including: talking about death to children, whether or
not to resuscitate, addressing sibling need, location of care,
securing services, withdrawal of treatment/food/fluids and
parental denial.
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Table 21: Summary of evidence (adapted GRADE-CERQual): Theme 3 — Emotional factors in communication

Study information
Number of studies Design

Description of theme or finding

Sub-theme 1: Display of emotions and emotional impact on healthcare professionals

7 studies 5 studies used

(Byrne 2011; Contro  interviews; 1
2012; Forbes 2008;  Study used
Meert 2008; Meyer surveys; and 1

2006; Midson 2010;  study used
Price 2013) both interviews

and surveys

In 7 studies where parents and healthcare professionals
(HCPs) were interviewed, parents reported that warm display
or expression of emotions from the HCPs was appreciated by
them. On the other hand, HCPs interviewed reported on the
personal emotional impact involved in end of life issues
discussion with parents and children.

HCPs displaying emotions:

HCPs’ warm display emotions at the time of child’s death was
appreciated by parents because they felt this showed the
compassion and understanding from the HCPs.

“I remember after we had our quiet time with S— after she
passed, the doctors were all outside the door. And they were
very kind and some of the young doctors were in tears. And it
was very moving to see all these emotions because they had
watched her fight for days.”

In another 2 studies (Contro 2012; Meyer 2006), parents
endorsed staff’'s emotional expression both verbally and
behaviourally. This was generally perceived as authentic and
reflecting care beyond that embedded in the professional
role. Some parents encouraged staff to “be real people” and
to allow themselves to express real feelings.

"One of our fellows was so overcome that he sat in the corner
of the room when the child died and cried. He felt bad that he
wasn't more able to do something and stated, 'l was
speechless.' The mother reported to me that this display of
emotion meant more to her than any words ever could."

Personal emotional impact on HCPs:
Frustration, sadness:

Although HCPs gained considerable fulfiiment from their
work, emotional impact was most frequently discussed in
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negative terms. This included strong feelings of inadequacy,
frustration and sadness arising from the complex, intense
and often protracted nature of professional engagement with
dying children, their parents and wider family

Fear of discussing difficult issues, transitions:

Some HCPs reported “fear" of dealing with discussions such
as withholding life-sustaining equipment. Another study
reported that HCPS could experience fear as well when
transition was about to occur, especially when the goals of a
medical team with an intense curative focus did not align an
integrated palliative care focus, the consulting team needed
to defer while also advocating for their view of the family’s
and child’s best interests. This role exposed the medical
team to its own frustrations, anger and sadness, and the
need to channel these appropriately to continue to work well
with both the families and providers.

Fear of death

Fear of reactions:

HCPs in 1 study (Midson 2010) also reported that not
knowing how a family, or child, might respond or how they
might feel if asked to discuss death and dying can lead to
them avoiding the issue. This may lead to blocking the "cues"
that children or families might use to try and ask about
possible outcomes.

Difficulties in acknowledging that the patient cannot

recover

Sub-theme 2: Emotions of parents

2 studies 1 study used In 2 studies where healthcare professionals were interviewed Limitation of Minor MODERATE
interviews; 1 they reported that parents and children could experience evidence limitations
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(Baverstock 2008; study used stress, anger, and distress and this could act as barriers for Coherence of Coherent
Price 2013) surveys communication. findings
Applicability of Applicable
Anger, stress of the parents: evidence
HCPs in 1 study (Price 2013) spoke of open conflict and also  gygficiency or Unclear
of how they found themselves being the "target" of parents’ saturation

anger and stress, particularly during the period immediately
leading up to their child's death.

"l have learnt to deal with anger and aggression as a
symptom of distress" (consultant)

Parents’ anger, fears and sadness:

These emotions pervaded the presenting or underlying affect
of parents as they participated in consults. They were
expressed openly or kept covert and made apparent through
silences, body language and brief remarks.

Table 22: Summary of evidence (adapted GRADE-CERQual): Theme 4 — Active involvement communication

Sub-theme 1: Comprehensive planning; get parents prepared; and provide reassurance

7 studies 5 studies used 7 studies reported on this theme. These studies incorporated  Limitation of Minor MODERATE
(Baverstock, 2008; interviews; 2 the opinions of parents and healthcare professionals (HCPs). evidence limitations

Forbes 2008; studies used The importance of planning both among medical teams and Coherence of Coherent

Hendricks-Ferguson  surveys with the parents to achieve good communication was noted. findings

2 ey Applicability of  Applicable

Robert 2012; Comprehensive care plan with clear goals and roles of e\F/)izence Y o

Stenekes 2014;
Weidner 2011)

involved HCPs:

HCPs frequently cited communication as the most crucial
element in providing perinatal palliative care. When
communication between teams was weak, the development

Sufficiency or Unclear
saturation
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Study information Quality assessment
Number of studies Design Description of theme or finding Criteria Rating Overall

of a comprehensive care plan was affected, which resulted in
unclear goals.

"When things go poorly, to me the first thing that goes wrong
is communication...Another element that trends to fall apart is
confusion about roles of the healthcare team. So we find on
some occasions that it's not clear to the family or to the
healthcare providers who is attending to what with regard to
the baby's needs, and who is primarily responsible and
accountable for the needs of the baby and the family" (HCPs)

Coordination of care and roles in the team:

In 1 study (Midson 2010) where the opinion of HCPs were
explored, it was reported that while junior staff are often at
the bedside listening to children and families, it can be
difficult for them to respond to the direct question of, "Am |
going to die?" This is especially so if the consultant has not
agreed a plan or discussions have not been held.
(Researchers' comments)

Good planning before discussion around the time of a
child’s death:

Consultants interviewed in another study (Baverstock 2008)
thought discussions tend to "go well" when there has been
good planning and introductions, honesty and mutual respect
and the "right environment". Conversely, consultants thought
it more difficult when there was poor planning, lack of time,
interruptions and when there was disagreement with parents.

Communicate and documentation:

Parents in another study (Robert 2012) reported that it could
be difficult for them when communication and record keeping
was lacking between departments. This was echoed by
HCPs in another study (Forbes 2008) where they commented
that poor documentation of previous discussions was not
helpful when speaking to parents.
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Study information
Number of studies

Design

Description of theme or finding

Compassionate and caring when discussing end of life
(EOL) options: give options, give opinions, and focus on
what's the best for the child

In 1 study (Hendricks-Ferguson 2007), a mother was grateful
for how well the physician communicated the issue and
helped the parents in making the best decision for their
daughter and accepting her death.

"He encouraged us to consider where our daughter would be
most comfortable and where we would want her remaining
time to be spent, in an out of the hospital or at home with us.
(parent)

What to be expected in the dying process:

As the child approached death, it was important to parents to
be told what to expect so they could prepare themselves for
physical changes they would see in their child. They
depended on healthcare providers to explain what was going
to happen next in the death process.

"There are certain things that happen to a dying child that
somebody who is not and an RN or somebody who is not
medically qualified would not know about...more emphasis
should be put on that. People should be prepared to know
what's [going to] happen when, and what their child is going
to look like. Things they can do. Just the overall picture”

Confirmation and reassurance from staff about the
decision made:

Parents talked about the conflict they felt over whether they
had made the best decisions for their child; due to this, they
appreciated the reassurance they received from healthcare
providers.

"That's probably the only thing | walked away from the
hospital feeling conflicted about...Did they fully understand
who she was and whether this was right? Should | really
have taken her off the ventilation? Was it the right
decision?...Knowing that | was dealing with people didn't
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Study information
Number of studies

Design

Quality assessment

Description of theme or finding Criteria

necessarily know her, so they might not know the nuances,
even though they know their craft very well" (Mother)

Sub-theme 2: Mutual respect; respect the parent’s perspective and knowledge

5 studies

(Caeymaex 2011;
Davies 2003; Meyer
2006; Steele 2013;
Weidner 2011)

4 studies used
interviews; 1
study used
surveys

Parents interviewed in 6 studies reported that they Limitation of
appreciated HCPs’ respect and acknowledgement of their evidence
roles in the end of life care for their child, they valued being Coherence of
listened to, respected and not judged. findings

. Applicability of
Mutual respect; respect parents' perspectives and evidence
knowledge:

Sufficiency or

| want them [medical staff] to respect my point of view as G

much as | was respecting theirs. They were pressuring [me]
to make decisions that | knew were not right at that time. We
know that they’ve been taught. We are very grateful for what
they are doing. They do their best, but there are those times
that they have to listen to parents.” (parent)

“Listen to what the parents have to say. Show more sincere
compassion for the parents’ and the child’s needs. In the long
run, the parents do know what is best for their child.”

“When | would read my child’s chart and see impaired
coping’ written, there was nothing more disrespectful. I'd like
to see some of these people ‘cope’ with the same situation
and have to read that someone thinks they’re ‘impaired.’ |
personally saw to it that one nurse who wrote that in the chart
not take care of my son again.” (parents)

Respectful language toward the child and the parents left a
memory of the doctor's positive intentions:

“Doctor A always called the baby by her name: ‘Lena has
very serious sequelae’. She was a person, not an ordinary
case”. Inversely, a disagreeable, barely involved attitude
encouraged subsequent questions about the decision taken:
“This doctor, | don't ever want to see him again. When he told
us that it was no longer legitimate to continue the
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resuscitation, he said it to us casually, without emotion, as if
that happened to him every day. He was not warm. So, was
he telling us the truth? That's a question”
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Economic evidence

No health economic evidence was found and this question was not prioritised for health
economic analysis.

Evidence statements

A number of themes emerged from the interviews with parents and children, multidisciplinary
healthcare professionals and healthy siblings. Around the central theme of timely, honest and
consistent information exchange, sub-themes of personalised/individualised communication,
interpersonal/interactive communication, emotional factors and active involvement
communication were found to be interlinked. These were perceived as important for effective
communications between families and healthcare professionals by those who had been
involved in end of life care for children and young people.

Personalised/individualised communication

Moderate quality evidence from 19 studies where parents, healthcare professionals, and
children and young people were interviewed indicated that participants thought that
communications tailored to the individual child, incorporating parents’ and carers’ needs,
situations and family contexts, were helpful. Specifically, these included:

e treating the child and parents/carers as individuals

¢ providing time, space and privacy at different time points

e accommodating the needs of parents or carers and children/young people
e prior experiences of parents/carers

¢ cultural, religious and language differences.

Interactive/interpersonal communication

Moderate quality evidence from 23 studies where perspectives of parents/carers, healthcare
professionals, and children and young people were taken into account showed that
participants valued the important roles played by: compassion and empathy; trusted
relationships and trusted healthcare professionals; healthcare professionals being sensitive;
and managing hope in facilitating the interactions between families and healthcare
professionals. During the time leading up to and around their child’s death, parents
appreciated it if their situations, grief and loss could be understood and empathised with in a
compassionate and caring way. On the other hand, in echoing parents’ needs for
compassionate care, some healthcare professionals recognised there could be logistic
barriers when trying to honour the families’ wishes, such as dedicated space for parents and
child around the time of death.

Emotional factors

Moderate quality evidence from 8 studies where healthcare professionals and parents were
interviewed showed that emotional factors could act as either facilitators or barriers in the
communication between families and healthcare professionals. Parents reported that they
appreciated healthcare professionals displaying their real emotions, because they took that
as an authentic gesture of caring and understanding. However, it was noted by healthcare
professionals that the personal emotional factors involved in end of life care for children and
young people, such as fear, sadness and frustration, could act as barriers for them in
initiating different discussions with parents. Further, some healthcare professionals also
reported that sometimes they found themselves being the targets of parents’ anger and
stress, especially around the time of child or young person’s death.
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Active involvement communication

Moderate quality evidence from 11 studies in which parents and healthcare professionals
were involved showed that healthcare professionals found it helpful if there was
comprehensive planning for communications among medical teams and with the families.
This included the discussion around the time of the child’s death. On the other hand, parents
reported that they appreciated being informed of what to expect, especially during the child’s
dying process, and receiving confirmation and reassurance from healthcare professionals
after decisions were made. Furthermore, parents also reported that they appreciated it if their
perspectives and knowledge of the child and the child’s care needs could be respected when
important decisions were made.

Linking evidence to recommendations

Relative value placed on the themes considered

Evidence on most of the expected themes considered important during the protocol
development was identified. The Committee also considered other themes that emerged
from the literature. Because of the close link between information provision and
communication, the main themes that emerged from this review shared some similarity with
the information provision review. In addition to the themes identified in the information
provision review, others, such as individualised communication, interactive/interpersonal
communication and communication that facilitates active involvement in the child or young
person’s care, were also considered. Themes that promote an individualised approach to
communication were considered particularly important (such as emotional factors that may
help or hinder good communication or personalised communication).

Consideration of barriers and facilitators

Overall, the Committee thought that the themes and their sub-level themes which emerged
or were derived from the evidence were useful and relevant in terms of both general
principles and details needed for communication with children and young people living with
life-limiting conditions and their families. They agreed that the evidence matched their clinical
observations in terms of what resulted in good communication in this context.

Based on the evidence and their discussion, the Committee noted that communication during
end of life care for children and young people should be undertaken as a continuous
process. Healthcare professionals should think about the best ways of communicating during
the whole course of the child or young person’s condition, which could range from the time of
diagnosis through to the time when the child or young person is more unwell, and on to when
the child or young person may be approaching the end of life, including regular
communication at intervals as part of the Advance Care Plan. One thing they thought
healthcare professionals should always be aware of in this process is that they should not
make assumptions about what would be needed by the families when communicating with
them, and they should instead ask families what forms and timings of communication work
best for them.

As suggested by the evidence, the Committee agreed that healthcare professionals need to
tailor communications to individual/family situations, taking account of each family’s cultural,
spiritual or religious background. Some families may have special needs, such as a
translation service from an interpreter. Healthcare professionals also need to make sure that
all people with parental responsibility are communicated with and kept informed at every
stage of care.

The Committee also noted that not all healthcare professionals would have the cultural
understanding and competencies to manage clear and sensitive communications with the
parents or carers in all circumstances during end of life care. Some healthcare professionals

© National Institute for Health and Care Excellence 2016
133



End of life care for infants, children and young people: planning and management
Communication

may lack the skills needed when delivering difficult and distressing information. However, the
need to have urgent discussions can arise unexpectedly, for example if a child or young
person experiences a sudden deterioration in their condition, or if it appears that they are
likely to die soon. The Committee discussed that when making the decision regarding which
healthcare professional is best able to lead the discussion with the child or young person, or
their parents or carers, at any particular time, there are a number of factors to consider.
These factors include: the healthcare professionals’ expertise and ability to discuss the
matter in question; their availability at a time when frequent discussion is appropriate (for
example in the context of a serious deterioration in the condition); and the views of the child
or young person and that of the parents or carers, because sometimes they may have
established a relationship with particular members of the teams with whom they feel
comfortable communicating. It should be recognised that this will not necessarily be the
function of a specific job role.

Many of the themes emerging from the review highlighted the importance of an individualised
approach to communication. The Committee therefore discussed the importance of
accommaodating the needs and preferences of the child or young person and their parents’ or
carers’ when talking about death. They stressed that the child or young person’s needs
should not be neglected in this process. Some children and young people may not be willing
to discuss difficult issues such as death, while others may not have the ability to do so.
However, the Committee thought it was important to explore this with the child or young
person. Healthcare professionals should be aware that the way they approach this may
influence the child, with the result being that they do not report their true feelings. The
Committee also thought it was important to consider whether the child or young person and
their family members would need support in talking to one another, for example about death.
They noted that in addition to the parents’ and carers’ responsibilities, the child or young
person’s right and entitlement to know about their diagnosis and prognosis should be
respected and considered, taking into account both their ability to understand the issues and
whether this discussion would be in their best interest.

The Committee recognised the importance of accommodating the needs of families around
the time of the child’s death in terms of allowing them time and space to stay with their child.
They recommended that dedicated space and time should be arranged while providing
necessary support. This family support should be planned in advance and any costs or other
difficulties anticipated and allowed for.

The Committee thought it was important for healthcare professionals to realise that children
and young people living with life-limiting conditions and their parents or carers are in a
vulnerable situation, and so sensitive and compassionate care is needed. However, the
Committee also agreed that it was essential for healthcare professionals to be open and
honest in their discussions. The Committee recognised the importance of discussing clinical
uncertainty, and this was reflected in the evidence. They also highlighted the importance of
providing reassurance when this was appropriate, while avoiding unrealistic statements in
any discussions.

The Committee agreed that the child or young person and their parents/carers should be
involved in decision-making with regard to difficult issues such as withdrawal of
life-sustaining treatment. Moreover, as suggested by the evidence, the Committee noted that
there would be emotional burdens, such as frustration, fear and anger, among parents or
carers when the child or young person is approaching the end of life. The Committee agreed
that healthcare professionals should provide support through empathy, and through attentive
and compassionate listening.

The Committee recognised the importance of communication with parents or carers around
the time of the child’s death. They recognised that if healthcare professionals think a child or
young person is likely to be approaching the end of life, it is important to explain to the
parents or carers why they think this, and if this is uncertain to discuss their reasoning and
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any matters around it. The healthcare professionals should also help families (including
parents and siblings) prepare for what may be expected in terms of symptoms and signs
developing in a child or young person who is dying, and how these symptoms and signs
might be managed. This information may need to be provided on more than one occasion.

The Committee noted that details about the content of training of healthcare professionals
was outside of the remit of NICE. However, they considered that it was appropriate to
recommend that all healthcare professionals who provide end of life care to children and
young people should be equipped with the appropriate skills for communicating with the child
or young person and their families during their end of life care.

Barriers and facilitators highlighted in the TFSL report

Many of the children and young people identified their consultant as the key source of
medical information about their conditions because they trusted their expertise. It was
highlighted that asking their consultant or other trusted professionals was preferred to using
the internet for medical advice and information, although they reported that getting advice
‘out of hours’ was sometimes difficult.

Participants highlighted that it was important for them to have time and opportunities to ask
questions. Speaking to other young people was perceived as helpful and important as well.
Participants varied in how confident they felt about asking questions during consultations,
with some being actively involved at the time and others preferring to ask later, or to listen
and then check other information sources for additional material. Some participants also
reported that they knew as much as or more than their parents about their condition, while for
others, parents continued to be an important source of information and advice.

Economic considerations

While there are aspects of communication which have opportunity costs, such as staff time
and some of the different communication formats that may be useful in this population, these
are typically relatively small and would ordinarily be considered within the provision of
standard services and care. Good communication is recognised as important within all
healthcare provision, and patient care can suffer as a result of poor or ineffective
communication. The evidence from the TFSL report highlighted that children valued having
time and opportunities to ask questions.Therefore the Committee were of the view that their
recommendations on communication would promote a cost-effective use of NHS resources.

Quality of evidence

Moderate quality evidence was found in the review. The main reasons leading to
downgrading of the evidence that was shared by the majority of studies included:

e Low response rate from participants and self-selection bias — In many studies only about
half or fewer than half of the respondents contacted consented to be interviewed. Subjects
who chose to participate may have been different from those who refused to be
interviewed. On the other hand, in some studies participants were selected by the
physicians who had provided care to the child, and those who were excluded from
participation may have been the group who had different views and needs for
communication.

e Uncertainty in terms of saturation in data analysis and data collection — The majority of
studies did not report whether saturation was achieved in terms of data collection or data
analysis. It was difficult to ascertain from the information reported in the studies. However,
when considering the evidence as a whole, saturation was achieved on some meta-
synthesised themes.

o Lack of critical review of the researcher’s role in sample recruitment, data collection or
data analysis process — Few studies clearly reported the relationship between
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researchers, interviewers and the respondents, and whether the researchers had a pre-
understanding of the topic, or the possible influence of that in data collection and the
analytical process.

e Lack of verification of findings — Only a few studies verified their findings with participants
or external sources.

e Many studies did not report in detail how findings/themes were derived or emerged from
the data in their research, although word limits in journal publications might be a reason
for that.

¢ Applicability — Findings from the majority of included studies were considered to be
applicable to the UK setting because of the direct relevance of their populations, contexts
and the topics explored.

None of the studies included in the review of the literature presented views from children
affected by life-limiting conditions within the UK setting. For this purpose a focus group study
was carried out specifically for this topic to bridge this gap.

Other considerations

The Committee noted that the quality of evidence was generally moderate, so the resulting
recommendations were made based on the evidence, which corresponded with their
observations.

The Committee discussed the need for communication skills training for healthcare
professionals, although they noted this was outside of NICE’s remit. They considered it
important to place healthcare professionals with the appropriate skills in the right setting, in
order to communicate difficult and sensitive issues with families at the most appropriate time.
This was reflected in the recommendation.

The Committee discussed whether they wanted to prioritise this topic for a research
recommendation, but they concluded that the combination of the evidence (including the
focus group report), their experience and their expertise was sufficient to base the
recommendations on.

Other considerations related to the TFSL focus group findings

The Committee considered that the findings reported in the TFSL report reinforced the
evidence review, which showed the importance of communication based on individual needs
and situations, what should be considered when planning to communicate at different time
points and who should be providing the communication (as already discussed). As described
in the report, children and young people choosing how much they want to know and
opportunities for the child or young person and their families or carers to ask questions were
perceived important by those interviewed, and emerged as important themes.

Children and young people with life-limiting conditions varied in how much information they
wanted to know about their condition and about possible treatments or procedures. This
varied by individual and also over time as some young people became more involved in
decisions about their care; and also varied from decision to decision. Sometimes too much
information was seen as intimidating and caused participants to worry about what might
happen; for others, not receiving all the information could make them distrust the person
providing it.

The Committee noted that children and young people with life-limiting conditions agreed that
it was important to have the time and opportunity to ask questions, which helped them to
learn and understand more if they wished. Some children or young people were well
connected to their care team and had a contact to arrange this for them. Some asked
parents to facilitate communication, or would wait for their next planned consultation to ask
questions. The Committee discussed the importance of healthcare professionals checking
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with children or young people with whom, when and about what they wanted to communicate
about their condition, and about care planning and the importance of ensuring channels of
communication were available to children and young people when they felt the need to talk
and ask questions.

5.8.5.2 Key conclusions

The qualitative evidence provided insights into what people involved in end of life care of
children with life-limiting conditions perceived as important and helpful. A report specifically
conducted for this guideline provided more direct evidence about what children or young
people in the UK setting would perceive as effective communication strategies or styles. This
was deemed as particularly helpful in the recommendations drafting process.

5.9 Recommendations

7. When difficult decisions must be made about end of life care, give children and
young people and their parents or carers enough time and opportunities for
discussions.

8. Think about how to provide information for children and young people with life-
limiting conditions, taking into account their age and level of understanding.
When appropriate, use formats such as:

e one-to-one discussion

¢ play, art and music activities

e written materials and pictures

o digital media, for example social media.

9. When deciding how best to communicate with the individual child or young
person and their parents or carers, focus on their views and take account of:

¢ their personal and family situation
¢ their religious, spiritual and cultural beliefs and values

e any special needs, such as communication aids or the need for
interpreters.

10. Ask children and young people with life-limiting conditions and their parents or
carers:

o if there are other people important to them (such as friends, boyfriends
or girlfriends, teachers, or foster parents) who they would like to be
involved, and if so

¢ how they would like those people to provide a supporting role.

11. Think about how best to communicate with each child or young person and their
parents or carers:

e when the life-limiting condition is first recognised

e when reviewing and developing the Advance Care Plan
¢ if their condition worsens

¢ when they are approaching the end of life.

12. Ensure that all parents or carers are given the information and opportunities for
discussion that they need.
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13.

14.

15.

16.

17.

18.

19.

When deciding which healthcare professional should lead on communication at a
particular stage in a child or young person's illness, take account of:

¢ their expertise and ability to discuss the topics that are important at that
time

¢ their availability, for example if frequent discussions are needed during
an acute illness or near the end of life

¢ the views of the child or young person and their parents or carers.

When a life-limiting condition is diagnosed, tell the child or young person (if
appropriate) and their parents or carers about the condition and what it may mean
for them (see also recommendations 72 and 73 on support for other family
members and people who are important to the child or young person).

Be aware of the importance of talking about dying, and if appropriate discuss with
children and young people and their parents or carers:

¢ whether they want and are able to talk about dying

e whether they or their parents or carers would like support in talking to
each other about this.

When a child or young person is likely to die within hours or days, support them
and their parents or carers by:

¢ listening to any fears or anxieties they have and
¢ showing empathy and compassion.

If a child or young person is likely to die within hours or days, explain to them and
their parents or carers:

¢ why you think this is likely, and any uncertainties
¢ what clinical changes can be expected
¢ whether you think the treatment plan should be changed.

Be aware that children and young people may have difficulty asking directly if
they are going to die or are dying. Explore and discuss their concerns if you think
they want to talk about this.

Be aware that parents or carers may have difficulty asking directly if a child or
young person is dying. Explore and discuss their concerns if you think they want
to talk about this.
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Shared decision-making and Advance Care
Planning

Advance Care Planning

Review question

What are the barriers and facilitators to the child or young person, the family or carer
of the infant, child or young person and the multidisciplinary team in being involved in
decision-making to inform the development, assessment and reviews of personalised,
parallel and Advance Care Planning (including if appropriate decisions about
continuing or stopping life-sustaining treatment and attempting cardiopulmonary
resuscitation)?

Introduction

Personalised, parallel and Advance Care Planning are processes that involve considering,
discussing and documenting the wishes of a child or young person, and their parents or
carers, for their future care. Where a child or young person lacks capacity, their parents’
wishes should drive this process, taking into account the best interests of their child.

Parallel planning refers to the development of plans that allow for unpredictability in the
course of the condition. Therefore thinking about a care plan should take place in anticipation
of a change in the progression of the condition in the future.

The process of Advance Care Planning involves discussions with children and young people
and their parents or carers about the goals and desired direction of their care, particularly
with regard to end of life care. This comprises personalised as well as parallel planning for
important stages when changes may occur.

For the purpose of this guideline, we will refer throughout to Advance Care Planning. It
typically covers the concerns and wishes of children and young people about their care,
including what should be done, where, how, when and by whom. Importantly, Advance Care
Plans also consider what should not be done.

An effective care plan allows care to be delivered according to the wishes of the child or
young person and their parents or carers, allowing them to retain autonomy and to influence
how they are looked after and what is done to them. The discussion around an Advance
Care Plan provides a forum for honest and direct communication between members of the
multidisciplinary team, the child or young person and their parents or carers. People can talk
about their fears and uncertainties, ask questions and regain some control over what
happens to them.

Currently, however, too often discussions about Advance Care Plans happen late in a
person’s illness, and may focus principally on medical issues, such as the withdrawal or
limiting of life-sustaining therapies, rather than taking a more individualised view of their care.
This review seeks to explore the barriers to, and facilitators of, the development of
personalised care plans.

Description of clinical evidence

The aim of this review was to explore the positive and/or negative experiences and opinions
of children and young people with life-limiting conditions, and of their parents, families, carers
and multidisciplinary teams. This was done so that personalised care plans (including parallel
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and advance) could be formulated for the last days of life, including planning the care of
infants with life-limiting conditions. The resulting personalised care plans can then be used to
improve current practice.

A search was carried out for studies that collected and analysed data qualitatively, with
collection methods such as semi-structured interviews, focus groups and surveys with open-
ended questions, and analysis which included thematic analysis, framework thematic
analysis and content analysis. Survey studies which reported only descriptive data that were
analysed quantitatively were excluded.

Given the nature of qualitative reviews, findings and themes are summarised from the
literature and were not restricted to those identified as likely themes by the Guideline
Committee. Themes identified by the Committee were:

¢ reluctance to include the child or parents or carers in decision-making
e timing of planning

e need for regular reviews

e assessment of needs

¢ professional roles

¢ cultural, religious and ethical differences

¢ dealing with uncertainty

e emotional burden.

A search was carried out for general as well as advanced and parallel care planning (as set
by the review protocol), but the majority of evidence identified related to Advance Care
Planning.

A total of 11 studies were identified for inclusion in this review. Of these:

¢ 5 studies focused on the perspective of parents caring for a child with a life-limiting
condition or whose child had died due to a life-limiting condition (Erby 2006; Hammes
2005; Hinds 2001; McHaffie 2001; Parker 1999)

¢ 2 studies focused on the perspective of healthcare professionals (El-Sayed 2013; Lotz
2015)

¢ 1 study involved children or young people living with a life-limiting condition (Dunsmore
1996)

¢ 1 study involved both the parents and the child or young person living with a life-limiting
condition (Zwaanswijk 2007)

¢ 1 study involved both the parents and the child or young person living with a life-limiting
condition, as well as the physicians involved in their care (Hinds 2005).

With regard to the countries in which studies were conducted:

e 2 studies were conducted in the UK (Mitchell 2005; McHaffie 2001)

e 2in Australia (Dunsmore 1996; Parker 1999)

e 2inthe US (Erby 2006; Hammes 2005)

e 1in Canada (El-Sayed 2013)

e 1in Germany (Lotz 2015)

¢ 1in the Netherlands (Zwaanswijk 2007)

e 1in both the US and Australia (Hinds 2005)

e 1in Australia, the US and China (Hinds 2000).
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Regarding the methodology of the studies, the majority collected data by interviewing the
participants, although 1 used online focus groups (Zwaanswijk 2007). The most common
data analysis method employed across studies was thematic analysis.

Evidence on all of the themes considered important by the Committee was identified, and a
number of additional themes that emerged were also incorporated into the review. A
summary of the included studies is provided in Table 23.

To include the views of children and young people with life-limiting conditions and direct
experience of the health service in the UK, a focus group was commissioned specifically for
this guideline. A description of how this research contributed to the recommendations has
been added to ‘Linking evidence to recommendations’ in this chapter (see sections 6.2.8.2.1
and 6.2.8.5).

Full details of the review protocol are reported in appendix D. The search strategy created for
this review can be found in appendix E. A flowchart of the study identification is presented in
appendix F. Full details of excluded studies can be found in appendix H. Evidence from the
included studies is summarised in the evidence tables in appendix G.

To help present the findings, a theme map was generated that highlights the themes that
emerged from studies (Figure 6). The theme map was drafted by 1 researcher from the
guideline technical team, and the resulting framework themes was further shaped and, when
necessary, re-classified through discussion with at least 1 other researcher. Due to the
qualitative nature of these studies, evidence is summarised in adapted GRADE-CERQual
tables and therefore there is no separate appendix provided for this.

Summary of included studies

A summary of the studies that were included in this review are presented in Table 23.

Table 23: Summary of included studies

Dunsmore  Self- n=51 young To identify e This study included an
1996 administered people with information indirect population, as
(Australia) guestionnaire  cancer support and participants’ ages ranged
with closed- decision-making from 15 to 24.
and open- Young needs and e Sample selection was
ended items people’s age preferences of - limited to young people
(mean, range):  YOUNg people with o attended a summer
18 (15t0 24)  ‘cancer. camp.
years e The relationship between

the researcher and
respondents was not
indicated.

e Researchers did not
discuss saturation of data.

e The results were presented
in a descriptive manner;
thematic analysis would
have been more

appropriate.
Erby 2006 Interviews n=19 parents To explore the e Children’s age range
(US) of children and  attitudes and outside of scope.

young people experiences of
with Duchenne parents of
children and
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El Sayed
2013

(Canada)

Hammes
2005

(US)

Hinds 2005

(Us and
Australia)

Interviews

Interviews

Interviews

muscular
dystrophy

Children and
young people
age range: 8
to 27 years

n=12
postgraduate
physician
trainees in
neonatology

Children’s age
= neonates

n=12 families
of children with
neuro-
degenerative
conditions

(13 interviews
in total,
because

1 father and

1 mother were
interviewed
separately)

Children’s age
at signing of
advance
directives (AD)
(median/
range):

4.89 years

(2 days to

12 years)

n=20 children
and young
people

n=19 parents
n=16
physicians

adolescents with
Duchenne
muscular
dystrophy
regarding clinical
management
options and
Advance Care
Planning (ACP).

To explore the
challenges for
trainees when
end of life
decisions are
undertaken, and
to encourage
them to reflect on
how they might
influence such
decision-making.

To describe the
process and
population
involved in
paediatric ACP
and to discuss the
parents'
perceptions of the
planning process.

To identify the
preferences of
children and
adolescents with
advanced cancer
about their end of
life care and the
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e The aims were too broad

and did not only focus on
planning.

The relationship between
the researcher and
respondents was not
indicated.

Data was presented to
support the findings, but it
was unclear if saturation
has been achieved.

Hypothesis-generating
model.

The study included
international physician
trainees.

The response rate was
quite low (12 out of 25),
and the relationship
between the researcher
and the respondents was
unclear.

Thematic analysis was
described, but researchers
did not discuss saturation
of data.

The study included a small
sample size, with children
with neuro-degenerative
conditions only.

Participants were identified
for inclusion by the
existence of an AD, and it
is not known how many
parents may have declined
to consider an AD. Five
families (1/3) refused to
participate.

Thematic analysis was
described, but researchers
did not discuss saturation
of data.

Children’s age range
outside of scope.
Included CYP, parents and

physicians from 2 different
countries.

e Cancer patients only.
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Hinds 2000

(Australia,
China and
the US)

Lotz 2015
(Germany)

Interviews

Interviews

Children and
young people
age range: 10
to 20 years

n=43 parents
of children and
young people
with cancer

Children’s age
range: 1 year
and 8 months
to 19 years
and 11 months

n=17
healthcare
professionals
(HCPs)

Children’s age:
not indicated.

factors that
influenced their
decisions.

To describe
parental decision-
making about
treatment options
for children with
cancer, and
determine the
feasibility of a
similar but larger
international
study.

To investigate the
attitudes, barriers
and benefits as
well as
requirements for
paediatric ACP
from the view of
HCPs, and to
generate
hypotheses on
paediatric ACP
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It was unclear whether the
responders differed from
those who were contacted
but did not participate.

The relationship between
the researcher and the
respondents was not
indicated.

Thematic analysis was
described, but researchers
did not discuss saturation
of data.

Children’s age range
outside of scope.

Included patients from 3
different countries.

Cancer patients only.

The study included 4
different groups of parents,
depending on the stage of
the disease, so some of the
evidence was considered
indirect.

Although the sample
selection was described, it
was unclear whether the
patients who responded
differed from those who
were contacted but did not
participate.

The relationship between
the researcher and the
respondents was not
indicated.

Thematic analysis was
described, but researchers
did not discuss saturation
of data. Themes were
similar across groups,
although it was expected
that the parents would
raise different issues
depending on the stage of
the disease.

Paediatric population, age
not indicated.

Sample decisions were
made a priori based on
reasonable criteria rather
than theoretical saturation
(selective sampling).
Response rate was 100%,

but participants with no
interest in the topic were
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McHaffie Interviews n=108 parents/

2001 59 families of

(UK) 62 babies
Children’s age:
babies

Mitchell Interviews n=14

2005 healthcare

(UK) professionals
Paediatric
population in
neonatal and
paediatric
intensive care
units (NICU
and PICU);
age not
reported

Parker Interviews n=13 families

1999 (9 bereaved

(Australia) and 4 current

families)

Age range of
children and
young people
at time of
death: 8 to 31
years

that could be
tested in a larger
cohort.

To explore
parent's
perceptions of
treatment
withdrawal/
withholding, and
their experience
and opinions
about this.

To explore the
experiences of
senior medical
and nursing staff
regarding the
challenges
associated with
ACP in relation to
children and
young people with
life-limiting
illnesses in the
NICU/PICU
environment and
opportunities for
improvement.

To examine the
potential role for
palliative care
services in the
care of individuals
with muscular
dystrophy and
spinal muscular
atrophy.
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excluded which may have
biased the results.

Data analysis was reported
and thematic analysis was
also described.

Study with large, Scotland-
based population, but
results were mostly
descriptive.

Sample selection
procedures were vaguely
reported; it was unclear if
all parents who lost a child
were contacted.

Data collection process
was vaguely reported.

Researchers did not
discuss saturation of data.

Unclear why interview data
was only analysed as
frequency numbers or rates
when a thematic analysis
would have been more
appropriate.

The age was not indicated
in the paediatric population.

UK-based study.

Conducted in NICU/PICU
setting, limiting the
generalisability of results to
other settings.

Thematic analysis was
described.

Children age range out of
the scope.

The aim is broadly
described, but the study is
not specifically aimed at
looking at planning (indirect
evidence).

e The authors used a

convenience sample due to
the low prevalence of the
conditions, but they do not
report the response rate.
The data collection process
was vaguely reported and
saturation of data was not
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Zwaanswijk  Focus group
2007

(Netherland

s)

ACP: Advance Care Planning;
AD: Advance Directives;
HCP: healthcare professionals;

NICU: neonatal intensive care uni;t
PICU: paediatric intensive care unit.

n=7 patients
n=11 parents
Children and
young people
age (mean,
range): 11.6
years (8 to 16)

To gain insight
into the
interpersonal,
information and
decision
preferences of
participants
involved in
paediatric
oncology.
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discussed. It was unclear
why interview data was
only analysed in a narrative
manner, when a thematic
analysis would have been
more appropriate.

The study mainly focused
on communication as a
way to enable their active
participation in decision-
making.

It included only oncology
patients, who were either
survivors or in active
treatment.

The response rate was low
(less than 25%), although
there were no differences
regarding demographic
characteristics.

Authors used online focus
groups, using an approach
recommended by a
previous research group.

The data analysis was
reported; thematic analysis
was also described.
However, although the
results were presented
using relevant quotes from
participants, a higher
number of quotes would
have been more useful to
reflect the views of the
participants in the different
groups.
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6.1.5 Clinical evidence

6.1.5.1 Theme map

The theme map for Advance Care Planning is presented in Figure 6.
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Figure 6: At the centre of the map is the overarching theme, which was mentioned as part of most of the other themes and
subthemes, and is relevant for Advance Care Planning
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6.1.5.2 Clinical evidence profile
The clinical evidence (adapted GRADE-CERQual) for care planning is presented in Table 24 Error! Not a valid bookmark self-reference.,
Table 25, Table 26, Table 27, Table 28, Table 29 and Table 30.

Table 24: Summary of clinical evidence (adapted GRADE-CERQual): Theme 1 — Factors related to the illness and the treatment

Sub-theme 1: Nothing more to do

4 studies 4 studies used 2 studies conducted in Australia, China, UK and the US, which  Limitation of Minor MODERATE
(Hinds 2000; interviews included children and young people (CYP) with cancer, their evidence limitations

Hinds 2005; parents and the physicians looking after them. 1 study was Coherence of  Coherent

McHaffie 2001; conducted in the UK with parents of neonates and 1 in the UK findings

Mitchell 2015) with healthcare professionals working in paediatric intensive

care. They reported that the decision to stop treatment was Applicability of  Applicable

related to the point when all people realised or understood that ~ €vidence
there was, most likely, nothing else that could be done: Sufficiency or  Saturated
e “If anything was going to work, then would have done it saturation

before now.” (16-year-old boy with a solid tumour)

e “We've been through the main steps...if it was going to work,
probably it already would have worked. Stuff like the
radiation, the chemo stuff, and then the experimental chemo,
and we have been through several chemos and stuff, so |
figured if it was going to slow it down or stop it, you know, it
would have done it by now. And, if it hadn’t done it by now,
it’s just going to grow, so | may as well be at home having
fun.” (17-year-old boy with a solid tumour).

e “We decided not to go with chemo because | don’t want to be
sick the rest of my days, and it’s not like it is going to cure
me, so | just said, ‘we’ll go home and take it from there.” (15-
year-old girl with acute lymphoblastic leukaemia)

¢ "Often the nurses are way ahead of us, often the nurses are
the people who suggest it ... And sometimes it’'s us who
realise. Sometimes it’s the specialty consultants who realise
enough is enough. It’s rare for the families to suggest it, but |
have had families suggest it to me." (doctor)
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e “We had exhausted all of the conventionally useful drugs and
experimental drugs.” (physician)

¢ "Parents who have seen their children having very umm,
frightening events, life threatening events, cardiac arrest, the
parents that have witnessed a number of cardiopulmonary
resuscitations, they’ll get to a point where they can’t watch it
anymore." (doctor).

Sub-theme 2: Preserving quality of life/ avoiding adverse events from treatment

3 studies 3 studies used
(Hinds 2000; interviews
Hinds 2005;

McHaffie 2001)

2 studies conducted in Australia, China, UK and the US, Limitation of
included CYP with cancer, their parents and the physicians evidence
looking after them. 1 UK study included parents of neonates. It ~gherence of
was reported that children and parents contemplated the

findings
potential negative impact of certain drugs or therapies on the .g .
child: Applicability of

evidence

e “This would have meant extra days in the hospital...injections =
at home...probably less time off between treatments. He Sufﬂmgncy or
might not get the time to recuperate in between.” (mother of ~ Saturation
a 14-year-old male with a solid tumour).

¢ ‘I knew it would make me a little bit sick and that | would be in
the hospital for a few days each time. | could also have tried
vincristine, but | had that before and | didn’t think my body
could get through that.” (18-year-old male with a solid tumour).

o ‘It was explained to me that every new patient would get a
stronger dose, every time. Mine would be the highest dose,
and | could get all the symptoms the first day that others got
on the 10th or 11th day.” (18-year-old female with a solid
tumour).

e “She would have an easier death than if we had done a lot of
manipulation with machines.” (physician).
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Study information Quality assessment

Number of
studies Design Description of theme or finding Criteria Rating Overall
Sub-theme 3: Still trying for cure/ wanting any available treatment
3 studies 3 studies used 2 studies, conducted in Australia, China, UK and the US, Limitation of Minor MODERATE
(Hinds 2000; interviews included CYP with cancer, their parents and the physicians evidence limitations
Hinds 2005; looking after Fhem. 1 _Australian study included bere_-aved Coherence of Coherent
Parker 1999) parents of children with muscular dystrophy and spinal findings
muscular atrophy. All reported that both parents and children o .
wanted whatever treatment was available to them: Q\E’ig!}(ﬁ;‘"ty of  Applicable
o “We were kind of really happy that they had chemotherapy, =
something else that we could try.” (15-year-old girl with a Sufficiency or  Saturated
solid tumour). saturation
e “l am...prolonging the inevitable until a cure comes along...I
want her to be healed. | keep telling her to hold on...”.
(mother of a 14-year-old girl with a brain tumour).
¢ “In terms of what was available, this would be the one that
could give him some potential help in controlling his tumour
and pain relief....” (physician).
Sub-theme 4: Not having a real choice
3 studies 3 studies used 3 studies conducted in Australia, China, the Netherlands and Limitation of Major VERY
(Dunsmore 1996; interviews the US, including CYP with cancer and parents reported that evidence limitations LOW
Hinds 20Q_O; aIth_ough more than 1_ treatment opt.|0n was available, only 1 Coherence of  Coherent
Zwaanswijk 2007) option was seen as viable. It was either “treatment or death”. findings
Applicability of ~ Unclear
evidence
Sufficiency or ~ Not saturated
saturation
Sub-theme 5: Uncertainty about diagnosis, prognosis
4 studies 3 studies used 4 studies conducted in the UK, the Netherlands and Germany  Limitation of Minor LOW
(Lotz 2015; interviews, 1 with healthcare professionals working in paediatrics, parents of evidence limitations
McHaffie 2001; study used a neonates, and CYP with cancer and their parents. It was Coherence of  Coherent
focus group reported that the lack of diagnostic precision was an obstacle findings
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to undertaking Advance Care Planning (ACP). In paediatrics,

Mitchel 2015;
Zwaanswijk 2007)

clear diagnoses frequently could not be made:

¢ "On the other side, it is the experience that one can also mis-
assess the situation, also in the negative sense. So, the
situations where one would have thought, based on
experience, that this cannot turn out well, they have
stabilised once again [...] Therefore, one is very cautious.
You first have to come to the point for yourself when you say:
o.k., I really don't see, to the very best of my knowledge and
belief, any chances left." (Intensive care physician)

In 1 study conducted in the UK with parents of neonates, it was
reported that parents are able to tolerate a degree of
uncertainty and they demonstrate trust in the expertise of
senior clinicians. Some parents also showed doubts (after child
passing away) due to the lack of concrete evidence of a bleak
outcome. If parents can be shown abnormal scan results... the
accuracy of medical assessment is reinforced.

Applicability of  Applicable
evidence

Sufficiency or ~ Not saturated
saturation

Table 25: Summary of clinical evidence (adapted GRADE-CERQual): Theme 2 — Active involvement in decision-making

Sub-theme 1: Collaborative decision-making

2 studies
(Dunsmore 1996;

Zwaanswijk 2007)

1 study used
interviews, 1
study used focus

1 study, conducted in the Netherlands, reported that both the

children and young people (CYP) with cancer and their parents

preferred decisions about treatment to be made in
collaboration between patients, parents, and healthcare
providers.
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Likewise, 1 Australian study with young people with cancer
reported that, in general, young people preferred to have
discussions with professionals with parents present. Variability
was highlighted, because some wanted to limit the discussion
to physicians and themselves, others wanted to make
decisions independently, and a few indicated that they did not
want to be involved.

Sub-theme 2: Multi-professional process

2 studies
(El-Sayed 2013;
Lotz 2015; Mitchel
2015)

2 studies using
interviews

2 studies, conducted in the UK and Germany with healthcare
professionals (HCPs) working in paediatrics, reported that
Advance Care Planning (ACP) was seen as a multi-
professional process that should include all relevant HCPs in
the community.

Studies frequently raised some aspects that affect staff
involvement.

Participants described experiences where gaining consensus
among the healthcare professionals involved had been a
significant barrier to the advance care planning process:

¢ "[W]e can be a lot more proactive given the opportunity, but
often we're just trying to, er, persuade our colleagues who

are providing care at the time, long before | see admission [to

PICU], to raise the point." (Doctor)

¢ "[Blefore you can convince any parents, you have to
convince the other specialties. You have to bring them on
board. If they’re not on board, you have no chance, or your
chances with the family are much, much less." (Doctor)

¢ “In the end, no one should feel like he/she made the
decision. It is a shared decision (Doctor)

¢ . When there is divergence of opinion, it leads to trainee
anxiety and they often had trouble going forward with the

proposed plan as this trainee shared. It is only when I’'m able

to establish consensus from my whole team that | will go
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ahead. Then...l know that | am not the only one, the whole
team has decided. | am a representative of the team and...I
establish some balance of dealing with this issue, so | do not
get into that kind of distress which | used to get." (Trainee in
neonatology).

These healthcare professionals working in neonatology and
paediatrics felt that the lack of coordination was also an issue.
They mentioned insufficient information-sharing between
HCPs, lack of roundtables and lack of a continuous contact
person.

They also believed it was very important to receive formal
training in end of life care, to reduce the many uncertainties of
ACP. They particularly stressed their need for education about
the legal situation and for training in communication skills:

¢ "There should be more training, more mock cases, more
sessions on how to manage end of life, which is not easy and
we encounter every single day." (trainee in neonatology).

The trainees in neonatology raised their need to manage
personal internal conflict and separate their personal beliefs
when decision-making with parents:

¢ "It is something | have to deal with. I've learned to actually

withdraw my own personal religion from whatever decision
that is made. I've had to."

o "I put it in the back burner. | say: ‘This is the way | am going
to deal with it and hopefully I'll be forgiven in whatever
decision it will have to be."

The emotional impact on staff of frequently witnessing death

was described, but was more widely recognised and managed

by nursing staff compared with their medical colleagues:

¢ "death is difficult and it is emotive and upsetting, but at the
same time it is unavoidable, we have to deal with it." (D8)

© National Institute for Health and Care Excellence 2016
153



End of life care for infants, children and young people: planning and management
Shared decision-making and Advance Care Planning

e "when | was a registrar it was easier for me because | had to
just sit and have a debrief with my ... consultant, as I love to
cry. But now, | have to be this brave person and it’s very ...
very difficult." (doctor).

¢ "It’s not real life what’s going on in there, it’s just so
horrendous what is happening every single day ... so ‘No,
you’re not doing it today. You've done it a couple of times
recently and that is enough’. Because if you do it too often
you have to leave. You have to protect yourself." (nurse).

Sub-theme 3: Involvement from parents

2 studies 2 studies using 1 UK study with parents of neonates reported that most Limitation of Major VERY LOW
(El-Sayed 2013; interviews parents would want to be involved, whereas some others evidence limitations
McHaffie 2001) would prefer not to take part. In practice, many parents feltthat  ~gnerence of  Coherent

they took responsibility for decision-making, either jointly with
doctors or on their own. Those who felt they were not involved, N
subsequently wished that they had taken responsibility for the ~ APPlicability of - Unclear
decision at least in part. evidence

Sufficiency or ~ Not saturated
saturation

findings

In 1 study conducted in Canada with trainees in neonatology,
they suggested that a degree of provider recommendation and
parental guidance would be helpful without necessarily
shielding parents from any unpleasant information or taking
over their decisions.

¢ "l think sometimes we can be a little bit more definite in our
guidance because that is a big decision for parents to
actually make and to feel like they have to make. | don't think
that is something I could ever decide to do. | don’t even have
kids and | can’t imagine being told “Go home and think about
it. Come and tell us what your decision is.” (trainee in
neonatology).

Sub-theme 4: Involvement from children and young people

© National Institute for Health and Care Excellence 2016
154



End of life care for infants, children and young people: planning and management
Shared decision-making and Advance Care Planning

6 studies 5 studies using In 1 study conducted in Australia with young people with Limitation of Minor LOW
(Dunsmore 1996; interviews, 1 cancer, it was noted that there was some variability about their  evidence limitations
Hinds 2000; study using a preference related to active involvement. In general young Coherence of  Unclear
Hinds 2005; Lotz  focus group people believed that they should not make the decisions on findings
2015; Parker their own, but a few believed that they should make the o
1999; Zwaanswijk decisions themselves. A few indicated that they did not wantto  APPlicability of - Unclear
2007) be involved at all. evidence
Sufficiency or ~ Saturated

Similarly, in 1 study conducted in the Netherlands with CYP saturation

with cancer and their parents, some young children (aged

10 years) expressed a preference for a passive role in making
major decisions on treatment whereas other children did want
to take part in decisions.

In 2 studies conducted in the US, China and Australia, parents
of CYP with cancer wanted to plan everything in accordance to
the child’s expressed preferences:

o ‘| talked with my child about what to do if we ever faced that
decision, and | knew ahead of time what she wanted me to
do, and that helped. | know | was doing what she would have
wanted.” (mother of a 12-year-old girl with a brain tumour).

However, 1 study conducted in Germany with healthcare
professionals working in paediatrics reported that it was difficult
to know what the child’s wishes are.

In 1 study conducted in Australia, bereaved parents of CYP
with muscular dystrophy and spinal muscular atrophy found it
difficult to initiate discussions concerning emergency care and
treatment decisions with their sons, and this was interpreted as
an implicit rejection of the use of advance directives:

e "We never talk much about the future, especially with him, he
never asks for it. Sometimes | probe a little but he really
doesn't really want to, so it is an unwritten law: we never talk
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about it. | am quite sure he knows what is happening, but we
never talk about it and | believe in that". (bereaved parent of
a child with muscular dystrophy).

In 1 study conducted in Australia and the US, CYP with cancer
and their physicians described that their decisions were
influenced by family preferences.

e “...the father identified that it was important that they try
everything that was a potential benefit. That was important
for both the son and the father, but especially the father.”
(physician).

e “If | don't take it, my family would support me, but they don'’t
want me to quit. Grandpa said he would worry himself to
death if | don’t try it. My boyfriend wants me to take it for him.
I don’t want to do it but for my family.” (female with a solid
tumour).

Also, in 1 study conducted in Australia with young people with
cancer, some said they had considered giving up treatment,
but some said they had no say, either through physicians or
their parents, and that they had simply been told that their
treatment should continue.

The age of the child was a recurrent theme in many studies.

In 1 study conducted in Germany, healthcare professionals
working in paediatrics stressed that all children should be
informed in an age-appropriate way about the decisions made
(for example using children’s stories). It was reported that their
treatment preferences should be considered regardless of age:

o "If the patient himself says he wants this and this and that, no
matter how old the child or adolescent is, when he can
express it | think it has to be considered." (outpatient nurse).

In another study conducted in the Netherlands with CYP with

cancer and their parents, some children referred to the
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importance of patient age in determining the appropriate level
of CYP’s participation in the decision-making process:

¢ ‘...] if you're older than fifteen, you're allowed to have a say
in the decision and to decide for yourself sometimes. If you're
younger than fifteen, you should decide together. | think
children younger than fifteen don't really know what's good
and bad for them” (survivor, aged 17).

In 1 study conducted in the Netherlands with CYP with cancer
and their parents, it was reported that sometimes the child or
young person was too ill or depressed to decide.

Sub-them 5: Final decision/ sign the document

2 studies 1 study using

(Lotz 2015; interviews, 1

Zwaanswijk 2007)  study using focus
groups

In 1 study conducted in the Netherlands with CYP with cancer  Limitation of

and their parents, it was reported that even though parents evidence
could be of assistance in reaching a decision, young people Coherence of
emphasised that they should be the ones to have the final say. findings

In another study conducted in Germany, some healthcare Applicability of
professionals working in paediatric care said that everyone evidence

who has attended the discussions and is relevant to the

individual case should confirm their consent to the decisions Sufficiency or
with their signature. Most healthcare professionals stressed the saturation
importance of a physician signing the advanced directives to

validate it medically, while some considered it sufficient to

certify that informed consent had been given (that is, that the

CYP/parents were fully informed and given enough time to

reflect their values and preferences in order to come to an

informed decision). The interviewees also disagreed on

whether the parents should always sign an advanced directive

or whether only the CYP should be given the option to do so

(given the high burden of responsibility).
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Table 26: Summary of clinical evidence (adapted GRADE-CERQual): Theme 3 — Interpersonal relations

Sub-theme 1: Trust in staff/ feeling supported by them

4 studies 3 studies using In 2 studies, conducted in Australia, US and China with parents Limitation of Minor LOW
(Dunsmore 1996; interviews, 1 of children with cancer, parents felt supported by the evidence limitations
H!nds 2000; study using focus  healthcare team’s obvious concerns .for t_heir cr_lild, and by the Coherence of  Coherent
Hinds 2005; groups team's continuous efforts to cure their child's disease, and findings
Zwaanswijk 2007) allowed the healthcare professionals (HCPs) to guide them in o i
decision-making. Appllcablllty of Applicable
They also reported that staff listened to the child or young eV|d.er.10e
person’s (CYP) or parents’ concerns and responded to them, ~ Sufficiency or ~ Not saturated
explained situations or conditions in a compassionate and saturation
easy-to-understand way, or made efforts to secure the needed
information:
e “Nobody on the staff there is going to think that | made the
wrong decision. They always made me feel like | did the right
thing for my child.” (father of a 13-year-old boy with
leukaemia).
Similarly, 1 study conducted in Australia with young people
with cancer reported that the knowledge and professional
expertise is the basis for confidence in a health professional's
skills and ability to make the ‘right’ decision on the patient's
behalf.
On the other hand, in 1 study conducted in the Netherlands
CYP with cancer and their parents raised that lack of trust in
the physician's expertise was an important barrier.
Sub-theme 2: Staff behaviour and communication style
3 studies 3 studies using Limitation of Major VERY LOW
(Dunsmore 1996; interviews evidence limitations
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Hinds 2000;
Parker 1999)

Some styles of staff behaviour and communication were seen
as facilitators whereas others were seen as barriers for
decision-making.

In 1 study conducted in Australia with bereaved parents of
CYP with muscular dystrophy and spinal muscular atrophy,
how sensitive issues were approached was important. One
parent commented that when their son had been seen by a
respiratory specialist regarding breathing difficulties, and
options of care had been discussed, the specialists had been
very blunt. Later, seeing another specialist who was “much
more gentle and less confronting”, she felt her son was able to
understand and make informed decisions regarding his future
management.

In 1 study conducted in Australia with young people with
cancer, interactional communication and the ability to allow
and encourage feedback and questions, or professional
friendship, were reported as positive, as were expressions of
genuine concern for the patient as an individual (not just as a
disease), a sense of humour and a certain level of personal
disclosure. On the other hand, an impersonal, detached or
overly professional manner were viewed as uncaring and
intimidating, as was the use of jargon and high-powered
authoritarian behaviour, particularly the use of medical
terminology, which respondents viewed as an attempt to keep
them powerless.

In 1 study conducted in the US, Australia and China with
parents of children with cancer, parents described feeling that
they were being forced by staff and being made to choose a
treatment option when they did not want to make the decision.
They also reported reacting negatively to the way in which
options were offered or the abbreviated time frame in which the
decision needed to be made (sense of urgency).
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Sub-theme 3: Getting information from staff/fempowerment

3 studies 3 studies using 3 studies, 1 conducted in Australia, China and the US with Limitation of Major VERY LOW
(Dunsmore 1996; interviews parents of children with cancer, 1 conducted in Australia with evidence limitations
EI_-Sayes 2013; young pe;ople with cancer and 1 conducted in Canada WiFh Coherence of  Unclear
Hinds 2000) trainees in neonatology, reported that honesty and a straight- findings
forward approach was appreciated, as well as the provision of o
all cancer information including sensitive topics (for example Applicability of - Unclear
not being able to have children). They also reported that evidence
explanations from doctors and other professionals about Sufficiency or ~ Not saturated
certain symptoms or behaviours or updates and progress saturation
reports were quite useful in understanding their child's
changing situation.
Sub-theme 4: Fearing disagreement with staff
1 study 1 study using In 1 study conducted in the US, Australia and China, the Limitation of Minor VERY LOW
(Hinds 2000) interviews parents of children with cancer wanted to avoid displeasing the evidence limitations
healthcare tee,lm and by doing this they believed they would Coherence of  Unclear
lose the team’s support. findings
Applicability of ~ Unclear
evidence
Sufficiency or Not saturated
saturation
Sub-theme 5: Caring involvement
1 study 1 study using In 1 study conducted in the US, Australia and China, the Limitation of Minor VERY LOW
(Hinds 2000) interviews parents of children with cancer described being hampered in evidence limitations
decisi_on—makin_g by_ the staff members with the str.ong_est Coherence of  Unclear
affection to their child and concern about how their child's -
k findings
death will affect staff. o
Applicability of ~ Unclear
evidence
Sufficiency or  Not saturated
saturation
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Sub-theme 6: Lack of rapport with the family

1 study 1 study using In 1 study conducted in the UK, healthcare professionals Limitation of Minor LOW
(Mitchell 2015) interviews working in a PICU setting reported that not having an evidence limitations

established rapport with the family prior to raising the issue of Coherence of  Coherent

end of life care for the first time during acute situations, findings

including resuscitation, was a difficulty:

o "it’s very difficult for us, because it is usually in the acute
settings, unusual that we even get an opportunity to speak to =
them before the breathing tube goes down." (doctor). Sufficiency or ~ Not saturated

¢ "It [ACP] should have happened before they came to ICU, for saturation
a lot of children. And | know the challenge is that we never
know when that end is going to be, but if the families have
had no preparation that this is likely to take place, it’s even
harder." (nurse).

e "worst case scenario ... would be [discussing end-of-life]
right in the arrest situation ... then you try to give parents the
heads up about that, actually this is not really going to be a
successful resuscitation, and to try to prepare them ... in a
very short space of time. Umm, depending on the parents
that might be with them watching at the bedside." (doctor).

Applicability of  Applicable
evidence

Table 27: Summary of clinical evidence (adapted GRADE-CERQual): Theme 4 — Cultural, religious and personal values

2 studies 2 studies using 2 studies conducted in Canada and Germany with trainees in Limitation of Minor VERY LOW
(El-Sayed 2013; interviews neonatology and healthcare professionals working in evidence limitations
Lotz 2015) paediatrics reported on the need to learn about cultural Coherence of  Unclear

expectations at the time of end of life discussions, as well as findings

Sub-theme 1: Deal with different cultures
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how to best support the cultural and religious needs of various
families. Recognising the importance of religion could be seen
either as a barrier or as helpful:

¢ "You will find people from every part of the world in Toronto
so that makes it enriching for us as physicians, but
sometimes difficult because you have to individualize each
case according to the understanding which you grasp from
the first meeting with parents. Difference would be the
culture." (trainee in neonatology).

¢ "l try to avoid the babies whose parents have very strong
religious beliefs because | don’t know how to properly talk to
them." (trainee in neonatology).

¢ "Many people think that if you involve God in this decision,
then you might find it difficult... but if these parents have a
strong belief in God or whatever that is then | think important
to appreciate and to understand it." (trainee in neonatology).

Sub-theme 2: Being helped by my faith

2 studies 2 studies using 2 studies conducted in Australia, China and the US with
(Hinds 2000; interviews children and young people (CYP) with cancer, parents and
Hinds 2005) healthcare professionals reported that for some parents,

strength comes from spiritual beliefs and practices:

e ‘I don’t care what you want to call it, my belief had a lot to do
with believing that there is something better out there for
her.” (mother of a 15-year-old girl with leukaemia).

Sub-theme 3: Altruism/ helping others

2 studies 2 studies using 2 studies conducted in Australia, China and the US with CYP
(Hinds 2000: interviews with cancer, parents and healthcare professionals reported that
Hinds 2005) in some cases parents’ and young people’s decisions were

influenced by the possibility of helping others:
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o “What my daughter goes through would be very important to  Applicability of  Unclear
another child. It’s not just to save her but children in the near  evidence
future that could possibly come down with this particular type Sufficiency or  Not saturated
of cancer...” (mother of a 17-year-old girl with a solid saturation
tumour).
e “Hopefully and in some way, we will be able to get through all
this and go on with our life, but if it does not work out, well |
want someone else to benefit.” (mother of a 17-year-old girl
with a brain tumour).

e “If | can help someone else, that’s wonderful, | think.” (14-
year-old girl with a brain tumour).

Sub-theme 4: Ready to die and to go to heaven

1 study 1 study using In 1 study conducted in Australia and the US with CYP with Limitation of Major VERY LOW
(Hinds 2005) interviews cancer reported on the certainty of living an afterlife that would  evidence limitations

be better than their current life circumstances: Coherence of  NA

e “When the Lord is ready for you, you are going to leave. It findings

doesn’t matter if you are on a machine or not, you are going

to leave.” (20-year-old male with a solid tumour). Applicability of - Unclear

evidence

Sufficiency or  Unclear
saturation
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Table 28: Summary of clinical evidence (adapted GRADE-CERQual): Theme 5 — Factors related to the planning process

Sub-theme 1: Timing to initiate discussion

5 studies 5 studies using In 1 study conducted in the UK with healthcare professionals Limitation of Minor VERY LOW
(Erby 2005; Hinds  interviews working in paediatrics, most participants called for early evidence limitations
2005; Lotz 2015; initiation of advance care planning shortly after diagnosing an Coherence of  Not coherent
Mitchell 2015; incurable condition. However, some professionals recognised findings
Parker 1999 that early initiation is unrealistic in many cases, because the o :
) parents often need considerable time to process the bad news. APPlicability of - Applicable
Therefore, they gave priority to the family’s readiness for evidence
advance care planning (ACP) discussions. Sufficiency or Not saturated
saturation

Similarly, another study conducted in Australia and the US with
physicians working in paediatrics, recognised that it is
important that both the parents’ and ill child’s grasp of the
seriousness of the clinical situation facilitates efforts to assist
them with end of life decision-making:

e “He has been very realistic about his situation, and that has
helped me with this.” (physician).

In 3 studies conducted in UK, Germany and the US with
healthcare professionals working in paediatric intensive care
units (PICU) and paediatrics and parents of children with
Duchenne Muscular Dystrophy, it was reported that
conversations can be started as specific life events, such as
deterioration of the child, home discharge, before admission to
PICU, “transitioning to a wheelchair’, “getting a feeding tube™.

e “we get called in as intensive care doctors to help, er, the
people who are managing the case long before a critical
episode to talk through what a resuscitation would involve
and what the treatment we provide involves. And that, um,
parents will often agree in that situation that what we're
contemplating doing is abhorrent in some way; you know it’s
just a step too far." (doctor).
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¢ “In our community, people always ask, ‘is he still walking?’ |

mean that is the BIG question ... because a lot of your issues
medically that come up occur after the walking stops. |
remember when he was really young, | would think to myself,
‘well, let’s see, one down, so we probably have about
another four years before he stops walking.” (mother of a 14
year old).

e “He was only 8 when this 13 year old boy died ... he wanted

assurance that when he got to 13 that wasn’t going to
happen. So | think as he’s going past 13 ... he’s realized that
it is very different for different people ... | mean this particular
boy stopped walking at 9. And he knows that that is a big
thing, a big benchmark for him ... as long as he is walking, he
doesn’t worry too much.” (mother of 14 year old).

e “He is aware because a lot of the people that we know who
have Duchenne’s that are in our age group are getting
tracheotomies, have night time breathing machines. So we
do know that this is possibly in our future ... when he is at
that point, I'm sure we will have discussions on those topics
and give him time to make a decision on how he wants it ... |
want him to be more involved. | think the awareness is there.
The involvement is really not.” (mother of an 18 year old).

In 3 studies conducted in Australia and the US with parents
and children, it was raised that seeing somebody else going
through the same treatment or die could open up an
opportunity for discussion.

o “Why would | want a tube in my throat? | saw two other
patients like that — I don’t want that. | wouldn’t be able to talk
with my family or hold my Mom’s hand. That is not living.”
(15-year-old girl with acute lymphoblastic leukaemia).

e “Seeing other members of my family on tubes. You just lay
there. | don't like it. | wouldn’t want it for me. | don’t want to
be kept alive like that. If someone is ready to die, | say et
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Sub-theme 2: Ongoing process

1 study
(Lotz 2015)

1 study using
interviews

Sub-theme 3: Deviation from the plan

1 study 1 study using
(Mitchell 2015) interviews

Sub-theme 4: Holistic planning

2 studies 2 studies using
(Erby 2005; Lotz interviews
2015)

them die,” you know?” (15-year-old with acute myeloid
leukaemia).

1 study conducted in Germany with healthcare professionals
working in paediatrics reported that advance care planning
should be conceived as an ongoing process, adapted to the
individual family. Decisions should be regularly reviewed.

1 study conducted in the UK with healthcare professionals
working in PICU reported that acute clinical deteriorations often
cause a crisis where even the most detailed advance care
planning does not prevent a last-minute deviation from the
plan:

o "if they make an ACP they may still change their mind right at
the very end, um ... But at least they will have had the
opportunity to sit down and seriously think about what they
want for their child." (nurse).

1 study conducted in in Germany with healthcare professionals
working in paediatrics reported that besides concrete
emergency planning, there is a need to discuss daily life issues
and plan for the end of life. This included planning of future
support options in everyday life, dying, and bereavement.
Another study conducted in the US with parents of children and
young people with Duchenne Muscular Dystrophy also
reported that family members did talk a great deal about their
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sons’ futures in terms of education, career and need for
independence in the face of increasing disability.

o “Well mainly, when he is 18 of course, we will have college
and if he goes to college, will he stay at home or will he live
there. There are some schools now that offer residential
service for kids like him that need nursing care, which he
may or may not need at that point.” (mother of a 14-year-old)

e “We have talked about, ‘You will go to college and grow up
while you are at college’ ... this is a rite of passage ... We are
focusing now on things that he is good at and how could he
make a living that will not be affected by his muscular
dystrophy.” (father of a 16-year-old)

Sub-theme 5: Need for a formal document

2 studies 2 studies using

(Lotz 2015; interviews
Mitchell 2015)

1 study conducted in the UK with healthcare professionals
working in PICU reported that the use of a formal document in
advance care planning was generally regarded positively by
participants, with perceived benefits including the provision of a
framework for discussions, empowering both healthcare
professionals and parents to agree a care plan which reflects
the family’s wishes:

e “I'm going to see somebody on the ward that’s collapsed and
you're considering whether they need ICU, you know, to look
in their medical records, you see the [ACP], and you can
quickly identify rather than going through tons of medical
notes to find out what’s happening.” (nurse)

Also, another study conducted in Germany with healthcare
professionals working in paediatrics pointed out that written
documents should be distributed to emergency services and
local hospitals to prepare them for potential emergency
situations.
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Sub-theme 6: Standardised guidelines/ protocols

1 study

(El-Sayed 2013)  interviews

1 study using

1 study conducted in Canada with trainees in neonatology

recognised their wish to have standardised
guidelines/protocols for end of life care across neonatal
intensive care units (NICUs).

Limitation of
evidence

Coherence of
findings
Applicability of
evidence

Sufficiency or
saturation

Minor LOW
limitations
Unclear

Unclear

Not saturated

Table 29: Summary of clinical evidence (adapted GRADE-CERQual): Theme 6 — Perceived benefits of having an Advance Directive

(AD)

Sub-theme 1: Ensuring best care for the child

5 studies
(El-Sayed 2013;
Hammes 2005;
Hinds 2005; Lotz
2015; Mitchell
2015)

interviews

5 studies using

2 studies conducted in Australia and the US with parents of
children with neurodegenerative conditions and cancer, and 3
studies conducted with healthcare professionals working in
paediatric intensive care units (PICU), neonatology and
paediatrics reported that planning helps to preserve the quality
of life of the child and to avoid unnecessary treatments:

¢ ‘I have very strong convictions about quantity versus quality.
Deciding to go home — I'm just tickled...She is a whole
different person.” (mother of a 15-year-old girl with
leukaemia).

¢ "I have seen however many mothers here as well, who have
never even held their baby, and the baby’s stuck here with
their chest open for three weeks, and then we finally
withdraw care and they still haven’t even held their baby."
(doctor).
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e "l don’t think the meaning of life sustaining treatment is
always explained very well. How invasive it is and how
uncomfortable, and how it takes you away from your normal
environment, it takes you away from family interaction ... lots
of things we do carry significant risk of complications, and
you should only really do them if, at the end of it, it is going to
improve someone’s quality of life." (doctor).

¢ Healthcare professionals were also able to recall instances
where advancer care planning discussions had resulted in
achieving a peaceful terminal phase of illness and death in a
preferred place of care. Positive feedback had been given by
parents at subsequent bereavement meetings:

e "I do believe it’s helping. Well | know it is because I've seen
parents coming back to us and talking about it, and saying
how they feel it’s, it's helped them." (nurse).

¢ "When he died | think it was all as sort of planned and
predicted and ... Yeah, the family were grateful, which is
usually a good sign." (doctor).

In 3 studies, healthcare professionals working in neonatology
and paediatrics described the moral and emotional distress
associated with the provision of care and interventions that
were not felt to be in the best interests of the patient or their
family (when advance care planning [ACP] is inadequate):

¢ "we get faced with decisions that are out of our control,
someone else has decided actually, either between the
family and the team, the medical team, the nursing team,
they have decided that this child needs to come to ICU, and
it is taken out of our hands." (doctor).

¢ "l rather see the realistic situation in a way that you have a
patient in the critical care unit where you have to painfully
realize: this was somehow wrong, this won’t work, ok? And
THEN you say: Ok, now he is already here but we tie our
own hands and say this and that we WILL NOT DO
anymore." (Intensive care physician)
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Study information Quality assessment
Number of
studies Design Description of theme or finding Criteria Rating Overall

¢ "What | might interpret as bad or poor quality of life may not
be the family’s opinion...When they make the decision to
continue treatment that personally this is a baby that | would
withdraw on, | do feel bad about the situation thinking that
this baby is going to continue really suffering, having pain.
The family can’t see it the way I'm seeing it." (trainee in
neonatology).

Sub-theme 2: Having time to make decisions and plan

2 studies 2 studies using In 1 study conducted in the UK with healthcare professionals Limitation of Minor LOW
(Hammes 2005; interviews working in PICU and 1 study conducted in the US with parents  evidence limitations
Mitchell 2015) of children with neurodegenerative conditions, Advance Coherence of  Coherent

Directives (ADs) were seen as a tool that allows to made plans findings

in anticipation for different scenarios: Applicability of  Aoplicabl

¢ "Sometimes they have quite specific needs that they, or e\%;ie yo bplicable

specific wants, they want to, and you can’t always facilitate —
them if you don'’t ... know in advance." (nurse) Sufficiency or  Not saturated

o "if we want to get this child home, you know, we bring the saturation
community teams in, meet the teams. If you want to take
your child afterwards to a hospice, let’s go ... let’s go to the
hospice, let’s go and see the bedroom, let’s go and ... it’s
just all about preparing them and getting the, to ... just so
that they’re not frightened by — you know, new faces or
different people." (nurse)

Sub-theme 3: Helps to communicate desired care/ respect of children’s and parent’s wishes/ sense of control

2 studies 2 studies using In 1 study conducted in the US with parents of children with Limitation of Minor LOW
(Hammes 2005; interviews neurodegenerative conditions and 1 study conducted in evidence limitations
Lotz 2015) Germany with healthcare professionals working in paediatrics it ~oherence of  Coherent

was reported that having ADs ensures respect of children’s findings

and parent’s wishes and avoids confusion and conflicts

between physicians and carers: Applicability of - Applicable

evidence
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¢ "l think it can take the burden off the parents to a certain Sufficiency or  Not saturated
degree, and this having-to-be present all the time as well. saturation
This family for example would really love to go on vacation
for a week. But then they say, in fact they don’t dare to,
because surely he will be hospitalized then [...] So there is
this fear: the moment | turn my back on the nurses, they do
what in fact we don’t want."” (primary care physician).

¢ "So, that they then know exactly what has been discussed,
what was decided. To have it in black and white [...] it also
conveys, | believe, additional security, so you know: It is all
right if | do NOT dial the emergency/critical care number now
so somebody gets here because it’s getting critical. It’s all
right the way it is." (nurse in a special nursing facility).

¢ "It’s important to establish at least a little bit of clarity for the
staff, for the parents, just what common goal is pursued and
also which measures ARE taken and which are simply
omitted. Insofar, | just think it is really IMPORTANT and
makes a whole lot of sense for everyone involved with the
child. Therapists included, doctors, nurses, parents. Just to
always provide clarity and to just fix one GUIDELINE.
Otherwise everyone is always very INSECURE in their doing
and acting, and this just provides clarity and thus security."
(nurse in a special nursing facility)
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Table 30: Summary of clinical evidence (GRADE-CERQual): Theme 7. Barriers for discussing Advance Directives (ADs)
Quality assessment

Study information

Number of
studies Design

Sub-theme 1: Time constraints

2 studies 2 study using

(Dunsmore 1996; interviews

Mitchell 2015)
the lack of time for discussion.

Sub-theme 2: Lack of privacy

1 study 1 study using
(Dunsmore 1996)  interviews

and invaded their privacy.

Sub-theme 3: Not wanting to see reality

2 studies 2 studies using
(Erby 2005; Lotz interviews

(intensive care physician).

Similarly, in 1 study conducted in the US with parents of
children with Duchenne Muscular Dystrophy, parents reported
that children themselves often dictated when they needed to
separate themselves from the muscular dystrophy community,
and this distancing may diminish opportunities for families to
discuss issues relevant to planning for future quality of life.

© National Institute for Health and Care Excellence 2016

Description of theme or finding

1 study conducted in the UK with healthcare professionals
working in paediatric intensive care units (PICU) and 1
conducted in Australia with young people with cancer raised

In 1 study conducted in Australia with young people with
cancer it was reported that they would like that discussions
with their physician were conducted in private, rather than
during public ward rounds. Many respondents commented this
about large public ward rounds, which made them feel stupid

In 1 study conducted in Germany physicians and nurses
expressed their own reluctance to address end of life issues
2015) with the patient/parents because they tend to "close their eyes
to the facts and don’t want to picture the worst case scenario”
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e “Now, he got to a point where he said, ‘I don’t want to go to
camp anymore.’ So | said, ‘Well, can you tell me why.’ So he
just said, 1 just don’t want to be with other children that have
the same thing as me.” (mother of an 8 year old)

e ‘I mean he is very low key about his role as it related to the
MDA and | think he had the opportunity to [play a prominent
role], but he said, ‘No, let somebody else do it. | want to get
back to being with my buddies and my family again.’ So... he
is very cognizant of how others feel about him... perceive
him; and, | think in two ways, the disease and then the
notoriety that goes along with him having already played a
prominent role.” (father of a 16 year old)

Sub-theme 4: Burden for parents

1 study
(Lotz 2015)

In 1 study conducted in Germany, physicians raised they are
afraid of taking away hope, forcing and overburdening both the
parents and the patient as well as destroying the trusting
relationship with the family. Also, it is a responsibility for
parents when they sign the AD for their child.

1 study using
interviews

Sub-theme 5: Reluctance to talk about end of life issues

In 1 study conducted in the US with parents of children with
Duchenne Muscular Dystrophy it was reported that parents
wanted to delay having discussions about end of life care
issues:

e “..and | guess, in this household, it is always we will cross
that bridge when we come to it. Yeah, the disease is
progressing and he is not as strong as he once was, but he
is still okay ... . so if | don’t have to deal with it, then why deal
with it.” (mother of a 16 year old)

3 studies
interviews

3 studies
(El-Sayed 2013;
Erby 2005; Parker
1999)
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e “l am very vague on what an advance directive is ... | think it
has to do with like a DNR? | have not discussed that with him
because we’re not there yet. We are not even close to being
there.” (mother of an 18 year old)

In 1 study conducted in Canada with trainees in neonatology,
they commented that withdrawal of nutrition and hydration was
the hardest for them to participate in:

e "The nutrition thing I’'m not comfortable with at all. | have
been here for two years and I've heard a lot about it. Now |
can hear...but I'm still not comfortable doing it and | don’t
think I'll be doing it. I'm not at that stage yet." (trainee).

Also, in 1 study conducted in the Australia that included
bereaved parents of children and young people with muscular
dystrophy and spinal muscular atrophy, it was reported that
children are reluctant to talk about end of life issues and they
just want to "live for the moment".

Sub-theme 6: Parents and children having different opinions

1 study
(Mitchell 2015)

1 study using
interviews

1 study conducted in the UK with healthcare professionals who Limitation of
worked at PICU reported situations where the patient was a evidence
young person with capacity who wished to be involved in his or  ~qnerence of
her own care planning, including difficult scenarios where the findings
opinion of the child differed from that of his or her parents:

¢ "She herself had her own end-of-life care programme for her
in another hospital. Unfortunately when she deteriorated, the —
parents diverted to us ... we didn’t know about the end-of-life ~ Sufficiency or
care plan. At the very best we knew from the way she looked ~Saturation
that she had a life-limiting illness, but she was intubated. She
woke up and she was extremely angry with the parents.
Extremely angry." (doctor)

Applicability of
evidence
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Sub-theme 7: Generation gap

1 study 1 study using 1 study conducted in Australia reported that young people with  Limitation of Major VERY LOW
(Dunsmore 1996) interviews cancer perceive a generation gap: perceived discomfort of evidence limitations
some healthcare professionals when dealing with young Coherence of  Unclear

people, especially regarding sensitive topics for example: "too

findings
clinical", "too text-bookie", "humorless", "ancient", "stuffy". .g .
Applicability of  Unclear
evidence
Sufficiency or Not saturated
saturation
Sub-theme 8: Lack of support in the community
1 study 1 study using In 1 study conducted in the US with parents of children with Limitation of Major VERY LOW
(Hammes 2005) interviews neurodegenerative conditions, parents said that community evidence limitations
members and other relatives did not support the idea of the Coherence of  Unclear
child having an Advance Directive. findings

e “‘community though we were choosing whether the child

ey Applicability of ~ Unclear

evidence

Sufficiency or Not saturated
saturation
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Economic evidence

No health economic evidence was found and this question was not prioritised for health
economic analysis.

Evidence statements

llIness and treatment

Very low to low evidence from 6 qualitative studies conducted with children and young
people with life-limiting conditions, parents of children and young people with life-limiting
conditions and healthcare professionals looking after them showed that the factors related to
treatment and illness are important when making decisions related to end of life care. This
was applicable to decisions related to stopping treatment, when they feel that there is nothing
else to be done, and avoiding side-effects from treatment and preserving quality of life is
prioritised; or decisions regarding continuing treatment, when there is still a realistic prospect
for longer survival. An uncertainty regarding prognosis was perceived by both parents and
professionals as a possible barrier to effective decision-making about the care of the child or
young person.

Active involvement

Very low to moderate quality evidence from 7 qualitative studies conducted with children and
young people with life-limiting conditions, parents of children and young people with life-
limiting conditions and healthcare professionals looking after them looked at the importance
of collaborative decision-making. Professionals felt that decision-making should be a multi-
professional process and that consensus among professionals was needed. They showed
some disagreement regarding the level of involvement of the child or young person, raising
issues regarding age and difficulty in knowing what their wishes were. They identified their
own internal conflict as an important barrier, because they had to separate their beliefs when
making decisions with the parents. Parents, as well as the child or young person, felt that
they should be involved in the process, although some noted that they did not want to take
part, or that they felt too responsible. In particular, children and young people described that
they wanted to take a more active role, but they also highlighted that some children may be
too young or too ill to make decisions about their care.

Inter-personal relations

Very low to low quality evidence from 7 qualitative studies taking into account the
perspectives of children and young people with life-limiting conditions, parents of children
and young people with life-limiting conditions and healthcare professionals looking after them
indicated that the relationship with professionals is very important. Trusting staff, feeling
supported by them and getting information that is honest and straightforward was described
as helping parents and young people make decisions regarding treatment. Parents and
children also pointed out that the way they were approached by staff could act as either a
facilitator or a barrier. They disliked a sense of urgency or feeling forced to make a decision.
An impersonal and detached professional manner was also viewed as intimidating.

Cultural, religious and personal values

Very low quality evidence from 6 qualitative studies conducted with children and young
people with life-limiting conditions, parents of children and young people with life-limiting
conditions and the healthcare professionals looking after them reflected on the importance of
cultural and religious aspects. Dealing with different cultures and religious backgrounds was
seen as an issue by some healthcare professionals, whereas others found it helpful. Some
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parents and children referred to faith being a source of strength in difficult situations. Altruism
and the idea of helping others also influenced decision-making for both parents and children.

Factors related to the decision-making process

Very low to low quality evidence from 6 qualitative studies conducted with parents of children
and young people with life-limiting conditions and healthcare professionals looking after them
indicated that there were factors regarding the decision-making process that could facilitate
or hinder discussions. The timing of initiating discussions was an important aspect for both
parents and healthcare professionals. While some healthcare professionals supported early
initiation of discussion shortly after diagnosis, others gave priority to parents’ or carers’
readiness. Specific events were seen as a prompt for discussion, such as a deterioration in
the condition, getting a feeding tube, or seeing someone else going through the same
treatment. Other important aspects mentioned by healthcare professionals were that
planning should be an ongoing process and that deviations from the plan should be allowed.

Perceived benefits of having an Advance Directive

Low to moderate quality evidence from 5 qualitative studies conducted with parents of
children and young people with life-limiting conditions and healthcare professionals looking
after them reported that perceiving benefits of having an Advance Directive (AD) facilitated
discussions about end of life care. According to both parents and professionals, having an
AD ensured the best care for the child, avoiding unnecessary treatments, and helped parents
to communicate desired care. It also allowed for their wishes to be respected, giving them a
sense of control, and allowed for time to plan and think ahead in anticipation of different
scenarios.

Barriers to discussing Advance Directives

Very low to low quality evidence from 6 qualitative studies conducted with children and young
people with life-limiting conditions, parents of children and young people with life-limiting
conditions and the healthcare professionals looking after them reported on a number of
barriers to the discussion of Advance Care Planning. The most significant barrier according
to parents and professionals, was the reluctance of parents and children to talk about end of
life issues and accepting the professionals’ view that now was an appropriate time to talk
about it, or accepting that there may be benefits in talking about it. Professionals reported
situations in which parents and children had different opinions from each other, and they also
identified time constraints as an issue. On the other hand, young people noted their
discomfort due to the lack of privacy when discussing decisions regarding their treatment, as
well as a perceived generation gap.

Linking evidence to recommendations

Relative value placed on the themes considered

Although themes were mainly identified from the literature, the Committee identified some
expected themes that they thought would be important during the protocol stage. They
agreed that the following themes would provide useful perspectives:

¢ the involvement of the child and/or the parents or carers in all decisions in the
development of plans

e timing of planning

¢ the need for regular reviews
e the assessment of needs

e professional roles
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¢ cultural, religious and spiritual differences
¢ dealing with uncertainty
¢ the emotional burden associated with making end of life decisions.

One of the main themes identified described particular barriers to effective shared decision-
making and the Committee considered this theme and its subthemes to be particularly
important (for example differences in opinion, time constraints and lack of privacy).

Consideration of barriers and facilitators

An important aspect to note about this review was that all the evidence identified was related
to the concept of Advance Care Planning and not the day-to-day clinical management.

The Committee discussed the importance and the benefits of having an Advance Care Plan,
as well as the drawbacks and the considerations for implementation. In light of uncertainties
with regard to future treatments or prognosis, the group agreed that the Advance Care Plan
needed to include sufficient flexibility to provide options if changes occurred (parallel
planning) and to allow regular reviews of the plan as necessatry.

The Committee agreed with the literature that developing an Advance Care Plan provides all
people involved with the opportunity to talk about the future and to consider all aspects of
management. The Advance Care Plan should be a multi-professional process and it should
be discussed and developed in partnership with the child or young person and their parents.
The Committee made specific recommendations regarding this collaborative approach.
Sharing the Advance Care Plan among all relevant healthcare professionals and settings
was clinically important.

Although it was not specifically addressed in the literature, the Committee recognised the
importance of assessing the needs of the child or young person and their parents or carers.
Regular reviews should be carried out. The importance of revisiting the plan was therefore
discussed at length. It was also important that the Advance Care Plan is not ‘set in stone’
and that it can be changed whenever necessary. The preferences of the child or young
person and their parents or carers need to be weighed up in light of what may be in the best
interest of the child or young person, particularly when their condition or other circumstances
change.

Based on the available evidence, the Committee emphasised the need to consider in the
Advance Care Plan the information and approach to communication with the child or young
person and the parent or carerat the end of life. They stressed the importance of informing
parents or carers of the care and support they could access or receive at that time. This
should be initiated as early as possible, taking account of the family members’ personal
needs and feelings.

Healthcare professionals should provide honest information regarding the prognosis and the
treatments available to the child or young person and their families or carers to facilitate
decision-making. In case of uncertainty about prognosis, this should also be discussed.

Barriers and facilitators highlighted in the TFSL report

There were 5 main themes that emerged from the focus group interviews on the topic of care
planning. All of them were considered in the discussion on the recommendations on the
Advance Care Plan and influenced what was drafted. The main themes were ‘ambiguity and
variation’ which referred to children expressing different levels of understanding about the
care plan process. Another theme was ‘sharing information about me’ where children
explained that they had to repeat themselves and that plans were not shared between
professionals. Other children were reluctant to make plans and wanted to live in the present
(‘getting on with it’). Only some children and young people told the researchers that they had
an Advance Care Plan that was updated or reviewed. This was captured in a theme called
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‘managing disruption and change’. There were other children who did not know whether they
had an Advance Care Plan or whether there was a care plan, or they did not mention it (this
was a theme referred to as ‘other’).

Economic considerations

The Advance Care Plan is intended to be an evolving document that allows shared decision-
making and helps healthcare professionals fulfil the wishes of children, young people and
their families. Aspects of the Advance Care Plan may suggest when and what interventions
should be used and thus do carry a cost component. However, the use of Advance Care
Planning is already a recognised component of current practice in the NHS and the
recommendations in this guideline largely relate to the principles that should inform the
Advance Care Plan and the content it should include. Therefore, the recommendations
themselves do not have important resource implications and, to the extent that the Advance
Care Plan improves the experience and outcomes of care for the child or young person, then
the Committee agreed that their recommendations would promote efficient resource use
within the NHS.

Quality of evidence

Moderate to very low quality evidence was presented in the review. The main reasons
leading to downgrading of the evidence included limitations in how the data were collected, a
low response rate from participants, self-selection bias and an awareness that people who
chose to participate may differ from those who refused to be interviewed. On the other hand,
in some studies participants were selected by the physicians who provided care to the child,
and those who were not selected may have provided a different perspective.

Another reason was the lack of the critical review of the researchers’ role in sample
recruitment, data collection or the data analysis process. None of the studies clearly reported
the relationship between researchers, interviewers and the respondents, whether the
researchers had a pre-understanding about the topic or the possible influence of that in data
collection and the analytical process. Lack of verification of findings was also not reported in
any of the studies.

Some of the studies reported data in a descriptive fashion only, when thematic analysis
would have been more appropriate and informative. Among those studies where thematic
analysis was done, the authors did not always report in detail how findings/themes were
derived or emerged from the data in their research.

The findings were, on the whole, coherent, and any differences in opinions were well
explained. However, sometimes the evidence was not directly applicable to the guideline
population. There were 2 reasons why this was a problem. Some of the studies included
children and young people and parents of children and young people with a life-threatening
condition, but not approaching the end of life (for example children with cancer, but receiving
treatment aimed at cure). There were also 2 studies that included young people over 18.
Efforts were made to only include quotes from young people up to 18 years, but it was not
always indicated in the text.

It was noted by the Committee that some of the evidence related to Advance Directives, but
these are not relevant to the UK setting, as they are not directly applicable to children.
However, the evidence was not downgraded further as the Committee agreed that the
evidence from these studies could be extrapolated to Advance Care Planning in general.

Furthermore, it was unclear whether the data was sufficiently saturated, which means that
not enough detail was provided and the views were not explored in detail. The majority of the
studies did not report whether saturation was achieved in terms of data collection or data
analysis, and it was difficult to ascertain from the information reported. When considering the
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evidence as a whole, it did not appear to be very saturated, as many themes were only
raised in 1 study and there were few quotes to support them.

The Committee had more confidence in the findings from the focus groups that were carried
out for this guideline, both in terms of methodological robustness and applicability.

Other considerations

Based on their experience and current NHS available guidance (Child and Young Person’s
Advance Care Plan Collaborative [CYPACP]), the Committee considered that an Advance
Care Plan should include the following sections:

e Demographic information about the child or young person as well as their family or carers,
and contact details for the child or young person, the family or carers and the healthcare
professionals looking after the child.

¢ Information about the child’s condition.
¢ Details regarding the child’s wishes, as well as the wishes of their parents or carers.

¢ Records of the discussions with the child and/or their parents or carers in relation to
treatment plans, place of care, withdrawal of treatment, parallel planning and/or funeral
arrangements.

The Committee discussed that Advance Care Plans need to be flexible and therefore it is
important that they are regularly reviewed; for example if the child moves to a different
setting or when there are significant changes in the child’s condition.

There is unpredictability in the course of a life-limiting condition, and hence planning that
covers times when the child or young person is well and times when the condition may
deteriorate is particularly important in end of life care.The Committee noted that this parallel
planning for both types of situation is a central concept in the end of life care of the child or
young person, and because it is a key issue in end of life care it should therefore be one of
the overarching principles of this guideline.

Special emphasis was placed on the importance of sharing the Advance Care Plan with
relevant healthcare professionals, such as GPs, consultants, community nursing teams and
hospice staff, as well as with others involved in anyway in the care of the child. It was
highlighted that it is important that the plan should be transferable to other settings and
regions. This was also supported by the literature.

In relation to the people who should be involved in developing the Advance Care Plan, the
Committee agreed, based on the evidence from a number of themes and sub-themes, that it
is important that this is a collaborative process in which all relevant professionals involved in
the care of the child or young person take part, as well as the child or young person and their
parents or carers. Discussion about Advance Care Plan issues can be burdensome for the
families, so it should be dealt with in a sensitive manner and at the appropriate time. In this
sense, it was discussed that the level of involvement may vary from one family to another, or
even during the course of the illness, and that healthcare professionals should respect the
parents or carers’ wishes in this regard. However, the Committee agreed that involvement
should be strongly encouraged so that their preferences are known and documented. The
family’s values and their cultural and/or religious background should also be taken into
account when discussing aspects related to treatment, in particular regarding issues such as
withdrawing treatment.

It was agreed that it is important to involve the child or the young person and to use
appropriate language for their age and their condition. Professionals should also be aware of
the possibility of disagreements between the child or young person and their parents about
decisions regarding their care. This would need careful consideration by the healthcare
professional to support them to reach an agreement.
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It was also mentioned that it is important to follow the Advance Care Plan unless for some
reason it transpired that it was in some respect no longer in the child or young person’s best
interest.

The Committee agreed it was vitally important to make sure that healthcare professionals
and people did not mistakenly believe that an Advance Care Plan was a statement of intent
‘not to treat’. Accordingly, they therefore made a specific explanatory overarching
recommendation.

The Committee discussed the need for a research recommendation in this topic. They
agreed that the evidence found was very useful to make recommendations; however, they
felt little is known about families’ experience of the death of a baby. They agreed it would be
useful to evaluate the impact of family-centred antenatal birth plans and perinatal care plans.

Other considerations related to the TFSL focus group findings

Children and young people in the focus group felt that they were knowledgeable about their
condition, and even more so than their parents. The young people who were interviewed
were keen to take part in decision-making and planning, but their prefered level of
involvement varied. It is also important not to make assumptions about the child or young
person’s preferences when developing their Advance Care Plan. The interviews highlighted
that children and young people can be realistic, for instance, about times when they need to
be in hospital, and therefore appropriate discussions should involve them. The Committee
noted that the young people were frustrated by having to repeatedly tell their story and by not
being provided with individualised care that met their specific needs. These points resonated
with the Committee members’ experiences and they therefore agreed it was important that
recommendations were drafted to promote good practice.

Key conclusions

Based on the available qualitative evidence and findings from the focus group, the
Committee concluded that planning, assessment and reviews go hand in hand. Each
Advance Care Plan should be individually developed and this should be done in partnership
with all relevant people (healthcare and other professionals, the child or young person and
their parents or carers). Honest information regarding the prognosis and treatments available
should be provided to the child or young person and their families or carers to facilitate
decision-making. In case of uncertainty about prognosis, this should also be discussed.

Recommendations

20. Recognise that children and young people with life-limiting conditions and their
parents or carers have a central role in decision-making and care planning.

21. Discuss and regularly review with children and young people and their parents or
carers how they want to be involved in making decisions about their care,
because this varies between individuals, at different times, and depending on
what decisions are being made.

22. Explain to children and young people and to their parents or carers that their
contribution to decisions about their care is very important, but that they do not
have to make decisions alone and the multidisciplinary team will be involved as
well.

23. When developing plans for the care of the child or the young person with a life-
limiting condition, use parallel planning to take account of possible
unpredictability in the course of the condition.
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24. Manage transition from children's to adult's services in line with the NICE
guideline on transition from children's to adult's services.

25. Develop and record an Advance Care Plan at an appropriate time for the current
and future care of each child or young person with a life-limiting condition. The
Advance Care Plan should include:

demographic information about the child or young person and their
family

up-to-date contact information for:

o the child or young person’s parents or carers and

o the key professionals involved in care

a statement about who has responsibility for giving consent
a summary of the life-limiting condition

an agreed approach to communicating with and providing information to
the child or young person and their parents or carers

an outline of the child or young person's life ambitions and wishes, for
example on:

o family and other relationships

o social activities and participation
o education
o

how to incorporate their religious, spiritual, and cultural beliefs and
values into their care

a record of significant discussions with the child or young person and
their parents or carers

agreed treatment plans and objectives

education plans, if relevant

a record of any discussions and decisions that have taken place on:
o preferred place of care and place of death

o organ and tissue donation (see recommendation 45)

o management of life-threatening events, including plans for
resuscitation or life support

o specific wishes, for example on funeral arrangements and care of the
body

a distribution list for the Advance Care Plan.

26. Begin discussing an Advance Care Plan with parents during the pregnancy if
there is an antenatal diagnosis of a life-limiting condition. For each individual
think about who should take part in the discussion, for example:

obstetricians

midwives

neonatologists

specialists in the life-limiting condition

a member of the specialist paediatric palliative care team (see
recommendation 53).

27. Develop and regularly review Advance Care Plans:

with relevant members of the multidisciplinary team and
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28.

29.

30.

31.

32.

33.

34.

35.

¢ in discussion with the child or young person and their parents or carers.

When developing the Advance Care Plan, take account of the beliefs and values
of the child or young person and their parents or carers.

Explain to children and young people and their parents or carers that Advance
Care Planning should:

¢ help them be involved in planning their care and give them time to think
about their views carefully

¢ help them to understand the life-limiting condition and its management
¢ help to prepare for possible future difficulties or complications

e support continuity of care, for example if there are changes in the
professionals involved or in the care setting (such as a hospital
admission or discharge).

Share the Advance Care Plan with the child or young person and their parents or
carers (as appropriate), and think about which professionals and services
involved in the individual child or young person’s care should also see it, for
example:

e GPs

¢ hospital consultants

¢ hospices

e respite centres

e nursing services (community or specialist)
¢ school and other education services

e ambulance services.

Update the Advance Care Plan when needed, for example if:
¢ new professionals become involved
¢ the care setting changes (for example hospital admission or discharge)
¢ the child or young person and their parents or carers move home.

Discuss the changes with the child or young person (if appropriate) and their
parents or carers.

Share the Advance Care Plan with everyone involved each time it is updated.

When making an Advance Care Plan, discuss with the child or young person and
their parents or carers:

¢ the nature of the life-limiting condition, its likely consequences and its
prognosis
¢ the expected benefits and possible harms of the management options.

Be aware that all children and young people with life-limiting conditions should
have an Advance Care Plan in their medical record, and that this should not be
confused with a do-not-attempt-resuscitation order.

Be aware that any existing resuscitation plan for a child or young person may
need to be changed in some circumstances, for example if they are undergoing
general anaesthesia.
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36. Attempt resuscitation for children and young people with life-limiting conditions,
unless there is a 'do not attempt resuscitation' order in place.

37. Be aware that discussing the Advance Care Plan can be distressing for children
and young people who are approaching the end of life and their parents or carers,
and they may:

e Dbe reluctant to think about end of life care

¢ have difficulties discussing end of life care with the professionals or with
one another

¢ have differences of opinion about the care plan.

38. When making or reviewing the Advance Care Plan for a child or young person
approaching the end of life, talk to the parents or carers about the care and
support they can expect when the child or young person dies. Discuss their
personal needs and feelings about this.

39. When a child or young person is approaching the end of life, think about and
discuss with them and their parents or carers their specific support needs.
Review these needs regularly.

Research recommendations

1. What impact does timely perinatal palliative care have on the experience of
bereaved parents?

Why this is important

Parents with a baby that is diagnosed antenatally with a life limiting condition are increasingly
being offered perinatal palliative care before the birth (or very soon afterwards) if they decide
to continue with the pregnancy.

Perinatal palliative care should help clinical staff (obstetric, neonatal and specialist palliative
care) to deliver consistent high-quality care and ensure that families are offered meaningful
and realistic choices for the care of their baby. If it is done well, perinatal palliative care also
ensures that everyone involved understands the medical, social and legal frameworks for
any decisions on critical care before and after birth.

There is little evidence on the experience families have of the death of a baby with or without
specific support from a perinatal palliative care team. Individual case reports on family
experience are very positive about perinatal palliative care, but published evidence is scarce.

Research What is the impact of offering timely perinatal palliative care on the
guestion experience of bereaved families?

Why this is needed

Importance to The purpose of perinatal palliative care is to provide family centred care to
patients, service enhance the quality of life for babies with life-limiting conditions and their
users or the families and to offer choice regarding place of birth and death. It enables
population clinical staff to deliver consistent high quality care, develop and communicate

advance care plans and to help ensure uniform standards of care wherever
families are cared for. It also helps ensure that medical, social and legal
frameworks for any decisions around critical care before and after birth are
well-understood (Nuffield Council on bioethics, 2006). The importance of
perinatal palliative care has been highlighted by a number of bodies including
the British Association of Perinatal Medicine (British Association of Perinatal

© National Institute for Health and Care Excellence 2016
184



End of life care for infants, children and young people: planning and management

Shared decision-making and Advance Care Planning

Research
guestion

Relevance to NICE
guidance

Relevance to the
NHS, public health,
social care and
voluntary sectors

National priorities

Current evidence
base

Equality
Feasibility

Other comments

What is the impact of offering timely perinatal palliative care on the
experience of bereaved families?

Medicine, 2010), Royal College of Paediatrics and Child Health ref and the
Association for Children’s Palliative Care (Together for Short Lives and ACT,
2009).

High Priority:

¢ No studies were identified relating to the outcomes of providing perinatal
palliative care.

o Little is known about families’ experience of the death of a baby with or
without specific support from a perinatal palliative care team.

¢ Individual case reports relating to family experience, reflect very positively
on the impact of receiving such care

Well-constructed, sensitive, family centred antenatal birth plans and perinatal
care plans for babies with potentially life-limiting illnesses are likely to save
inappropriate admissions to neonatal intensive care, as well as promoting
family choice and community based care as an option. Children’s Hospices
are often able to support babies, offering input from the voluntary sector.

80 000 babies are admitted to NICU in UK annually,

Over 2000 deaths are from ‘causes likely to need palliative care’.

Currently 98% neonatal deaths occur on NICU.

Overall, 1/3 of death under 19 occur in first 28 days of life

There is currently very little known about the benefits of providing specialist
palliative care in the perinatal period to the baby

There is currently no published research about the benefits of providing
specialist palliative care in the perinatal period for mothers, fathers or siblings
Published reflections of bereaved families suggest highly positive outcomes
(Todorovic, 2016).

Babies in need of end of life care are relative therapeutic orphans.

Whilst there are always ethical considerations when approaching bereaved
families, this ought to be considered ethical after six months or more post
bereavement. Families would need to be approached very gently, without
feeling pressure to respond.

References:

Nuffield Council on bioethics. Critical Care Decisions in fetal and neonatal
medicine: ethical issues. Nuffield Council on bioethics, UK, 2006.

British Assaociation of Perinatal Medicine. Working group report. Palliative care
(supportive and end of life care). British Association of Perinatal Medicine,
UK, 2010.

Together for Short Lives and ACT. Neonatal Care Pathway. Together for
Short Lives and Association for Children’s Palliative Care, UK, 2009

Todorovic, A., Palliative Care is not just for those who are dying, BMJ, 353,
12846, 2016

Table 31: Res Characteristics of the study design

Criterion

Mixed methods
research

Explanation

A mixed methods research is recommended because it will increase the
comprehensiveness of overall findings. Quantitative data will show
statistically what interventions work and their relative effectiveness compared
to others. Qualitative findings will help explain why and how some
interventions work while others not from parents’ perspectives. This will
enhance the richness and rigor of findings. By exploring babies’ and parents’
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Criterion

Explanation

experiences, the qualitative data will also allow researchers to explore what
improves or hinders parents’ access to services, what could help improve
their experiences so as to inform relevant policy makers.

Quantitative part of the research

Population

Intervention

Comparator

Outcomes

Study design

Timeframe

Parents, carers and siblings of babies diagnosed both antenatally and
postnatally with potentially life-limiting conditions.

Perinatal multidisciplinary palliative care services (including obstetric,
neonatal and palliative care) at both the antenatal stage (from the point of
viability), and postnatal stage (life-limiting condition diagnosed in the first 28
days of life)

Specifically, interventions could be composed of or include any of the
following:

¢ antenatal care planning

¢ labour and delivery planning

¢ care planning of the baby following birth

¢ information provision and options for palliative care delivery

e bereavement support/care for parents and carers and other family
members

e Usual care

o No multidisciplinary palliative care

o Family satisfaction with care provided

¢ Achieving choice of place for end of life care

¢ Quality of life of parents / siblings following bereavement
e Time away from work

¢ Randomised controlled trials

o Prospective cohort studies

2 to 4 years

Qualitative part of the resarch

Population

Phenomena of
interest

Context

Study design
Timeframe

Parents, carers and siblings of babies diagnosed both antenatally and
postnatally with potentially life-limiting conditions.

o Parents/carers’ experiences with and attitudes towards palliative care
services both at antenatal and postnatal stages.

e Factors and issues that have an impact on parents’ and babies’ access to
multidisciplinary palliative care.

Little is known about families’ experience of the death of a baby with life-
limiting conditions with or without specific support from a perinatal or
postnatal palliative care

Grounded theory method
2 to 4 years
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Preferred place of care and place of death

Review question

What preferences do children and young people with a life-limiting condition and their
family members or carers have for place of care and for place of death, and what
determines those preferences?

Introduction

In the past, children and young people with life-limiting conditions had little choice in terms of
place of care and, more specifically, place of death, as this was invariably within a hospital
setting. However, with the advent of children's hospices, advances in technology that can be
used within the community and increasing levels of skill in palliative care within the
community, both medically and in terms of nursing, the choices of place of care and death
have increased.

The recognition of the high cost of care within the hospital environment, and the parallel
recognition of its often unsatisfactory environment for families, has led to a preference
among the healthcare community to try to care for the child or young person within the
community. With the children's hospice movement providing medical and nursing support at
little or no cost to the healthcare community (although increasingly NHS commissioners are
funding these services in part), there has been a significant increase in children being cared
for through charitable organisations.

In the midst of all these changes, the question arises about what the child or young person’s
preferences, or their parents’ preferences, are in terms of care and place of death, and what
determines these preferences.

Description of clinical evidence

The aim of this review was firstly to ascertain the preferences that children and their parents
or carers have for their place of care and place of death, and secondly to examine correlates
of those preferences.

For the first part of the review question we looked for information that would indicate the
preference for place of death provided by parents or carers. For the second part of the
questions we aimed to explore what would determine the choice of the place of death we
also included gqualitative findings from studies to understand the reasoning behind those
choices.

We identified 1 systematic review (Bluebond-Langner 2013). This included children but also
young people up to age 25. It was therefore not updated because it did not fully fit our
criteria, but included studies were ordered and cross-checked to identify those that would be
appropriate according to our review protocol (see appendix D). Two of the included studies
were applicable, and 1 further study that was published since then was identified (Hechler
2008; Kassam 2014; Vickers 2007). The main characteristics of these were:

¢ Qualitative in design (including studies that utilised either interviews or surveys to collect
information), specifically:
o 1 study (Hechler 2008) used semi-structured interviews to collect information; however,
only the frequencies of preferences were reported.

o 1 study (Kassam 2014) asked parents to rank their preference based on hypothetical
scenarios and only the ranking of preferences was reported.

o Another study (Vickers 2007) used close-ended questionnaires to collect information
from children with terminal cancer and their families on preferred place for death.
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e The population in the first 2 studies (Hechler 2008 and Kassam 2014) was parents of
children who had died of progressive cancer (1 conducted in Germany, the other in
Canada).

e The third study (Vickers 2007) prospectively recruited children (and their families) with
progressive cancer who were assessed as being terminal despite maximal therapy. This
study was conducted in the UK.

Evidence that was relevant to the topic of this review was found. This evidence was:
o preferred place of death

o preferred place of care

e change of preference over time

e congruence between actual and preferred place of death

e congruence between actual and preferred place of care

o factors associated with congruence between actual and preferred location of death
o factors associated with congruence between actual and preferred place of care

¢ information provided to parents about preferred place of care.

To include the views of children and young people with life-limiting conditions and direct
experience of the health service in the UK, a focus group was commissioned specifically for
this guideline. A description of how this research contributed to the recommendations is
included in the Linking evidence to recommendations section of this chapter (see section
6.2.8).

A brief description of the studies is provided in Table 32. Full details of the review protocol
are reported in appendix D. The search strategy created for this review can be found in
appendix E. A flowchart of the study identification is presented in appendix F. Full details of
excluded studies can be found in appendix H. Evidence from the included studies is
summarised in the evidence tables in appendix G, exclusion list in appendix H and focus
group report in appendix L. Due to the qualitative nature of these studies, evidence is
summarised in adapted GRADE-CERQual tables within the evidence report. Therefore no
separate appendix is provided for this. Full details of the focus group can be found in
appendix L.

6.2.4 Summary of included studies

A summary of the studies that were included in this review are presented in Table 32.

Table 32: Summary of included studies

Hechler 2008 Interviews Parents of 48 To investigate e For the purpose of this
children who bereaved review only rates of
died from parents’ preference were
cancer (11 perspective on 5 extracted (“In hindsight
fathers and 45 areas. One of which locale of death
mothers) these was would you regard now as
Germany ‘characteristics most appropriate for your
of death’ which child?”).
included e Unclear how long after
information on the death of the child the
the place of interviews took place
death. (possible recollection
bias).

© National Institute for Health and Care Excellence 2016
188



End of life care for infants, children and young people: planning and management

Shared decision-making and Advance Care Planning

Kassam
2014

Vickers 2007

Descriptive
(close ended)
survey

Descriptive
(close ended)
survey

Parents of
children who
died from
cancer at least 6
months before
enrolment
(n=75)

Canada

All children (and
their families)
registered over
a 7 month
period through
the United
Kingdom
Children’s
Cancer Study
Group
(UKCCSG) for
whom in the
view of the
treating
oncologist a
cure was no
longer possible
because of
recurrence
/progression
despite maximal
therapy.

UK

To determine
bereaved
parents’ and
clinicians’
preferences for
location of end
of life care and
death.

To describe
effectiveness of
an outreach
team model of
palliative care in
allowing home
death for
children with
incurable
cancer.
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¢ More than half of the
children died in hospital
(some in the intensive
care unit).

e Even though described
as an interview design,
only descriptive results
were reported (rates of
guestion responses
rather than reasons for
preferences),

¢ Parental response rate
was only about half of the
participants (54%),

e The results of this study
were based on a clinical
vignette rather than on
the parents’ own
experience. Parents were
asked to rank their
preference based on
hypothetical scenarios,
and only the ranking of
preferences was reported
separately as first,
second or third choice.

¢ This study also included
the views of clinicians but
for the purpose of this
review the results are not
reported here.

e The focus of this study
was to investigate
whether a type of service
enables children to die in
their preferred place of
death rather than
investigating the
preference and reasons
for the preference as
such.

¢ (n=185 of which data
could be analysed from
n=164 children and their
families).
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Clinical evidence

The clinical evidence profile for preferred place of death is presented in Table 33.

Table 33: Summary of clinical evidence (adapted GRADE-CERQual)

Preferred place of death

3 studies
(Hechler 2008;
Kassam 2014;
Vickers 2007)

1 study used
interviews and 2
studies used
surveys

Preferred place of care

1 study
(Kassam 2014)

1 study used
surveys

In 1 study from Germany, 88% of bereaved parents of children
who had died from cancer reported that in hindsight they would
have chosen ‘home’ as the most appropriate for their child to
have died.

In 1 study from Canada bereaved parents of children who had
died from cancer were asked about their preference place of
death (based on a clinical vignette of descriptions of settings)
70.8% of parents ranked home as their first choice. Hospital
was ranked as the first choice by 23.9% and hospice by 5.7%
of parents.

In 1 study from the UK of children with terminal cancer and
their families 68% recorded a preference for home deaths.

In 1 study from Canada bereaved parents of children who had
died from cancer were asked about their preferred place of
care (based on a clinical vignette of descriptions of settings)
57/72 (79.1%) of parents ranked home as their first choice,
11/72 (15.2%) ranked hospital as their first choice of care and
5/72 (6.9%) chose hospice as their first choice.
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Limitation of
evidence

Coherence of
findings
Applicability of
evidence

Sufficiency or
saturation

Limitation of
evidence

Coherence of
findings
Applicability of
evidence

Sufficiency or
saturation

Major VERY LOW

limitations
Coherent

Applicable

Not saturated

Major LOW

limitations
Coherent
Applicable

Not saturated
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Change of preference over time

1 study 1 study used In 1 study from the UK of children with terminal cancer and Limitation of Minor LOW
(Vickers 2007) surveys their family reported 68% of home preference at the beginning  evidence limitations
of the study and 80% by the last month of life. Coherence of Coherent
findings
Applicability of Applicable
evidence
Sufficiency or Not saturated
saturation
Congruence between actual and preferred place of death
3 studies 1 study used In 1 study from Germany in which bereaved parents of children Limitation of Major VERY LOW
(Hechler 2008; interviews and 2 who had died of cancer were interviewed, 48% of children died evidence limitations

Kassam 2014;

studies used

at home even though 88% of the parents chose ‘at home’ as

Coherence of

Not coherent

Vickers 2007) surveys the most appropriate locale of death in hindsight. findings
) Applicability of Applicable
In 1 study from Canada bereaved parents of children who had  gyigence
died from cancer were asked about their preference of place of -
death (based on a clinical vignette) and the actual place of s;‘tflfj'::;ﬁgﬁy 2l Not saturated

their child’s death was also recorded. Of those who chose
home as the preferred location of death 39/51 (76.1%) of their
children had died at home; 16/17 (94.1%) who had ranked
hospital as their first choice reported that their child had died in
hospital; but none of the children whose parents had ranked
hospice as their first choice had died in a hospice (0/4).

In 1 study from the UK of children with terminal cancer and
their families, 120 of 140 for whom a preference for home
death was recorded at any point actually died at home (86%).
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Study information

Number of

studies Design Description of theme or finding
Congruence between actual and preferred place of care

1 study
(Kassam 2014)

1 study used
surveys

In 1 study from Canada bereaved parents of children who had
died from cancer were asked about their preference of place of
care (based on a clinical vignette) and the actual place of their
child’s care was also recorded. Of those who chose home as
the preferred location of care 48/51 (84.2%) of their children
had been cared for at home; 7/11 (63.6%) who had ranked
hospital as their first choice reported that their child had been
cared for in hospital; but none of the children whose parents
had ranked hospice as their first choice had been cared for in a
hospice (0/5).

Factors associated with congruence between actual and preferred location of death

1 study 1 study used In 1 study from Canada bereaved parents of children who had

(Kassam 2014)  surveys died from cancer were asked about their preferred place of
death and the actual place was also recorded. There were 2
characteristics independently associated with the likelihood of
dying in the preferred location. The child having a hematologic
malignancy decreased the likelihood whereas the involvement
of a palliative care team increased the likelihood of dying in the
preferred place.

Factors associated with congruence between actual and preferred location of care

1 study 1 study used
(Kassam 2014)  surveys

In 1 study from Canada bereaved parents of children who had
died from cancer were asked about their preference for
location of care and the actual place was also recorded. There
was only 1 variable that seemed to have some independent
association with the likelihood of being cared for in the
preferred location. The involvement of a palliative care team
increased the child’s likelihood of being cared for in the
preferred place.
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Criteria

Limitation of
evidence

Coherence of
findings
Applicability of
evidence

Sufficiency or
saturation

Limitation of
evidence

Coherence of
findings
Applicability of
evidence

Sufficiency or
saturation

Limitation of
evidence

Coherence of
findings
Applicability of
evidence

Sufficiency or
saturation

Rating

Major
limitations
Coherent

Applicable

Not saturated

Major
limitations
Not coherent
Applicable
Not saturated
Major
limitations
Not coherent

Applicable

Not saturated

Overall

VERY LOW

VERY LOW

VERY LOW
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Information provided to parents about preferred place of care

1 study 1 study used In a German study in which bereaved parents of children who Limitation of Major VERY LOW
(Hechler 2008) interviews had died of cancer were interviewed, almost half of the parents evidence limitations
reported to have b_een_ informed of the possibility of palliative Coherence of Not coherent
home care for their child. o
findings
Applicability of Applicable
evidence
Sufficiency or Not saturated
saturation
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Economic evidence

No health economic evidence was found and this question was not prioritised for health
economic analysis.

Evidence statements

Preferred place of care and preferred place of death and change of preference over
time

Very low quality evidence from 3 studies using interview or survey designs indicated that the
majority of bereaved parents of children who had died of cancer, or families with children
who have terminal cancer, preferred home to be the place for their child to die (68% to 88%).
Very low quality evidence from 1 of these studies indicated that home was also the highest
ranked place for the child to be cared for (79.1%). Low quality evidence from 1 of the studies
suggested that there was a 12% rise in home as the preferred place of the child’s death
during the period from entrance into the study to the last month before the child died (an
increase from 68% to 80%).

Congruence between actual and preferred place of care and preferred place of death
and factors associated with congruence

Very low quality evidence from 3 studies using interview or survey designs showed an
inconsistent pattern for the congruence between actual and preferred place of death. In 1
study congruence was low (48% died at home, even though 88% chose home in hindsight),
whereas in the other 2 studies congruence was higher (76.1% and 86% of those whose
parents or carers had indicated a preference for the child’s death to be at home had died
there). Congruence for a first choice of a death at hospital and the actual death having
occurred there was high (94.1%), but none of the children whose parents had ranked
hospice as their first choice had died there. Very low quality evidence from 1 of the studies
indicated a high congruence between actual and preferred place of care as home, but this
was lower for the hospital setting (84.2% and 63.6%, respectively). None of the children
whose parents indicated hospice as their first choice of place of care had been cared for in
this setting.

Very low quality evidence identified independent factors associated with whether or not
children would die or were cared for at the preferred place. Having hematologic malignancy
decreased the likelihood of dying at the preferred place, whereas the involvement of a
palliative care team increased this likelihood. Only the involvement of a palliative care team
increased the likelihood of the child having been cared for at their parents’ preferred place of
care.

Information provided to parents about preferred place of care

Very low quality evidence from 1 study using interviews with bereaved parents of children
who had died of cancer indicated that almost half of the parents had been informed of the
possibility of palliative home care for their child.

Linking evidence to recommendations

Relative value placed on the themes considered

Determinants and correlates of preferred places for end of life care or death were considered
critical outcomes for this review question. This was because of their high relevance in
understanding reasons behind preferences and what could influence those preferences.
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Consideration of barriers and facilitators

The Committee discussed the available evidence and the information related to benefits and
harms from the available study data. They noted that congruence between the actual place
of death and the stated preference for place of death was often low. The reasons for this
were not described in detail in the studies, and in any event these studies were from
countries where clinical services may have differed significantly from those in the UK.

In the evidence the most frequently reported preference of children and young people, as
well of families, was to be cared for and to die in their own home. The Committee discussed
the fact that preferences may change during the course of a child or young person’s illness.
This was also noted in the evidence, with the wish to be at home during the final phase of the
illness being more often stated towards the end of life. For each individual family and child or
young person a range of factors might influence the preferred place of care or death,
including their own views and feelings, the support available to them, unsuccessful symptom
control, often inadequate pain control, religious/social issues, and the nature of their clinical
condition.

Barriers and facilitators highlighted in the TFSL report

Regarding place of care, evidence identified from TFSL'’s report (which was commissioned
by NICE and conducted among children and young people living with life-limiting conditions
in the UK) showed that the majority of children and young people living with life-limiting
conditions said that they preferred to stay at home when possible. Home was where
participants felt the most relaxed, and where equipment and facilities were adapted to their
specific needs. However, they also pointed out that when being cared for at home they
hoped to have better access to appropriate medical care.

Regarding hospices, participants in this study who had regularly stayed at hospices thought
that although hospices resembled some best aspects of home, it wasn’t home. It was
highlighted by children and young people interviewed that having home comforts and
technologies around them, and things to do, were all important to them, and this impacted on
their experience of staying in hospital or at a hospice.

Regarding being cared for in hospital, the children and young people interviewed stressed
the importance of feeling safe and looked after, and they felt they did not always experience
this in hospital. Young people thought hospitals could be more aware of their needs,
including their technological needs to help them stay connected to their friends during
frequent or prolonged stays and, in some situations, their need for parents or carers to be
present. On the other hand, a few participants reported that going into hospital eased the
pressure on their parents to look after them when they were unwell.

It is important that this study found that children and young people, although not wanting to
spend time in hospital, acknowledged that sometimes hospital was the preferred place of
care because of the specialist medical expertise, tests, treatments and medicines available.
This environment could then have a reassuring effect on young people when they were
unwell.

Economic considerations

There is a clear benefit to children and young people in providing services that facilitate their
preferred place of care and place of death. Sometimes it may be necessary to provide rapid
transfer from one setting to another to achieve this, which incurs costs associated with
transfer, as discussed in section 7.3.8.3. Where home is the preferred setting then there will
be costs associated with providing day and night nursing support and day and night
specialist advice (see section 7.3.8.3). The recommendations do note that in order to
facilitate home care, home adaptations, changes to living arrangements and provision of
equipment may be necessary. There is a cost associated with this, but there is also likely to
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be some off-setting reduction in hospital costs as a consequence of reduced hospital
admission.

Quality of evidence

Low to very low quality of evidence was identified in this review. The quality of evidence was
low because only survey data on frequencies of preferences were reported in studies and
there was a lack of qualitative data analysis. The UK-based study was relatively large, but its
data were not informative because the objective of the study was to assess the effectiveness
of an outreach team model of palliative care to enable children to die at the preferred place of
death, which was not directly applicable to this context.

The Committee concluded that the evidence was not very useful in informing their
recommendations due to its generally low quality. It was also noted that the included studies
focused on children and young people with cancer; however, cancer accounts for only about
a quarter of those needing end of life care in the UK. Importantly, the Committee also agreed
that the preference for both place of care and place of death could be informed by the
specific illness or condition, and could change quickly as symptoms evolve. The Committee
recognised that evidence indicating the main determinants for preferred place of care or
death, and especially the reasons underlying the stated preferences, were likely to be difficult
to find in clinical studies. A wide range of factors would be likely to influence such
preferences, and these were not readily identifiable in close-ended survey studies. It was
important to understand whether the preferences expressed were determined by an
awareness that resources were lacking to support the true preference of the child’s place of
death. It would be important to know what a child, young person or their parents preferred in
ideal circumstances, and to understand what specific factors then influenced their choice.
They might prefer home, but choose hospital as the preferred place of death if they believed
they would not be adequately cared for at home, as indicated in the evidence.

A directly applicable study was conducted for this guideline to directly address the views of
children and young people with life-limiting conditions in a UK setting. Regarding place of
care, findings from TFSL’s report indicated that children and young people preferred to be
cared for at home because they felt they had home comforts and technology (for example a
wifi connection) around them and things to do. However, they also explained that sometimes
they preferred hospital stays because of the availability of specialised medical care when
they were unwell. Due to ethical and practical reasons, it had been decided that this
commissioned study would be focused on preferred place of care rather than preferred place
of death when interviewing children and young people living with life-limiting conditions.

Other considerations

Due to the lack of directly relevant qualitative evidence and evidence quality, the Committee
based the recommendations mainly on findings of the focus group report and on their
experience and expertise in the area.

The Committee thought it was important that healthcare professionals discussed with the
child or young person (if appropriate) and with their parents or carers their feelings and views
on place of care and death. The decision on the preferred place should be based on a
realistic appraisal of the individual circumstances and needs, and should take account of
their feelings on the matter. When this was agreed, this should be recorded as part of
Advance Care Planning. The Committee agreed that it was important to recognise and to
make clear in the discussion that such decisions were provisional and the preferred place
might change for a variety of reasons.

The Committee discussed that an overriding principle should be regular communication in an
individualised way for each family (see also chapter 4 on Providing information, chapter 5 on
Communication and chapter 6 on Shared decision-making and Advance Care Planning).
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Symptoms could evolve and therefore some choices could become inappropriate for the
child or young person at different stages of their care. Importantly, it was clear that the child
or young person and their parents or carers could change their mind about the place of care
or death. The Committee also considered related evidence that this could change if the child
or young person or their parents or carers change their minds, if clinical needs evolve and
change, and especially if there are service difficulties such as lack of day and night
community support.

The Committee thought that ideally children and young people should be cared for and die in
the place they (depending on their capacity to make these choices) or their parents or carers
preferred, subject to other factors such as the trajectory of the condition, changes in care
needs, and service availability.

The Committee emphasised that it was important for healthcare professionals to document
preferred place of care and death in the Advance Care Plan. When developing and reviewing
the Advance Care Plan, the views of the child or young person and their parents or carers
should be explored and incorporated, as well as the input from healthcare professionals
involved in the multidisciplinary team caring for the child. Also, it was imperative that the
Advance Care Plan should be regularly reviewed, taking into account the child’s or young
person’s disease trajectory, their circumstances and their possible needs during each stage
of their illness.

The Committee also discussed the fact that the child or young person and their parents or
carers should understand that while their choices were of central importance in determining
the preferred place of care or death, they would not be expected to come to this decision
alone or unsupported. The decision should be agreed in partnership with the relevant
healthcare professionals in the multidisciplinary team.

The Committee also noted that evidence based on studies conducted among adults has
shown that an important issue during end of life care was pain management. The Committee
therefore agreed that this would also be a priority for consideration for children and young
people because the place of care may have an impact on pain management (see symptom
management - chapter 9).

Other considerations related to the TFSL focus group findings

Regarding preferred place of care, the Committee noted that findings from the study
commissioned and conducted among children and young people living with life-limiting
conditions in the UK was largely consistent with what was indicated in the limited evidence
identified from the literature review. This showed that although children and young people
preferred to be cared for at home because of familiarity, easy access to technology, and
availability of equipment for their specific needs, the majority of them also preferred to be
cared for at hospitals when they felt unwell because of the availability of specialised medical
care and the reassuring feelings that this gave them. These points were taken into
consideration by the Committee when they wrote the recommendations.

The Committee discussed that there was a gap in directly applicable evidence that would
inform choices in place of care and place of death. They therefore decided that relevant
research would be important to inform guidance in future.

Key conclusions

The Committee concluded that possible options regarding preferred places of care and death
should be explained and discussed with the child or young person and with their parents or
carers, as appropriate. Ideally the wishes of the child or young person and of their parents or
carers should be met if this is possible. It was important to understand, however, that a range
of factors needed to be taken into consideration, including their clinical needs as well as
service availability. Moreover, decisions would need to be reviewed at intervals and when
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circumstances demanded it. In the study conducted specifically for this guideline, children
and young people understood that there would be situations when it would be in their best
interest to be in hospital. Regular discussion and good communication and planning were
paramount.

The Committee emphasised the importance of decision-making in partnership with the
families of children and young people about places of care and death, to reduce the burden
of responsibility. An active effort should be made to establish the wishes of the child or young
person if they have the capacity to make this choice. In addition, the Committee concluded
that preferred place of care or death should be documented in the Advance Care Plan and
reviewed regularly, taking into account the child or young person’s condition, the overall
circumstances and the needs of the child or young person and their family.

Recommendations

40. Discuss with children and young people with life-limiting conditions and their
parents or carers where they would prefer to be cared for and where they would
prefer to die.

41. Agree the preferred place of care and place of death with children and young
people and their parents or carers, taking into account:

¢ their wishes, which are personal and individual

e their religious, spiritual and cultural values

¢ the views of relevant and experienced healthcare professionals
¢ safety and practicality.

42. If possible, services should ensure that children and young people can be cared
for at their preferred place of care and die at their preferred place of death.

43. Explain that the place of care or place of death may change, for example:

¢ if the child or young person and their parents or carers change their
minds or

o for clinical reasons or
e due to problems with service provision.

Research recommendations

2. When planning and managing end of life care, what factors help children and
young people with life-limiting conditions and their parents or carers to decide
where they would like end of life care to be provided and where they prefer to die?

Why this is important

When deciding the place of care and place of death, paediatric palliative care services
sometimes assume that the main concern of parents and carers is that their child is able to
die at home. However, the Guideline Committee's experience suggests that there are other
significant factors for children and young people as well as their parents and carers (in
particular, treatment of distressing symptoms) that may affect their choice of care setting. No
research has been done to identify these factors, but it is important to recognise any reasons
why a care setting might not be suitable. Understanding this would allow services to provide
more personalised care, improve planning, and reduce waste and the cost of care.
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Why this is needed

Importance to
patients, service
users or the
population

Relevance to NICE
guidance

Relevance to the
NHS, public health,
social care and
voluntary sectors

National priorities

Current evidence
base

Equality

Feasibility

In the past, CYP with life-limiting conditions had little choice in terms of place
of care and more specifically place of death as this was invariably within the
hospital setting. However, with the advent of children's hospices, increasing
technology that can be used within the community, and increasing levels of
skill in palliative care within the community (both medically and in terms of
nursing), the choices for place of care and death have increased. In order to
be able to offer this choice, it will need to be established what factors parents
view as the most important in influencing their decisions.

High: there is very limited research available on where children and their
parents want end of life care to happen. This research will inform the direction
of future developments.

An evidence based understanding about the factors that influence parents
managing the end of their child’s life will allow focused service development
into the areas that will support these choices. Caring for CYP at their or their
parents’ preferred place and having appropriate support to do so, will increase
parental quality of life and satisfaction with service. Being proactive about this
in care planning and enabling this preference to be achieved should therefore
be of relevance as well as be a priority for the NHS.

Several government reviews have highlighted the need for better support and
choice in palliative care. These are for instance:

Craft, A. & Killen, S. 2007. Palliative care services for children and young
people in England: an independent review for the Secretary of State for
Health.

Department of Health. 2006. Our health, our care, our say: a new direction for
community services: A brief guide Available:
http://www.dh.gov.uk/en/Publicationsandstatistics/Publications/PublicationsPo
licyAndGuidance/DH_4127602

Department of Health. 2008. End of Life Care Strategy — promoting high
quality care for all adults at the end of life Available:
http://www.dh.gov.uk/en/Publicationsandstatistics/Publications/PublicationsPo
licyAndGuidance/DH_4127602

There is very limited published evidence on preferences for end of life care in
children.

This research would address the current inequality by providing evidence
behind choices for children and their families.

Access to children and their families would be needed at a sensitive time.
This could be managed by using practitioners known to the families.
Sensitively conducted qualitative studies may be able to address the
reasoning behind the preferences.

Table 34: Characteristics of the study design

Population

All children who are recognised to be close to the end and their families.

The population considered should be from 0-18, include both sexes and be
as ethnically diverse as possible (so as to capture issues in the wider family
context). Recruitment strategy should include patients in acute and
community settings, and ideally be comprised of multiple centres within
different regions nationally.
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Criterion Explanation
Phenomena of The study aims to explore the factors that facilitate decisions about where
interest children would like end of life care to be provided and where they would

prefer to die.

The semi-structure interview may have some descriptive (closed-ended) and
some open-ended questions.

e Descriptive questions:
o Preferred place of care
o Preferred place of death
o Actual place of care and death

¢ Qualitative topics (open ended questions) — these will be piloted to be
developmental age appropriate and will vary according to child or
parent/carer. Examples of these may be:

o Describe how healthcare professional talked to you about the preferred
place of care?

o What options were you provided with?
o Which factors influenced your decision?

Context Improving care for children receiving end-of-life care by enabling them to be
cared for and die in a place of their or their family’s choosing.
Study design Data will be collected using one-to-one interviews after the death of a child (6

months to a year after)
Thematic analysis could then be applied.

Timeframe 5 years (because the population too is small)

Organ and tissue donation

Review question

What aspects of communication and information provision facilitate or hinder
discussions between children and young people with a life-limiting illness and their
family members or carers with healthcare professionals to make decisions on organ
or tissue donation?

Introduction

Organ transplantation is a widely accepted life-saving intervention for people with end-stage
organ failure. Currently, there are many more people who might benefit from organ and
tissue donation than there are existing donors. The decision by the child or young person
and their families and carers to consider the donation of organs or tissue can result in direct
benefit for other patients and in positive memories of their child’s legacy through organ and
tissue donation.

Not all children are able to donate, even if this is the wish of the child or young person or
their parents or carers. The child may have received aggressive medical therapies, or have
suffered from an illness that precludes successful transplantation of their organs. In addition,
organ and tissue donation is only possible when a child dies in hospital, so children who, for
example, die at home will not be able to become donors. Tissue donation or donation for
research may be alternatives under such circumstances.

Although approaching the parents or carers of a potential organ or tissue donor can be
challenging for clinicians, with compassion and sensitivity, discussions about donation can
be an integral part of end of life care planning. Where this is consistent with the child, young
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person or their parents’ wishes, discussions about values and beliefs should take place in a
timely manner. The principles that should be maintained are those of being sensitive to the
family’s needs for time and privacy, and providing them with sufficient information in an
understandable format which anticipates their likely concerns, giving them a realistic
impression of whether donation will be possible, and, if so, what it will entail.

This review seeks to determine the aspects of communication that support or hinder children
and young people and their families and carers in making decisions about organ or tissue
donation.

Description of clinical evidence

The aim of this review was to identify what aspects of communication and information
provision influence the attitudes of the parents or carers of a child or young person with a life-
limiting condition towards organ and tissue donation.

We looked for studies that collected data using qualitative methods (such as semi-structured
interviews, focus groups, and surveys with open-ended questions) and analysed data
qualitatively (such as thematic analysis, descriptive phenomenology, content analysis and so
on). Survey studies restricted to reporting descriptive data that were analysed quantitatively
were excluded.

Given the nature of qualitative reviews, findings/themes are summarised from the literature
and were not restricted to those identified as likely themes by the Committee, which included:

e altruism

e organ and tissue donation as part of care plan
o religious beliefs

o family influences

e impact on siblings

e cultural influences

¢ body integrity

e death rituals.

Only 1 study conducted in the US was identified for inclusion in this review. A total of 13
parents were interviewed and their experiences of consenting or not consenting to donate
their child’s organs after the child’s death were described. Thematic analysis was used to
analyse the qualitative data in the study.

A brief description of the studies is provided in Table 35.

A focus group was commissioned specifically for this guideline in order to include the views
of children and young people with life-limiting conditions and direct experience of the health
service in the UK on end of life care. However, due to ethical and practical reasons, the
Committee decided not to directly ask children and young people living with life-limiting
conditions about tissue or organ donation during the focus group interviews. Therefore this
topic was not covered in this research.

Full details of the review protocol are reported in appendix D. The search strategy created for
this review can be found in appendix E. A flowchart of the study identification is presented in
appendix F. Full details of excluded studies can be found in appendix H. Evidence from the
included studies is summarised in the evidence tables in appendix and in the GRADE
profiles below and in appendix J. For presentation of findings, 2 theme maps were generated
according to the themes emerged from studies (Figure 7 and Figure 8).

The mapping part of the review was drafted by 1 researcher, but the final framework of
themes was further shaped and when necessary re-classified through discussions with at

© National Institute for Health and Care Excellence 2016
202



End of life care for infants, children and young people: planning and management

Shared decision-making and Advance Care Planning

least 1 other researcher. Due to the qualitative nature of these studies, evidence is
summarised in adapted GRADE-CERQual tables within the evidence report. Therefore no

separate appendix is provided for this.

6.3.4 Summary of included studies

A summary of the included study is presented in Table 35.

Table 35: Summary of included studies

Hoover 2014  Interviews n=13 parents (11
consented to
donate their
child’s organs, 2
did not consent)

This study reported on 2 main themes/categories:

To describe parents’ e Parents were
experiences of organ recruited from a

donation decision- single children’s
making in the case of hospital in the
donation after Western US.
circulatory e The majority of
determination of parents (11/13)
death. were European

American and
Christian (9/13).

o factors that contributed to parents’ decision-making regarding the donation of their child’s

organs

o factors that facilitated their communication with the healthcare professionals about their
child’s organ donation, or those that could improve their experience in the process.
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Clinical evidence

The clinical evidence profile for facilitators and barriers for organ and tissue donation of the child or young person living with life-limiting
conditions is presented in Table 36 and Table 37 (adapted GRADE-CERQual tables for qualitative findings).

Theme maps: Figure 7 and Figure 8

Figure 7: Theme map 1: Individual reasons/factors contributing to organ donation of the child

Honouring the child's preference

Confusion about viability of

/ organs

Making something good

~

PARENTAL DECISION ON
THEIR CHILD’S ORGAN
DONATION

—

Protecting the child's body the unexpected death of their

~~ Shock and difficulty coping with
‘ child

Helping the child to die peacefully
(discomfort with prolonging dying,
understanding of how donation
would impact the time of death)
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Figure 8: Theme map 2: Compassionate and sensitive care

Spend time with parents and
show compassion

Accommodate requests; be
sensitive to parents' distress and
provide privacy at the time of

death \

COMPASSIONATE AND
SENSITIVE CARE;
INFORMATION PROVISION

Provide relevant information (e.g., —
unknown time to complete
donation match, be honest)

Approach as early as possible to
allow time for consideration
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6.3.5.2 Evidence summary

Table 36: Summary of evidence (adapted GRADE-CERQual): Theme 1 — Individual reasons/factor

Subtheme 1: Factors that contributed to parental decision-making

1 study 1 study used In 1 study where parents were interviewed they reported Limitation of Minor LOW
(Hoover 2014) interviews reasons that contributed to their decision of donating their child’s  evidence limitations

organs after the child’s death. These included: Coherence of Coherent

findings

Wanting to making something good out of the tragedy of Applicability of Unclear

their child's death: evidence

"I mean she meant a great deal to us, and | loved her with -

everything in me, but | wanted her to be able to make more of an S:tﬁgggﬁy or Uine e

impact on somebody else's life by being able to donate,
something that we would save somebody, you know?"

Similarly, another parent explained:

"That was largely my reasoning for organ donation, because |
was going to make sure that something good could come out of
a tragedy."

Wanting to honour their child's preferences:

In addition to parental desire to help others, many believed that
their child would have wanted to help others. One parent shared,
"I think this is what she had wanted me to do for her."

"I know what | need to do. I've had this conversation with my
son. | know what needs to be done.”

“If he were able to talk, then he would have totally said, 'take
everything." | know that."

In the decision to consent to donate, their child's stated
preferences were honoured.
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Confusion about viability of organs:

Several families had some difficulty understanding whether or
not their child could donate certain organs due to the trauma
they had suffered.

"And it went over across our mind a little bit such trauma that |
don't think that it would have been good at that point, you know,
because they had to do CPR on her several times, | just didn't
feel that that was the way to go, but | wanted to do her kidneys
and her liver."

In contrast, some parents assumed that donation was medically
viable and then learned that it was not. Parent cited:

"I mean [age] healthy younger girl, | mean you'd think after, you
know, if someone needed a heart that that wouldn't-but | guess it
has to be pretty, those things have to be pretty, they have to
pretty careful."

Another parent expressed her distress about learning that some
organs could not be donated for transplantation.

"l only thing | remember is that doctor...had told me that her
body went without oxygen for so long that they would be afraid
that they were too tainted to put into somebody else and so that
they couldn't use her organs, and | remember that upset me,
and | started crying."

Wanting to protect their child's body:

Another factor that influenced parental decision-making was the
desire to protect their child's body.

"Because she she'd be through too much." ...."When you're in
this situation you're thinking, '‘okay, she's going to have this
casket and she's going to be in there, and | want her to be as
pretty as she can for as broken and bruised as she is."
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Parents' desire to protect their child's body also influenced
parents to limit specific organ donation. Many parents wanted
their child's dead body to be "whole."

Wanting to help their child die peacefully:

This influenced how long parents were willing to maintain life
support. When considering how to donate, some parents had
discomfort regarding prolonging dying while seeking potential
recipients.

"just trying to get it done quick. We just didn't want to drag it
out."

Shock and difficulty coping with the sudden unexpected
death of the child:

The factors that influenced the decision-making process
revolved around the child's unexpected and sudden death.
Parents emphasised their shock and difficulty coping with the
sudden unexpected death of their child.

"partially you never really think your kids are going to go before
you. So you never think about it."

Another parent, when asked about the most difficult part of the
decision to donate, she stated "letting her go."

Donation as meaningful contribution:
"She's living on in somebody else."

Some parents expressed that donation to research was less
satisfying:

"l would definitely rather it goes to somebody than [be] used for
research. But they also need research to make things better and

to help somebody else.. [but], when it's used for research, it's
done."
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Table 37: Summary of evidence (adapted GRADE-CERQual): Subtheme 1 — Compassionate and sensitive care; information provision

Subtheme 1: Compassionate and sensitive care; information provision

1 study 1 study used Parents interviewed in 1 study offered recommendations about Limitation of Minor LOW
(Hoover 2014) interviews the donation process for healthcare professionals (HCPSs) evidence limitations
involved in the process. Parents’ recommendations were based

on their experience and included those: Coherence of Coherent

findings
Informed by positive experiences:

N . Applicability of Unclear
e accommodate requests, such as spending time with deceased bp y

child after donation procedure evidence
e HCPs spending time with parents and show compassion Sufficie_ncy or Unclear
o allow parent to stay with their child throughout hospital saturation

experience

e appreciate parents' preferences about organ donation; provide
relevant information and updates, not providing irrelevant
information; communicate honestly.

Informed by improvable experiences:

¢ be sensitive to parents' distress and provide privacy at the time
of death

e approach as early as possible to allow time to consider donation

¢ provide information about unknown time to complete donation
match

o follow-up to see if parents want to make changes about
donation preferences after parents provide initial consent

e provide information about success rates and need for organ
donation online

e provide information about what kind of research is conducted
with donated organs.
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Economic evidence

No health economic evidence was found and this question was not prioritised for health
economic analysis.

Evidence statements

Factors that contributed to parental decision on their child’s organ donation

In 1 study where parents were interviewed, they reported several individual factors
contributing to parental decision-making regarding whether to donate their child’s organs (low
quality evidence). These included:

¢ making something good

e honouring the child’s preference

e confusion about viability of organs
¢ protecting the child’s body

¢ helping the child to die peacefully.

Compassionate and sensitive care

In 1 study where parents were interviewed, they recommended that communication about
organ and tissue donation should be delivered in a compassionate and sensitive way, as this
would be helpful for them when approached and asked to make their decision. Specifically,
their recommendations included:

e accommodating parents’ requests

¢ allowing parents time to stay with their child throughout the hospital experience
e appreciating parents’ preferences

o following up to check whether parents want to make changes to these.

They also recommended being approached as early as possible about organ and tissue
donation, and providing information about the unknown time to complete donation match. (All
the evidence was low quality).

Linking evidence to recommendations

Relative value placed on the themes considered

The Committee agreed that all themes identified during the protocol stage were important to
this review. These themes included the perspectives and experiences of the parents/carers
of the children and young people living with life-limiting conditions, the children or young
people themselves, and the healthcare professionals involved in end of life care. It was
agreed that perspectives from different populations would each provide an important,
informative and unique angle to this topic.

Consideration of clinical benefits and harms

The evidence identified suggested a number of factors that contributed to parents/carers
decision-making regarding whether to donate their child’s organs or tissues. It also identified
several factors that parents reported helpful in the process, if appreciated and
accommodated by healthcare professionals. The Committee thought that the evidence was
in accordance with their clinical observations, particularly with regard to the emotional impact
that organ donation can have (as in the theme ‘making something good’). They commented
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that organ and tissue donation was about the wishes of the child and the parents or carers.
The fact that many families asked in retrospect whether their child would have been suitable
for donation suggests that good communication and information provision is important and
beneficial in this process. Only through this could families’ wishes or desires for their children
to become organ and tissue donors be identified and discussed, and the appropriateness of
organ and tissue donation be assessed and explained.

The Committee commented that because organ and tissue donation is an emotive topic and
because of the complexities involved when a child with life-limiting conditions is approaching
the end of life, healthcare professionals should explore the possibility of organ and tissue
donation with the parents or carers in a sensitive and compassionate way, noting that it may
not always be appropriate to ask parents or carers about this.

The Committee commented that it is important to find out whether the child is able to be a
donor before raising the issue with the child or young person or their parents or carers. If a
request has already been made by the parents or carers, it is important to establish whether
donation is possible given the child’s circumstances and the other wishes around end of life
care. The Committee considered it important to discuss with the child or young person as
appropriate, and their families or carers, whether or not they could donate. When necessary,
the specialist nurses for organ and tissue donation should be involved to help develop and
convey the information, as some conditions or circumstances could preclude the possibility of
organ and tissue donation.

The Committee noted that solid organ donation could only take place if death occurred in a
setting able to provide appropriate clinical care for this during and after death. They also
noted that, in reality, most child donors are among those who die of trauma rather than those
living with life-limiting conditions, because organ and tissue donation is more difficult to
proceed with outside a paediatric intensive care unit. Therefore tissue donation could be
considered and may be more appropriate under certain circumstances. However, the
Committee noted that the families’ choices around end of life care, including choices around
place of care or death, should be absolutely respected and consideration around donation
should not override a decision about treatment and place of care. In addition, the Committee
noted that information about the possibility of organ or tissue donation should be provided to
families whose children receive end of life care in different settings, including those who
choose to receive end of care at home or in the community.

When, after consideration, organ or tissue donation is not possible, the Committee concluded
that healthcare professionals should clearly explain the reasons to the child/young person (if
appropriate) and their parents or carers. The parents or carers should also be alerted to any
possibility of tissue donation or donation of samples for research.

When organ or tissue donation might be possible, the Committee concluded that healthcare
professionals should discuss with the child or young person (if appropriate) and their parents
or carers whether the choice would have an impact on the care plan or place of care for the
reasons mentioned above. Involving the organ donation team, the child or young person and
their parents or carers should also be informed of the practical policies and procedures for
organ and tissue donation. The Committee also noted that emotional support should be
provided throughout the process, and this could be done by encouraging the child or young
person or their parents or carers to discuss how they feel about organ or tissue donation. As
suggested by the evidence, a family’s wishes could change in the process and any change
should be explored, noted and respected.

The Committee also discussed the circumstances where the child or young person lacks the
capacity to make the decision. They agreed that parents or carers should be allowed to be
the decision-maker regarding the child’s organ or tissue donation, with the pre-condition that
this was not against the best interest of the child or young person. However, they noted that
if the child or young person’s interest was compromised, then the donation should not
happen.
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The Committee noted the possible influence from the family’s cultural and religious
background in this context. They agreed that awareness of this should be raised in different
care settings, and faith representatives from the community where the families came from
could be involved in the communication as well. However, it was important not to see faith or
religion as a barrier to donation.

Quality of evidence

The quality of evidence ranged from moderate to low in this review. Evidence was
downgraded mainly because of a lack of all relevant perspectives. Only experiences of
mothers who had lost a child due to life-limiting conditions were interviewed and alll
participants were of one particular religious background. No studies were identified that
explored the opinions of children or young people or of healthcare professionals. It was not
clearly reported whether data saturation in the data analysis was achieved.

Economic considerations

Organ and tissue donation is provided on the NHS and is considered cost effective.
However, the primary purpose of the guideline recommendations was not to increase the
number of organ donors but rather to set the framework for discussing whether it is an
option, and the practicalities, if so, in order that the preferences of children, young people
and their families can be met. There are small costs associated in facilitating these
discussions and the provision of relevant information, but the Committee considered these
worthwhile in order to ensure that the wishes of the child, young person and their parents or
carers were fulfilled as far as possible, and that where donation was not possible, the
reasons were clearly explained.

Other considerations

The Committee was aware of the guidance on effective communication contained within the
NICE guideline on Patient experience in adult NHS services as well as NICE guidance on
Organ donation for transplantation. The Committee was also aware that the UK Donation
Ethnics Committee had developed related guidance on this topic (Academy of Medical Royal
Colleges 2015). General principles stated in that guidance were discussed and incorporated
into recommendations where appropriate. The Committee considered these
recommendations and how they apply to this guideline’s population and some
recommendations were based on Committee members’ clinical experience, expert opinion
and existing guidance.

Whether to draft a research recommendation was considered by the Committee, but even
though the evidence was limited they concluded that there is sufficient guidance on organ
donation already published which can be adapted to this guideline’s population. The topic
was therefore deprioritised.

Key conclusions

The Committee concluded that discussions of organ and tissue donation should focus
primarily on the wishes of the child or young person and their parents or carers. Their wishes
should be respected and followed up to check whether they changed as circumstances
changed. Information about organ and tissue donation should be provided at an early stage
so families could consider it properly. Organ donation could not occur in all settings, and this
should be communicated to families and planned in advance. The advice and support of the
organ and tissue donation team should be utilised in the provision of information and
assessment of the appropriateness of the organ donation. The decision for organ or tissue
donation should not override decisions about treatment, and should be separated from
decisions about treatment withdrawal. All decisions should be made in the best interest of the
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child, which is understood to include respect for their wishes and values, as well as their
direct clinical interests.

6.3.9 Recommendations

44. For information on organ donation (including donor identification and consent,
and when and how to discuss the topic), see the NICE guideline on organ
donation for transplantation.

45. Talk to the child or young person and their parents or carers about organ or
tissue donation, and explore their views and feelings on this.

46. Explain to the child or young person and their parents or carers which organs or
tissues (if any) it may be possible to donate.

47. Involve the organ donation service if needed. If organ or tissue donation is not
possible, explain why.

48. If the child or young person is eligible to donate organs or tissue, ask them if they
and their parents or carers (as appropriate) would like to discuss this, and if so:

e provide written information if needed

¢ discuss how deciding to donate could affect their care, for example by
changing their place of care and place of death

e explain the practical policies and procedures involved.

49. If the child or young person does not have the capacity to decide about organ and
tissue donation, ask their parents or carers to make the decision.
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Provision of care

Multidisciplinary teams

Review question

In infants, children and young people living with life-limiting conditions, what is the
clinical and cost effectiveness of receiving care from different models of MDT care
including team composition and working arrangements?

Introduction

Children and young people with life-limiting conditions have multiple needs which are
addressed by a variety of healthcare professionals. There are often other multidisciplinary
teams (MDTSs) already involved with the child's care before the palliative care team become
involved. As a result, as the child enters their end of life phase there is often a merging of
different teams.

The question then arises as to who is required within a defined MDT to help each child

through this aspect of their journey. There may be a need for additional clinical input, but
many members of the original MDT may no longer be required to have an active role and
may therefore need to adopt a supportive function and be called in only when necessary.

With the large variation in the composition of MDTSs, this brings up the question of what
would represent an ideal MDT. This is of increasing importance as commissioners of
services and service development need to be assured of the cost effectiveness of any
defined MDT, balanced with the welfare of the child and support for his or her family. Finally,
we must address the issue of whether the cost of developing a defined MDT is economically
viable and whether the services could be run instead through separate, independent input.

Description of clinical evidence

The aim of this review was to determine the effectiveness of a child or young person
receiving care from a defined MDT of a particular composition compared with one of a
different composition, or receiving care without a defined MDT, during their years of living
with a life-limiting condition. Evidence was sought which compared different MDT
compositions.

No relevant studies were identified to meet the inclusion criteria for this review and therefore
no evidence table was generated. Studies were excluded mainly because they were opinion
pieces or narrative reviews without data analysis, with another study excluded because it
was a non-comparative description/evaluation of a supportive programme in paediatric
palliative care. This study mainly reported on the services received by children and young
people involved in the supportive programme which was not of interest to this review, and
therefore it was excluded. Published abstracts were also checked due to the scarcity of
evidence, but none met the inclusion criteria.

Full details of the review protocol are reported in appendix D. The search strategy created for
this review can be found in appendix E. A flowchart of the study identification is presented in
appendix F. Full details of excluded studies can be found in appendix H.

Summary of included studies

No evidence was found which met the inclusion criteria for this review.
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Clinical evidence

No evidence was found which met the inclusion criteria for this review.

Economic evidence

This question was prioritised for health economic analysis, but no evidence was found. The
Guideline Committee anticipated that the composition of the MDT would depend on the
individual characteristics of the child or young person, and therefore a cost analysis of
alternative MDT configurations was not undertaken.

Evidence statements

No evidence was found which met the inclusion criteria for this review.
Linking evidence to recommendations

Relative value placed on the outcomes considered

Critical outcomes considered by the Committee were:
e prevention of unplanned hospital admissions

e quality of life of the child or young person

¢ quality of life of the parent or carer.

Important outcomes were considered as:
¢ discharge time
e satisfaction of the child or young person

e satisfaction with care of the parent or carer (for example level of care and Improved
communication)

e control of symptoms (pain, dyspnoea, nausea/vomiting).

Consideration of clinical benefits and harms

Despite the absence of clinical evidence, the Committee unanimously agreed on the
importance of MDT working arrangements for the care of children and young people living
with life-limiting conditions throughout the course of their lives. Team working could ensure
that the appropriate healthcare professionals and other agencies required were involved in
the care of the child or young person, and that there would be effective and coordinated care
strategies in place. The MDT composition and arrangements needed for each child and
young person will differ and the needs of each individual would probably change during the
course of the illness. The key consideration of the Committee was that needs will arise as
early as when the life-limiting illness was diagnosed, and that MDT working arrangements
should be in place throughout.

The Committee considered that children with life-limiting conditions would (like others with
chronic illnesses) be looked after by an MDT with expertise in managing their specific
condition. However, the team would also need to include expertise in those aspects of the
condition specific to the life-limiting nature of their disease, for example discussing early in
the course of their illness the nature of the condition and making an Advance Care Plan, if
appropriate. The team involved in their care would inevitably change in different care
settings, if, for example they were admitted to hospital, or if they were to be cared for in an
intensive care setting. In those who were approaching the end of life, or who were actually
dying, the healthcare professionals and others in the MDT would inevitably change once
more, in particular to include professionals with specific expertise in the management of end
of life care. The Committee agreed that the essential consideration throughout the child or
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young person’s life was that there should be continuity during such changes, and that there
should always be a team of appropriate and clearly identified individuals who know the child
or young person and their parents’ or carers as members of the team. Clarity of
communication with the parents or carers and between members of the team were also
considered centrally important. The Committee considered that effective care via the MDT
could assist in effective management, for example by avoiding unnecessary repeated
hospital visits and potentially by avoiding the need for hospital admissions.

The Committee discussed the general principles for the composition of expertise in MDTs.
They agreed that the MDT should involve relevant professionals from different disciplines,
depending on the needs of the individual child or young person. As the child or young person
approached the end of life, involvement of those with expertise in paediatric palliative care
may be increasingly important. If needed, the Committee considered that the MDT would
need to be wider than healthcare and may also include allied healthcare, social care,
education and the voluntary sector, as well as religious and spiritual support. Involvement of
these individuals would depend on the needs of individual child or young person and their
parents or carers, especially towards the end of life.

The Committee also discussed the mechanism by which MDTs could work effectively with
the child or young person and their parents or carers. They thought it was essential to inform
the child or younger person and their parents or carers of which healthcare professionals are
on the team and what their roles are in relation to the child or young person’s care. This
information, as well as relevant contact details, should also be provided in writing. If there are
changes happening to the care or care settings, depending on the child or young person’s
prognosis of disease and stages of care, the child or young person and their parents or
carers should be informed as to how the membership of the MDT could change accordingly
during the disease trajectory, in order to accommodate the needs involved.

The Committee considered that it was essential to nominate a named co-ordinator to be the
first point of contact throughout the end of life care, right from the point when an MDT was
established. This could not only facilitate the access of the child or young person and their
parents or carers to the MDT, but also improve the communication and coordination among
healthcare professionals at different stages. However, the Committee noted the difficulties in
naming a specific healthcare professional for different MDTs because of the variety of life-
limiting-conditions and disease trajectories, and the changes needed accordingly during the
course of end of life care. They noted the need to involve the GP throughout the process as
they are likely to already be involved with the family, be recipients of outcome letters from alll
specialists, and have a significant role in bereavement support for the whole family.

The Committee also discussed the importance of involving the child or young person and
parents or carers in MDTs. They recommended that young people and their parents or
carers should be offered the opportunity to participate in end of life care MDTs. They also
thought that, where possible, children and young people and their parents and carers should
be asked which professional group they would like to be involved in the end of life care
MDTs. This would depend on the individual needs and circumstances of the child or young
person and their parents or carers, and it was recognised that the extent of involvement
might vary and would be led by the wishes of the child or young person and their parents or
carers.

Economic considerations

The Committee considered that MDTs were important to ensure that all relevant healthcare
professionals and agencies involved in the care of the child or young person would, by
working as a team, promote effective and coordinated care. The Committee noted that an
MDT was not necessarily more resource intensive in terms of staff time than more
independent approaches, and that better coordination of services and care can lead to
improved efficiency, of which better outcomes for the child or young person is an important
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part. The Committee also noted that MDTs are routinely used in the NHS for the
management of chronic conditions.

Quality of evidence

No clinical evidence was found for this review question.

Other considerations

The Committee concluded that in the absence of relevant evidence, they would make
recommendations that were based on Committee members’ clinical experience, expert
opinion and existing guidance.

Finally, the Committee discussed whether a research recommendation should be drafted for
this topic. They concluded that research would be very difficult to conduct, because of the
variety of possible team compositions. They also agreed their experience and expertise were
sufficient on which to base their recommendations on. The topic was therefore deprioritised.

Key conclusions

The Committee emphasised that it was critical to have in place an MDT appropriate to the
needs of the child or young person throughout the course of any life-limiting condition. They
thought the establishment of an MDT could be as early as when the life-limiting condition is
diagnosed in some cases, and that it should otherwise be formed when the need for it arises.
The Committee recommended that professionals from different disciplines should be
involved in the MDTSs, depending on the individual needs of the children and young people,
and their families/carers. They also concluded that the composition of the MDTSs, the roles of
the healthcare professionals in the team, and possible changes of the MDT composition
during the trajectory of diseases should be communicated to the child or young person and
their parents or carers. It was considered essential to have a named care coordinator to be
the first point of contact, with a deputy to cover absences. The Committee concluded that it
was important to involve the child or young person with life-limiting conditions, where feasible
and according to their wishes, and it was essential to involve parents or carers in the MDT
and seek their opinions about which professional group should be involved in the child or
young person’s care where possible, depending on their individualised needs.

Recommendations

50. Children and young people with life-limiting conditions should be cared for by a
defined multidisciplinary team.

51. As the child or young person's circumstances change (for example if they change
from having care primarily to manage their condition to having end of life care),
the membership of the multidisciplinary team should be adjusted accordingly.

52. Depending on the needs of the child or young person, the multidisciplinary team
may include:

¢ healthcare professionals from primary, secondary or tertiary services,
including specialists in the child's underlying life-limiting condition,
hospice professionals and members of the specialist palliative care team
(see recommendation 53)

e social care practitioners
¢ education professionals
e chaplains
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¢ allied health professionals (for example physiotherapists, occupational
therapists, and psychological therapists).

53. The specialist paediatric palliative care team should include at a minimum:
e a paediatric palliative care consultant
e a nurse with expertise in paediatric palliative care
e a pharmacist with expertise in specialist paediatric palliative care

e experts in child and family support who have experience in end of life
care (for example in providing social, practical, emotional, psychological
and spiritual support).

54. Involve the specialist paediatric palliative care team if a child or young person has
unresolved distressing symptoms as they approach the end of life (see
recommendation 53 for who should be in this team).

55. Explain to children and young people and their parents or carers:

e who the multidisciplinary team members are and how they are involved
in their care

e how the multidisciplinary team membership will change if the care that is
needed or the care setting changes.

56. Think about involving children and young people and their parents or carers in
multidisciplinary team meetings (when appropriate).

57. Think about having a named individual from the multidisciplinary team to act as a
first point of contact for the child or young person and their parents or carers.

58. Every child or young person with a life-limiting condition should have a named
medical specialist who leads on and coordinates their care. Explain to the child or
young person and their parents or carers that their named medical specialist may
change if the care that is needed or the care setting changes.

7.2 End of life care around the clock

7.2.1 Review question

What is the effectiveness of day and night specialist telephone healthcare
professional support or parents/carers support, day and night community nursing
support, and the combination of the 2 for the needs of infants, children and young
people with life-limiting conditions, and for the needs of their family members and
carers during this time and after death as part of service delivery?

7.2.2 Introduction

Children and young people with life-limiting conditions often require complex management
from a medical and nursing point of view. The rarity of many conditions means that those
providing primary care may not have much knowledge of the natural history or management
of these illnesses. Primary care physicians may only deal with the death of 1 or 2 children or
young people in their career, and so may be concerned about their abilities to manage such
cases. Adult community nursing services have well-defined structures for managing older
adult patients with terminal illness at home, but they are often worried about their ability to
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deal with younger adults. Community children's nursing provision is variable throughout the
country, and many teams struggle to provide round-the-clock care for terminally ill children.

In this section, we look at the evidence (or lack of evidence) for the effectiveness of round-
the-clock specialist telephone healthcare professional support. The support can be either
medical or nursing, and can be provided not only to the healthcare professionals in the
community, but also to the parents or carers of the child. We also consider the benefits of
providing round-the-clock community nursing support to the child or young person and their
parents or carers both during the terminal phase of the illness and after death.

Throughout this discussion we need to consider the medico-economic costs and benefits of
providing care in the community compared with the hospital environment.

Description of clinical evidence

There were 3 objectives of this review. First was to assess the effectiveness of day-and-night
specialist telephone support from healthcare professionals for parents and carers who are
providing for the needs of children or young people living with life-limiting conditions. Second
was to assess the effectiveness of day-and-night community nursing support services in
providing for the needs of children and young people living with life-limiting conditions, and
the needs of their families and carers. The third objective was to assess the effectiveness of
a combination of day-and-night telephone support plus community nursing support, in terms
of how they provided for the needs of children and young people living with life-limiting
conditions and their families andcarers.

Systematic reviews of randomised control trials (RCTs), RCTs, cohort studies and
uncontrolled studies were searched for inclusion for this review. For interventions, we looked
for studies that specifically examined the effectiveness of day-and-night specialist telephone
healthcare profession support and/or day-and-night community nursing support. No directly
relevant clinical study comparing day-and-night telephone advice and/or day-and-night
community nursing versus no such services was identified.

One systematic review (Bradford 2013) on home-based telehealth was identified and its
included studies on paediatric patients were cross-checked. Individual studies included in
this systematic review that had been carried out among paediatric patients were checked,
but none of them specifically examined the effectiveness of day-and-night specialist
telephone advice from healthcare professionals, nor was day-and-night community nursing
support; therefore none were included in this review.

We found no evidence on day-and-night community nursing support or the combination of
day-and-night specialist telephone advice and day-and-night community nursing support.

Full details of the review protocol are reported in appendix D. The search strategy created for
this review can be found in appendix E. A flowchart of the study identification is presented in
appendix F. Full details of excluded studies can be found in appendix H.

Summary of included studies

No evidence was found which met the inclusion criteria for this review.

Clinical evidence

No evidence was found which met the inclusion criteria for this review.

Economic evidence

A global health economic search was undertaken across the whole guideline. This identified
a total of 4,156 papers. After reviewing titles and abstracts, 38 full copies were obtained as
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potentially relevant to the questions under review in this guideline. A single health economic
paper (Noyes 2013) was identified from this search as relevant to the review question on
day-and-night community nursing support and day-and-night specialist advice. This paper
estimated an additional cost of £336,000 per year (or £14,000 per child) to provide 1 week of
day-and-night end of life care at home to 24 children in North Wales. This paper is reviewed
in more detail in appendix K on Health economics.

A costing model was produced for this guideline to compare the costs of a day-and-night
community nursing support and day-and-night specialist telephone advice for children and
young people receiving home care and approaching the end of life. This model is briefly
summarised below but is described in full in the Health economics chapter (see appendix K).

The model was developed in Microsoft Excel® and sought to compare the costs of providing
day-and-night community nursing support and day-and-night telephone specialist advice to
children and young people being cared for at home and approaching the end of life with an
alternative of inpatient hospital care. Model inputs could be varied as part of a ‘what-if’
analysis in order to assess the cost impact with different service configurations. The
population covered by the service could also be varied to reflect that it has been suggested
that such services would typically need to be provided for populations much bigger than
those usually served by Clinical Commissioning Groups (CCGs). In addition, the Committee
thought that although the service would typically be used for a relatively short period, there
would be considerable variation in duration between different children and young people.
Thus the mean duration of use of day-and-night services was highly uncertain and the ‘what-
if approach allowed the implications of different service durations on costs to be explored.

The base case costing was based on commissioning for a population of 1.5 million, of which
337,500 were aged 0 to 18 years, as an independent report (Palliative Care Funding Review
2011) suggested that this was likely to be an optimal population when commissioning
palliative care services for children and young people. Staffing levels in the base case
analysis reflected those used in a published cost exemplar (Noyes 2013) although a small
amount of consultant paediatric input was additionally included for the provision of specialist
telephone advice. The base case costing assumed a mean duration of 3 weeks for use of a
day-and-night community nursing support and day-and-night specialist telephone advice
service.

The model suggested that the cost of providing a day-and-night service for a population of
1.5 million would be £439,000 (£8,699 per child using the service). However, the model
suggested that it would provide a net saving when compared with an alternative of inpatient
care on a paediatric ward, costing £1,026,000 (or £20,265 per child).

In the published cost exemplar (Noyes 2013) the population was considerably lower than
1.5 million and just 24 children used day-and-night service per year. A sensitivity analysis
was undertaken using this lower population and this suggested that day-and-night services
would remain cheaper, providing the mean duration of service use was 17.5 days or more.
With a duration of less than 17.5 days the costs of providing a day-and-night service were
not completely offset by savings from reduced hospitalisation.

In order to populate the model and to assess the validity of the results, we were able to
obtain data through a Committee member on the day-and-night community nursing service
and day-and-night telephone specialist advice operated by the East Anglia Children’s
Palliative Care Managed Clinical Network (MCN). This service was available across 11
CCGs covering a population of 3 million people, including just over 700,000 children. They
reported that the managed clinical network had a Band 5 network co-ordinator working 22.5
hours per week (£16,000 per annum) but their duties would extend beyond activities relating
to a day-and-night service. In the 2014/15 business case produced by the East Anglia
Children’s Palliative Care MCN to support their continuation, they reported that the annual
cost of providing “specialist medical advice at all times” (a day-and-night specialist telephone
advice service) would be £10,000 per annum. This was based on a trial period with an
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on-call rota of 4 specialists (3 paediatric consultants and 1 nurse consultant). They
separately reported that their day-and-night specialist telephone advice service is now
delivered by an on-call rota of 5 specialists (4 paediatric consultants and 1 consultant nurse)
and that the total cost of the MCN specialist on-call telephone service for 2015/16 was
£4,150. This figure is substantially less than the cost of day-and-night specialist telephone
advice derived from our base case costing and for a much larger population. This would
seem to suggest that the cost model may over-estimate the costs of providing such a service
in practice.

They also report that the 2015/16 Symptom Management Nursing Team budget for 8 Band 7
nurses was £554,000 and that 6 Band 7 nurses patrticipated in the out-of-hours on-call rota.
They reported that the fixed cost of having a Band 7 nurse on standby out of hours was
£16,425 per year; however, in addition the on-call team worked 295.75 hours overtime
associated with work delivered while on call, which was paid at ‘time plus 30%’. This does
not suggest that the cost model has under-estimated the staffing costs of providing day-and-
night community nursing support based on the service configuration in East Anglia Children’s
Palliative Care MCN.

It should be noted that both the volume of out-of-hours calls for day-and-night specialist
telephone advice and the number of out-of-hours visits made in response to those calls is
relatively small, even across this relatively large population. So for example, in 2015, 126
out-of-hour calls were made to the Symptom Management Nursing Team and only 56 hours
of out-of-hours visits were made in response to those calls. Most of the out-of-hours calls
were addressed with a telephone response from the community nurse specialist.

Evidence statements

One cost analysis reported that providing 1 week of day-and-night community nursing
support and day-and-night specialist advice cost £14,000 per child. This was assessed as
applicable with major limitations.

Original ‘what-if analysis conducted for the guideline suggested that providing 3 weeks of
day-and-night community nursing support and day-and-night specialist advice for a
population of 1.5 million could save £11,072 per child compared with hospitalisation. This
was assessed as applicable with major limitations.

Linking evidence to recommendations

Relative value placed on the outcomes considered

The critical outcomes considered by the Committee were quality of life of the child or young
person and their families or carers, and satisfaction with the care of the child or young person
and their families or carers. Change in health resources utilisation, change in level of
distressing symptoms, and change requirement for home visits by nurses were rated as
important outcomes.

Consideration of clinical benefits and harms

The Committee discussed the importance of enabling the child or young person to be cared
for at home if this was their preference and that if their parents or carers. However, during
the discussion of this topic it was also acknowledged that there may be clinical or other
circumstances where it is not in the child or young person’s best interest to be looked after at
home. In this respect the Committee also referred to the evidence from the interviews
conducted for this guideline by Together for Short Lives in which children were realistic about
having to go to hospital if this is hecessary, even if it goes against their preference.
Sometimes the move from home to an institution relates to unmet needs in the community,
unsuccessful symptom management or, most specifically, unsuccessful pain control.
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Balancing these options at the end of life is not straightforward, because children with life-
limiting conditions may have complex needs that, even with the best day-and-night care, may
not be met in their home. It is important to acknowledge that these preferences can change
with time and may need to be revisited. Identifying the place that can provide care that is in
the best interest of the child or young person while respecting their and the parents’ wishes is
therefore critical, and will have to be discussed in advance and documented in their Advance
Care Plan. The role of a child or young person’s hospice should also be considered, as they
may be able to meet needs for nursing and medical care while avoiding the need to be cared
for in a hospital environment. In particular, hospices often have more experience of symptom
management (see chapter 9, Managing distressing symptoms).

Economic considerations

No evidence was found in the review with respect to the effectiveness of day-and-night
community nursing support and day-and-night specialist telephone advice for children and
young people receiving home care and approaching the end of life. This is not surprising
given the context in which such services would be provided. Nevertheless, it is reasonable to
assume that day-and-night services provide net benefits, as it facilitates home care where
that is the preferred place of care and death.

The Committee was aware of a number reports supporting the provision of day-and-night
services which helped inform guideline recommendations. In the End of Life Care strategy
(Department of Health 2008) it was stated that “Primary Care Trusts and Local Authorities
will wish to consider how to ensure that medical, nursing and personal care and carers’
support services can be made available in the community 24/7”, and “that provision of day
and night services can avoid unnecessary emergency admissions to hospital and can enable
more people at the end of their life to live and die in the place of their choice”. An
independent report (Palliative Care Funding Review 2011) recommended that “Community
services should be built up, to provide 24/7 access to community care across the country.
Availability of 24/7 care in the community is crucial to enable people to be cared for at home
if they wish to do so.”

There are approximately 39,000 children or young people in England with a life-limiting
condition. Of these, it is estimated that 18,000 per year would be receiving some form of
palliative care. The Committee agreed that the provision of day-and-night community nursing
support and day-and-night specialist telephone specialist advice would predominantly be for
a service for children and young people who are approaching the end of life and receiving
primary or secondary care. Using a published estimate (Lowson 2007) which suggested that
approximately 10% of children and young people in receipt of palliative care would die per
year, then in the region of 1,800 children and young people might be expected to make some
use of a day-and-night community nursing support and day-and-night specialist telephone
advice during the course of the year. This might be considered an ‘upper bound’ estimate of
the number of service users because not all children and young people with a life-limiting
condition will be receiving home care at the time of death. It is important to note that the
length of time that a child or young person would use home nursing services is anticipated to
be relatively short, typically a few days or weeks. Telephone services may be needed for
several months, but can cover a large geographical area so may be made more viable if the
service is commissioned for a whole region. These numbers represent a very small
population from a commissioning perspective, which will tend to limit the resource impact of
recommendations on such a service.

Due to the relatively small number of children and young people with life-limiting conditions, it
is generally recognised that the optimal population size for commissioning paediatric
palliative care services has to be much larger than the populations typically covered by
Clinical Commissioning Groups. A recently published review (Palliative Care Funding Review
2011) suggested populations of 300,000 to 1.5 million for commissioning levels for palliative
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care services. The review also stated that for children the population is more likely to be
closer to the maximum level.

In the absence of published evidence and limited information on actual service configuration,
a ‘what-if’ costing model was developed to allow different service configurations to be
assessed. The base case costing, with a mean duration of day-and-night provision of

3 weeks, suggested that day-and-night services would be cheaper than an alternative where
children and young people are cared for in hospital. This is because the costs of providing
day-and-night services are more than offset by savings from reduced hospitalisations over
this period. In the what-if analysis, day-and-night services remained cheaper, providing that
the cost of a hospital paediatric bed was more than £428 per day.

Clearly, the level of staffing was an important determinant of cost effectiveness, and if
staffing levels were increased a point would be reached where day-and-night community
nursing support and day-and-night specialist telephone advice services cease to be cheaper
than hospitalisation. However, data from the East Anglia Children’s Palliative Care MCN,
covering a population of over 700,000 children, suggested that, if anything, day-and-night
services could be provided with less staffing input per child using that service than was
assumed in the base case analysis. Given what was stated earlier regarding the preferences
of children and young people, a day-and-night service only has to demonstrate cost neutrality
for cost effectiveness to be established.

Quality of evidence

No clinical evidence was identified.

Other considerations

Due to the absence of evidence on clinical effectiveness in this review, recommendations
were mainly based on the experience and expert opinions of the Committee. Because health
economic analysis showed that day-and-night specialist telephone advice and day-and-night
nursing support would be cost saving, the Committee decided to recommend offering a
flexible and responsive day-and-night specialist telephone service and day-and-night nursing
support to children and young people who are approaching their last days or weeks of life
and are being cared for at home.

First, the Committee discussed which components are needed as part of the service to
provide round-the-clock care for terminally ill children. They agreed that a combination of
telephone support and home visits would be needed and the services should be delivered by
adequately trained staff with specific expertise in palliative care. They also discussed the
importance of being able to provide parenteral drug therapy for those receiving their care at
home. In particular, provision of support, training and equipment for subcutaneous infusions
of, for example, opioids or anti-seizure medications, would be important for some people.
They concluded that the composition of day-and-night services for those cared for at home
should include:

e specialist medical advice at any time
e paediatric nursing support at any time

e home visits for symptom management by a healthcare professional with expertise in
palliative care

e practical support and equipment for interventions such as oxygen, enteral tube feeding
and subcutaneous therapies.

In addition, the Committee noted that proactive planning during ‘office hours’ regarding the
care of the child or young person could have an impact on the care provided after hours.
They agreed that, when necessary, anticipatory planning during office hours should take
place so as to effectively manage symptoms that might arise when the child or young person
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was receiving care at home in their last days of life. However, they noted that extra support in
the community was also needed in circumstances where additional treatment may be
unexpectedly required for symptom management.

The Committee noted the importance of the local structure required to facilitate the proper
day and night service delivery when the child or young person living with life-limiting
conditions may be approaching the end of life and is receiving home care. They discussed
that local structures are usually charities and hospices, but many of them are not funded by
the NHS. They agreed that it was important to make sure that the child or young person’s
Advance Care Plan is up-to-date and shared appropriately with the members of MDT teams,
GPs, community nursing teams and ambulance services.

The Committee agreed that clinical networks in collaboration with care planning and service
delivery should be established so as to properly cover a population of an appropriate size,
and that these networks might aspire to formalised partnership working between the statuary
and voluntary sector.

The Committee discussed whether they wanted to prioritise this topic for a research
recommendation, but they concluded that their experience and their expertise provided
sufficient information on which to base their recommendations.

Key conclusions

Although there was an absence of evidence, the Committee strongly recommended the
provision of day-and-night service delivery for children and young people living with life-
limiting conditions when they approach the end of life and receive care at home. They
discussed the benefits that a day-and-night service could bring to those children and young
people and their parents and carers, and what should be in place to make this possible, such
as composition of the service delivery and skills needed, Advance Care Planning and
anticipatory prescribing. Local structures should be in place to allow the services to be
delivered, and collaboration needs to be established between clinical networks to cover the
population of appropriate size in each region.

They also acknowledged that the child or young person may need or wish to move between
settings in their last days of life. However, this choice needs to be balanced with careful
consideration of circumstances where hospital admission may be necessary and preferable
for all involved. Children and young people and their parents were found to be realistic about
this. This information needs to be communicated sensitively and decisions need to be made
in partnership and documented in the Advance Care Plan (see the chapter on Shared
decision-making and Advance Care Planning).

Recommendations

59. For children and young people with life-limiting conditions who are approaching
the end of life and are being cared for at home, services should provide (when
needed):

e advice from a consultant in paediatric palliative care (for example by
telephone) at any time (day and night)

e paediatric nursing care at any time (day and night)

¢ home visits by a healthcare professional from the specialist paediatric
palliative care team (see recommendation 53), for example for symptom
management

e practical support and equipment for interventions including oxygen,
enteral nutrition, and subcutaneous and intravenous therapies
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e anticipatory prescribing for children and young people who are likely to
develop symptoms.

60. Services should have agreed strategies and processes to support children and
young people who are approaching the end of life and are being cared for at
home. These services should be based on managed clinical networks, and should
collaborate on care planning and service delivery.

Rapid transfer

Review question

What services have to be in place to make rapid transfer available to take infants,
children and young people with a life-limiting illness to their preferred place of care in
their last days of life as part of service delivery?

Introduction

When a child or young person enters the last days of life it is sometimes necessary to
transfer them from one setting to another. This is normally from a hospital environment into
either the child or young person’s home or into a hospice. Many factors need to be
considered to be able to carry out a rapid transfer seamlessly. Any transfer is subject to
availability, even if there are long-standing advance plans already in place.

There are key issues to consider in terms of transport arrangements, and particularly
ambulance transfers, within the timescales necessary. In addition, there needs to be a good
care package in place and discussions regarding Advance Care Planning, parallel planning
and care after death need to be considered. Equipment and medications have to be readily
available in the location the child or young person is transferred to.

Management of the child or young person at home or in a hospice requires healthcare
professionals from a variety of services, as well as social and spiritual support. In complex
cases, the child or young person will require not only normal community support, but also
support from hospital specialist and paediatric palliative care healthcare professionals.
Throughout, we must also consider the needs of the parents or carers of the child or young
person.

We also need to consider the special issues raised around any plan to undertake
compassionate removal of a breathing tube (extubation) in the home or hospice. Success in
this requires close collaboration between several different teams who would often need to
work outside their normal environments. Parallel planning needs to be made in case the child
or young person survives after the extubation.

Throughout this process we must also not forget all the other needs of the child or young
person and their parents or carers.

Description of clinical evidence

The aim of this review was to determine the effectiveness of a rapid transfer programme
(including from neonatal or paediatric intensive care) compared with a standard transfer
programme or care without such arrangement in enabling children and young people with a
life-limiting condition to die in their preferred place of care and/or death.

As an integrated part of the rapid transfer programme, particular consideration was given to
children and young people who need compassionate extubation, including planned
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withdrawal of all life-sustaining treatment (for example non-invasive ventilation) in the
preferred place, and looking at what services should be in place to facilitate this.

The aim was to include systematic reviews of randomised controlled trials (RCTs), RCTSs,
cohort studies and uncontrolled studies, but no evidence was found which met the inclusion
criteria for this review.

Full details of the review protocol are reported in appendix D. The search strategy created for
this review can be found in appendix E. A flowchart of the study identification is presented in
appendix F. Full details of excluded studies can be found in appendix H.

Summary of included studies

No evidence was found which met the inclusion criteria for this review.

Clinical evidence

No evidence was found which met the inclusion criteria for this review.

Economic evidence
This review question was prioritised for economic analysis.

A systematic search undertaken for this guideline did not identify any relevant economic
literature relating to rapid transfer to take children and young people with a life-limiting illness
to their preferred place of care in their last days of life.

A costing model was produced for this guideline to compare the costs of providing a rapid
transfer service with an alternative where no such service was provided. This model is briefly
summarised below and is described in full in appendix K.

The model was developed in Microsoft Excel® and extensive use was made of 1-way and 2-
way sensitivity analysis to reflect the fact that considerable uncertainty existed with respect to
many model inputs.

Using the model’s default input values, the analysis suggested that a rapid transfer service
could be provided for an incremental cost of £700,000 per year based on a population of
3,600 children and young people in their last days of life and where transfer would be in
accordance of the wishes of the child and/or parents/carers, and both clinically appropriate
and feasible. However, one of the key areas of uncertainty was with respect to the size of the
population, and sensitivity analysis unsurprisingly suggested that the total costs of a rapid
transfer service was sensitive to the size of the population.

Another key input influencing net costs was the mean hospitalisation averted by rapid
transfer. Holding other model inputs constant at their default value, a threshold analysis
suggested that a rapid transfer service could become cost saving if the mean number of days
of hospitalisation averted by rapid transfer was 0.2 days higher than indicated in the base
case.

The modelling work undertaken for this guideline suggests that the population of children and
young people who would use a rapid transfer service to their preferred place of care in their
last days of life is relatively small. There is some uncertainty as to whether the service would
be cost saving or increasing at the individual level, but the relatively small population means
that the resource impact of providing such a service is likely to be fairly limited.
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Evidence statements

A cost analysis conducted for the guideline suggested that providing a rapid transfer service
for England could cost £700,000 per annum relative to the alternative where a rapid transfer
service was not provided. This was assessed as applicable with major limitations.

Linking evidence to recommendations

Relative value placed on the outcomes considered

The critical outcomes considered by the Committee were:

¢ quality of life and death of the child or young person

¢ quality of life of the parents or carers

¢ satisfaction of the child or young person and their parents or carers.

Outcomes rated as important were:

e transfer time

e waiting time prior to transfer

e unexpected re-admission to hospital
¢ access of the family to their child.

No clinical evidence was identified.

Consideration of clinical benefits and harms

The Committee discussed the importance of taking into account the wishes of the child or
young person and their parents or carers in relation to place of death. Accommodating their
wishes should be a key aspect to consider in palliative care, as the Committee members
agreed this diminishes suffering for both the child or young person and their family or carers.

The difficulties identified by the Committee in relation to rapid transfer were mainly related to
costs and resource impact, and included: availability of ambulances, time taken to complete
transfer, additional staff needed during transfer, and impact of ward functioning during staff
absence. It was also mentioned by the Committee that although the number of people
making use of this service is currently quite low, the number of people requesting this service
is increasing steadily, as more parents are becoming aware of its availability and feasibility.
The Committee agreed, however, that the comfort that the dying child or young person and
their parents or carers would gain from being at the preferred place of death would outweigh
the possible logistic difficulties of making this possible.

Economic considerations

In the absence of any studies reporting the effectiveness of a rapid transfer service to take
children and young people to their preferred place of death, it was not possible to formally
assess the cost effectiveness of a service. Although the benefits of rapid transfer cannot
currently be quantified, it is reasonable to assume that a service would provide net benefits,
as the Committee recognised that accommodating the wishes of children, young people and
their families and carers in the context of palliative care helped to ameliorate suffering.

A service that provides net benefits and is cost neutral or cost saving can be described as
cost effective. The results from the model were equivocal as to whether a rapid transfer
service would fall into that category. However, services which increase costs to the NHS can
still be considered cost effective if the additional benefit is commensurate with the increase in
costs.
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The model did not show that a rapid transfer service was not cost effective and there were
scenarios where the model suggested it could be cost saving, such as when rapid transfer
would avert more than 1.2 days of inpatient care. Rapid transfer may also facilitate earlier
withdrawal of burdensome care, with concomitant improvements in welfare and reductions in
costs. There is considerable uncertainty with respect to the number of children who would
use such a service, although that uncertainty is bounded within relatively small numbers.
Therefore the resource impact of offering rapid transfer to children and young people is likely
to be quite limited.

The Committee reported that such services were part of current practice in most of England
and therefore did not think that the provision of rapid transfer would require an appreciable
increase in NHS costs. They also noted that the provision of a rapid transfer service is
consistent with previously stated Department of Health objectives.

The Committee considered that, subject to limitations in the evidence, a rapid transfer
service to the preferred place of care or death in the last days of life was likely to represent a
good use of NHS resources.

Quality of evidence

No studies were included in the review.

Other considerations

Given the absence of evidence, the recommendations were based on Committee’s expert
opinions and a costing model produced for the guideline. The Committee agreed that the
pathway proposed by Together for Short Lives could also be useful to draft the
recommendations. The Committee agreed that it was important to establish a rapid transfer
service to help children and young people to die in their preferred place. However, they could
not be prescriptive about the details of the service because it would vary according to the
collaborations (for instance between existing services, or between hospitals and hospices)
that would be possible in a given area, as well as varying according to the individual child or
young person's condition and their particular circumstances.

The Committee agreed that the first step in the provision of this service would be to explain
to the parents or carers whether rapid transfer is an option available to them, depending on
the current setting of care, the preferred place of death and the child’s individual
circumstances. The Committee stressed the importance of not making assumptions, and the
need to have discussions with the parents or carers in order to provide them with a
meaningful choice where possible.

The second step would be to communicate with the MDT and to liaise with the relevant
services (such as community nursing, their GP, the hospice and the ambulance service) in
order to ensure that everything is in place before commencing the transfer.

The third step would be to ensure that there is a current Advance Care Plan in place to
manage the last hours or days of life. The Committee emphasised that having
accommodated ‘preferred place of care’ in the child or young person’s Advance Care Plan
can be helpful, as it can facilitate having the necessary services in place.

In relation to the above, the Committee agreed that it is important to have an agreed
treatment plan for the last hours or days of life. The main focus should be on symptom
control, including pain management. In those children and young people requiring
extubation, it is very important to agree the roles and responsibilities of the team, as well as
the timescales. The Committee highlighted that parallel planning should be in place in case
the child survives for longer than anticipated, as this is frequently seen in children and young
people following withdrawal of life-sustaining treatment or other interventions. This
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uncertainty should be discussed with the parents or carers, and the child or young person if
appropriate.

The fourth step would be to plan for the events following the death of the child or young
person, including aspects such as legal requirements and practical issues (for example
confirmation and certification of death, and transport and care of the body after death). The
Committee emphasised that it is particularly important to agree who will be responsible for
the administrative aspects following the death of the child or young person.

The Committee agreed that there was much uncertainty about the decisions and procedures
that need to be in place to make this service as effective as possible. They therefore thought
that a research recommendation should be included with the aim of providing more clarity
about this topic.

Key conclusions

The Committee concluded that for some children and young people and their parents and
carers, it is important to be transferred to their preferred place of care when they are entering
the last days of life, and it should be explained to families whether this is an option that is
available and suitable for them. For families for whom a transfer to the preferred place of
care has been agreed, a plan should be made ahead of transfer to make sure that everything
is in place. This should be part of the Advenced Care Plan and should include details about
the coordination with the relevant services, symptom management, timescales for the
withdrawal of life-sustaining treatment (if relevant) and steps to follow after the death of the
child.

Recommendations

61. Ifiitis suspected that a child or young person may die soon and they are not in
their preferred place of death, think about whether rapid transfer is possible and
in their best interest. Discuss this with them and their parents or carers.

62. When planning rapid transfer to the preferred place of death, review and if
necessary update the Advance Care Plan in discussion with the child or young
person and their parents or carers and with the healthcare professionals who will
be involved following the transfer. The updated Advance Care Plan should include
arecord of:

¢ any intended changes to care and when they should happen
e care plans that cover:
o the final hours or days of life

o what will happen if the child or young person lives longer than
expected

o support for the family after the child or young person dies
o care of the child's or young person's body after death
¢ the professionals who will be involved and their responsibilities

¢ the professionals who will help with the practical and administrative
arrangements after the death.

63. When planning rapid transfer of a child or young person to their intended place of
death:

¢ be aware that the course of their condition may be unpredictable, and
that they may die sooner or later than expected
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65.

66.

discuss any uncertainties about the course of their condition and how
this could affect their care with them and their parents or carers.

ensure that relevant changes to the Advance Care Plan are
implemented.

64. Think about using a rapid transfer process (see recommendation 66) to allow the
child or young person to be in their preferred place of death when withdrawing
life-sustaining treatments, such as ventilation.

Before rapid transfer, agree with the parents or carers where the child’s or young

person’s body will be cared for after their death.

In collaboration with local hospitals, hospices, and community, primary care and

ambulance services, ensure there is a rapid transfer process for children and
young people with life-limiting conditions to allow urgent transfer to the preferred
place(for example from the intensive care unit to their home or to a children's
hospice). See recommendations 61 to Error! Reference source not found. for the
planning and practical arrangements of this transfer.

7.3.10 Research recommendations

Do protocols for rapid transfer of children and young people with life-limiting
conditions help ensure that they are able to die in their preferred place of death?

Research
question

Why this is needed

Importance to
‘patients’ or the
population

Relevance to NICE
guidance

Relevance to the
NHS

National priorities

Current evidence
base

Equality

Feasibility

Do protocols for rapid transfer of children and young people with life-
limiting conditions help ensure that they are able to die in their preferred
place of death?

When a child or young person enters the last days of life it is sometimes
necessary to transfer them from 1 setting to another. This is normally from a
hospital environment either into the child or young person’s home or into a
hospice. Many factors need to be considered to be able to carry out a rapid
transfer seamlessly (such as transport availability, equipment, availability of
nursing staff). Research in this area could help by providing children or young
people and their families/carers with the option to die in the place they prefer.
A protocol will potentially decrease the length of hospital stay in specialist
areas, for example NICU/PICU. It may also provide an opportunity for an audit
to assess the needs for services according to the current clinical practice.

This should be considered a high priority as there is currently no clinical
evidence to support the current recommendation for a rapid transfer
policy/protocol. Research in this area would inform future guidance.

The availability of rapid transfer has a potential net saving to the NHS by
decreasing the length of stay in areas of specialist input, for example
PICU/NICU. At a time of emotional distress it will also increase parental
satisfaction with services by being supported in their choice of place of death
for their, baby, child or young person.

Better care, better lives (Department of Health, 2008) suggests families
should have a choice about place of care.

In this guideline no clinical evidence was identified and it is therefore unclear
whether or not having a rapid transfer protocol means that CYP and their
families/carers are afforded their preferred place of death.

Many national reports have now highlighted that there is an inequity in choice
of preferred place of death and having clear protocols should help to
overcome this by having clear criteria for transfer.

This study can be carried out in several ways. It could be a comparative study
between similar (well-matched) centres where one has a protocol and another
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does not. An alternative would be to assess current practice in areas without
a protocol and then implement one and see if there is any change in outcome.

Other comments

Table 38: Characteristics of the study design

Population All children who are recognised to be close to the end and their families and
who are not at their preferred place of death.

Healthcare professionals looking after those children.

The population considered should be from 0-18, include both sexes and be
as ethnically diverse as possible (so as to capture issues in the wider family
context). Recruitment strategy should include patients in acute and
community settings, and ideally be comprised of multiple centres within
different regions nationally.

Intervention Protocols of factors that need to be considered to be able to carry out a rapid
transfer seamlessly, including details of :

¢ Advance care planning

¢ Ambulance

e Other transport

¢ Staffing

Medications

Equipment and other necessary supplies
Availability of home / hospice extubation
care plan after death

information on how to carry out any necessary regulatory or legal
obligations (for example, Informing coroner of death within 24 hours)

Comparator Different types of protocols or no specific protocol
Outcomes

Infant, children or young person quality of life/ death
Parents or carers’ quality of life before and after death
Infant, child or young person satisfaction with the care
Parents or carers’ quality of life satisfaction with the care
e Transfer time
e Waiting time prior to home/hospice discharge
e Unexpected hospital re-admission
Access of family to the patient infant, child or young person in both settings
Study design Prospective or retrospective comparative cohort study.
Timeframe 5 years (because there may not be many children requiring this service)
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Care based in the child or young person’s home

Review question

What is the clinical and cost effectiveness of a home-based programme of care
compared with care in other settings?

Introduction

Care of a child or young person at home has always been seen as best practice, allowing the
child to live within the community that they know. The benefits in terms of maintaining family
life, saving on travel time to institutions and disruption of living a life while residing within an
institution such as a hospital have been cited as reasons to try to develop home-based
programmes of care. There may also be financial benefits for commissioners in terms of cost
of care. With the improvements of technology and the ability of the NHS to provide support
outside hospital to children with interventions such as gastrostomy, tracheostomy and home
ventilation, the care of children even with very complex needs can now be managed at
home.

However, the issue of how children can be clinically looked after in a home-based
programme of care, in terms of the skill sets of doctors, nurses and allied professionals,
needs to be assessed. Care of children within residential homes, children's hospices or
hospitals have varying benefits and difficulties.

Description of clinical evidence

The objective of this review was to determine the clinical and cost effectiveness of a home-
based programme of care compared with care in other settings for children and young
people with a life-limiting condition who are approaching the last days of their life.

The aim was to include systematic reviews, RCTSs, cohort studies and uncontrolled studies.

Four observational studies were included in this review (Arland 2013; Friedrichsdorf 2015;
Groh 2013; Postier 2014):

e 2 used an uncontrolled study design (Groh 2013; Postier 2014)
e 2 were retrospective cohort studies (Arland 2013; Friedrichsdorf 2015).

Three studies were conducted in the US (Arland 2013; Friedrichsdorf 2015; Postier 2014)
and 1 in Germany (Groh 2013).

With regard to the population, 2 studies included all paediatric patients receiving palliative
care (Groh 2013; Postier 2014), 1 included oncology paediatric patients dying of a brain
tumour (Arland 2013) and 1 study included bereaved parents of children who died of cancer
(Friedrichsdorf 2015). As per protocol, all of the studies included indirect populations, as the
life expectancy of the children was longer than 2 months. The Committee agreed evidence
from indirect populations was useful for this review, as this topic was prioritised for health
economic analysis.

With regard to the intervention and comparators included, all the studies looked at children
and young people who received specialised palliative home or hospice care compared with
usual care provided by a non-specialised team.

Of the outcomes listed in the protocol and agreed by the Committee:
e 2 studies reported on admissions to hospital (Arland 2013; Postier 2014)
e 2 studies reported on control of symptoms (Friedrichsdorf 2015; Groh 2013)
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e 2 studies reported on children and young people’s quality of life (Friedrichsdorf 2015;

Groh 2013)

o 1 study reported on family or carers’ quality of life (Groh 2013)
o 1 study reported on parents or caregivers’ stress or distress (Groh 2013).

No results were found for children and young people’s satisfaction and control, nor for
parents or caregivers’ satisfaction and control.

A summary of the included studies is presented in Table 39.

Full details of the review protocol are reported in appendix D. The search strategy created for
this review can be found in appendix E. A flowchart of the study identification is presented in
appendix F. Full details of excluded studies can be found in appendix H. Evidence from the
included studies is summarised in the evidence tables in appendix and in the GRADE
profiles below and in appendix J.

Summary of included studies

A summary of the studies that were included in this review is presented in Table 39.

Table 39: Summary of included studies

Intervention/
comparison

In-home end of life
programme:

Study
Arland 2013

us
Retrospective
study

Friedrichsdorf
2015

us

Retrospective
study

comprehensive
end of life
discussion

medications for
symptom control
primary family
liaison: a specific
healthcare provider
to be the contact
person for the
family and for the
hospice or home-
care agency

home visits: to
assess the
patient's symptoms
by 1 or 2
healthcare
providers from the
team.

Usual care:

no details given.

Home-based
palliative care
programme:

inpatient and clinic
paediatric palliative
care

home/hospice
visits by paediatric
palliative care
nurses, social

Population

166 paediatric
patients aged
1to 19 years
dying of a
brain tumour

60 bereaved
parents of
children who
died of cancer
Children
median age at
diagnosis: 7.7
years

Outcomes

Unplanned/
precipitous
admissions to
hospital:

e number of
hospital
admissions.

e length of
hospital stay.

¢ Prevalence of
symptoms
(proxy for
infants, children
and young
people [ICYP]
control of
symptoms)

e ICYP quality of
life
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Data from the
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Intervention and
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were not
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tumours may
have improved
during the 15-
year period.

Retrospective
data.

Survey.
Parents of
children with
cancer only.
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workers, based on
chaplaincy eligibility criteria.
some children

received home

visits from a

paediatric palliative

care physician and/

or paediatric

oncologist or an

oncology advanced

practice registered

nurse.

Usual care:

e inpatient and clinic
paediatric palliative
care only.

Groh 2013 Palliative palliative 40 primary e Control of e Intervention
Germany home care (PPHC): caregivers of symptoms. group data was

Uncontrolled e Multi-professional ~ severally ill- e Children or collected
study PPCH team children aged young person’s prospectively.
consisting of 3 1 month to 18 quality of life. e Low internal
paediatricians, 2 years o Caregivers’ validity due to
nurskes, a Zomal quality of life. study de:sugn, the
chaplain, all with * Parents or il
special training in g?r;egv:r:(sj expected to
_p:-illlatlvg ctari. f distress: deteriorate.

e main tasks o ]

o burden relief

g‘rz\f;?é?] \(/)vfere e for caregivers.
palliative medical R
and nursing care, stress and
including day-and- burden.
night on-call
service, as well as
psychosocial
support and
coordination of
professional
assistance in
cooperation with
the local healthcare
professionals.

e The participants
had no additional
support service
added to their care
during PPCH
involvement that
was not a direct
result of the PPHC
team's work.

Usual care:
¢ no details given.
Postier 2014 Home-based 425 children Unplanned/ o Retrospective

us paediatric care and aged 1to 21 precipitous data obtained
hospice care: years
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Uncontrolled ¢ no details given.
study Usual care:
¢ no details given.

admissions to from hospital

hospital: records.

e number of o Low internal
hospital validity due to B-
admissions A study, as the

e length of children’s health
hospital stay. would be

expected to
deteriorate.
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Clinical evidence

Table 40: Summary clinical evidence profile — Comparison 1. home-based palliative care versus usual care

Number of patients
admitted to hospital

Assessed with: Hospital
records

Follow-up: 5 years
Total number of
admissions

Assessed with: Hospital
records

Follow-up: 5 years
Average number of
admissions

Assessed with: Hospital
records

Follow-up: 24 months
Average length of stay
(days)

Assessed with: Hospital
records

Follow-up: 5 years
Average length of stay
(days)

Assessed with: Hospital
records

Follow-up: 24 months

545 per 1000

909 per 1000

The mean average
number of
admissions in the
control group was
3.09+3.6

The mean average
length of stay (days)
in the control groups
was 4.04 days

The mean average
length of stay (days)
in the control groups
was 20.97 days

295 per 1000
(180 to 480)

409 per 1000
(309 to 545)

The mean average number
of admissions in the
intervention groups was
0.09 higher

(0.44 lower to 0.62 higher)

The mean average length
of stay (days) in the
intervention groups was
1.01 higher

The mean average length
of stay (days) in the
intervention groups was
10.06 lower

(14.65 to 5.47 lower)
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RR 0.54
(0.33 to 0.88)

RR 0.45
(0.34 10 0.6)

114

(Arland 2013)
Retrospective
cohort study

114

(Arland 2013)
Retrospective
cohort study

425

(Postier 2014)
Uncontrolled
study

114

(Arland 2013)
Retrospective
cohort study

425

(Postier 2014)
Uncontrolled
study

SVISISIS)
very low23

SSISIO)

very low'2

SISISIO)

very low345

SSISIO)

very low?!?

Imprecision not
calculable

SPISISIS)
very low*5
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Burden relief for The median burden The median burden relief p<0.001 POOO Imprecision not
caregivers relief for caregivers  for caregivers in the (Groh 2013) very lows” calculable
Measured with: own scale; in the control group intervention groups was Uncontrolled

range of scores 0 to 10 was 9.0 (3) 2.0(3) study

(better indicated by higher

values)

Follow-up: 7.5 months

Caregiver stress and The median The median caregivers p<0.001 40 POOO Imprecision not
burden caregivers stress stress and burden in the (Groh 2013) very lows7? calculable
Measured with: HADS; and burden in the intervention groups was Uncontrolled

range of scores 0 to 21 control group was 10.0 (2) study

(better indicated by lower 7.0 (3)

values)

Follow-up: 7.5 months

Control of symptoms The median control  The median control of p<0.001 40 (Groh 2013) SISISIS) Imprecision not
Measured with: range of of symptoms in the symptoms in the Uncontrolled very lows7? calculable
scores 0 to 10 (better control group was intervention groups was 9.0 study

indicated by higher values) 5.0 (3) (2)

Follow-up: 7.5 months

Child or young person’s The median The median children’s p<0.001 40 OO Imprecision not
health-related quality of life  children’s health- health-related quality of life (Groh 2013) very lows.” calculable

Measured with: own scale;
range of scores 0 to 10
(better indicated by higher
values)

Follow-up: 7.5 months

related quality of life
in the control group
was 4.0 (4)

in the intervention groups
was 2.5 (2)
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Child or young person’s 300 per 1000 699 per 1000 RR 2.33 (1.29 POOO
health-related quality of (387 to 1000) to 4.23) (Frledrlchsdorf very low38
life: having fun 2015)

Measured with: own scale; Retrospective

nominal scale great deal/ a cohort study

lot/ some vs little/ none

Follow-up: not reported

Child or young person’s 467 per 100 499 per 1000 RR 1.07 (0.63 60 [SISISIS)
health-related quality of (294 to 845) to 1.81) (Friedrichsdorf very low?8?®
life: feeling peaceful 2015)

Measured with: own scale; Retrospective

nominal scale great deal/ a cohort study

lot/ some vs little/ none

Follow-up: not reported

Child or young person’s 267 per 1000 435 per 1000 RR 1.63 (0.79 60 SISISIS)
health-related quality of (211 to 891) to 3.34) (Friedrichsdorf very low8?
life: feeling afraid 2015)

Measured with: own scale; Retrospective

nominal scale great deal/ a cohort study

lot/ some vs little/ none

Follow-up: not reported

Child or young person’s 633 per 1000 798 per 1000 RR 1.26 (0.91 60 POOO
health-related quality of (576 to 1000) to 1.75) (Friedrichsdorf very lows38
life: enjoying meaningful 2015)

events Retrospective

Measured with: own scale; cohort study

nominal scale great deal/ a
lot/ some vs little/ none

Follow-up: not reported
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Parents or caregivers The median parents The median parents or p<0.001 POBO Imprecision not
quality of life or caregivers QoL in  caregivers QoL in the (Groh 2013) very low®7” calculable
Measured with: QOLLTI-F; the control group intervention group was 7.2 Uncontrolled

range of scores 0 to 10 was 5.8 (1) (1.3) study

(better indicated by higher

values)

Follow-up: 7.5 months

*The basis for the assumed risk (for example the median control group risk across studies) is provided in footnotes. The corresponding risk (and its 95%
confidence interval) is based on the assumed risk in the comparison group and the relative effect of the intervention (and its 95% CI).

CI: Confidence interval; HADS: Hospital Anxiety and Depression Scale; MID Minimal important difference; QoL: Quality of life; QOLLTI-F: Quality of Life in
Life-Threatening lliness — Family carer version; RR: Risk ratio

1. This is an observational study and the quality of the evidence was further downgraded by 2 due to high risk of selection and performance bias and unclear risk of attrition and
detection bias

2. The quality of the evidence was downgraded by 1 because the sample is limited to children with brain tumours. Also sample includes home and hospice care.
3. The quality of the evidence was downgraded by 1 because the CI crosses 1 default MID
4. This is an observational study and the the quality of the evidence was further downgraded by 2 due to high-risk of selection bias and performance bias

5. The quality of the evidence was downgraded by 1 because the infants, children and young people (ICYP) participants in this sample have a life expectancy >2 months (24 at
least) (indirect population)

6. This is an observational study and the the quality of the evidence was further downgraded by 2 due to high risk of selection, performance and detection bias
7. The quality of the evidence was downgraded by 1 because the life expectancy in this sample is beyond 2 months (indirect population)
8. This is an observational study and the the quality of the evidence was further downgraded by 2 due to high risk of performance and detection bias

9. The quality of the evidence was downgraded by 2 because the ClI crosses 2 default MIDs
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Economic evidence

This question was prioritised for health economic analysis but no evidence was found. No
additional modelling was undertaken, partly because of the limitations of the clinical evidence
but more importantly because of the substantial overlaps between home-based programmes
of care and the provision of day-and-night community nursing and telephone support which
the Committee considered a vital component of any home-based programme of care.

An alternative to home-based care is hospital care and Table 41 lists illustrative NHS
Reference costs associated with neonatal and paediatric hospitalisation.

Table 41: Hospital critical and palliative care costs per bed day

Description Unit cost @ Currency code
Neonatal critical care, intensive care £1,176 XA01Z
Neonatal critical care, high dependency £847 XA02Z
Neonatal critical care, special care, without external carer £533 XA03Z
Neonatal critical care, special care, with external carer £424 XA04Z
Neonatal critical care, normal care £464 XA05Z
Paediatric critical care, advanced critical care 5 £4,824 XB01z
Paediatric critical care, advanced critical care 4 £1,783 XB02Z
Paediatric critical care, advanced critical care 3 £1,967 XB03Z
Paediatric critical care, advanced critical care 2 £1,924 XB04z
Paediatric critical care, advanced critical care 1 £1,662 XB05Z
Paediatric critical care, intermediate critical care £1,297 XB06Z
Paediatric critical care, intermediate critical care £988 XB07Z
Paediatric critical care, intermediate critical care £849 XB09Z
Inpatient specialist palliative care £388 P SDO1A

(@) NHS Reference Costs 2014-15
(b) This is based on patients aged 19 years and over because the equivalent cost for patients aged 18 years and
under is based on a single data submission

A ‘what-if’ analysis reported in section 7.2.8.3 suggested that day-and-night services to
facilitate home care could be cheaper than the hospital alternative as long as the cost of
hospital care was greater than £428 per day. This finding depended on the particular
configuration of the day-and-night service, as well as features of the population covered by
the service.

Evidence statements

Unplanned/precipitous admissions to hospital

Very low quality evidence from 1 retrospective cohort study with 114 paediatric patients dying
of a brain tumour showed that when specialised home-based palliative care was in place, a
clinically significant lower number of children had to be admitted to hospital at 5-years follow-
up. There was uncertainty around this estimate effect.

Very low quality evidence from 1 retrospective cohort study with 114 paediatric patients dying
of a brain tumour showed that when specialised home-based palliative care was in place, the
total number of admissions was clinically significant lower at 5 years follow-up.

Very low quality evidence from an uncontrolled study with 425 paediatric patients showed a
clinically significant higher average number of admissions after the home-based paediatric
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care programme was introduced at 24 months follow-up. There was uncertainty around this
estimate effect.

Very low quality evidence from 1 retrospective cohort study with 114 paediatric patients dying
of a brain tumour showed an increase in the average number of days that children stayed in
hospital after the home-based palliative care programme was implemented at 5 years follow-
up. The clinical significance of this outcome could not be calculated with the data reported.

Very low quality evidence from 1 uncontrolled study with 425 paediatric patients showed a
clinically significant reduction in the average humber of days that children stayed in hospital
after the home-based palliative care programme was implemented at 24 months follow-up.

Parents or caregiver’s stress and distress

Very low quality evidence from 1 uncontrolled study with 40 primary caregivers of severely ill
children showed that palliative home care reduced the caregivers’ burden (as measured with
the Hospital Anxiety and Depression Scale [HADS]) when compared with previous usual
care at 7.5 months follow-up. The clinical significance of this outcome could not be calculated
with the data reported.

Very low quality evidence from 1 uncontrolled study with 40 primary caregivers of severely ill
children showed there was an improvement in parents’ or caregivers’ reported stress and
distress (as measured with HADS) when palliative home care was in place at 7.5 months
follow-up. The clinical significance of this outcome could not be calculated with the data
reported.

Children’s and young people’s satisfaction and control

No evidence was found for this outcome.

Parents’ or caregivers’ satisfaction and control

No evidence was found for this outcome.

Control of symptoms

Very low quality evidence from 1 uncontrolled study with 40 primary caregivers of severely ill
children showed that there was an overall improvement in symptom management (as
measured with the study’s own scale) when palliative home care was in place, compared
with previous usual care at 7.5 months follow-up. The clinical significance of this outcome
could not be calculated with the data reported.

Children’s and young people’s health-related quality of life

Very low quality evidence from 1 uncontrolled study with 40 primary caregivers of severely ill
children and young people showed that the child’s or young person’s quality of life (as
measured with the study’s own scale) improved when palliative home care was in place,
compared with previous usual care at 7.5 months follow-up. The clinical significance of this
outcome could not be calculated with the data reported.

Very low quality evidence from 1 retrospective cohort study with 60 bereaved parents of
children who died from cancer showed that the children’s quality of life as reported by their
parents was clinically significant higher for the domain “having fun” (as measured with the
study’s own scale; follow-up not reported).

Very low quality evidence from 1 retrospective cohort study with 60 bereaved parents of
children who died from cancer showed that the chidren’s quality of life as reported by their
parents was clinically significant higher for the domains “feeling peaceful” and “feeling afraid
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(as measured with the study’s own scale; follow-up not reported). There was considerable
uncertainty around this estimate effect.

Very low quality evidence from 1 retrospective cohort study with 60 bereaved parents of
children who died from cancer showed that the children’s quality of life as reported by their
parents was clinically significant higher for the domain “enjoying meaningful events” (as
measured with the study’s own scale; follow-up not reported). There was considerable
uncertainty around this estimate effect.

Parents’ or caregivers’ health-related quality of life

Very low quality evidence from 1 uncontrolled study with 40 primary caregivers of severely ill
children showed that the caregivers’ quality of life (as measured with the Quality of Life in
Life-Threatening lliness — Family Carer Version [QOLLTI-F]) improved when palliative home
care was in place, compared with previous usual care at 7.5 months follow-up. The clinical
significance of this outcome could not be calculated with the data reported.

Linking evidence to recommendations

Relative value placed on the outcomes considered

The critical outcomes considered by the Committee were:
¢ the control of symptoms
e parents’ or carers’ stress and distress.

Outcomes rated as important were:

admissions to hospital

the child or young person’s satisfaction and comfort

parents’ or carers’ satisfaction

quality of life of the child or young person and their parents or carers.

Consideration of clinical benefits and harms

The Committee discussed the potential advantages and disadvantages of the different
models of care.

They pointed out that although it is widely assumed that community-based care is better, in
reality that is not always the case. The results from the indirect evidence presented in this
review showed that access to home-based care can reduce the number of admissions to
hospital and the length of stay. However, evidence from other studies did not corroborate
these findings. The Committee, based on their knowledge and experience, highlighted that in
adults only a small percentage of people had adequate pain control at home. They
highlighted that this was very likely a consequence of inadequate resources to deliver
effective symptom control at home, and rather than concluding that home-based care was
inevitably associated with poor pain management, the necessary expertise, resources and
support should be provided. The Committee concluded that there were clear advantages for
adequately supported home-based care rather than hospital care, where this was clinically
appropriate and the child or young person and parent or carer preferred it (as highlighted in
the section 6.2 on Preferred place of care and preferred place of death in this guideline).

The consensus of the Committee was that home-based care can be preferable to hospital
care, as long as an adequate package of care is in place. Based on this, the Committee
concluded that a recommendation should be made to advocate comprehensive packages of
home care to support palliative care at home, where appropriate. They agreed that a home-
based programme of care should always include day and night access to specialist palliative
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medical advice and specialised palliative nursing support, although this may sometimes need
to take the form of telephone specialist advice supporting bedside care from local teams, in
addition to universal services. Some children may also require access to specialised ancillary
support and appropriate equipment and maintenance.

Based on their own experience, the Committee recognised that many parents would like to
take their child home, as long as an adequate package of care was in place. However, they
also recognised that some parents prefer care to be given in hospital. They all agreed that,
where appropriate, parents would like to be offered the choice, following informed discussion.
They also mentioned that it is important to take into account the cultural, religious and
spiritual perspective of the child or young person and their parents or carers.

Although no evidence was found in relation to satisfaction, the Committee discussed parents’
views and experiences, and concluded from their combined experience that some may find it
excessively burdensome and stressful to have their child at home when they are dying.
However, others feel better if their child is at home. This is particularly the case when
children have a complex package of care already in place. In relation to the child's
satisfaction, it would be difficult to show an improvement in their condition or overall care.

Economic considerations

In the absence of direct evidence, the Committee hypothesised that home-based community
care was likely to be cost effective, whereas hospital care would be the most expensive
option. Some support for this view comes from a report on adults that the estimated cost for
a day of community care at the end of life is £145, which is substantially less than the £425
for a specialist palliative inpatient bed day in hospital (Understanding the cost of end of life
care in different settings, February 2012). However, they also noted that home-based
community care would not always be preferable to care delivered in a hospital or hospice
setting.

Home-based community care usually involves the substitution of care in a hospital setting
with care in a home setting. Therefore, while there are costs associated with delivering a
home-based programme of care, there would be some off-setting reduction in hospital costs
from reduced hospital admission.

Key components of the costs of providing a home-based community service are addressed
in sections 7.2.6 and 7.2.8.3 which suggest that round-the-clock community nursing and
telephone support could be cost saving relative to hospitalisation, subject to the precise
configuration of the service.

Quality of evidence

The quality of the evidence was initially graded as low because all studies were
observational, and it was further downgraded due to the methodological flaws inherent to
uncontrolled study design, population indirectness and reporting bias (recall and desirability
bias, as people tend to answer in a way that is viewed favourably by others). So the overall
evidence was of very low quality as assessed by GRADE.

The Committee also noted that the evidence did not cover the aim of the review, as it did not
actually compare home with hospital or hospice care, but compared different programmes of
home care. They also mentioned that there were issues regarding the generalisation of the
results. Firstly, 2 of the studies were carried out in the US, and their healthcare system is not
comparable with that in the UK. In this sense, the study carried out in Germany was agreed
to be more relevant to the UK setting. Secondly, the programmes of care described in the
studies were much more comprehensive than the current programmes of home care used in
the UK.
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Other considerations

The Committee emphasised that healthcare professionals should discuss, in advance, with
the parents or caregivers the support needs that might be necessary, such as house
adaptations, equipment or social support.

They also noted that the healthcare professionals should know what services can be
provided to parents, and that a recommendation was needed about this. In this sense, the
Committee raised issues regarding equality between the care provided in hospital and at
home, and also inequities between different settings. For example, in some regions there is
no out-of-hours support or specialist care for symptom management or end of life care.

Finally, the Committee agreed that, in the absence of evidence, a research recommendation
was needed to assess the effectiveness of home-based care and the impact on satisfaction,
quality of life and symptom control.

Key conclusions

The Committee concluded that in addition to universal services, home-based programmes of
care should include access to specialist medical advice, nursing and ancillary support at any
time, and access to appropriate equipment.

Recommendations

67. When discussing possible places of care or places of death with children and
young people and their parents or carers, provide information about:

¢ the various care settings (for example home, hospice or hospital care)
¢ the care and support available in each setting
e practical and safety issues.

68. If the child or young person and their parents or carers prefer care at home, take
into account and discuss the practical considerations with them, such as the
possible need for:

¢ home adaptations
e changes to living arrangements
e equipment and support.

69. Services for children and young people who are approaching the end of life and
are being cared for at home should be able to support parenteral drug
administration (for example continuous subcutaneous opioid or anticonvulsant
infusions).

7.4.10 Research recommendations

4. What is the effectiveness of a home-based package of care as opposed to hospital
or hospice care?

Why this is needed

Importance to Children with life-limiting conditions and their families and carers at times
‘patients’ or the prefer to have end of life care in the home. Due to lack of availability they may
population at times have to attend hospitals acutely and require emergency admission to

hospices when they could be managed at home with the appropriate support.
This could potentially avoid a hospital admission.
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guestion

Relevance to NICE
guidance

Relevance to the
NHS

National priorities

Current evidence
base

Equality

Feasibility

Other comments

What is the effectiveness of a home-based package of care as opposed
to hospital or hospice care?

It is a high priority for research in this area to guide future recommendations,
because there was no evidence available at the time of the original guideline
being written.

Economic modelling undertaken during the guideline development process
suggested that there would be net cost savings to the NHS when there was
an effective home-based package of care. This would also decrease pressure
on acute hospital beds in specialist areas.

In the End of Life Care strategy (Department of Health, 2008) it was stated
that “PCTs and LAs will wish to consider how to ensure that medical, nursing
and personal care and carers’ support services can be made available in the
community 24/7” and “that provision of day and night services can avoid
unnecessary emergency admissions to hospital and can enable more people
at the end of their life to live and die in the place of their choice”. An
independent report (Palliative Care Funding Review, 2011) recommended
that “Community services should be built up, to provide day and night access
to community care across the country. Availability of day and night care in the
community is crucial to enable people to be cared for at home if they wish to
do so.”

Two of the aims of the document Better care, Better lives (Department of
Health, 2008) for children with life-limiting conditions were to:

e “ensure that all children have a choice on location of care, 24-hour access
to multidisciplinary community teams and, when needed, specialist palliative
care advice and services.”

e Have “Access to specialist end-of-life care and 24-hour support and advice
should be available.”

No evidence was identified with respect to the effectiveness of any home-
based package of care, day and night community nursing support and day
and night specialist telephone advice for CYP receiving home care
approaching the end of life.

Children with life-limiting conditions should have the opportunity to participate
in research that could improve their quality of life.

This would need to be a multicentre national study as the numbers of children
with life-limiting conditions are relatively small. There would be no additional
expense if areas that already had day and night community and specialist
services were included. If looking at new services being set up then there
would be an initial cost in expanding the community and specialist services
but this has been shown by economic modelling to have a net saving to the
NHS in the long term. Outcomes to be measured could include satisfaction,
quality of life and symptom control.

Table 42: Characteristics of the study design

Criterion
Population

Intervention

Explanation
All children who are recognised to be close requiring care at home

The population considered should be from 0-18, include both sexes and be
as ethnically diverse as possible (so as to capture issues in the wider family
context). Recruitment strategy should include patients in acute and
community settings, and ideally be comprised of multiple centres within
different regions nationally.

Provision of comprehensive (holistic care) at home that fulfils the following
(this list has been adapted from the description of a home palliative care
service for adults Cochrane review (Gomes 2013)):
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e Children with advanced terminal conditions who have been identified as
likely to be in their last weeks or days of life

e The majority of services are provided at home with the aim of enabling the
child to stay at home

e Specialist care provision by staff with experience in palliative / hospice care
o Care that aims to deliver different physical and psychological components
¢ All environments where the home care needs are provided

Comparator ¢ Inpatient hospital or hospice care
¢ Different types of home-based care
e Usual care
Outcome ¢ Unplanned/precipitous admission to hospital

o Family or care giver stress and distress

¢ Infant, child or young person’s satisfaction/comfort

e Parent/ carer satisfaction/comfort

e Control of symptoms (pain, dyspnoea, nausea/vomiting)

¢ Infant, child or young person’s health related quality of life — levels of
comfort, lack of distress

o Parent/ carer health related quality of life

Study design e Randomised controlled trial
e Comparative cohort study
Timeframe 5 years
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Support

Emotional and psychological support and interventions

Review question 1

Are psychological interventions effective for infants, children and young people with
life-limiting conditions and what factors influence the attitudes of children and young
people and the family’s involvement and decisions about choices of those
interventions?

Review question 2

Are psychological interventions (including short-term bereavement therapies)
effective for family members and carers of infants, children and young people and
what factors influence their attitudes about those interventions before and after the
death of an infant, child or young person with a life-limiting condition?

Introduction

The immense diversity and variety of psychological needs of children and young people with
life-limiting conditions cannot and should not be underestimated. Differences in age, ability,
disability, symptoms, condition type, iliness progression, phase of condition, stage of social
and intellectual development, culture, family relationships, support network and financial
resources all impact on psychological experience and possibilities for engaging with different
types of psychological intervention. Additionally, the needs of the individual child vary with
changes in health needs, social and emotional development and key transition points on the
care journey.

Some life-limiting conditions affect children’s cognitive and social communication abilities
directly, and there is a high prevalence of learning disabilities and progressive neurological
changes that can impact on an individual’s capacity to communicate about medical
symptoms and understand their condition and medical interventions.

For children with life-limiting conditions, the timeliness of interventions are particularly
important as their changing health may create time-limited windows of opportunity to engage
in therapy and to live life well.

There is a broad range of specialist psychological interventions that may be indicated for
individuals who are able to engage in talking therapies. These may include: preparation for
medical procedures; promoting adherence to care plans; pain management; managing
trauma; developing adaptive strategies for coping with difficult feelings and thoughts;
adjusting to diagnosis; adjusting to loss of skills and abilities; and seeking change in
relationships in anticipation of death. Specialist psychological interventions can also address
the needs of children at a pre-verbal level of development who demonstrate high levels of
distress or behavioural difficulties.

In our society, children dying through iliness is outside most peoples’ expectations and
experience. Families of children with life-limiting conditions face extraordinary psychological
circumstances during the journey from diagnosis, through living with illness and medical
interventions, to deterioration, dying, death and bereavement. Families have busy and
unpredictable lives with frequent health appointments, hospital admissions and changes in
the child’s health that can prevent them from accessing clinic-based mental health services.
Childhood life-limiting conditions affect the whole family at an individual and systemic level
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and healthcare systems need to be mindful of the needs of all members of the family even
though the focus is on the needs of the dying child.

In these circumstances, and given the general high rates of prevalence of mental health
difficulties in both child and adult populations, it is highly likely that some family members and
carers of children with life-limiting conditions will be vulnerable to experiencing significant
mental health difficulties which require specialist intervention.

While emotional support and compassion provided by all members of the child’'s
multidisciplinary team (MDT) are essential, this question specifically addresses the provision
of psychological and psychotherapeutic interventions and therapies delivered or directly
supervised by qualified psychological practitioners or psychotherapists with professional
accreditation and registration. Practitioners providing interventions for families affected by
childhood life-limiting conditions need to be skilled in both the evidence-based therapeutic
approach and in adapting therapies to themes of medical decision-making, loss, death,
dying, bereavement and early intervention to develop resilience and supportive family
relationships.

When psychological interventions are provided by practitioners not positioned in pathways to
be able to provide continuity across the journey from diagnosis to after-death care, this
introduces a risk that professional support may be withdrawn at the time of death,
compounding losses at a time of bereavement.

Description of clinical evidence

Two mixed-methods reviews were carried out for this chapter. One focused on children and
young people living with life-limiting conditions and the other on their family and carers. The
mixed-methods approach was taken because it allows for the inclusion of different study
designs (both quantitative and qualitative) in order to both investigate the effectiveness of
interventions and explore peoples’ perspectives related to this topic.

Description of evidence on children and young people living with life-limiting
conditions

Quantitative review

For the quantitative review, the objectives were:

e To assess the effectiveness of psychological interventions/therapies for improving
psychological wellbeing (such as resilience, depression, fear or anxiety) in children and
young people living with life-limiting conditions and approaching the end of life.

e To assess the effectiveness of psychological interventions/therapies for reducing physical
symptoms (such as pain) associated with a life-limiting condition in children and young
people who are approaching the end of life.

e To look for systematic reviews, randomised control trials and observational comparative
studies.

No studies were identified.

Qualitative review

For the qualitative review, the objectives were:

¢ To identify and describe the factors that influenced the attitudes of children and young
people who are living with a life-limiting condition and approaching the end of life, when
making choices about psychological therapies.

¢ To identify and describe the experiences with psychological therapies of children, young
people and their parents and carers.
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To look for studies that collected data using qualitative methods (such as semi-structured
interviews, focus groups, and surveys with open-ended questions) and analysed data
qualitatively (including thematic analysis, framework thematic analysis, content analysis
and so on). Survey studies restricted to reporting descriptive data that were analysed
gquantitatively were excluded.

No studies were identified.

Description of evidence on the family and carers of children and young people living
with life-limiting conditions

Quantitative review

For the quantitative review, the objective was:

To assess the effectiveness of psychological interventions/therapies for improving
psychological wellbeing, such as resilience, depression, fear or anxiety, in carers and
families (including siblings) of children and young people with life-limiting conditions
before and after the child’s death.

To look for systematic reviews, randomised control trials, cohort studies and uncontrolled
studies.

No studies were identified.

Qualitative review

For the qualitative review, the objectives were:

To identify and describe factors that influenced attitudes towards psychological therapies
of carers and families (including siblings) of children living with a life-limiting condition
and/or approaching the end of life, before and after the child’s death.

To identify and describe the experiences with psychological therapies of carers and
families (including siblings) of children living with a life-limiting condition, including
challenges faced and unmet needs (such as access, resources or burdens due to the lack
of adequate psychological therapy provided either to them or to their child/sibling).

To look for studies that collected data using qualitative methods (such as semi-structured
interviews, focus groups, and surveys with open-ended questions) and analysed data
qualitatively (including thematic analysis, framework thematic analysis, content analysis
and so on). Survey studies restricted to reporting descriptive data that were analysed
quantitatively were excluded.

One study (Jennings 2014) was identified.

Summary of included studies

Children and young people

Quantitative review: summary of included studies

No evidence was found which met the inclusion criteria for this review.

Qualitative review: summary of included studies

No evidence was found which met the inclusion criteria for this review.
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Parents and carers

Quantitative review: summary of included studies

No evidence was found which met the inclusion criteria for this review for children and young
people living with life-limiting conditions and their families and carers.

Qualitative review: summary of included studies

For the family and carers of children and young people living with life-limiting conditions, only
1 qualitative study (Jennings 2014) conducted in Ireland among mothers (n=10) whose child
died from a life-limiting condition was included. Participants in this study had received formal
and informal bereavement support following the death of their child. The study collected data
using unstructured interviews and content analysis was employed to analyse qualitative data.

This single study reported on mothers’ attitudes toward the bereavement support they
received. Except for this, no evidence on other themes considered important by the
Guideline Committee was identified.

A brief description of this study is provided in Table 43.

Due to the qualitative nature of these studies, evidence is summarised in adapted GRADE-
CERQual tables within the evidence report. Therefore no separate appendix is provided for
this.

Full details of the review protocol are reported in appendix D. The search strategy created for
this review can be found in appendix E. A summary of the studies identified is reported in a
selection flow chart in appendix F. Full details of excluded studies can be found in appendix
H. Evidence from the included study studies is summarised in the evidence tables in
appendix G and in the adapted GRADE profiles below and in appendix J. The Together for
Short Lives (TFSL) focus group report can be found in appendix L.

A summary of the study that was included in this qualitative review is presented in Table 43.

Table 43: Summary of included studies

Jennings  Interviews n=10 mothers in To examine 10 o Very small sample study.
2014 Ireland whose child  mothers' e Formal sources of
died of a life-limiting  experiences of bereavement support
condition bereavement included hospital
following the death organised bereavement
of their child from a group meetings
life-limiting bereavement days, and
conditioninIreland.  yojuntary organisations.

e Unclear whether data
saturation was achieved
in terms of both data
collection and analysis.

o Researchers’ role in the
analytical process not
critically reviewed.
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Clinical evidence

Quantitative review

No evidence was found which met the inclusion criteria for this part of the review.

Qualitative review

A summary of clinical evidence is shown in Table 44.

Table 44: Summary of evidence (adapted GRADE-CERQual): Theme 1 — Companionship and being understood

Parents’ (mothers’) experience with bereavement support: companionship and being understood

1 study
(Jennings,
2014)

1 study used
unstructured
interviews

One study conducted in Ireland among mothers who lost a
child to life-limiting conditions reported that they perceived
accessing formal sources of bereavement support helpful.
The mothers felt supported by attending group meetings,
through meeting other parents who had also experienced the
death of their child:

Companionship and being understood:

"It was good hearing other people's stories and they had the
same kind of feelings...l don't know, it's kind of a general
companionship or something being with other people that
you don't feel like you are the only one"
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8.1.7 Economic evidence

No health economic evidence was found and this question was not prioritised for health
economic analysis.

8.1.8 Evidence statements

8.1.8.1 Quantitative review: evidence statements

No quantitative evidence was identified.
8.1.8.2 Qualitative review: evidence statements

Parents’ (mothers’) experience with bereavement support: companionship and being
understood

Low quality evidence from 1 study carried out among mothers who had a child that died of
life-limiting conditions showed that mothers felt supported by accessing formal sources of
bereavement support through attending group meetings and meeting other parents who had
also experienced the death of their child.

8.1.9 Linking evidence to recommendations

The Committee wrote recommendations that applied to children and young people as well as
their families and carers.

8.1.9.1 Relative value placed on the outcomes and themes considered

8.1.9.1.1 Outcomes and themes considered in the review question for children and young
people living with life-limiting condition

Outcomes of the quantitative review

For the quantitative review, critical outcomes considered were:
e psychological wellbeing

¢ uality of life of the child or young person

e changing clinical symptoms.

Important outcomes were:
e satisfaction of children and young people and their parents or carers
o adherence to care plan or management of condition.

No evidence was identified for the quantitative review

Themes for the qualitative review

In the context of children and young people’s attitudes and views about psychological
therapies, the Committee anticipated some themes, but also planned to consider any other
themes that might emerge from the evidence. These anticipated themes included:

¢ children and young people’s perceptions of effectiveness of treatments
¢ their attitudes toward psychological therapies

o their experiences with psychological therapies

¢ their experiences with the therapist
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e unmet needs
¢ challenges experienced.

No evidence was found for the qualitative review.

Outcomes and themes considered in the review question for parents and families of
children and young people living with life-limiting conditions

Outcomes considered in the quantitative review

The Committee considered that critical outcomes for decision-making would be:

¢ psychological wellbeing of carers and families before and after the child’s death
e quality of life of carers and families before and after the child’s death

o family function before and after the child’s death.

Important outcomes would be:

e satisfaction of carers and families

e coping of carers and families

¢ activity of daily living and parenting.

No evidence was identified.

Themes for the qualitative review

In the context of parental and familial attitudes and views about psychological therapies
before or after the child or young person’s death, the Committee anticipated some themes
but also planned to consider other themes, were they to emerge from the evidence. These
anticipated themes included:

e bereavement for carers and families (including siblings) before and after child’s death
o families’ perceptions of effectiveness of treatments

o families’ attitudes toward psychological therapies

e unmet needs

e parents’ attitudes to disclosure to siblings

e challenges experienced.

Only limited evidence on 1 theme was identified. The evidence described that mothers liked
the companionship that bereavement support groups provide and therefore found these
meetings helpful. The Committee considered this theme important in their discussions when
drafting the recommendations.

Consideration of barriers and facilitators (for children and young people, and parents
and families)

For children and young people no evidence was identified. The Committee acknowledged
the emotional burden and distress caused in relation to end of life care for children and
young people with life-limiting conditions. They agreed that offering psychological support to
the children and young people with life-limiting conditions and their family members would
improve their end of life care and the quality of life. Although there was a lack of data from
well-conducted quantitative or qualitative research, the Committee agreed that psychological
support and interventions would benefit the child or young person and their families or
carers, and guidance was therefore needed.
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Barriers and facilitators highlighted in the TFSL report

Due to the absence of published literature, the Committee’s discussion focused around the
experiences and opinions that were expressed by children and young people in the focus
groups conducted for this guideline.

“Better emotional care” was a key theme in the TFSL report that was generated from
consultation with children and young people. The young people stressed that living well and
dealing in an emotionally healthy way with their illness or condition, was very important to
them. One of the themes that emerged was “talking it through” — that is, having
conversations with someone who really understands — and this was was identified as
important to many participants. This varied across the interviewed children and included
friends, family, teachers, online forums, other young people with a similar condition, carers
and professional support from a psychologist, which for some young people provided an
opportunity to share feelings they would not discuss with others. Not everyone in the focus
group reported having someone to talk to who understood, and while some young people
believed this would help them, other young people were reluctant to seek professional
support for emotions.

Children and young people reported that they were often coping as well as they could on
their own, largely using distraction and avoidance techniques to manage difficult feelings and
stop themselves from ‘overthinking’. The Committee agreed that these techniques have a
place, but they are not optimal coping strategies as they are avoidant rather than positive
strategies.

“Being seen as an individual person” and “living life well” were important over-arching themes
in the TFSL consultation that are of relevance to planning psychological support and
interventions for children and young people and their families. Children and young people
spoke about the central importance of being seen as an individual person first, rather than
the condition or iliness being their defining characteristic. The young people emphasised the
importance to them of living well with the condition, rather than the focus being on
deteriorating health and preparing to die. The Committee discussed that all healthcare
professionals should be aware of the psychological importance of a focus on being enabled
to live well with a life-limiting condition and also consider referral to specialist psychological
services that can provide therapies that are focused on living life well, and having good
relationships and memories, alongside managing the emotional challenges of living with a
life-limiting condition.

Based on these themes, the Committee discussed that integrating specialist psychological
input into the care and the care plan at an early stage may help children and young people
and families to access such help and ensure that they could benefit from this resource.

Economic considerations

The Committee appreciated that there was a lack of clinical evidence for specific
psychological interventions for children and young people with life-limiting conditions and for
their parents and carers. However, they also noted the difficulties of undertaking quantitative
research in this area and stressed that the lack of evidence should not be interpreted as a
lack of effectiveness. The recommendations reflected this lack of evidence while recognising
that psychological and emotional support is important for the wellbeing of children and young
people with life-limiting conditions and their parents and carers. The Committee members
were strongly of the view, based on their clinical experience and evidence in other contexts,
that psychological and emotional support was likely to be cost effective.

While the recommendations are not prescriptive regarding the provision of specific
interventions, the Committee was aware that there was inequity in the provision of
psychological services across regions and, therefore, by highlighting good practice the
expectation was that some uplift in NHS resource use would be required to redress the
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inequity in access to psychological and emotional support. The Committee was aware that a
shortage of appropriately trained staff contributed to the inequity in provision of services.

Quality of evidence (for children and young people, and parents and families)

Although the evidence review was conducted for 2 separate questions, the Committee
agreed to write 1 set of recommendations for both children and young people, as well as
their parents, carers and family members, because no published evidence was found for the
review of psychological interventions for children and young people.

Quantitative reviews: quality of the evidence

No evidence was found either for children and young people or their family and carers.

Qualitative reviews: quality of the evidence

No qualitative evidence was identified for children and young people’s experiences with
psychological interventions.

For parents and families, low quality evidence was identified from 1 study carried out among
mothers who had lost their child to a life-limiting condition in a UK NHS setting. The quality
was graded low because there was no discussion on whether saturation was reached in the
thematic analysis. Similarly, the analytical process was not described in detail, as there was
no description of how ‘themes’ were arrived at. The researchers also did not critically review
their own roles in the process, nor the relationship between them and the respondents.

Other considerations

The Committee was aware of the scarcity of evidence about the effectiveness of
psychological interventions or qualitative research with children and young people who have
a life-limiting condition, and their families. Conducting research in this area is difficult due to
the variety of psychological conditions and disorders, the small number of subjects available
for trials, and the range and complexity of psychological interventions employed. It was also
noted that there are currently small numbers of psychological services providing specialist
interventions specifically for children and young people with life-limiting conditions and their
families, and that this would further limit opportunity to evaluate the effectiveness of, and
families’ experiences of, these interventions for this population.

The Committee discussed the issues in current practice. They acknowledged an inequity of
provision of psychological services across regions for children and young people and their
families, and talked about the emotional needs at different times of change.

The Committee considered the enormity of the psychological impact on children and young
people with a life-limiting condition and their families, particularly regarding the awareness of
shortened life, approaching death and bereavement, and the importance of all healthcare
professionals involved in their care being mindful and sensitive to this. The Committee also
discussed the wide range of other stressful and distressing circumstances experienced by
children and young people with a life-limiting condition and their families, and the impact this
can have on lives and relationships for the whole family.

The Committee thought that healthcare professionals should be aware that some children
and young people with life-limiting conditions and their families may need support from
healthcare professionals or specialist interventions both to prevent the risk of developing
psychological difficulties or disorders and to enhance their quality of life. They also noted that
particularly during times of change in end of life care (for example changes in care setting or
staff, or deterioration of the condition) timely/immediate interventions were needed which
could help children and young people deal with their distress, learn to cope and build
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resilience in the process. They acknowledged that families’ needs for psychological support
can vary widely and that not everybody would need complex interventions.

The Committee agreed and stressed that all healthcare professionals (including those in
primary care) had a responsibility to provide the families with some emotional support and
information with regard to psychological support or interventions that they may have access
to and are available. They emphasised the importance of the availability and accessibility of
psychological support and interventions.

Families and carers of children and young people with life-limiting conditions often encounter
gaps in services with regard to trying to access psychological services. The Committee
identified a need for parents and carers assessed as having psychological support needs in
their own right to have access to therapeutic support to enable them to cope and build
resilience to continue providing support and care to their children. They recommended that a
link to appropriate psychological services should be established in the multidisciplinary team
for the care of the children and young people with life-limiting conditions and their families.
These psychological services should not only be able to provide advice, but also to accept
referrals when needs arise and to offer flexibility to enable access.

The Committee noted that while most healthcare professionals should be aware of the
psychological impact on families, they may need to develop confidence to talk about these
issues with children and young people and their families, and to offer families the
opportunities for open discussions and review of their psychological needs at regular
intervals. The Committee discussed the importance of training, support, supervision and
access to psychological consultation for healthcare professionals around talking with children
and young people and families about their emotional and psychological needs, but
acknowledged that it is beyond the scope of this guideline to make recommendations on
these themes, and the evidence for the effectiveness and experience of training and
supervision of healthcare professionals was not looked at in the evidence review.

The Committee considered that review of psychological support needs would be important at
key moments, such as at diagnosis, during deterioration, at times of change in personal
circumstances, at transition to nursery/school/college/employment, and at times of significant
change in goals for management and care. Moreover, healthcare professionals need to be
aware that the need for access to psychological services is not the same across different
conditions because of varying trajectories and prognoses in each child’s life-limiting
condition. The access to services may therefore need to be individualised for each child and
family.

The Committee noted that an important issue in practice was raising awareness and
understanding of emotional and psychological supports that are available and which may be
helpful for children and young people and their parents or carers. Healthcare professionals
should inform families how to access those services, if they are available.

The Committee also discussed equality of access for children and young people with
learning disabilities, communication difficulties or other developmental conditions. There are
particular specialist psychological interventions that can be tailored to support the needs of
children and young people with learning and social communication difficulties.

The Committee discussed bereavement support for parents, carers and family members
when the child or young person is approaching the end of life. They noted that provision of
information about bereavement support was identified as helpful by parents and carers in the
previous review on information provision. They also thought that the findings of this review
were in line with their observations in practice. As suggested by the evidence, they agreed
that bereavement support groups could enable parents or carers to share their feelings with
other families who have had similar experiences.
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They thought that information on bereavement support should be offered to parents, carers
and families after the child’s death. Furthermore, although no evidence was found on the
effectiveness of psychological interventions among bereaved parents or carers, the
Committee agreed it was appropriate for healthcare professionals to inform them of the
availability of psychological support group meetings.

The Committee acknowledged that some children and young people with a life-limiting
condition and/or their family members may experience significant mental health problems
and may need support from mental health services. The Committee noted that in practice,
sometimes the access to such services could take a long time and this is of concern when
life expectancy is short or uncertain.

The Committee discussed the skills and competencies that healthcare professionals need in
order to carry out the psychological assessments and interventions with children and young
people and their parents, carers and family members. They also noted the importance of
family involvement in decision-making and consent with regard to emotional support,
psychological assessment or more complex interventions. An awareness of cultural and
religious differences in the acceptance of psychological interventions was also viewed as
important by the Committee.

It was noted that the needs of siblings are often not sufficiently addressed in current practice.
They discussed that siblings often have their parents’ as well as their own grief to deal with
and that this requires particular support (be it emotional, social or practical support). Even
though there was no direct evidence related to this issue, the Committee agreed that these
needs should be highlighted as a ‘General Principle’ in the NICE (short version) of the
guideline. Furthermore, some of these particular considerations would also apply to other
family members (such as grandparents) or people important to the child or young person
(such as best friends, boyfriends or girlfriends) and it was therefore agreed that there was
also a need for guidance to cover this population.

The Committee discussed whether a research recommendation should be made because of
the lack of evidence. There was agreement that future research should explore the emaotional
support needs of children and young people as well as parents or carers with the aim of
finding better ways to address these needs.

Other considerations related to TFSL in emotional and psychological support

The Committee discussed relevant findings from the TFSL'’s report. They noted that findings
from this report were in line with their experiences. They also noted that “better emotional
care” was a key theme in the report. Another relevant theme that was identified was young
people coping by “talking it through” (with, for example, friends, family, carers, teachers,
people in online forums, other young people with a similar condition and psychologists).
However, not everyone reported having someone available to talk to. Furthermore, some
children and young people reported that they were often coping as best they could on their
own, largely using distraction and avoidance. This, from another perspective, highlighted the
need for optimal strategies provided by the professionals when the needs arise and, as
discussed earlier, particularly at times of change.

Key conclusions

Mainly based on discussions about the findings from the focus groups with children and
young people conducted for this guideline, the Committee concluded that psychological
support and interventions have to be individualised and that the needs for psychological
support are likely to change during end of life care. However, not all children and young
people with life-limiting conditions and their families would need or want psychological
intervention. The need for information, support and regular discussions about psychological
wellbeing, bereavement support and the needs of people with identified mental health
problems and children with developmental problems or learning difficulties were highlighted
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as the most important issues. Particular consideration should be given to those with special
needs, such as children and young people with learning disabilities, social communication
difficulties and other developmental conditions.

8.1.10 Recommendations

70. Be aware that children and young people with life-limiting conditions and their
parents or carers may have:

e emotional and psychological distress and crises
¢ relationship difficulties
¢ mental health problems.

71. Be aware that children and young people and their parents or carers may need
support, and sometimes expert psychological intervention, to help with distress,
coping, and building resilience.

72. Be aware that siblings will need support to cope with:
e their brother's or sister's condition and death
o the effects of their parents' or carers' grieving.

This may include social, practical, psychological and spiritual support.

73. Be aware that other family members (for example grandparents) and people
important to the child or young person (for example friends, boyfriends or
girlfriends) may need support. This may include social, practical, emotional,
psychological, and spiritual support.

74. Be aware that children and young people may experience rapid changes in their
condition and so might need emergency interventions and urgent access to
psychological services.

75. Be aware of the specific emotional and psychological difficulties that may affect
children and young people who have learning difficulties or problems with
communication.

76. Be aware of the specific emotional and psychological difficulties that may affect
children and young people who have learning difficulties or problems with
communication.

77. Regularly discuss emotional and psychological wellbeing with children and
young people and their parents or carers, particularly at times of change such as:

8.1.11 Research recommendations

5. What emotional support do children and young people with life-limiting
conditions and their parents or carers need, and how would they like these needs
to be addressed?
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Why this is important

Previous UK studies, such as The Big Study for Life-Limited Children and their Families from
Together for Short Lives, have explored broad themes of psychological support needs.
However, no studies have tried to understand psychological difficulties using standardised
measures of psychological and relationship distress, or looked at what families want from
psychological therapies.

Before research into effective interventions can be carried out, the following aspects of
psychological difficulties need to be better understood:

their range (for example low mood, worry, stigma, conflict in family relationships,
avoidance, and distress about medical procedures)

their severity (from mild long-term low mood to severe depression with suicidal thoughts)
their context (for example socioeconomic status, and communication or mobility needs).

Research
question

Why this is needed

Importance to
‘patients’ or the
population

Relevance to NICE
guidance

Relevance to the

NHS

National priorities

Current evidence
base

Equality

What emotional support do children and young people with life-limiting
conditions and their parents or carers need, and how would they like
these needs to be addressed?

The findings of such research could contribute to guidance on how to improve
identification of psychological needs of families of ICYP with life-limiting
conditions and also contribute to planning to enable access to services
providing interventions adapted to the specific needs and goals for
psychological interventions for this population.

This is important because The Big Study identified significant unmet need in
this area (approximately one-third of parents feel that the psychological needs
of the child with a life-limiting condition, their siblings and their own needs as
parents were not met by current UK service provision).

High: Only 1 research paper met criteria for evidence for this very broad topic
in the current guidance, so it has only been possible to make very general
recommendations based on expert opinion for this area which is of concern
given that this area was considered of high importance by stakeholders in the
scoping process.

It is unclear what the impact would be as the findings are unknown and there
is no current evidence base specific to this population. However, it could be
cost saving to the NHS because the costs of the interventions and trained
staff could be offset by better symptom management (for example, levels of
anxiety, agitation and maybe pain) as well as better health related quality of
life and satisfaction with care.

e NHS England (2016) The 5-year forward view for mental health. A report
from the independent Mental Health Taskforce to the NHS in England.

e Department of Health (2015) Improving mental health services for young
people: Report of the work of the Children and Young People’s Mental
Health Taskforce.

e Department of Health (2011) No Health Without Mental Health: The mental
health strategy for England

No evidence was found in the process of developing guidelines for
psychological interventions for ICYP with life-limiting conditions. Previous UK
studies have explored broad themes of psychological support needs and
identified unmet need for psychological services for this population. However,
these studies have not used standardised measures of psychological and
relationship distress to understand the severity and nature of the distress and
have not been robust enough in their design and reporting to be considered in
the NICE review process.

The research will explore to what extent this population do have or are
currently excluded from accessing psychological services and what are the
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What emotional support do children and young people with life-limiting
Research conditions and their parents or carers need, and how would they like
question these needs to be addressed?
barriers and facilitators for different members of the family when an ICYP has
a life-limiting condition.
Feasibility Population:

Other comments

ICYP with life-limiting conditions and their parents/carers and siblings.
To be representative, participants recruited from:

Q) Multiple sites across the UK to ensure sufficient numbers of
participants are recruited and are representative of UK diversity as culture
and social circumstance may have significant impact on psychological needs,
preferences for services and access needs.

(2) Areas both with and without specialist children’s palliative care
psychology services (necessary because large sections of the country do not
have these specialist services and the experience and needs of people in
both situations may be very different due to differences in what they can and
can’t access)

3) Both NHS and 3rd Sector Hospice services (necessary because an
exclusively hospice sample would exclude families who do not feel
comfortable with accessing / being referred to a hospice and also selectively
include families with relatively higher levels of social support which they
access via the hospice)

Participants should also be representative of the range of ICYP ages,
ability/disability and type of life-limiting conditions.

A qualitative approach is proposed:

The aim is to explore the experience and attitudes of participants in
addressing the following questions:

What is the impact of living with life-limiting conditions on the psychological
wellbeing, family functioning and quality of life experienced by ICYP with life-
limiting conditions and their parents/carers and family?

What range of types and severity of psychological and relational distress are
experienced by ICYP with life-limiting conditions and their parents/carers and
family members across their journey from recognition of shortened life
expectancy to end of life care and bereavement? What are the predictors of
forms and levels of psychological and relational distress and coping in this
diverse population?

What types of psychological services and psychological interventions are
ICYP with life-limiting conditions and their parents/carers and family members
currently accessing? What are the barriers and facilitators to access? How
useful do families find the interventions that they access? What ideas do
families have about how the interventions they access could be improved?
What outcome goals do families have for accessing psychological
services/interventions? To what extent are these goals achieved?

In order to assemble sufficiently large samples, participants would need to be
recruited across a number of centres.

Not all families will be willing or able to participate immediately after
disclosure of diagnosis / prognosis, but a majority may be prepared to be
invited and may engage/opt to participate within the first 6 months.

Together for Short Lives carried out a focus group study to inform this
guideline, which partially covered CYP’s views on their emotional needs.
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However, it did not cover the topic in detail or include family members. It
shows that this is a feasible study to carry out given the small population.

Table 45: Characteristics of the study design

Population e Children and young people up to the age of 18 living with a life-limiting and
approaching the end of life
e Parents/carers /families (including siblings) of children and young people
living with a life-limiting and approaching the end of life, and before and
after the child’s or young person’s death
Phenomena of Factors and issues that have an impact on the psychological and mental
interest health status of ICYP living with LLCs and their parents, carers, families and
siblings. The proposed research will explore:
¢ Children and young people and their parents, carers, families and siblings’
experiences and attitudes towards the psychological or emotional support
e The impact of living with a life-limiting condition experienced by the children
and young people, and their parents, carers, families and siblings
o Access to psychological or emotional services or interventions for children
and young people living with a life-limiting condition and their parents,
carers, families and siblings; barriers and facilitators they experienced or
perceived
Context Children and young people and their parents, cares, families and siblings are
exposed to a series of social, environmental, and other contextual factors
that could potentially have an impact on their emotional and psychological
status and wellbeing. Their experiences in accessing services were not well
explored in research
Study design Qualitative study (semi-structured interviews, in-depth interviews, focus
group (s), with the orientation of or use the framework of phenomenology,
grounded theory, or ethnography to collect data)

Timeframe 2 years, to enable the recruitment of a representative population sample

Social and practical support

Review question

What factors of social and practical support (including care of the body) are effective
in end of life care of infants, children and young people with life-limiting conditions
and their family members or carers, and what influences attitudes about these before
and after death?

Introduction

The impact of life-limiting conditions on children, young people and their families are
significant. They are at risk of practical and social isolation and exclusion, for example in
relation to housing, transport and access to education. Parents are at risk of feeling
emotionally overburdened and physically exhausted. The practical demands of care can
create barriers in accessing employment or education, which can in turn compound social
isolation and affect financial resources.
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Social and practical support that takes into account the cultural, spiritual and religious
background of the family has the potential to reduce the impact of their health needs and
disabilities on daily life and development. It may also ameliorate the effects of these
challenges and demands on parents and carers and siblings or other children in the family
who may themselves be at risk of becoming young carers.

It is important to note that the support needs for children with life-limiting conditions and
family members are not static but fluid, and will change throughout their lifetime.

The impact on families does not stop when a child dies. Parents may not have experience or
knowledge of the legal framework and multiple practical tasks that are bestowed on the next-
of-kin when anyone dies. These have to be managed alongside coping with the impact of a
major loss in the family and social network. Bereaved parents may experience social
isolation and stigma or feel silenced when they attempt to talk about their loss, and face the
challenge of supporting others in the family while managing their own grief.

Bereaved siblings also have ongoing needs for parenting and social support that need to be
considered in terms of understanding their loss. It is also important to be aware of the social
reactions of peers who may need guidance to be supportive towards a bereaved sibling.

Description of clinical evidence

The mixed-methods approach was taken because it allowed the inclusion of different study
designs (both quantitative and qualitative) in order to investigate both the effectiveness of
interventions as well as to explore people’s perspectives related to this topic.

The aim of the quantitative review was to:

o Assess the effectiveness of social and practical support interventions for children and
young people who are approaching the end of life and their family members or carers.

For the qualitative review, the aim was to:

¢ identify and describe factors that influence the attitudes of children and young people and
their families or carers towards social and practical support interventions

¢ identify and describe the experiences of children and young people and their family or
carers with social and practical support interventions, the challenges faced and any unmet
needs.

No evidence for the quantitative part of the question was found. The description here focuses
on the qualitative evidence included in this review.

For the qualitative part of the review question, studies were looked for that collected data
using qualitative methods (such as semi-structured interviews, focus groups, and surveys
with open-ended questions) and analysed data qualitatively (including thematic analysis,
framework thematic analysis, content analysis and so on). Survey studies restricted to
reporting descriptive data that were analysed quantitatively were excluded.

Given the nature of qualitative reviews, findings/themes were summarised from the literature
and were not restricted to those identified as likely themes by the Committee.

A total of 22 studies were identified for inclusion in this review (Brosig 2007; Cadell 2012;
Champagne 2012; Contro 2002; Contro 2012; Davies 1996; Davies 2004; deCinque 2006;
Eaton 2008; Einaudi 2010; Forrester 2008; Grinyer 2010; Jennings 2014; Konrad 2007;
Malcolm 2008; Maynard 2005; Monterosso 2007; Price 2013; Robert 2012; Remedios 2015;
Steele 2008; Weidner 2011). The majority of them focused on the perspectives of parents
whose child had received or was receiving hospice or palliative care, or had passed away.
Only 3 studies focused on the healthcare professionals’ perspectives (Contro 2002; Price
2013; Remedios 2015) and 1 study focused on the perspectives of family members,
including siblings and grandparents (Grinyer 2010).
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The majority of included studies collected data by semi-structured interviews or focus groups.
The most common data analysis method employed across studies was thematic analysis.
Four studies collected data by open-ended questionnaires (Davies 1996; Einaudi 2010;
Forrester 2008; Remedios 2015).

With regard to the setting of studies:

e 6 were conducted in the UK (Eaton 2008; Forrester 2008; Grinyer 2010; Malcolm 2008;
Maynard 2005; Price 2013)

e 6inthe US (Brosig 2007; Contro 2002; Contro 2012; Konrad 2007; Robert 2012; Weidner
2011)

e 4in Canada (Champagne 2012; Davies 1996; Davies 2004; Steele 2008)
¢ 3in Australia (deCinque 2006; Monterosso 2007; Remedios 2015)

¢ 1in both Canada and in the US (Cadell 2012)

e 1 each in France (Einaudi 2010) and Ireland (Jennings 2014).

Evidence on all themes considered important by the Committee was identified. A number of
further themes or sub-themes that emerged from studies were also identified and
incorporated in the review.

A brief description of the studies is provided in Table 46.

Full details of the review protocol are reported in appendix D. The search strategy created for
this review can be found in appendix E. A flowchart of the study identification is presented in
appendix F. Full details of excluded studies can be found in appendix H. Evidence from the
included studies is summarised in the evidence tables in appendix G and in the GRADE
profiles below and in appendix J.

For presentation of findings, a theme map was generated according to the themes that
emerged from studies (Figure 9). The mapping part of the review was drafted by 1
researcher from the guideline technical team but the final framework of themes was further
shaped and when necessary re-classified through discussions with at least 1 other
researcher. Due to the qualitative nature of these studies, evidence is summarised in
adapted GRADE-CERQual tables within the evidence report. Therefore no separate
appendix is provided for this.

Summary of included studies

A summary of the studies that were included in this review is presented in Table 46.

Table 46: Summary of included studies

Interviews/focus groups

Brosig (2007) Interviews n=19 parents of To identify e Unclear whether data
us deceased factors important saturation in terms of
infants to parents in their collection or analysis
infant's end of was achieved.
life care.  Researchers’ role in

and influences in the
analytical process was
not critically reviewed.

Cadell (2012) Interviews n=35 individual  To explore the o The relationship
Canada and and couple factors that allow between the researcher
the US parents who are
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Champagne
(2012)

Canada

Contro (2002)
us

Contro (2012)
us

Davies (2004)
Canada

deCinque
(2006)
Australia

Interviews

Interviews

Interviews

Face-to-face
interviews and
mail-out
surveys
(questionnaire)

Interviews

interviews (47
people)

n=25 families
(25 mothers
and 8 fathers)

n=68 family
members of 44
deceased
children

n=60 staff
members from
multiple
disciplines

n=18 families
(50 family
members):
face-to-face
interviews
n=70 families:
mail-out
surveys

n=9 parents
who had
received
hospital-based
bereavement
support
following

caring for a child
with a life-limiting
illness to survive
and to grow in
the face of
adversity.

To analyse, from o
the parents' point

of view, the

effects of respite
services offered

at a children's
hospice.

To analyse .
information from
families about .
their experiences
and their
suggestions for
improving the

quality of end of

life care, for
developing a
Paediatric

Palliative Care
Program,

To examine the .
current state of
bereavement
care at a
university-based
children's
hospital from the
perspective of
the
interdisciplinary
staff.

To evaluate the .
respite

component of a
broader project

that examined

the effect of the .
Canuck Place
children's

hospice program

on the families it
served.

To explore the .
experiences and
needs of 9

parents who had
received .
hospital-based
bereavement
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and the respondents
was not reported.

The researchers' roles
and potential influences
in the analytical process
was not critically
reviewed.

Convenience sampling
strategy used,

The relationship
between the researcher
and the respondents not
clearly reported,

No discussion on
whether saturation was
reached for any of the
themes reported,

Ssample selection
procedure was not
clearly reported.

The relationship
between the researcher
and the respondents
was not clearly
reported.

No discussion on
whether saturation was
reached for any of the
themes reported.

The relationship
between the researcher
and the respondents
was not clearly
reported.

No discussion on
whether saturation was
been reached for any of
the themes reported.

Unclear whether data
saturation in terms of
collection or analysis
was achieved.

Researchers’ role in
and influences in the
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Eaton (2008)
UK

Interviews

Grinyer (2010)
UK

Interviews

Jennings Interviews
(2014)

Ireland

the death of
their child from
cancer

n=11 families
either receiving
(n=5) or not
(n=6) respite
care at the
hospice

n=11 families -
interviews (24
people
interviewed)

n=10 mothers

support following
the death of their
child from
cancer, in
Western
Australia.

To describe the
experiences of
families, whose
children had life-
limiting and life-
threatening
conditions and
who had
complex
healthcare
needs, of
receiving respite
care at home or
in a hospice.

To evaluate the
views of 24
service users —
parents, children
and young
people (CYP),
siblings,
guardians and
family carers —
on their
experiences of
respite care in a
children’s
hospice in
northern
England.

To report on
research that
examined
mothers’
experiences of
bereavement
support following
the death of their
child from a life-

limiting condition.
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analytical process was
not critically reviewed.

Convenience sampling
strategy used.

The relationship
between the researcher
and the respondents
was not clearly
reported.

No discussion on
whether saturation was
been reached for any of
the themes reported.

The researchers' roles
and potential influences
in the analytical process
were not critically
reviewed.

Data analysis methods
were not clearly stated.

No discussion on
whether saturation was
been reached for any of
the themes reported.

The researchers' roles
and potential influences
in the analytical process
were not critically
reviewed.

Cconvenience sampling
strategy used.

The relationship
between the researcher
and the respondents
was not clearly
reported.

No discussion on
whether saturation was
been reached for any of
the themes reported.

The researchers' roles
and potential influences
in the analytical process
were not critically
reviewed.
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Konrad (2007)
us

Malcolm
(2008)

UK

Maynard
(2005)
UK

Monterosso
(2007)

Australia

Price (2013)
UK

Psychological
phenomenolog
ical design

Interviews

Focus group
interviews

Phase 1:
questionnaires
administered
either by
telephone or
face-to-face;
Phase 2:
Interviews

Focus groups
(using the
nominal group
technique)

n=12 mothers
whose child
was seriously ill
or dying

n=5 families
using hospice
services;

n=44 hospice
staff and
volunteers;
n=18
professionals
associated with
the hospice

n=29 parents
from 22 families
(of whom 6
were bereaved)

n=134 parents
and 20 service
providers.

n=35 health
and social care
professionals

This article
described
unexpected
findings from a
qualitative study
with mothers of
seriously ill and
dying children
who supported
the value of
parent-to-parent
connection and
mentorship.

To generate a list
of priority topics
for children's
hospice care
research in
Scotland from
the perspective
of its key
stakeholders.

To describe a
quality
assurance
initiative
undertaken as 1
component of a
clinical
governance
strategy.

To explore the
views of parents
and service
providers to
better
understand the
needs of families
of children
receiving
palliative and
supportive care
about their care
needs in hospital
and in
community
settings.

To investigate
health and social
care
professionals’
perspectives on
developing
services for
children with life-
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e Researchers did not
critically review their
roles in data collection
and data analysis
process.

e Unclear whether data
saturation was achieved
regarding data
collection and analysis.

e Researchers did not
critically review their
roles in data collection
and data analysis
process.

e Unclear whether data
saturation was achieved
regarding data
collection and analysis.

e Researchers did not
critically review their
roles in data collection
and data analysis
process unclear
whether data saturation
was achieved regarding
data collection and
analysis.

e Researchers did not
critically review their
roles in data collection
and data analysis
process.

e Unclear whether data
saturation was achieved
regarding data
collection and analysis.

e Researchers did not
critically review their
roles in data collection
and data analysis
process.

e Unclear whether data
saturation was achieved
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Robert (2012)
us

Focus groups n=14 parents
from 9 families
(out of 25
families who
responded to
contact

attempts)

Steele (2008) Interviews n=11 parents

Canada from 6 families
Weidner Interviews and  n=29 parents
(2011) US focus groups representing 20

families

Questionnaires/surveys

limiting
conditions at the
end of life using
issues identified
by bereaved
parents as
priorities.

To describe and
being to
understand the
experience of
bereaved
parents whose
deceased child
had received
paediatric
oncology
services at a
tertiary
comprehensive
cancer centre.

To describe the
experiences of
parents as their
families
transitioned in a
children’s
hospice in
Canada

To identify and
define the
dimensions of
paediatric end of
life care that
were important to
parents of
children or
infants who died
either in hospital
or at home under
hospice care as
a result of an
iliness, chronic
condition or birth
defect.
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regarding data
collection and analysis.

Small sample size but
acceptable for
qualitative study.

Possible selection bias
of participants.

Participants may have
been subject to recall
bias but how this was
affected by their
emotions couldn't be
assessed.

Researchers did not
critically review their
roles in data collection
and data analysis
process.

Unclear whether data
saturation was achieved
regarding data
collection and analysis.

Researchers did not
critically review their
roles in the data
collection and data
analysis process.

Unclear whether data
saturation was achieved
regarding data
collection and analysis.

Participants may be
subject to recall bias
due to bereavement
emotions.

Researchers did not
critically review their
roles in the data
collection and data.
analysis process

Unclear whether data
saturation was achieved
regarding data
collection and analysis.
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Davies (1996)
Canada

Einaudi (2010)
France

Forrester
(2008)
UK

Remedios
(2015)

Australia

Structured
questionnaire

Questionnaire
with open-
ended
response
guestions

Retrospective
cross-sectional
survey using a
postal
questionnaire

Questionnaire
s including
standardised
psychometric
measures and
open-ended
questions

n=15 families

n=11 parents of
deceased
children

n=16 bereaved
families whose
child remained
in a cold
bedroom
following the
child’s death

n=77 carers

To explore
factors and how
families cope
over time with a
child who has a
neurodegenerati
ve genetic
disorder.

To understand
the parental
response to
perinatal death
by describing the
experiences of
the families.

To explore how
bereaved
families
experience the
child remaining
in a cold
bedroom
following the
child’s death.

To determine the
impact of out-of-
home respite
care on levels of
fatigue,
psychological
adjustment,
quality of life and
relationship
satisfaction
among
caregivers of
children with life-
threatening
conditions.
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Convenience sampling
strategy used.

The relationship
between the researcher
and the respondents
was not clearly
reported.

No discussion on
whether saturation was
reached for any of the
themes reported.

The relationship
between the researcher
and the respondents not
clearly reported.

No discussion on
whether saturation has
been reached for any of
the themes reported.

Convenience sampling
strategy used.

The relationship
between the researcher
and the respondents not
clearly reported.

No discussion on
whether saturation has
been reached for any of
the themes reported.

The researchers' roles
and potential influences
in the analytical process
were not critically
reviewed.

Researchers did not
critically review their
roles in data collection
and data analysis
process.

Unclear whether data
saturation was achieved
regarding data
collection and analysis.
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Four categories/themes of social and practical support during the palliative care, before and
after the death of the child, that were found to be helpful emerged from the evidence, which
are:

e social and practical support

e respite services

e care around and after the child’s death
e bereavement support and follow-up.
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8.2.5 Clinical evidence

8.2.5.1 Clinical evidence profile

Table 47, Table 48, Table 49 and Table 50 show summaries of clinical evidence of qualitative findings, from adapted GRADE-CERQual.

8.2.5.2 Theme map

Figure 9 shows a theme map relating to social and practical support.
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Figure 9: Theme map — social and practical support

Awareness and understanding
of the respite/hospice services

Access to care and resources
(including financial resources)

N

SOCIAL AND

Support from family members
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BEREAVEMENT
SUPPORT AND
FOLLOW-UP

Care pre and post death of the CARE PRE AND POST
child DEATH OF THE CHILD

Arrangements around the cold
bedroom

Help with funeral arrangements
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8.2.5.3 Evidence summary

Table 47: Summary of evidence (adapted GRADE-CERQual): Theme 1 — Practical and social support

Sub-theme 1: Access to care and resources

2 studies 1 study used Two studies (Remedios 2015; Weidner 2011) from the US  Limitation of Minor limitations LOW
(Weidner 2011; interviews; 1 in which interviewed parents reported that they were faced evidence

Remedios study used with financial pressure and cost of caring issue when Coherence of Coherent

2015) surveys caring their child living with life-limiting conditions. They findings

reported that access to care and resources in terms of

financial sources, paperwork, equipment and training Applicability of Unclear
would be helpful. evidence
Sufficiency or Unclear
saturation

Financial pressure and costs of caring:

Income and financial pressure: free-text qualitative data
revealed that financial costs of caring, coupled with an
inability to work, posed a major difficulty for some families:
“Taken on an extra job [started a business] for extra
income as my financial situation is becoming dire. My
daughter who attends VSK is having more seizures,
waking at night and becoming heavier and taller. My home
is not equipped properly for her condition and | cannot
afford a larger more equipped house.” (ID: 052)

Access to care and resources when the child is cared
at home: (financial resources, paperwork, equipment
and training) (parents)

Many parents talked about the value of having their
children at home at the end of life stage and stressed the
importance of having enough resources to manage it.
Some talked about the financial resources they required
and the help they needed to fill out forms and file
paperwork. Others talked about the equipment and training
they needed to care for their child at home. They also
indicated the importance of having help to coordinate these
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resources so that they could minimise the burden and
maximise the time they spent with their child.

"There was on number to call when you have problems,
and they contacted the person that you needed at that
moment...It wasn't like you had 10 numbers...it made it a
lot easier for us."

"l guess they made you feel that our main concern is our
child and being with our child...not coming up with the
money for her to be here. They psychologist had contacted
my insurance...she had already filled in my insurance
company so | didn't have to reiterate the whole situation
and try to figure how things were going to work out"

Sub-theme 2: Support from family members and local community

2 studies 1 study used
(Robert 2012; focus groups; 1

Konrad 2007) study used
interviews

In 2 studies where parents were interviewed they reported  Limitation of
that support from their own family and connections with evidence
local community members, such as parent-to-parent

support group, were helpful. Coherence of

findings
Help and support from those close to the mother:

Support from those close to the mother mainly consisted of ArppaleEolling @

positive emotional support, such as advice from the ERTEMmE
mother’'s own mother. Sufficiency or
saturation

Social support from the local community:

A locally-based community support system was highly
valued by parents.

"He wanted to be with his friends and in classes as much
as possible...I would wheel him out and put him in the car —
literally pick him up and put him in the driver's seat, put the
wheelchair in the back. He would drive to school, call his
buddies from class and say, "Hey, I'm in the parking lot.
Can you come get me?"...Tons of support in every teacher,
principal and student."
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Parents emphasised the importance of discussing social
support needs with providers and maximising social
connections in the treatment plan.

Local parent-to-parent support group:

Mothers in this study strongly encouraged parents to seek
out the support from other parents and take them as
mentors and guides. Shared experience provided these
mothers with both useful information and comforting
reassurance that they could be competent in their child's
care.

"Try to talk to other people who are experiencing the same
thing for two reasons: number one to get your hearts
connected so that you know that you know, it, it's
unbelievably helpful. And also to share the technical stuff
or what's going on, um, physically with your kid."
Mothers’ stories told comfort generated through informal
connections with families who had similar journeys.

"one was a friend of a friend who knew that my son had
[disease]...and then another one is someone who lives in
town, um, that we were acquaintances with but they had
heard our son had it. And | think parents do an incredible
job supporting each other...| am not afraid to say to either
one of these parties that | would ask a lot of questions...|
would appreciate someone telling me what their
experience was so | could at least get used to what we
were dealing with."

Similarly helpful and comforting connections with local
parent—parent-organisations were noted by a few of the
mothers.
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Table 48: Summary of evidence (adapted GRADE-CERQual): Theme 2 — Respite services

Sub-theme 1: Awareness of the hospice and understanding of the services it provides

2 studies
(Malcolm 2008;

Steele 2008)

1 study used
interviews; 1
study used focus
groups

Two studies reported on this theme. Both healthcare
profressionals (HCPs) and parents’ perspectives were
incorporated and reported in the 2 studies.

Awareness and greater understanding about hospices
and the services they provide:

There was unanimous acknowledgement among both
HCPs and parents on 1 study carried out in the UK that
many myths and misconceptions concerning children’s
hospices continue to prevail among public and
professionals alike. Recognition of the need to develop
strategies that would promote a greater understanding of
the hospice and assist to dispel existing misconceptions
was made.

It was felt very strongly across all of the participant groups
that actively promoting the wide range of care and support
provided by the hospice was necessary to increase
awareness among the public and professionals and thus
improve access to the service, tapping into unmet need:
“There is a big issue in terms of getting children and
families across the threshold of a children’s hospice,
a) because of the terminology and b) because of
professional misconceptions or lack of education and
information that professionals have about what children’s
hospices do....” (Professional)
“Well for everyone | would think the first priority is making
the health professionals more aware of the service that
the hospice offers.” (Family)
The same was reported by parents interviewed in another
study conducted in Canada.

© National Institute for Health and Care Excellence 2016

275

Limitation of Major limitations LOW
evidence

Coherence of Coherent

findings

Applicability of Unclear

evidence

Sufficiency or Saturated

saturation




End of life care for infants, children and young people: planning and management

Support

Sub-theme 2: Benefits of respite care

5 studies
(Champagne
2012; Davies
2004; De
Cinque 2006;

Remedios 2015;

Steele 2008)

1 study used
interviews and

surveys; 3 studies

used interviews;

1 study used
surveys

Understanding and information about respite care
services provided by hospices: that is, viewing hospice as
a possible resource for family (not only for end of life
care):

“[I] never really paid much attention because we thought
it was for end of life care. So | thought, well, if we reach
that point with [child’s name] we'll look into it then.”
(father)

Once parents became aware that the hospice provided
respite as well as end of life care, they considered the
hospice a possibility:

“I heard about it from a friend of mine ... and she said,
Why don’t you try that place?”, but | think from what |
knew | thought it was only end-of-life care. I didn’t know
that they provided respite care.” (mother)

The benefits of respite care was reported in 5 studies
conducted in Australia, Canada and the US). According to
the parents interviewed, apart from them and their child
living with life-limiting conditions (LLCs), siblings and other
family members also benefited from it as well. For those
who thought they did not receive sufficient respite service,
they perceived this as an unmet need.

Benefits of respite:

Benefits for parents include getting a break, a sense of
freedom, and time for themselves and others:

“When she is here, we can come and get her and take out
to do stuff or we can just go and do what we want. | think
it was more effective in that just had time to socialize with
friends and be on my own so that | was a little sane. |
found that when | was really stressed, | was obviously not
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___
very pleasant to be around. | mean, it is really to keep
your cool when you are going through all these different
stresses and then you have teenagers that are on your
case about nothing. Just everything happens at once. So

you tend to snap a lot faster. So it really was important get
away from it. And keep some sense of balance.” (mother)

Benefits for children receiving respite: receiving care,
relaxation and enjoyment, learning and socialising:

It [Canuck Place children's hospice] was more
comfortable than a hospital providing “less depressing”,
surrounding and “better emotional” atmosphere, it was
more “like home”:

“I mean they are [the staff] always getting them involved
...Today, she is going to walk down to the corner and
watch some film that is being produced in the corner. Little
things like that...they went out to the UBC [nearby
university] sports facility — they had these off-road
wheelchairs that they get to try out. So she had a good
time on those. And trick-or-treating on Halloween, they
went all over the place”. (mother)

Benefits for siblings:

“Because siblings could also attend school at Canuck
Place and could stay overnight, all children in the family
had time together away from parents, when they could
about the illness and the ill child’s prognosis. Parents
believed such discussions benefited siblings/child
relationship.” (author’s quote)

Parents also felt respite care helped them see future in
perspectives and get prepared for changes.

© National Institute for Health and Care Excellence 2016
277



End of life care for infants, children and young people: planning and management
Support

Dealing with future changes:

“Parents saw benefits for the future as well. They felt more
comfortable dealing with future changes, for example, if
the child’s health deteriorated and they required further
medical interventions. Parents were less afraid about end-
of-life care because they realized that CPCH manages
more comprehensive care than they could provide at
home on their own.” (author’s quote)

Unmet needs - respite and practical support during
palliative phase:

“It would have given me a break, | could have done
things. | could have been stronger for her, | could have
fought the battles.” (parent)

Sub-theme 3: Bureaucratic process and lack of flexibility — things that could be improved

3 studies 3 studies used In 3 studies where parents were interviewed, they Limitation of Minor limitations MODERATE
(Grinyer 2010; interviews reported problems they encountered when accessing evidence
Eaton 2008; respite care services. Coherence of Coherent
Maynard 2005) findings
Lack of choice regarding respite, in terms of timing Applicability of Applicable
and frequency: evidence
“There seemed to be little choice about when, how often, -
and for how long respite care was offered. [...] what was g;tfl: 'gﬁgﬁy or g

offered was gratefully accepted, but the timing and
frequency of the respite did not always fit with the family’s
plans or preferences and they felt unable to articulate this
for fear of appearing ungrateful.” (author’s quote)

Inflexibility of the booking system:

Although both hospice and home respite services use a
booking system for care, parents can find this too
inflexible to meet their needs:
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“When you have a crisis with a child like this, it’s usually
in the middle of the night, on a weekend, a bank holiday,
when there’s nobody around, or if they are there’s a very
limited service.” (M7)

Practical problems of access:

Packing and transfer of equipment:
The duration of the respite care was often very short and
the complicated preparations necessary were thought by
some to be disproportionate to the benefit.

[it’s] very difficult packing everything up just for the day —
almost not worth the bother’. (mother)

“We have to trundle the equipment down.” (M1)

“We have to take his potty chair, medication, clothes,
nappies, chocolate.” (M8)

Transport:

No offers of support with travel to the hospice were
reported, and parents, particularly when on their own,
could struggle with the practicalities of transporting a very
disabled child along with heavy equipment and all their
medications.

“It just would have been great if they could have offered a
transport service to and from, that would make life easier
... On your own with him in the car ... if he was having a fit
in the car or needing oxygen, | would be driving and |
would have to pull over.”” (stepmother)

Bureaucratic requirement regarding form filling:

Although it was recognised that records need to be kept
up to date, what was seen to be excessive and laborious
form filling.

“More hassle than it’s worth’. (mother)
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Sub-theme 4: Access and availability of respite services

1 study: 1 study used This theme was reported in 1 study carried out among
(Monterosso interviews parents in Australia.
2007)

Lack of funding to purchase respite and other
healthcare services:

“Parents spoke frequently about difficulties in procuring
funding for various forms of care and perceived a number
of barriers and inequities to exist. Although adequate
financial and practical assistance was central to care
provision and contributed to the quality of life experienced
by children and their parents, parents from the non-cancer
group especially, articulated the burden they endured as a
result of the lack of financial and practical assistance.”
(Author’s quote)

Rigid criteria to be admitted:

“Most parents from the non-cancer group used or
attempted to access respite and felt this was crucial to the
well-being of their children and other family members.
However, many parents were hindered by lack of financial
support and/or rigid criteria, which limited their access. In
contrast, parents from the cancer group rarely felt the
need to access respite.” (Author’'s quote)
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Table 49: Summary of evidence (adapted GRADE-CERQual): Theme 3 — Care around and after the child’s death

Sub-theme 1: Care pre- and post-death of the child

1 study: 1 study used This theme was reported in 1 study. Parents reported that  Limitation of Minor limitations MODERATE
(Forrester 2008)  surveys they appreciated the continuity of care and of personnel, evidence

opportunity to be with their child, and care provided to Coherence of Coherent

other members of the family at this moment. findings

o Applicability of Applicable

Continuity of care and personnel: evidence

Some parents reported that continuity of care of personnel -~

pre- and post-death of the child was important. They S:tflf;f ;’igﬁy or SIS

appreciated knowing who was caring for the child and
eventually putting them in their coffin:

“They popped in and tucked * [in] at night and kept the
music on for * and cared for * physically ... with grace and
dignity as if * were their own child’ (R 15).

Deterioration of the child’s body:
‘A slightly surreal experience’ (R 13)
‘I found it very hard to be with * cold body’ (R 15)

Opportunity to be close to the child — importance that
the child was not taken away (cover by communication
review):

“Easy access at all hours to go see, touch *, stroke * hair,
talk to *” (R 9).

“To have had * taken away would have been unbearable”
(R3)

“We did not want to be parted from * until we had to” (R
14)

“We could take * from the security of the hospice to the
crematorium without being parted” (R 13).

“There are no memories of a death at home and the
difficulties that accompany that” (R 14)
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“Il wanted * not to die at home so that there was not a
room [ did not want to go in” (R 4).

Care for the family:

The attention given to the families’ physical needs (for
example meals being provided). The importance of

staying together as a family (for example the opportunity

to have accommodation at the hospice, a family room):
“Kept us together until we had to say goodbye” (R 13).

Sub-theme 2: Arrangement around the cold bedroom after the child’s death

1 study: 1 study used This theme was reported in 1 study carried out among
(Forrester 2008)  surveys parents.

Opportunity to see or not to see the cold room:

“It felt like we were being shown another room; the full
impact of what it would mean didn’t register; the rooms
were not chilled at that point” (R 10).

The décor of the room was important:
(Room needs feel warm, natural):

“The room was homely, peaceful, like a child’s
bedroom...we were told it could be kitted out...really to
represent one’s own home”

“You could make the room into something your child
would have loved...the room gave me comfort...”

Care for the family members around the cold room:

For example, provide family members with:
o warm jackets for parents to wear

o for family with another child: *for the sibling to be able to

go in and out of the room without restriction”
e comforting music.
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Sub-theme 3: Help with funeral arrangement

1 study 1 study used Help with funeral arrangements:

(Forrester 2008  surveys Respondents commented on how they valued help with
making funeral arrangements, including making
appointments to register the death and with funeral
directors. Ten respondents commented that the funeral
directors visited them at the hospice. Five appreciated
access to poetry/prose materials for use at the funeral
service.

“We managed to organise what we wanted”

Limitation of
evidence

Coherence of
findings
Applicability of
findings

Sufficiency or
saturation

Table 50: summary of evidence (adapted GRADE-CERQual): Theme 4 — Bereavement support

Minor limitations MODERATE
Coherent
Applicable

Saturated

Sub-theme 1: Hospital bereavement support and the continuity of follow-up

3 studies 3 studies used This theme was reported in 3 studies where parents and
(Contro 2002; interviews healthcare professionals (HCPs) were interviewed. Both

commented that bereavement follow-up from the hospital

Contro 2012; S
was helpful for parents after their child passed away.

De Cinque
2006)
Hospital bereavement support:
(For example, staff attending funeral)
Many parents felt that contact from oncology unit staff
both during palliation and bereavement was important:
“But then it would have been nice if they [hospital staff]
had said, ‘Come for a check-up’ or just don’t drop her like
that. | think that’s the biggest mistake you can do.”
(parent)
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“I thought that I'd have the phone call and they’d [hospital
staff] say, ‘How are you coping?’, and that sort of thing. So
it was very different to what | expected.” (parent)

Bereavement follow-up — continued contact from the
hospital staff:

This was noted by both parents and HCPs.

Continued contact with hospital staff after their child's
death was meaningful to the families who spent time at
hospital. Follow-up by telephone, mail, and/or in person
was desirable and appreciated:

"The phone calls are important. When her doctor called, |
thought, "Wow, you're still thinking of us!" The nurse
practitioner still calls periodically. When your child is sick
like that, it becomes your life and the doctors and nurses
become your extended family. If they can continue some
kind of periodic contact, it's important.” (Unclear quotation
owner)

Continuity of relationship as vital to the bereavement
process (HCP’s perspective):

Although staff identified continuity of relationships as vital
to the bereavement process for them and for the families,
they could rarely maintain these connections. ... family
members who felt alone and abandoned by their "hospital
family" after the death of their child.

"We need continuing support for families so they don't feel
forgotten. If you have the choice between more or less,
more is better because parents can always decline. But |
think reaching out to families is best so they feel they are
still remembered."

"Families often feel no one really understand their situation
except people at the hospital — but then they are abruptly
cut off from these very people they have come to rely on."
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Sub-theme 2: Community’s and other social bereavement support

4 studies 1 study used
(Price 2013; focus groups;
Jennings 2014; 3 studies used
De Cinque interviews
2006; Contro

2012)

Bereavement support from the community and other
social relationships were reported as a theme in 4 studies.
However, some parents noted that community
bereavement support organised and provided by their
local communities was not always helpful for them.

Bereavement support for siblings and grandparents was
reported to be important as well by parents.

Community bereavement support:

“And | also strongly recommend that they be very careful
about the counsellors that they go to because there is a
lot of counsellors out there but there’s very few, very few
who can really assist. And | mean in a concrete way with
skills and, and in a way that they can ask questions that
go down deeper than just the bereavement because the
bereavement is the top layer.” (parent)

“Our parish priest was marvellous and Sister Margaret.
They came down and helped organise the funeral and
they knew what they were doing and that was a great
help.” (parent)

Keeping the memory of the deceased child alive:
“He'll never be gone from my memory. He will always be
there and | think that’s really important.” (participant 7)

It was also achieved by attending their (mothers)
deceased child’s grave on their own, which was important
to their adjustment to bereavement:

‘I would go to the grave twice a day; it was like it was her
school, it was her time ... It was almost like a ritual. | went
up in the morning and again in the afternoon.’ (participant
3)
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“Bar his bed clothes nothing has changed in his room ...
He’s not in the house but he’s everywhere ... | sleep with
Tom’s pyjamas under my pillow. Every night | take them
out.” (participant 10)

“I have a massive memory box with all her stuff. And her
first tooth ... | have her lock of hair and bits and pieces ...
videos we had taken of her. | have all that upstairs and |
think that will all just stay.” (participant 6)

Informal source of bereavement support:

Family and friends:

Some mothers said that family and friends were hugely
supportive and helpful.

“I think friends and family are the main ... my friends,
that’s what got me through ... friends and neighbours.
‘Cos they're there, not the milestone moments, just the
normal moments.” (participant 7)

Others mentioned that websites or online chat rooms were
supportive, especially in early bereavement.

“When | went back to work ... no one asked me anything.
Nothing. No conversations about her with anyone at all.
They didn’t say anything.” (participant 6)

Group meetings among parents:

The mothers felt supported by attending group meetings,
through meeting other parents who had also experienced
the death of their child:

“It was good hearing other people’s stories and they had
the same kind of feelings ... | don’t know, it’s kind of a
general companionship or something being with other
people that you don't feel like you're the only one.”
(participant 1)
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Contact with other bereaved parents:

(covered by information review):

“Other parents from the bereavement group would come
out and have a coffee or have a chat and reassure me. |
found that was very, very helpful to know that | could talk
to somebody else who had lost their child and had
experienced losing a child ... . You do hold back your
feelings and you need somebody else that has been
there.” (parent)

Some parents felt the oncology unit should link them with
other bereaved parents who could offer support:

“I think there should be someone tied up with the ward
that has experienced it. | think at the end of the day it will
help you cope with the situation better. There should be
someone there who understands that it’s a terrible thing to
lose a child”. (parent — mother)

Bereavement support and needs for siblings and
grandparents:

Most of the interviewed expressed deep concern about
the paucity of services offered to siblings prior to, at the
time of, and after the death of the child. When siblings did
receive help, it was often because parents had requested
it. Staff also identified others close to the child, for
example grandparents, who experience great distress and
yet rarely received services.

Sub-theme 3: Lack of systematic/structured bereavement support

3 studies 1 study used In 3 studies where parents and HCPs were interviewed, Limitation of Minor limitations MODERATE
(Price 2013; focus groups; they reported that lack of structured bereavement support  evidence

Einaudi 2010: 1 study used system was an issue in providing support to parents. The  ~gnerence of Coherent

Contro 2012) surveys; 1 study barrier caused by language and culture differences was findings

used interviews also reported by HCPs in 1 study. T g Applicable

findings
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Structured bereavement support: Sufficiency or Unclear
“Participants ranked structured bereavement support for saturation
families as the most important priority for service

development ... Significant professional and personal

dilemmas arose when families expected bereavement

support to be provided, often over the long term, by those

previously involved in care. These dilemmas included:

feelings of guilt at not being able to provide the support

required; ‘burn-out’ and consequent diminution in the

ability to provide effective nursing care; and the potential

for families’ ‘recovery’ through bereavement to be

jeopardized through an over-dependency on individual

care team members” (Author’'s quote)

Lack of structured bereavement support was also reported
by HCPs in another study (Contro 2012).

Lack of systematic bereavement follow-up after the
child passes away:

(HCPs' perspective)

Several mentioned that they gave written information to
families about the grieving process and provided contact
information for any available community resources.
However, not one person interviewed knew how often
families followed up on these referrals.

"The gap in care is the follow-up. We do the immediate
care, but often don't have time to follow up with families.
They physician should offer an appointment 3 months out
to answer any questions a family might have. Parents
could always decline it, but at least they would have the
opportunity.”

"There is a lack of organisation and systematic follow-up
with families after the death of a child. There needs to be
funding and hospital support for bereavement activities."
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Timing of bereavement follow-up and support after
the child’s death:

Booklets about the grieving process should be distributed
2 months or more after the death of the child, when many

families find themselves in a “social desert” after the
support of the first few weeks has waned.

Language and culture issue during bereavement
follow-up:

Concern for the care of non-English speaking families,
particularly in bereavement follow-up, was frequently
expressed. There is a descending level of care depending
on the language of the family: English-speaking families
receive the most care, followed by Spanish-speaking
families (with the help of bilingual staff and interpreters).

Families who speak languages other English or Spanish
receive little or no bereavement follow-up.

Several staff reported feeling helpless when trying to
serve non-English speaking families, despite the fact that
the hospital has an exceptional interpreter service.
"Many [non-English speaking] families don't understand
what is going on and it is very difficult for them. Many
things are lost in translation and staff feels particularly
helpless when they don't speak the same language as the
family." (child-life specialist)

"The interpreters are very good, but it is very difficult to
use interpreters when dealing with bereavement issues.
Consequently, sometimes the follow-up for these families
just doesn't happen." (social worker)
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Economic evidence

No health economic evidence was found and this question was not prioritised for health
economic analysis as it was thought that there would not be evidence on the effectiveness of
competing alternatives.

Respite care is an important component of social and practical support and Table 51
provides illustrative unit costs for this service in alternative settings. The Committee agreed
that £1,000 was a reasonable estimate of the per diem cost of hospice respite care.

Table 51: lllustrative unit cost of respite care

Service Cost per bed-day Source
Paediatric respite care 2 £657 NHS Reference Costs 2014-15
Hospice respite care ° £1,082 PSSRU 2015

(a) Currency code PX55Z; Based on a NHS Reference Unit cost of £1,505 for a mean length of stay of 2.29 days
(b) This is based on a costing for longer life illness trajectories (cardiac care) and a cited figure of £16,233 for 15
days of respite care per year

Evidence statements

A number of themes emerged from the interviews with parents or healthcare professionals.
They were:

¢ social and practical support

e respite services

e care pre- and post-death of the child
¢ bereavement support and follow-up.

Practical and social support

Moderate to low quality evidence from 5 studies conducted among parents showed that
parents thought that support to help them access care and resources available, and support
from family members and the local community, such as parent-to-parent groups, was helpful.

Respite services

Moderate to very low quality evidence from 11 studies in which parents or healthcare
professionals were interviewed, suggested that raising the awareness and understanding of
respite services would be helpful. Parents also thought that they and their child living with a
life-limiting condition benefited from respite services greatly, and this benefit extended to
other family members. However, parents and healthcare professionals both pointed out that
things could be improved regarding respite services, notably the bureaucratic processes
involved, such as the booking system, and the lack of flexibility regarding the timing and
frequency of respite services. Some parents also reported that they had financial difficulties
in procuring all forms of services.

Care around and after the child’s death

Moderate quality evidence from 1 study where parents were interviewed about the death of
their child reported that they appreciated the continuity of the care and of personnel pre- and
post-death of their child. They also appreciated the care provided to other family members at
this time. The same study also reported on parents’ views and perspectives on the ‘cold
bedroom’ after the child’s death: the opportunity to see the ‘cold bedroom’ (where the child’s
body was kept soon after the child died) and that the ‘cold bedroom’ feels warm, homely and

© National Institute for Health and Care Excellence 2016
290



8.2.8

8.2.8.1

8.2.8.2

End of life care for infants, children and young people: planning and management
Support

peaceful was deemed helpful. Also, parents appreciated the care provided to themselves
and the child’s siblings in the ‘cold bedroom’.

Bereavement support

In moderate quality evidence from 6 studies based on interviews with parents and healthcare
professionals, they reported that bereavement support from hospital staff, such as follow-up
calls and the continuity of relationship, was very helpful for the bereavement process.
Parents also found that bereavement support from their local community and other social
bereavement support groups (such as contact with other bereaved parents) was helpful.
However, some parents reported that they didn’t always find bereavement support from their
local community helpful, and commented on the need for counsellors to have appropriate
skills and experience. Furthermore, lack of systematic and structured bereavement support
after the child’s death was noted as an area that needed to be improved. Some healthcare
professionals also noted that there were language and cultural barriers during bereavement
follow-up when support was being provided to parents from minority ethnic groups.

Linking evidence to recommendations

Relative value placed on the themes considered

Evidence on the majority of themes considered important during the protocol development as
well as further themes that emerged from the evidence was identified. The Committee
focused their discussion mainly on the following themes that were reported in the evidence
review:

e respite support

¢ continuity of care and of healthcare professional staff when the child or young person is
approaching the end of life

¢ caring for the parents or carers and family members when the child is approaching the
end of life

e bereavement support
¢ information sharing among organisations after the child’s death
e training for healthcare professionals involved in bereavement support.

Consideration of different practical and social support needs

Based on the evidence, the Committee thought it important to raise awareness of parents’ or
carers’ individual needs when the child or young person is approaching the end of life.
Depending on the child or young person’s condition, those needs could include alterations to
the family’s home, supply of equipment and training in how to use it, respite care and
financial support. Some of those needs also applied to the wider family, such as siblings.

Continuity of care and of care staff, in particular, was another theme that emerged from the
evidence and was considered by the Committee. They agreed that there should be a plan in
place to help families to receive care from professionals with whom they are familiar. This
would also facilitate continuity of who communicates with the family and provides the
relevant information. The Committee discussed that repeatedly having to tell different
healthcare professionals the same information was reported to be a cause of frustration and
anger.

The Committee also discussed the role of healthcare professionals in enabling children and
young people to access education and the importance of both the educational and social
aspects of school and college for children and young people trying to live well with a life-
limiting condition.
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The Committee acknowledged that while NICE guidance does not extend to education, there
are often significant barriers accessing schooling when a child or young person has a life-
limiting condition in some regions.

The Committee then discussed care for family members when the child or young person is
approaching the end of life. As supported by the evidence, the Committee concluded that
practical support around this time should include the provision of information and advice on
practical issues related to the death of the child or young person (such as funeral
arrangement, registration of death and coroner’s processes).

The Committee recognised the importance of bereavement support to families, which was
identified in the evidence review as a theme, and discussed how this could be provided and
who should be involved. The Committee thought that it is important to make healthcare
professionals aware that the process of bereavement can start before the death of the child
or young person, or could start long after a child or young person’s death. The right time to
start bereavement planning therefore varies from person to person. Professionals need to
use their judgement to start these conversations tailored to individual needs. They noted that
it is important to identify a healthcare professional who has expertise in bereavement support
and who is ideally already known to the family. The role of the family’s general practitioner
was also discussed. It was felt that general practitioners can play an important role in
bereavement support for family members and that to do this well they need to be informed of
what information and options for support have already been provided by healthcare
professionals in the multidisciplinary team allocated to the child or young person.

The Committee also discussed that there are different means of providing information about
bereavement support to families. It was, for instance, noted that information about
bereavement should be provided both verbally and in written format because families may
not always be able to process everything at the time they are told about it.

In the evidence, families reported a range of different approaches that they found helpful in
dealing with their bereavement, such as meetings with staff who cared for their child,
attending bereavement support groups in their local community, and also the provision of
support to the child or young person’s siblings. The individual differences in preferences
were considered to be important by the Committee.

The Committee discussed the fact, which was also a theme in the evidence report, that there
was a risk to families if relevant databases were not promptly updated following the death of
a child. For example, appointments might be mistakenly offered through automated
processes causing upset to the family. They made a recommendation on this matter to avoid
this risk.

The issue of training in bereavement support was also discussed. It was noted that staff do
not always have the relevant expertise to support bereaved families and that this could lead
to a breakdown in trust between the multidisciplinary team and the family. It is therefore
important to refer bereaved parents or carers to those with the right skills and expertise to
provide the service. The Committee also discussed training and continuing support and
supervision for healthcare professionals to help them develop skills in providing
compa