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Disclaimer

The recommendations in this guideline represent the view of NICE, arrived at after careful
consideration of the evidence available. When exercising their judgement, professionals are
expected to take this guideline fully into account, alongside the individual needs, preferences
and values of their patients or service users. The recommendations in this guideline are not
mandatory and the guideline does not override the responsibility of healthcare professionals
to make decisions appropriate to the circumstances of the individual patient, in consultation
with the patient and/or their carer or guardian.

Local commissioners and/or providers have a responsibility to enable the guideline to be
applied when individual health professionals and their patients or service users wish to use it.
They should do so in the context of local and national priorities for funding and developing
services, and in light of their duties to have due regard to the need to eliminate unlawful
discrimination, to advance equality of opportunity and to reduce health inequalities. Nothing
in this guideline should be interpreted in a way that would be inconsistent with compliance
with those duties.

NICE guidelines cover health and care in England. Decisions on how they apply in other UK
countries are made by ministers in the Welsh Government, Scottish Government, and
Northern Ireland Executive. All NICE guidance is subject to regular review and may be
updated or withdrawn.
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Appendices
Appendix H: Excluded studies

H.1 Diagnosis of cystic fibrosis

Study Reason for Exclusion

Beck, R., Durie, P. R., Hill, J. G., Levison, H., Case series.
Malnutrition: a cause of elevated sweat chloride

concentration, Acta Paediatrica Scandinavica,

75, 639-44, 1986

Bruns, W. T., Connell, T. R., Lacey, J. A,, Index/ reference test: no symptoms of interest
Whisler, K. E., Test strip meconium screening included.

for cystic fibrosis, American Journal of Diseases

of Children, 131, 71-3, 1977

Cain, A. R, Deall, A. M., Noble, T. C., Screening Study design: case report.
for cystic fibrosis by testing meconium for

albumin, Archives of Disease in Childhood, 47,

131-2, 1972

Davis, P. B., Cystic fibrosis. Clinical Narrative review
manifestations in older patients, Clinical Notes
on Respiratory Diseases, 21, 3-12, 1983

Davis, P. B., Del Rio, S., Muntz, J. A, Index/ reference test: no symptoms of interest
Dieckman, L., Sweat chloride concentration in included.

adults with pulmonary diseases, American

Review of Respiratory Disease, 128, 34-7, 1983

Desmarquest,P., Feldmann,D., Tamalat,A., Study design: case series
Boule,M., Fauroux,B., Tournier,G., Clement,A.,

Genotype analysis and phenotypic

manifestations of children with intermediate

sweat chloride test results, Chest, 118, 1591-

1597, 2000

Durieu, I., Bey-Omar, F., Rollet, J., Calemard, Case series.
L., Boggio, D., Lejeune, H., Gilly, R., Morel, Y.,

Durand, D. V., Diagnostic criteria for cystic

fibrosis in men with congenital absence of the

vas deferens, Medicine, 74, 42-7, 1995

Egritas, O., Sari, S., Dalgic, B., Poyraz, A., Case series
Ensari, A., The diagnosis and outcomes of

persistent diarrhea in infants aged 0-24 months -

A Turkish cohort study, Turkish Journal of

Gastroenterology, 22, 260-269, 2011

Farahmand, F., Khalili, M., Shahbaznejad, L., Only reported data on clinical signs and
Hirbod-Mobarakeh, A., Najafi Sani, M., symptoms in children with CF.
Khodadad, A., Motamed, F., Rezaei, N., Clinical

presentation of cystic fibrosis at the time of

diagnosis: a multicenter study in a region without

newborn screening, Turkish Journal of

Gastroenterology, 24, 541-5, 2013

Fitzpatrick, S. B., Rosenstein, B. J., Langbaum, Case series. Only includes people with CF.
T. S., Diagnosis of cystic fibrosis during

adolescence, Journal of Adolescent Health

Care, 7, 38-43, 1986

Giglio, L., Candusso, M., D'Orazio, C., Mastella, Included infants diagnosed by neonatal
G., Faraguna, D., Failure to thrive: the earliest screening.
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feature of cystic fibrosis in infants diagnosed by

neonatal screening, Acta Paediatrica, 86, 1162-
5, 1997

Gilljam, M., Ellis, L., Corey, M., Zielenski, J.,
Durie, P., Tullis, D. E., Clinical manifestations of
cystic fibrosis among patients with diagnosis in
adulthood, Chest, 126, 1215-24, 2004

Guglani, L., Stabel, D., Weiner, D. J., False-
Positive and False-Negative Sweat Tests:
Systematic Review of the Evidence, Pediatric,
Allergy, Immunology, and Pulmonology, 28, 198-
211, 2015

Holsclaw, D. D., Rocmans, C., Shwachman, H.,
Abdominal complaints and appendiceal changes
leading to the diagnosis of cystic fibrosis,
Journal of Pediatric Surgery, 9, 867-73, 1974

Ibach, E. G., Meconium ileus equivalent in an
adult patient, Medical Journal of Australia, 1,
268-9, 1968

Jackson, A., Foley, L., Daly, L., Fitzpatrick, P.,
Harrington, M., Zhou, S., Kelleher, C., Delayed
cystic fibrosis presentation in children in the
absence of newborn screening, Irish Medical
Journal, 103, 113-6, 2010

Kanavakis, E., Tzetis, M., Antoniadi, T.,
Pistofidis, G., Milligos, S., Kattamis, C., Cystic
fibrosis mutation screening in CBAVD patients
and men with obstructive azoospermia or severe
oligozoospermia, Molecular Human
Reproduction, 4, 333-7, 1998

Karakoc, G. B., Yilmaz, M., Altintas, D. U.,
Kendirli, S. G., Bronchiectasis: still a problem,
Pediatric Pulmonology, 32, 175-8, 2001

Kose, M., Pekcan, S., Kiper, N., Aslan, A. T.,
Cobanoglu, N., Yalcin, E., Dogru, D., Ozcelik,
U., Doll-like face: is it an underestimated clinical
presentation of cystic fibrosis?, Pediatric
Pulmonology, 43, 634-7, 2008

Lim, M. T., Wallis, C., Price, J. F., Carr, S. B.,
Chavasse, R. J., Shankar, A., Seddon, P.,
Balfour-Lynn, I. M., Diagnosis of cystic fibrosis in
London and South East England before and
after the introduction of newborn screening,
Archives of Disease in Childhood, 99, 197-202,
2014

Maclean, J. E., Solomon, M., Corey, M.,
Selvadurai, H., Cystic fibrosis newborn
screening does not delay the identification of
cystic fibrosis in children with negative results,
Journal of Cystic Fibrosis, 10, 333-7, 2011

Massie, R. J., Curnow, L., Glazner, J.,
Armstrong, D. S., Francis, |., Lessons learned
from 20 years of newborn screening for cystic
fibrosis, Medical Journal of Australia, 196, 67-
70, 2012

Reason for Exclusion

Only reported data on clinical signs and
symptoms in adults diagnosed with CF.

Did not report data on clinical signs or symptoms
included in the protocol.

Case series. Only includes people with CF.

Case report.

Only reported data on clinical signs and
symptoms in children diagnosed with CF.

Reference test (CF transmembrane
conductance regulator membrane mutation) not
in protocol.

The study only reported data on causes of
brochiectasis, including CF.

Symptom not in protocol (doll-like face).

Only reported data on people with CF. Case
notes and database review.

Only reported data on clinical signs and
symptoms in children with CF.

Compares 3 CF newborn strategies. Did not
report data on clinical sighs and symptoms.

© NICE 2017. All rights reserved. Subject to Notice of rights.
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Massie, R. J., Olsen, M., Glazner, J., Robertson,
C. F., Francis, I., Newborn screening for cystic
fibrosis in Victoria: 10 years' experience (1989-
1998), Medical Journal of Australia, 172, 584-7,
2000

McWilliams, T. J., Wilsher, M. L., Kolbe, J.,
Cystic fibrosis diagnosed in adult patients, New
Zealand Medical Journal, 113, 6-8, 2000

Mir,T.A., Ashraf,M., Ahmed,K., Chowdhary,J.,
Rehana,B., Ahmed,J., Clinical profile, diagnostic
delay, and genetic make-up of cystic fibrosis in
Kashmir, India, Lung India, 28, 97-100, 2011

Murray, J, Cuckle, H, Taylor, G, Littlewood, J,
Hewison, J, Screening for cystic fibrosis
(Structured abstract), Health Technology
Assessment Database, 2016

Prosser, R., Owen, H., Bull, F., Parry, B.,
Smerkinich, J., Goodwin, H. A., Dathan, J.,
Screening for cystic fibrosis by examination of
meconium, Archives of Disease in Childhood,
49, 597-601, 1974

Roberts, G., Stanfield, M., Black, A., Redmond,
A., Screening for cystic fibrosis: a four year
regional experience, Archives of Disease in
Childhood, 63, 1438-43, 1988

Roussey, M., Le Bihannic, A., Scotet, V.,
Audrezet, M. P., Blayau, M., Dagorne, M.,
David, V., Deneuville, E., Ginies, J. L., Laurans,
M., Moisan-Petit, V., Rault, G., Vigneron, P.,
Ferec, C., Neonatal screening of cystic fibrosis:
diagnostic problems with CFTR mild mutations,
Journal of Inherited Metabolic Disease, 30, 613,
2007

Schram, C. A., Atypical cystic fibrosis:
identification in the primary care setting,
Canadian Family Physician, 58, 1341-5, e699-
704, 2012

Shwachman, H., Redmond, A., Khaw, K. T.,
Studies in cystic fibrosis. Report of 130 patients
diagnosed under 3 months of age over a 20-
year period, Pediatrics, 46, 335-43, 1970

Sousa, M., Servidoni, M. F., Vinagre, A. M.,
Ramalho, A. S., Bonadia, L. C., Felicio, V.,
Ribeiro, M. A., Uliyakina, I., Marson, F. A., Kmit,
A., Cardoso, S. R., Ribeiro, J. D., Bertuzzo, C.
S., Sousa, L., Kunzelmann, K., Ribeiro, A. F.,
Amaral, M. D., Measurements of CFTR-
mediated CI- secretion in human rectal biopsies
constitute a robust biomarker for Cystic Fibrosis
diagnosis and prognosis, PLoS ONE [Electronic
Resource], 7, e47708, 2012

Steinraths, M., Vallance, H. D., Davidson, A. G.,
Delays in diagnosing cystic fibrosis: can we find
ways to diagnose it earlier?, Canadian Family
Physician, 54, 877-83, 2008

Reason for Exclusion

Retrospective review of case notes. Newborn
screening only.

Retrospective review of case notes. Only
reported data on clinical signs and symptoms in
adults with CF.

Reported data on clinical signs and symptoms,
but not in relation to whether CF was diagnosed
or not.

HTA report. Does not report on signs and
symptoms.

Index/ reference test: no symptoms of interest
included.

Only reported data on clinical signs and
symptoms in children diagnosed with CF.

Describes cases of children diagnosed with
atypical CF at neonatal screening

Narrative review

No diagnostic accuracy of prognostic data
reported.

Compared different screening strategies, but did
not report data on clinical signs and symptoms
in relation to whether CF was diagnosed or not.

Retrospective review of hospital medical records
and CF clinic charts. Only includes people with
CF.
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Tomashefski, J. F., Christoforidis, A. J.,
Abdullah, A. K., Cystic fibrosis in young adults:
an overlooked diagnosis, with emphasis on
pulmonary function and radiological patterns,
Chest, 57, 28-36, 1970

van Dommelen, P., Grote, F. K., Oostdijk, W., de
Muinck Keizer-Schrama, S. M., Bouquet, J.,
Hendriks, J. J., Kouwenberg, J., Verkerk, P. H.,
van Buuren, S., Wit, J. M., Growth monitoring to
detect children with cystic fibrosis, Hormone
Research, 72, 218-24, 2009

Wald,E.R., Recurrent and nonresolving
pneumonia in children, Seminars in Respiratory
Infections, 8, 46-58, 1993

Wilcken, B., Towns, S. J., Mellis, C. M.,
Diagnostic delay in cystic fibrosis: lessons from
newborn screening, Archives of Disease in
Childhood, 58, 863-6, 1983

Wilschanski, M., Famini, H., Strauss-Liviatan,
N., Rivlin, J., Blau, H., Bibi, H., Bentur, L.,
Yahav, Y., Springer, H., Kramer, M. R., Klar, A.,
L. Lani A, Kerem, B., Kerem, E., Nasal potential
difference measurements in patients with
atypical cystic fibrosis, European Respiratory
Journal, 17, 1208-1215, 2001

Wos, H., Sankiewicz-Szkolka, M., Wiecek, S.,
Kordys-Darmolinska, B., Grzybowska-
Chlebowczyk, U., Kniazewska, M., Diagnostic
problems in cystic fibrosis - specific
characteristics of a group of infants and young
children diagnosed positive through neonatal
screening, in whom cystic fibrosis had not been
diagnosed, Medycyna Wieku Rozwojowego, 19,
25-31, 2015

Information and support
Study

The experience of families caring for a child with
cystic fibrosis: a nursing response

Andersson-Segesten, K., Plos, K., The needs,
concerns and coping of mothers of children with
cystic fibrosis, Scandinavian Journal of Caring
Sciences, 3, 35-41, 1989

Ayers, S., Muller, |., Mahoney, L., Seddon, P.,
Understanding needle-related distress in
children with cystic fibrosis, British Journal of
Health Psychology, 16, 329-43, 2011

Britto, M. T, Slap, G. B., DeVellis, R. F.,
Hornung, R. W., Atherton, H. D., Knopf, J. M.,
DeFriese, G. H., Specialists understanding of
the health care preferences of chronically ill
adolescents, Journal of Adolescent Health, 40,
334-41, 2007

Brodeur, Sydney S., Treating families coping
with chronic illness: An evaluation of the "Living

Reason for Exclusion
Study design: case reports

Evaluates growth monitoring to detect CF in
children, but reference standard is not specified.

Study design: narrative review/ discussion
paper.

Case series.

Index test (nasal potential difference) not in the
protocol.

Included cases of patients who had a positive
result of newborn screening for CF, but did not
receive a diagnosis of CF because of the lack of
symptoms and negative sweat test.

Reason for Exclusion
Thesis.

Descriptive data, closed ended questionnaire.

This study explores the experiences of children
with CF/parents on needle-related distress and
does not touch upon information or support as

such.

No qualitative data.

Dissertation abstract.

© NICE 2017. All rights reserved. Subject to Notice of rights.
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Well" program, Dissertation Abstracts
International: Section B: The Sciences and
Engineering, 66, 2811, 2005

Byczkowski, T. L., Kotagal, U. R., Britto, M. T.,
Wilmott, R. W., Perceptions of value of routine
care among patients with cystic fibrosis and their
families, Pediatric Pulmonology, 37, 210-6, 2004

Byczkowski,T.L., Munafo,J.K., Britto,M.T.,
Family perceptions of the usability and value of
chronic disease web-based patient portals,
Health Informatics Journal, 20, 151-162, 2014

Bywater, E., Coping with a life-threatening
illness: An experiment in parents' groups, British
Journal of Social Work, 14, 117-127, 1984

Cappelli, M., McGrath, P. J., Heick, C. E.,
MacDonald, N. E., Feldman, W., Rowe, P.,
Chronic disease and its impact. The
adolescent's perspective, Journal of Adolescent
Health Care, 10, 283-8, 1989

Chotirmall, S. H., Mann, A. K., Branagan, P.,
O'Donohoe, C., Lyons, A. M., Flynn, M. G.,
Gunaratnam, C., O'Neill, S. J., McElvaney, N.
G., Male fertility in cystic fibrosis, Irish Medical
Journal, 102, 204-6, 2009

Cronin, Anne Frances, The influence of attention
deficit disorder on mother's perception of family
stress: Or, "lady, why can't you control your
child?", Dissertation Abstracts International
Section A: Humanities and Social Sciences, 56,
4566, 1996

Dashiff, C., Suzuki-Crumly, J., Kracke, B.,
Britton, L., Moreland, E., Cystic fibrosis-related
diabetes in older adolescents: parental support
and self-management, Journal for Specialists in
Pediatric Nursing: JSPN, 18, 42-53, 2013

David, V., Feldman, D., Danner-Boucher, I.,
Rhun, A. L., Guyomarch, B., Ravilly, S.,
Marchand, C., Identifying the educational needs
of lung transplant recipients with cystic fibrosis,
Progress in Transplantation, 25, 18-25, 2015

De Wet, B., Cywes, S., The birth of a child with a
congenital anomaly. Part lll. Response of
parents to the diagnosis, South African Medical
Journal, 67, 370-373, 1985

Dellon, Elisabeth P., Shores, Mitchell D.,

Nelson, Katherine I., Wolfe, Joanne, Noah, Terry
L., Hanson, Laura C., Caregiver perspectives on
discussions about the use of intensive
treatments in cystic fibrosis, Journal of Pain and
Symptom Management, 40, 821-828, 2010

Devitt, P., Coping strategies of mothers of
children with cystic fibrosis, Paediatric Nursing,
14, 12-12, 2002

Dillard, J. P., Shen, L., Robinson, J. D., Farrell,
P. M., Parental information seeking following a
positive newborn screening for cystic fibrosis,

Reason for Exclusion

This study reports quantitative data only.

It is unclear what responses are from parents of
children with CF or from parents of children with
other chronic conditions.

Not a study, no methodolody, no quotations.
Describes a CF parents' group programme and
the topics discussed in those group meetings.

No qualitative data on information and support.

No qualitative data.

Dissertation abstract.

No qualitative data on information and support.

This study only reports quantitative data.

This study was excluded due to data saturation.
More recent data available from other qualitative
studies.

The study does not focus on information and
support. Richer data available from other
qualitative papers.

A commentary of another study. The study that
is being commented on will be assessed
separately.

Is not a qualitative study even though some
videotaping of counselling sessions was done.

© NICE 2017. All rights reserved. Subject to Notice of rights.
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Journal of Health Communication, 15, 880-94,
2010

Dodge, J. A., Burton, L., Cull, A., McCrae, W.
M., Effectiveness of counselling in cystic fibrosis,
Patient Counselling and Health Education, 1, 8-
12, 1978

Dyer, J., Morais, A., Supporting children with
cystic fibrosis in school, Professional Nurse, 11,
518-20, 1996

Evans, J., An information model for cystic
fibrosis patients and carers, Technology and
Health Care, 13, 384-386, 2005

Finan, C., Nasr, S. Z., Rothwell, E., Tarini, B. A.,
Primary care providers' experiences notifying
parents of cystic fibrosis newborn screening
results, Clinical Pediatrics, 54, 67-75, 2015

Frayman, K. B., Cerritelli, B., Wilson, J., Sawyer,
S. M., Reproductive and sexual health in boys
with cystic fibrosis: what do parents know and
say?, Pediatric Pulmonology, 43, 1107-16, 2008

Frost, Julia, Review: Family communication
about cystic fibrosis from the mother's
perspective: An exploratory study, Journal of
Research in Nursing, 12, 635-636, 2007

Gardner, J., What you need to know about cystic
fibrosis, Nursing, 37, 52-5, 2007

Gjengedal, E., Rustoen, T., Wahl, A. K,,
Hanesta, B. R., Growing up and living with cystic
fibrosis: everyday life and encounters with the
health care and social services--a qualitative
study, Advances in Nursing Science, 26, 149-59,
2003

Golden, S. L., Nageswaran, S., Caregiver
voices: Coordinating care for children with
complex chronic conditions, Clinical Pediatrics,
51, 723-729, 2012

Gorlach, Jill, Understanding the Psychosocial
Needs of the Teen CF Patient, AARC Times, 39,
18-19, 2015

Gotz, I., Labenbacher, I., Eichler, I.,
Wojnarowski, C., Gotz, M., Health-independent
lung transplantation information of parents of
children with cystic fibrosis, Transplantation, 64,
742-7, 1997

Hames, A., Beesley, J., Nelson, R., Cystic
fibrosis: what do patients know, and what else
would they like to know?, Respiratory Medicine,
85, 389-92, 1991

Henley, L. D., Hill, I. D., Global and specific
disease-related information needs of cystic
fibrosis patients and their families, Pediatrics,
85, 1015-21, 1990

Hinton, S., Watson, S., Chesson, R., Mathers,
S., Information needs of young people with
cystic fibrosis, Paediatric Nursing, 14, 18-21,
2002

Reason for Exclusion

Does not include qualitative analysis in relation
to information or support.

The study methodology poorly described, no
quotes.

Discussion/review.

Discussion /review.

Not about needs or preferences of people with
CF and their families.

This study mostly reports quantitative data.
Richer qualitative data available from other
qualitative studies.

A review/commentary of another published
study.

Discussion/review.

This study was excluded due to data saturation.
Richer data available from other qualitative
studies.

It is unclear which quotes are from caregivers of
children with CF or from caregivers of children
with other conditions.

Review/discussion.

More comprehensive evidence was included on
the topics covered by the qualitative findings of
the study.

This study only reports quantitative data.

This study reports quantitative data only.

Unclear methodology. Richer data available
from other qualitative studies.
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Holton,S., Kirkman,M., Rowe,H., Fisher,J., The
Childbearing Concerns and Related Information
Needs and Preferences of Women of
Reproductive Age with a Chronic,
Noncommunicable Health Condition: A
Systematic Review, Women's Health Issues, 22,
e541-e552, 2012

Hopkins, Amanda F., Parents' perceptions of the
family-school working relationship when children
have a chronic condition, Dissertation Abstracts
International: Section B: The Sciences and
Engineering, 71, 4763, 2011

Hugo, C. J., van der Merwe, M., South African
adolescents with cystic fibrosis: a qualitative
exploration of their bio-psychosocial fields,
Journal of Child & Adolescent Mental Health, 26,
177-91, 2014

lles, N., Lowton, K., Young people with cystic
fibrosis' concerns for their future: when and how
should concerns be addressed, and by whom?,
Journal of Interprofessional Care, 22, 436-8,
2008

Jamieson, N., Fitzgerald, D., Singh-Grewal, D.,
Hanson, C. S., Craig, J. C., Tong, A., Children's
experiences of cystic fibrosis: a systematic
review of qualitative studies, Pediatrics, 133,
€1683-97, 2014

Jedlicka-Kohler, I., Gotz, M., Eichler, |., Parents'
recollection of the initial communication of the
diagnosis of cystic fibrosis, Pediatrics, 97, 204-
209, 1996

Korzeniewska, A., Grzelewski, T., Jerzynska, J.,
Majak, P., Soloniewicz, A., Stelmach, W.,
Stelmach, I., Sexual and reproductive health
knowledge in cystic fibrosis female patients and
their parents, Journal of Sexual Medicine, 6,
770-6, 2009

Lowton, K., Ballard, K. D., Adult cystic fibrosis
patients' experiences of primary care
consultations: a qualitative study, British Journal
of General Practice, 56, 518-25, 2006

MacDonald, Kath, Irvine, Lindesay, Coulter
Smith, Margaret, An exploration of partnership
through interactions between young 'expert'
patients with cystic fibrosis and healthcare
professionals, Journal of Clinical Nursing, 24,
3528-3537, 2015

Matloff, E. T., Zimmerman, S. J., Framework for
a proactive parent support group: the Syracuse
cystic fibrosis model, Journal of Pediatric Health
Care, 10, 264-71, 1996

Miroballi, Y., Garber, E., Jia, H., Zhou, J. J.,
Alba, L., Quittell, L. M., Angst, D., Cabana, M.,
Saiman, L., Infection control knowledge,
attitudes, and practices among cystic fibrosis
patients and their families, Pediatric
Pulmonology, 47, 144-152, 2012

Reason for Exclusion

A review with mixed population groups, including
CF. Papers included in this review that relates to
CF were picked up by the search of this review
and are assessed individually.

Dissertation abstract.

Does not cover the topic of support and
information apart from support from friends.

A short report on a mixed-methods study. The
limited data presented does not include relevant
qualitative data on information or support.

Relevant included studies assessed for
inclusion.

No qualitative data on information and support.

No qualitative data.

Does not provide data in relation to support or
information.

Does not touch upon support and information
provision as such.

Not a study, describes a framework model for a
parent support group.

No qualitative data.
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Nixon, G. M., Glazner, J. A., Martin, J. M.,
Sawyer, S. M., Urinary incontinence in female
adolescents with cystic fibrosis, Pediatrics, 110,
e22, 2002

Nolan, T., Desmond, K., Herlich, R., Hardy, S.,
Knowledge of cystic fibrosis in patients and their
parents, Pediatrics, 77, 229-35, 1986

Nuttall, P., Nicholes, P., Cystic fibrosis:
adolescent and maternal concerns about
hospital and home care, Issues in
Comprehensive Pediatric Nursing, 15, 199-213,
1992

Pakhale, S., Baron, J., Armstrong, M., Tasca,
G., Gaudet, E., Aaron, S., Cameron, W., Balfour,
L., A Cross-Sectional Study of the Psychological
Needs of Adults Living with Cystic Fibrosis,
PLoS ONE [Electronic Resource], 10,
e0127944, 2015

Phillips, S., Bohannon, W. E., Gayton, W. F.,
Friedman, S. B., Parent interview findings
regarding the impact of cystic fibrosis on
families, Journal of Developmental & Behavioral
Pediatrics, 6, 122-7, 1985

Popli, K., Bourke, S., Stewart, J., Fertility issues
in men with cystic fibrosis: survey of knowledge
and opinion of patients, Fertility & Sterility, 91,
1297-8, 2009

Ritchie, J., Stewart, M., Ellerton, M., Thompson,
D., Meade, D., Viscount, P. W., Parents'
perceptions of the impact of a telephone support
group intervention, Journal of Family Nursing, 6,
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reproducibility and reliability of the Brafiel and
Wisconsin chest radiograph systems).
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Intervention/ comparison: the study does not
include any monitoring strategy comparisons.

This study evaluates the effect of tobramycin
solution for inhalation in CF patients. Although
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References were checked for relevance.

In Cochrane SR Freitas (2015). The intervention
(postural drainage) was not included in the
protocol.
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(frequencer).

Intervention not relevant to the protocol (postural
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the protocol.
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PEP) not included in the protocol.

This study was included in the Cochrane SR
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included in the protocol.
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inhaled antibiotics for the treatment of patients
with CF chronically infected with P. Aeruginosa
(protocol 3). It was assessed as low quality
according to AMSTAR.

Duplicate. Already included in the review.

Study design: cross-over (not suitable for
protocol 1)

Small sample size (N < 30) (protocol 3).

Population: this review (systematic?) included 2
trials with non-CF patients.

This review evaluated the use of inhaled
antibiotics for the treatment of patients with CF
chronically infected with P. Aeruginosa (protocol
3). It was assessed as low quality according to
AMSTAR.

Systematic review excluded from protocol 2 after
checking for any relevant studies.

Excluded from protocol 2 because the reported
outcomes are not relevant to the protocol.

Excluded as the quality was assessed as low
according to AMSTAR checklist (score of 5 out
of 11). Included studies were checked for
relevance.
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Delgado, L., Antifungal treatment in allergic
bronchopulmonary aspergillosis with and without
cystic fibrosis: A systematic review, Clinical and
Experimental Allergy, 44, 1210-1227, 2014

Moss, R. B., Critique of trials in allergic
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allergy, Medical Mycology, 44, 269-272, 2006

Moss, R. B., Long-term benefits of inhaled
tobramycin in adolescent patients with cystic
fibrosis, Chest, 121, 55-63, 2002

Mukhopadhyay, S., Singh, M., Cater, J. I.,
Ogston, S., Franklin, M., Olver, R. E., Nebulised
antipseudomonal antibiotic therapy in cystic
fibrosis: a meta-analysis of benefits and risks,
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inhaled powder (TIP) for Pseudomonas
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abstract), Health Technology Assessment
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Colistimethate sodium powder for inhalation
(Colobreathe) for pseudomonas aeruginosa lung
infection in cystic fibrosis (Structured abstract),
Health Technology Assessment Database, 2015

Nolan,G., Moivor,P., Levison,H., Fleming,P.C.,
Corey,M., Gold,R., Antibiotic prophylaxis in
cystic fibrosis: inhaled cephaloridine as an
adjunct to oral cloxacillin, Journal of Pediatrics,
101, 626-630, 1982
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Giunta,A., Ceftazidime monotherapy vs.
combined therapy in Pseudomonas pulmonary
infections in cystic fibrosis, Pediatric Infectious
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O., Moller, A. F., Moller, S., Ceftazidime
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Journal of Antimicrobial Chemotherapy, 12
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Proesmans, M., Boulanger, L., Vermeulen, F.,
De Boeck, K., Eradication of recent
Pseudomonas aeruginosa infection: TOBI
versus Colistineb/ciprofloxacin, Journal of Cystic
Fibrosis, 10, S26, 2011

Reason for Exclusion

Population. This SR includes 4 RCTs with non-
CF patients. Not relevant for protocol 3.

Discussion paper. Looks at trials on ABPA
(protocol 3).

Follow up too long to be included in NMA
(protocol 3)

Ths SR looked at the benefits and risks of
nebulised antipseudomonal therapy in CF
(protocol 3). It was assessed as low quality
according to AMSTAR.

The studies referenced in this report were
checked for inclusion.(protocol 3)

Protocol 3. Lab executive summary. No data.

Treatment. This paper evaluates the
prophylactic effect of inhaled cephaloriding as
an adjunct to oral cloxacillin. The second is not a
treatment of interest for protocol 1.

Excluded from protocol 2 because the reported
comparison is of antibiotics that are not relevant
to the protocol.

Intervention: this study evaluates ceftazidime in
the treatment of chronic P. Aeruginosa. This
intervention is not relevant for protocol 3.

Intervention: this study evaluates ceftazidime in
the treatment of chronic P. Aeruginosa. This
intervention is not relevant for protocol 3.

Conference abstract (protocol 2).
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Proesmans, M., Vermeulen, F., Vreys, M.,
Dupont, L. J., De Boeck, K., Treatment of
allergic bronchopulmonary aspergillosis in cystic
fibrosis: antifungal therapy with inhaled
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L., Azli Phase Il Study Group, A phase 2 study
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controlled trial, JAMA, 303, 1707-15, 2010
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antipseudomonal treatment in patients with
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Journal, 16, 106-11; discussion 123-6, 1997
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Patel, L., Macrolide antibiotics for cystic fibrosis,
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CD002203, 2012
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Inhaled ceftazidime compared with gentamicin
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272-9, 1987

Steinkamp,G., Schmitt-Grohe,S., Doring,G.,
Staab,D., Pfrunder,D., Beck,G., Schubert,R.,
Zielen,S., Once-weekly azithromycin in cystic
fibrosis with chronic Pseudomonas aeruginosa
infection, Respiratory Medicine, 102, 1643-1653,
2008

Reason for Exclusion

Study design: this abstract looked at antifungal
therapy with amphotericin (protocol 3), but it's
not an RCT.

Retrospective analysis of an RCT.

An update is available for this review.

Update of this review was assessed for inclusion

Later study included (protocol 3)

Excluded from protocol 3. Evaluates
Azitrhomaycin in people not infected with PA.

Ciprofloxacin received by both groups, abstract
(protocol 2).

Protocol 3. Cochrane review. All studies include
low-dose Azytrhomycin.

Sample size too small (N<20) for inclusion in
NMA; Interventions used not in protocol for P
aeruginosa

This study was excluded as it used azithromysin
as immuno (low-does) (protocol 3).
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plus ticarcillin in patients with cystic fibrosis
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Wolter, J., Seeney, S., Bell, S., Bowler, S.,
Masel, P., McCormack, J., Effect of long term
treatment with azithromycin on disease
parameters in cystic fibrosis: a randomised trial,
Thorax, 57, 212-6, 2002

Wood, D. M., Smyth, A. R., Antibiotic strategies
for eradicating Pseudomonas aeruginosa in

Reason for Exclusion

This study was included in Cochrane SR Hurley
2015, but no data was used for this review
(protocol 2).

Study design: non-comparative observational
study

Excluded from protocol 2 because the reported
treatment comparison (cycled antibiotics vs
culture based antibiotics)is not relevant to the
protocol.

This SR is the same as the HTA report
(Tappendem 2013), already included in protocol
3.

Conference abstract.

Population: this review looked at the
management of ABPA (protocol 3), but includes
2 RCTS with non-CF patients.

Protocol 2. N < 30

This study looks at prophylaxis for P.
Aeruginosa (not relevant to protocol 1).

Protocol 3. Excluded (low-dose azithromycin)

Cochrane extracts
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Immunomodulatory agents
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fibrosis, Pediatric Pulmonology, 43, 281-287,
2008
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Database of Systematic Reviews, 11,
CD001915, 2012
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CD000407, 2013
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Fibrosis, 2, 25-28, 2003

Dauletbaev, N., Viel, K., Behr, J., Loitsch, S.,
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short-term inhaled fluticasone on oxidative burst
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Dezateux, C., Walters, S., Balfour-Lynn, .,
Inhaled corticosteroids for cystic fibrosis,
Cochrane Database of Systematic Reviews,
CD001915, 2000

Reason for Exclusion

Conference abstract

Reason for Exclusion
Not relevant intervention (zinc supplemenation).

An update of this Cochrane SR was included in
the review.

Study not relevant for the NMA, as participants
were on previous |V treatment. No outcomes of
interest for review protocol.

This paper reports the same data as Wolter
2002, already included in the review.

An update of this Cochrane SR was included in
the review.

An update of this Cochrane SR was included in
the review.

No NMA outcomes of interest. Treatment not
included in standard review

Study duration too short for NMA. No outcomes
of interest for review protocol.

An update is available for this review.
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Dezateux,C., Crighton,A., Oral non-steroidal
anti-inflammatory drug therapy for cystic fibrosis,
Cochrane database of systematic reviews
(Online), 2000. Date of Publication, -, 2000
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corticosteroid therapy in cystic fibrosis patients
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Eubanks, V., Koppersmith, N., Wooldridge, N.,
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Pediatrics, 140, 439-44, 2002
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patients with cystic fibrosis: a meta-analysis,
Pulmonary Pharmacology & Therapeutics, 22,
467-72, 2009

Jat, Kana R., Walia, Dinesh K., Khairwa, Anju,
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Cochrane database of Systematic Reviews,
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Kabra,M., Vani,A.S., Agarwal,G., Shastri,S.S.,
Long-term daily high and low doses of
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K., Patel, K., Wainwright, C., Serisier, D., Harris,
M., Bowler, S., Daily versus weekly azithromycin
in cystic fibrosis patients, European Respiratory
Journal, 30, 487-95, 2007

Reason for Exclusion
An update is available for this review.

Patients not clinically stable.

Conference abstract.

Small sample size (N=17).

Systematic review with MA: all individual studies
have already been included in the review.

One study was included in this Cochrane review.
The adverse events reported in the included
study were not listed in the current review
protocol.

Study compares multiple doses of same
treatment.

Small sample size (N < 20).

An update of this Cochrane SR was included in

the review.

Small sample size (N < 20).

Dose of azithromycin too high for inclusion.
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Ratjen, F., Saiman, L., Mayer-Hamblett, N.,
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Pediatric Pulmonology, 47, 641-8, 2012

Reason for Exclusion

No NMA outcomes of interest. Treatment not
included in review protocol.

Patients not clinically stable.

Non-randomised study (order of treatments is
same).

Non-randomised study (only comparison
between before and after treatment).

Conference abstract.

This study is a follow-up of a previous study,
Saiman 2010 included in Cochrane SR Southern
2012. No outcomes relevant to the protocol
reporte.

Additional data for Eigen 2005. Full study
already included in the review (as part of
Cochrane SR Cheng 2015).

Conference abstract.

Not a randomised study.
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Chatfield, B. A., Nicholls, D., Clancy, J. P.,
Vender, R., Egan, M., Quittell, L., Michelson, P.,

Reason for Exclusion

This study is a follow-up of a previous study,
Saiman 2010 included in Cochrane SR Southern
2012. No outcomes relevant to the protocol
reported.

No outcomes of interest.

Comparison not relevant to the protocol.

Intervention not included in review.

Intervention not included in review.

Patients not clinically stable.

Outcomes of interest only reported graphically.

Intervention not included in review.

Treatment (hydrocortisone) not in protocol.

Conference abstract.
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H.11 Nutritional interventions
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Reason for Exclusion

Incmplete reporting: no variance/uncertainty
reported for outcomes of interest.

Conference abstract.

Reason for Exclusion
No relevant intervention

No relevant outcomes. Cross-over trial.

Relevant included study was included in a
Cochrane review specific to CF which has been
included

No relevant included studies

Retrospective chart review; the comparison
between the gastrostomy group and the control
group does not focus on change over time.

No relevant intervention

No relevant intervention
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2012

Erskine, J. M., Lingard, C. D., Sontag, M. K.,
Accurso, F. J., Enteral nutrition for patients with
cystic fibrosis: comparison of a semi-elemental
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Ferguson, J. H., Chang, A. B., Vitamin D
supplementation for cystic fibrosis, Cochrane
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Forrester, D. L., Knox, A. J., Smyth, A. R., Barr,
H. L., Simms, R., Pacey, S. J., Pavord, I. D.,
Honeybourne, D., Dewar, J., Clayton, A.,
Fogarty, A. W., Glutamine supplementation in
cystic fibrosis: A randomized placebo-controlled
trial, Pediatric Pulmonology, 51, 253-7, 2016

Francis, D. K., Smith, J., Saljuqi, T., Watling, R.
M., Oral protein calorie supplementation for
children with chronic disease, Cochrane
Database of Systematic Reviews, 5, CD001914,
2015

Geukers, V. G., Oudshoorn, J. H., Taminiau, J.
A., van der Ent, C. K., Schilte, P., Ruiter, A. F.,
Ackermans, M. T., Endert, E., Jonkers-
Schuitema, C. F., Heymans, H. S., Sauerwein,
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of protein synthesis in stunted children with
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Goldbeck, L., Fidika, A., Herle, M., Quittner, A.
L., Cochrane corner: Psychological interventions
for individuals with cystic fibrosis and their
families, Thorax, 70, 1089-1091, 2015

Reason for Exclusion

The studies included in this systematic review
were assessed for inclusion. The quality of the
systematic review was rated as low using the
AMSTAR checklist.

No relevant intervention

No relevant intervention

Portuguese language

Crossover study design

No relevant intervention

No relevant intervention

Included studies on people with CF included in
this review were also included in Cochrane
reviews specific to people with CF. The latter
reviews were assessed for inclusion.

No relevant intervention. No relevant outcomes.

This article summarizes a Cochrane systematic
review which has been included in the present
review
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Journal of Cystic Fibrosis, 2, 195-8, 2003

Groleau, V., Schall, J. |., Dougherty, K. A,,
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children with cystic fibrosis; A randomized
controlled ftrial, Iranian Journal of Pediatrics, 23,
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nutrition affect clinical outcome? A systematic
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No relevant intervention

No relevant intervention

No relevant intervention

Aim not relevant. Follow-up of a study that has

been included in the current review.

No relevant outcomes

No relevant intervention

No relevant intervention

No relevant intervention

No relevant outcomes

Included studies were assessed for inclusion

The studies included in the systematic review
were assessed for inclusion. The quality of the
systematic review was rated as low using the
AMSTAR checklist.
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Lloyd-Still, J. D., Powers, C. A., Hoffman, D. R.,  No relevant intervention
Boyd-Trull, K., Lester, L. A., Benisek, D. C.,
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Brown, J. E., Gautam, S., Sheth, S., Afdhal, N.

H., Lindor, K. D., Freedman, S. D., The safety
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supplementation for the treatment of primary
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Systematic Reviews, 2016
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L., Stark, L. J., Mealtime problems predict
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Reason for Exclusion
No relevant intervention

No relevant outcomes

Guidelines and systematic review; quality of the
systematic review was rated as low using the
AMSTAR checklist; included studies were
checked to identify relevant ones

No relevant intervention

No relevant data

Subjects acted as their own control; no
randomization was used

No relevant data

Narrative review

Recommendations for management based on a
systematic review. The studies that were
included in the systematic review are referenced
and were assessed for inclusion.
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Stapleton, D., Tunnecliffe, L., McGuiness, D., No relevant outcomes
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and behaviour intervention program: go and
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Stephen R., Silburn, Sven R., Sherriff, Jill L.,

Sly, Peter D., The effect of 'Go and Grow with
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Australian Journal of Nutrition and Dietetics,

2001
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Bean, J., Powers, S. W., The effects of an
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Steinkamp, G., Demmelmair, H., Ruhl-Bagheri, Quasi-randomised design; groups not
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American Journal of Clinical Nutrition, 97, 872-7,
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Stratton, R. J., Summary of a systematic review = Summary of systematic review. Relevant
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systematic review, Journal of Cystic Fibrosis, 12,
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Cameron,D.J., Pitcher-Wilmott,R., Milla,P.J.,
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37, 1441-6, 1992

Chalmers, D. M., Brown, R. C., Miller, M. G.,
Clarke, P. C., Kelleher, J., Littlewood, J. M.,
Losowsky, M. S., The influence of long-term
cimetidine as an adjuvant to pancreatic

Reason for Exclusion
No relevant intervention

The included studies were assessed for
inclusion. The quality of the systematic review
was rated as low using the AMSTAR checklist.

H.12 Exocrine pancreatic insuffiency

Reason for Exclusion
Insufficient reporting of data

Use of Nutrizym 22 in this age group (4.9-14.1
years)is not relevant to the protocol

Cohort study design with n = 8 participants.

Italian

Population too small to be relevant to the protocol

Insufficient reporting of data

No PERT intervention - Placebo vs Cimetidine.
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Dutta, S. K., Hubbard, V. S., Appler, M.,
Critical examination of therapeutic efficacy of a
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Digestive Diseases & Sciences, 33, 1237-44,
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Elliott, R. B., Escobar, L. C., Lees, H. R.,
Akroyd, R. M. D., Reilly, H. C., A comparison
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cystic fibrosis, New Zealand Medical Journal,
105, 107-108, 1992

Francisco, M. P., Wagner, M. H., Sherman, J.
M., Theriaque, D., Bowser, E., Novak, D. A.,
Ranitidine and omeprazole as adjuvant
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Journal of Pediatric Gastroenterology &
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Heijerman, H. G. M., Lamers, C. B. H. W.,
Dijkman, J. H., Bakker, W., Ranitidine
compared with the dimethylprostaglandin E2

Reason for Exclusion

Randomisation was not performed

Not and RCT. Also Misoprostal is not relevant to
the protocol.

Abstract

French

Randomisation was not performed

Numerical data are not presented in results

Outcomes not stated in protocol.

Narrative review

Use of Nutrizym in this age group (5-15 years) is
not relevant to the protocol

Comparison is not relevant (adjuvant ranitidine vs
adjuvant enprostil)
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Comparison not relevant to the protocol
(Minimicrospheres vs microspheres)
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Comparison not relevant to the protocol
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