
Kidney cancer: diagnosis and management of renal cell carcinoma (RCC) in people with a 
heritable RCC predisposition syndrome

Ensure the person’s information needs are met throughout their care journey:
•	 during diagnosis of heritable RCC predisposition syndrome (see guideline section 1.17)
•	 when RCC is suspected or confirmed (see guideline section 1.1)
•	 if a biopsy is recommended (see guideline recommendation 1.3.13)
•	 if palliative care is needed (see guideline section 1.16)

1
Diagnosis:  

establish genetic 
and disease status

For people with RCC

Assess for heritable RCC 
predisposition syndrome 
See guideline section 1.17

Decide if a biopsy is needed
See guideline recommendations 

1.3.10 to 1.3.12

For people with heritable RCC predisposition 
syndrome and a suspicious renal lesion

Decide if a biopsy is needed
See guideline recommendations 

1.3.10 to 1.3.12

2
Management: 

localised or advanced 
disease status?

Co-ordinate imaging between uro-oncology multidisciplinary team and other specialities 
involved in managing the syndrome when both heritable RCC predisposition syndrome 

and RCC are confirmed (see guideline recommendation 1.18.3)

For people with localised RCC and a heritable 
RCC predisposition syndrome

For guidance on 
systemic anticancer 
therapy, see guideline 
recommendation 
1.18.11

Decide between prompt surgery or active 
surveillance, depending on whether 
the syndrome is associated with more 
or less aggressive RCC (see guideline 
recommendations 1.18.1 to 1.18.7)

For guidance on when to consider partial 
nephrectomy, other nephron-sparing 
treatments, or total nephrectomy, see 
guideline recommendations 1.18.8 to 1.18.10

Offer follow-up imaging using the 
intermediate-risk minimum recommended 
schedule making changes if more 
frequent imaging is needed  (see guideline 
recommendation 1.18.15 and table 2)

After 5 years, decide when to stop follow up 
and return solely to standard surveillance 
for the hRCC predisposition syndrome 
(see guideline recommendation 1.18.16)

For people with locally advanced RCC and a 
heritable RCC predisposition syndrome

See guideline section 
1.7 on surgery 
for suspected or 
confirmed locally 
advanced RCC 

Offer follow-up imaging using the 
intermediate-risk minimum recommended 
schedule making changes if more 
frequent imaging is needed  (see guideline 
recommendation 1.18.15 and guideline table 2)

After 5 years, decide when to stop follow up 
and return solely to standard surveillance 
for the hRCC predisposition syndrome 
(see guideline recommendation 1.18.16)

For people with advanced RCC and a heritable 
RCC predisposition syndrome

See the following guideline sections

Referring people with advanced RCC 
(guideline section 1.12)

Risk prediction tools for metastatic 
RCC (guideline section 1.13)

Non-pharmacological management of 
metastatic RCC (guideline section 1.14)

Systemic anticancer therapy for 
advanced RCC (guideline section 1.15)

This diagram covers only part of the guideline content. For full details, see Kidney cancer: diagnosis and management. 
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