yrral ¥
multlfncah't"u
years of age

Bilaterality
b. Onset of

c 1st or 2nd “11’~g1£'ve relative with any renal tumour
FLEN)

FH)
odiscomas (BHD/FLCN)

anglioma (VHL, 5DH)

When to thmk about heredltary RCC

SUGGESTED SURVEILLANCE IN ADULTS

ii. Hemangioblastoma c.t he retina, brainstem, cerebellum or spinal cord (VHL)
iii. Early onset of multiple uh-"nm. fibroids (<30 years of age) (HLRCC/FH)
g. Lymphangi
1. Childhood seizure disorder |T5L|
ASSOCIATED CLINICAL ;
Y N HIST Y
FINDINGS SYNDROME / GENE / (RCC HISTOLOGY)

Von Hippel-Lindau
VHL
(ceRCC)

- Annual imaging alternating between US and MRI

- Annual ophthalmologic examination

- Annual 24-hour urine catecholamines/metanephrines,
plasma metanephrines

- Annual audiometry

- MRI of brain and spine every 2y

Tuberous sclerosis complex
TSCLASC2
(Angiomyolipoma, RCC)

- MRI of brain every 1-3y (age 225 y) + EEG
- CT of chest for women every 5-10y or symptomatic males
- Annual dermatologic examination

- Dental exam every 6mo

- Annual ephthalmelogic examination
- ECG every 1-3y

- MRI of abdomen every 1-3y "

PTEN hamartoma syndrome/
Cowden syndrome

All patients:
Us of abdomen every 1-2y (age =40y)
- Annual US of thyroid
- Colonascopy every 5y (age 235y),
- Dermatologic examination

PTEN Women:
: - Clinical breast exam every 6-12mo (age 225y)
(various) - Annual mammography and MRI of breast (age =30y)
- Annual random endometrial biopsies and/or transvaginal US (age 230y)
Hereditary papillary RCC
- Annual MRI of abdomen
(HPRCC)
MET
(Papillary type I)

Hereditary leiomyomatosis and RCC

- Annual MRI of abdomen

: (HLRCC) - Dermatologic examinations every 1-2y
FH - Annual gynecolagic assessment and transvaginal US
{(Papillary type 11}
i;fiﬁg';f;‘cjiml SDH-associatﬁgﬂkidnev cancer| - Annual MRI of abdomen and MRI of head and neck

Gl stromal tumors =
u (ecRCC, chromophobe, oncocytoma)

- Annual 24-hour urine catecholamines/metanephrines, and plasma metanephrines

M
L

Birt-Hogg-Dubé (BHD)
FLCN

T — (Oneocytoma, mixed oncocytic, chromophobe).

= Annual CT or MRI of abdomen

or every 3y in persons without renal lesions I~
- Baseline CT of chest
- Annual dermatologic examination

Uveal melanoma,
melanoma,
mesothelioma

BAP1 Hereditary Cancer Syndrome
BAPI
(ccRCC)

- Not established; consider annual abdominal imaging
- Annual dermatologic assessment
- Annual ophthalmologic assessment

Multiple cancers:
- Sarcoma
breast cancer
- brain tumours
- adrengcortical carcinoma
- leukemia, lymphoma

Li-Fraumeni Syndrome
TPi3
(various}

Referral: Dr. R

- US of abdomen every 6mo
- Annual rapid full body MRI
- Annual MRI of brain

- CBC, LDH, ESR every 6mo

- Annual mammaography and MRI of breast
- Colonoscopy every 2-5y
- Annual dermatologic examinations

rmond Kim MD/PhD




