Obr. 2. (T, korondrni fez. Muz, 45 let, VHL syndrom.
Multifokdini bilaterdini ccRCC ledvin (biopticky verifiko-
vany) s generalizaci (nadledvina, pankreas, suspektni
uzliny). Stav po exstirpaci hemangioblastomu mo-
zecku. T. ¢ probihd paliativni cilend lécba sunitinibem
s vyznamnou parcidini regresi tumord i metastdz.
Pacienti z obrdzku 1 a 2 jsou sourozenci

Fig.2. CTscan, coronal plane. Forty-five year old male
with a VHL syndrome. Multifocal bilateral ccRCC (verified
by biopsy) with metastases (adrenal gland, pancreas,
suspected lymph node involvement). Status post extirpati-
on of the hemangioblastoma of the cerebellum. Palliative
targeted therapy with Sunitinib is being administered with
significant partial regression of the tumor and metastases.
Patients from fig. 1 and fig. 2 are siblings
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Tab. 2. Klinickd kritéria pro diagnézu komplexu tu-
berdzni sklerézy

Tab. 2. Clinical criteria for the diagnosis of tube-
rous sclerosis complex

Majoritni znaky | Facidlni angiofibromy (= 3) nebo
fibrézni plaky cela
Hypomelanotické makuly
(=3,=5mmv priméru)
Ungualni a periungudlni fibromy
=2

Sagrénové skvrny

Vicecetné sitnicové hamartomy
KortikaIni dysplazie
Subependymalini noduly
Subependymalni obrovskobunécné
astrocytomy

Srde¢ni rhabdomyom
Lymfangiomyomatdza (LAM) *
Rendlni angiomyolipomy (= 2) *

Minoritni znaky | Kozni léze typu ,confetti”
Jamky zubni skloviny (> 3)
Intraorélni fibromy (= 2)
RetindInf bezbarvé skvrny
Vicecetné rendInf cysty
Jiné hamartomy

Definitivni diagndéza: dva majoritni znaky nebo jeden majo-
ritni znak a alespori dva minoritni znaky

MoZnd diagndza: jeden majoritni znak nebo dva a vice
minoritnich znakd

* Kombinace dvou majoritnich znakd — LAM a rendlIni an-
giomyolipomy — bez dalsich znakd nesplriuje kritérium pro
definitivni diagnézu TSC
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Obr. 3. Rodokmen rodiny s Von Hippel Lindau syndromem
Fig. 3. The family tree of the family with Von Hippel Lindau syndrome
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