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Suhrn

Nador z perivaskularnych epiteloidnych buniek (PEComa) je vzacna, nedavno popisana
nozologicka jednotka. Imunofenotypicky a histogeneticky patri do jednej rodiny spolu
s angiomyolipémom, clear cell ,sugar“ tumorom plic, lymfangioleiomyomatézou a clear cell
myomelanotickym tumorom ligamentum falciforme/teres hepatis. Popisujeme neobvykly pripad
PEC6mu peéene u 55 roénej zeny s diagnostikovanym glioblastomom. Histologicky bol nador
expanzivny, zloZeny z epiteloidnych vodojasnych a eozinofilnych buniek, bez typickej vaskularnej
a lipomatéznej zlozky charakteristickej pre angiomyolipém. Bola pritomna mierna nuklearna
pleomorfia, sporadicka mitoticka aktivita a hemoragie bez nekréz. Imunohistochemicky bol nador
HMB-45+50, Melan-A a hladkosvalovy aktin pozitivny. Tyrozinaza, S-100 protein, cytokeratinovy
koktejl, EMA, vimentin, svalovo Specificky aktin, CD10, TTF-1, hepatocyte, desmin a cyklin D1 boli
negativne. Bola pozorovana sporadicka nuklearna p53 pozitivita. V diferencialnej diagnoéze treba
od PEComu peéene odlisit najmd clear cell variant hepatocelularneho adenému
a hepatocelularneho karcinému, metastazy clear cell karcinémov a metastazu maligneho
melanému. Vzhladom na neista biologickii povahu PECémov je indikované dlhodobé sledovanie
pacientov.
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Summary

Perivascular Epithelioid Cell Tumor (PEComa) of the Liver: a Case Report and
Review of the Literature

Perivascular epithelioid cell tumor (PEComa) is rare entity and has been described only recently.
By immunohistochemistry and genetics it belongs to the family of tumours which comprises
angiomyolipoma, clear cell “sugar“ tumor of lung, lymphangioleiomyomatosis and clear cell
myomelanotic tumor of ligamentum falciforme/teres hepatis. We describe an unusual case of
hepatic PEComa arising in a 55-year-old woman with previous history of glioblastoma.
Histologically the tumor grew in expansive way, and was composed of clear and eosinophilic
epithelioid cels, without vascular or lipomatous component characteristic of angiomyolipoma.
There was mild nuclear pleomorphism, sporadic mitotic activity and haemorrhage without
necrosis. On immunohistochemistry, the tumor was HMB-45+50, Melan-A and smooth muscle actin
positive. Tyrosinase, S-100 protein, cytokeratin coctail, EMA, vimentin, muscle specific actin, CD10,
TTF-1, hepatocyte, desmin and cyclin D1 were negative. Sporadic nuclear p53 positivity was seen.
The main differential diagnosis of hepatic PEComa includes clear cell variant of liver cell adenoma
and hepatocellular carcinoma, metastases of various clear cell carcinomas and metastasis of
malignant melanoma. In respect of uncertain biologic potential of PEComa, long term follow up is
indicated.
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PEComy — nadory z perivaskularnej epite-
loidnej bunky (perivascular epithelioid cell, PEC)
su zriedkavé lézie charakterizované typickym
histologickym obrazom, unikatnou imunohisto-
chemickou  koexpresiou melanocytarnych
a hladkosvalovych markerov a spoloénym onko-
genetickym podkladom. Rodina PEC6mov zahfna

angiomyolipém (AML), clear cell ,,sugar” tumor
plac (CCST), lymfangioleiomyomatézu (LAM),
clear cell myomelanoticky tumor ligamentum
teres/falciforme hepatis (CCMMT) a velmi zried-
kavé PEC nadory (PEC6my) v inych lokalitach
(13, 22). Prezentujeme unikatny pripad PEC6mu
pecene spojeny s glioblastoma multiforme.
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