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Abstract- Perivascular epithelioid cell tumor (PEComa) is composed of HMB45+ epithelioid cells 
with clear to granular cytoplasm and perivascular distribution. We describe a uterine PEComa in a 33 
years old woman where tumor cells were positive for HMB45 but negative for epithelial markers and 
negative or positive for smooth muscles markers.  
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INTRODUCTION 

 
Epithelioid mesenchymal tumors of the uterus 

were previously considered to be either from smooth 
muscle or endometrial stromal lineage. But recently 
a new family of lesions have been described 
including HMB45 positive epithelioid cells with 
clear to eosinophilic granular cytoplasm and a 
propensity for a per vascular distribution. These 
tumors are termed perivascular epithelioid cell 
tumors (PEComa) (1-3). The major clinical 
manifestation of such tumors are abnormal uterine 
bleeding, mass and abdominal pain (1).  

Here we report of a uterine PEComa in a 33 years 
old woman. 

 
CASE REPORT 

 
A 33 years old woman was referred to cancer 

institute with a history of a uterine mass which was 
noticed 3 years ago within a cesarian section and 
grossly was considered myoma (but  no excision was  
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performed). After one year patient returned with 
abdominal pain and vaginal bleeding and was 
operated.  The gross examination showed multiple 
creamy round masses in myometrium with foci of 
hemorrhage, measuring totally 20×10×8 cm in 
diameter. On microscopic examination, leiomyosarcoma 
was reported. Immunohistochemistry (IHC) was 
performed and findings were as fallows: positive 
HMB45, SMA and negative desmin, myogenin, 
S100, chromogranin, synaptophysin and EMA.  
After eight months, the patient manifested colonic 
and omental seeding and underwent operation.  

Histopathologic findings were equal to uterine 
mass. Second IHC consultation suggested malignant 
melanoma according to positive S100 and HMB45. 
During treatment a control sonography was 
performed and revealed a large hypoechoic 
retroperitoneal mass 99×63×58 mm without para 
aortic lymphadenopathy. The mass was excised and 
referred to our center. After routine processing of the 
specimen, several H&E stained slides were prepared 
which revealed a tumor composed of pleomorphic 
large cells arranged in irregular sheets with delicate 
fibro vascular stroma and vast area of necrosis and 
high mitotic figure (Fig. 1).  

Immunohistochemically, the neoplastic cells 
were strongly positive for HMB45 and focally 
expressed SMA and 5100. Immunostains for desmin, 
myogenin and melan- A were negative. 
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Fig. 1. H&E staining revealed a tumor composed of pleomorphic large cells arranged in irregular sheets with delicate fibrovascular 
stroma and vast area of necrosis and high mitotic figure. 

 
 

DISCUSSION 
 
Recently a subset of uterine epithelioid neoplasm 

has been shown to be composed of cells that express 
HMB45+ similar to perivascular epithelioid cells in 
angiomyolipoma and lymphangioleiomyomatosis as 
well as clear cell sugar tumor (cc- sugar) (1).  

Important differential diagnoses include 
angiomyolipoma, lymphangiomyomatosis, endo-
metrial stromal sarcoma and epithelioid 
leiomyosarcoma. These distinctions are arguably 
important because it would appear that PEComa 
possibly is less aggressive than sarcoma although it 
is more aggressive than angiomyolipoma (1, 2). 
Leiomyosarcoma differ from PEComa in that it 
displays fascicle with more pronounced cytoplasmic 
eosinophilla and elongated nuclei with small 
prominent nucleoli. More clear cell changes that 
characterize clear cell myomelanocytic tumor would 
not usually be expected in leiomyosarcoma (2). Also 
leiomyosarcoma has not been reported to be positive 
for melanosomal protein and unlike PEComa usually 
are desmin positive (2, 3). PEComa also should be 
distinguished from angiomyolipoma that usually has 
triphasic features but monotypic purely epithelioid 
angiomyolipoma have been described (2). In 
literature there are two patients with uterine PEComa 
that their pelvic lymph Nodes by lymphangio-
myomatosis (1).  

In conclusion, we have presented a case of 
uterine PEComa which was previously described as 
malignant melanoma, high grand malignant tumor 
and epithelioid leiomyosarcoma respectively by 

different pathologists. Therefore, melanocytic 
markers should be investigated in any presumed 
smooth muscle cell tumor. Although most PEComas 
behave in a benign fashion, long-term behavior is 
unknown and a presumed metastasis in many cases 
suggests some metastatic potential (4, 5).      
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