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INTRODUCTION
Perivascular epithelioid cell tumor (PEComa) is a rare subtype 

of mesenchymal origin tumors, and is composed of perivascular 
epithelioid cells with specifi c histologic and immunohistochemical 
features [1].  PEComas can occur at any anatomic site and include 
angiomyolipomas, lymphangioleiomyomatosis, clear cell “sugar” 
tumors of the lung, and PEComa not otherwise specifi ed [2,3]. 
PEComa of the female gynecological tract is a rare entity. When 
considering PEComas of the female genital tract, the uterus is the 
most common location. Involvement of the ovary in the context 
of a primary uterine PEComa, in the absence of systemic disease 
associated with tuberous sclerosis, however, has only been reported 
in 1 previous case [4]. One case of primary PEcoma of vagina was 
reported from china [5]. Second case was reported in a eight year old 
girl [6]. 

CASE REPORT
Our patient was a 36-year-old woman who presented with vaginal 

mass. Her past medical history was unremarkable. Initial fi ndings 
were a 2/2 cm of vaginal mass on pelvic examination. A punch biopsy 
of vaginal mass was performed. Histologic and immunohistochemical 
fi ndings (positive for SMA, but negative for HMB45) were malignant 
tumor, suggestive of leiomyosarcoma. Pelvic Magnetic Resonance 
Imaging (MRI) revealed a 2.2 × 2 cm sized heterogeneous enhancing 
mass in left  lateral vaginal wall. Subsequent chest Computerized 
Tomography (CT) was normal.. Consequently, the patient underwent 
wide local excision. Histologic examination revealed that the tumor 
cells were predominantly composed of pleomorphic spindle and 
epithelioid cells in fascicles with interspersed lymphocytic aggregates. 
Th e tumor cells showed many bizzare and multinucleated forms, 
however mitotic activity was negligible. Immunohistochemistry 
showed tumor cells expressed MiTF(focal), TFE 3, SMA(focal) and 
desmin and were immuno negative for CD 21, CD 23, CD 35 , CD 68 , 
HMB 45 and CD 10. Th e fi nal pathologic diagnosis was of perivascular 
epithelioid cell tumor (PEComa) and was benign.

DISCUSSION
Perivascular epithelioid cell tumor (PEComa) is recently 

described entity in the gynecological tract. It occurs most commonly 
in the retroperitoneum, abdominopelvic region, and uterus.

Since PEComas are nearly always immunoreactive for both 
melanocytic (HMB-45, melan-A, MiTF) and smooth muscle 
(actin, desmin, caldesmon) markers, characteristic histologic and 
immunohistochemical fi ndings provide the most accurate means of 
diagnosis [7]. Although PEComas are oft en benign, there have been 
reported cases of malignant tumors. To distinguish between benign 
and malignant uterine PEComas, the Folpe criteria are oft en used [8]. 
According to the Folpe criteria, a tumor is considered malignant if 
it contains at least 2 worrisome features, defi ned as size of at least 5 
cm, high nuclear grade and cellularity, a mitotic rate of at least 1 per 
50 HPF and necrosis or vascular invasion. In 2015, a modifi cation of 
the Folpe criteria was proposed, defi ning malignant tumors as those 
containing any necrosis or at least 1 worrisome feature, defi ned as an 
invasive edge, size of at least 5 cm, a mitotic rate of at least 2 to 3 per 
50 HPF, and lymphovascular invasion [9].

CONCLUSION 
Distinguishing among mesenchymal neoplasms, including 

PEComas, endometrial stromal sarcomas, and leiomyosarcomas, can 
be diffi  cult. Careful analysis of morphologic and immunohistochemical 
features is of the utmost importance.
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Figure : Histopathological features of a perivascular epithelioid cell tumor


