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Abstract: Perivascular epithelioid cell neoplasms (PEComa) are rare mesenchymal tumor that can occur any
part of body and have unpredictable biological behavior . They are usually benign but can be malignant. We
present a case of MALIGNANT EPITHELIOID ANGIOMYOLIPOMA ,a type of malignant PEComa, an
exceedingly rare diagnosis. We are reporting this case not only because of rarity but difficulty in diagnosis and
management of this malignancy as till date there is hardly any standard guideline on its management.
Keywords: PEComa,epithelioid,angiomyolipoma,malignant.

I.  Introduction

The World Health Organisation defined PEComas as “a mesenchymal tumour composed of
histologically and  Immunohistochemically distinctive perivascular epithelioid cells”. In 1996 Zamboni et al
first described a group of mesenchymal tumor with presence of PEC to be known as PECOma.The
Perivascular Epithelioid Cells(PEC) is a cell type with distinctive morphological, immunohistochemical,
ultrastructural and genetic features and they are constantly present in PEComas that includes angiomyolipoma,
clear cell sugar tumor (CCST), lymphangioleiomyomatosis etc. The PEC cells have clear to granular cytoplasm
, a round to oval centrally located nucleus and an inconspicuous nucleolus. Immunohistochemically PEC
expresses myogenic and melanocytic markers viz  SMA(smooth muscle actin), HMB-45, MELAN-A,
Desmin,Vimentin,S-100, Hmsa 1 etc.
Depending on their biological behavior Folpe et al have classified PEComas as below-

Tabie 1
Proposed dassification of PEComas
Critera
Berign 5 cm in diameter
Noa-infiltrative
Non-high nuclear grade and cellularity
Mutotic rate <1/50 HPF

NO necrosis
No vascular invasion

Uncertain One or both of the following features:
malgnant potential Nuclear plieomorphism/multinucicated giant cells
»5 cm in diameter
Malignant Two or more of the following features
5 cm in diameter

Infiltrative

High nuclear grade and celluarity
Mitotic rate >1/50 HPF

Necrosis

Vascular mvasion

Case History-a 35 years male patient presented with complain of acute flank pain of one week
duration ,CECT scan whole abdomen revealed a large 40x49x55 mm heterogeneously enhancing mass in left
paranephric space abutting upper pole of left kidney ,lower pole of spleen and tail of pancreas.
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CECT scan abdomen-a exophytic heterogeneously enhancing mass in left paranephric space abutting left
kidney , spleen and tail of pacreas

With CT guided trucut biopsy histopathological report showed, tumor tissue composed of malignant
epithelial cells in sheets , which are mostly polygonal with abundant eosinophilic or vacuolated PAS positive
cytoplasm ,mild to moderately pleomorphic vesicular nuclei distinct nucleoli. Focally spindling of tumor cells
are also noted — suggestive of a malignant neoplasm . Now , on immunohistochemical examination neoplastic
cells were intensely immunoreactive for Vimentin, SMA, HMB-45, ,weakly immunoreactive for Desmin but
negative for pan-cytokeratin.This immunoprofile favours neoplasm of perivascular epithelioid cells (PEComa)-a
epithelioid angiomyolipoma .On laparotomy through a Chevron incision there was a large retroperitoneal mass
in left paranephric space distinctly separate from the tail of pancreas and spleen but there was flimsy easily
separable adhesion with upper pole of left kidney with a very small,<5 mm,suspicious area of infiltration . A
complete wide exicision of the mass with wedge resection of upper pole of left kidney including the suspicious
area of infiltration was done. A slice of tissue from left renal resection bed and a part of adjacent fascia of
Gerota sent separately for biopsy to assess microscopic resection margin

TUMOUR MASS

UPPER POLE LEFT
KIDNEY

Grossly the tumor was a partly encapsulated mass measuring 6x5x5 c¢cm variegated with grayish white
areas along with areas of hemorrhage and necrosis. On microscopic examination the tumor composed of sheets
of epithelioid cells containing clear to granular eosinophilic cytoplasm ,vesicular chromatin and prominent
nucleoli with presence of mitosis (10-15/50HPF) areas of hemorrhage and necrosis .Focal area showed
perivascular cuffing of tumor cells with multinucleated giant cells and infiltration of tumor capsule. This
histopathological feature was suggestive of a malignant epithelioid angiomyolipoma a type of PEComa, there
was also infiltration of left renal resection margin and fascia of Gerota.
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Fig 2 .Microscopic histopathological characteristics of the malignant epithelioid angiomyolipoma(malignant
pecoma)

So ,the tumor came out to be a left paranephric malignant PEComa with infiltration in Gerota fascia and
positive left renal resection margin and we reevaluated the case for reexploration for left radical nephrectomy as
RO resection is the only possible curative treatment of this malignancy.

Il.  Discussion

Though classical renal angiomyolipoma is the most common type of PEComa with a prevalence of
0.13% but epithelioid angiomyolipoma that is with predominant epithelioid component and poor fat content is
exceedingly rare.This type of PEComa was first described by Mai et al in 1996. In 1997 Eble et al published a
report of five patients with epithelioid angimyolipoma. The epithelioid cells are characteristically pan-
cytokeratin negative and HMB-45 positive.Kato et al in 2009 described malignant epithelioid angiomyolipoma
that metastasizes.According to classification of Folpe et al,as described previously,our patient’s tumor had five
criteria suggestive of malignancy, >5 cm diameter,infiltrative growth,mitosis>1/50HPF,presence of
necrosis,high nuclear grade. As chemotherapy and radiotherapy tilldate has no proven efficacy in the treatment
of these tumors complete surgical (RO) resection of the tumor is the only available treatment option with
curative intent.

I11.  Conclusion
After primary wide local excision of the tumor as the left renal resection margin came to be
microscopically positive and fascia of Gerota was involved ,reexploration with left radical nephrectomy was
done. The patient is kept under follow up by clinical examination along with radiological imaging.
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