\ ACTA
ONCOLOBICA
v TURCICA

Case Report 369

Bladder perivascular epithelioid cell tumor (PEComa): A case report

Mesane perivaskiiler epiteloid hiicreli timor (PEComa): olgu sunumu
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OZET

Perivaskiiler epiteloid hiicre tiimorleri (PEComa) belirsiz malignite potansiyeli olan, ¢ok nadir bir mezenkimal
kanserdir. Mesane lokalizasyonunda primer PEComa nadir olarak goriiliir. PEComa’larda malignite kriterleri
timor boyutunun 5 cm’den biiyiik olmasi, yiiksek mitotik aktivite, nekroz, infiltrasyon ve vaskiiler invazyon
varhigidir. Bu kriterlerden en az 2'sinin bulundugu PEComa’lar malign olarak kabul edilir. Goriintiileme
yontemleri ile ayrici taniya yardimci spesifik makroskopik ozellikler gostermemesi nedeni ile tanisit sadece
histopatolojik inceleme ile konulabilmektedir. Mesanede tiimoriin biiyiikliigii ve yerine gore transiiretral
rezeksiyon, parsiyel sistektomi veya radikal sistektomi ile cerrahi tedavi onerilir. Bu olgu sunumunda mesane
lokalizasyonunda primer PEComa’l1 bir vakanin tan1 ve tedavisi degerlendirildi.

Anahtar  Kelimeler: Mesane,  parsiyel  sistektomi,  perivaskiiler  epiteloid  hiicre  tiimorleri

ABSTRACT

Perivascular epithelioid cell tumors (PEComa) are a very rare mesenchymal cancer with unclear malignancy
potential. Primary PEComa is rare in bladder localization. We have presented a case with a primary PEComa of
the bladder. The criteria for malignancy in PEComas include greater than 5 cm tumor size, high mitotic activity,
necrosis, infiltration and vascular invasion. PEComas with at least 2 of these criteria are considered malignant.
The diagnosis can be made only by histopathological examination because it does not show specific macroscopic
features to assist in differential diagnosis with imaging methods. Surgical treatment is recommended with
transurethral resection, partial cystectomy or radical cystectomy according to the size and location of the tumor in
the bladder. In this case report, the diagnosis and treatment of a case with primary PEComa in bladder localization
were evaluated.
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INTRODUCTION

Perivascular epithelioid cell tumors
(PEComa) are a very rare mesenchymal cancer
with unclear malignancy potential (1).
Angiomyolipoma, clear cell sugar tumor of the
lung and lymphangioleyomyomatosis are part

these criteria are considered malignant (2). In
this case report, the diagnosis and treatment of
a case with primary PEComa in bladder
localization were evaluated.

CASE REPORT

of the PEComa family (2, 3). PEComa has been
reported in various localizations including
uterus, falciform ligament, vulva and prostate
(3). Primary PEComa is rarely seen in bladder
localization. The criteria for malignancy in
PEComas include greater than 5 cm tumor size,
high mitotic activity, necrosis, infiltration and
vascular invasion. PEComas with at least 2 of

A 37-year-old male patient was
admitted to our clinic in July 2015 with the
complaint of painless hematuria that persisted
for the last 2 months. The patient's medical
history and family history were unremarkable.
The patient had a smoking habit. Physical
examination was normal. Chest X-ray,
hemogram values, serum biochemistry and
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urine culture were normal. Abdominopelvic
computed tomography (CT) revealed a 66x75
mm homogeneous, highly dense mass in the
right anterolateral wall of the bladder which has
necrosis areas at the centre. Neovascularization
was present around the mass and the entire
bladder (Figure 1). In cystoscopy performed
under general anesthesia, the bladder mucosa
was normal and there was an impression of 3 cm
mass at the dome near the right side wall which
originated from outside the bladder. This mass
was not transurethrally resected because it was
known to be highly vascularized on
abdominopelvic CT. Percutaneous biopsy was
planned. Trucut biopsy from the mass
performed by interventional radiology.
Pathological examination of the smears was
pointing a lesion which is a member of
perivascular epithelioid cell tumors (PEComa)
group, especially angiyomyolipoma. With these
findings, partial cystectomy was performed in
the patient who was thought to have primary
PEComa localized in the bladder. The patient
was discharged on the 7th postoperative day.
The macroscopic examination of the surgical
specimen revealed a 7x6,5x6 cm sized,
encapsulated, smooth surface, occasional
hemorrhagic and a medium hardness lesion.
The pathological examination of the specimen
was consistent with perivascular epithelioid cell
tumor (PEComa) and was reported to contain
malignancy potential because of the presence of
a lesion greater than 5 cm, -cellularity,
pleomorphism, and giant cells (Figure 2). The
patient followed up with local cystoscopy and
abdominopelvic CT. There is no local and
systemic recurrence at the postoperative 36th
month.
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Figure ‘ Mass on the right anterolateral wall of the
bladder in computed tomography
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Figure 2: Histopathologic examination revealed
neoplasia of well-defined, clear and eosinophilic
epithelioid cells (A, B), Spindle cells (C) and giant
cells are seen in some areas (D). H&E, Original
magnification; A X40, B, C, D X100

DISCUSSION

Perivascular epithelioid cell tumors
(PEComa) are a very rare mesenchymal cancer
with unclear malignancy potential. In 1992,
Bonetti and colleagues described the
perivascular  epithelioid cells in the
angiomyolipomas of the kidney and liver and in
the clear cell sugar tumors of the lung as PEC.
In 1996, Zamboni et al. suggested the use of the
term PEComa for mesenchymal neoplasms
consisting of perivascular epithelioid cells (4).
The term PEComa is an inclusive term,
including angiomyolipoma, a clear-cell “sugar”
tumor of the lung and extrapulmonary regions,
lymphangioleyomyomatosis, a clear cell
myomelanocytic tumor of the falsiform
ligament / ligamentum teres, and rare
transparent cell tumors of other anatomical
regions (5).

The diagnosis can be made only by
histopathological examination because it does
not show specific macroscopic features to assist
in differential diagnosis with imaging methods
(6). Perivascular epithelioid cells are typically
cells with epithelioid appearance in the
perivascular localization, with a centrally
located, round-oval nucleus, an unclear
nucleolus and transparent-granulated cytoplasm
(5). PEComas are mesenchymal tumors
showing melanocytic and smooth muscle cell
characteristics. This pathological finding has
been demonstrated by the detection of
immunohistochemical positivity of melanocytic
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markers (SMA, MSA, heartin, caldesmon) in
addition to smooth muscle cell markers
(HMB45, Melan A tyrosinase, microphthalmia
transcription factor) (7).

PEComas can be detected in all parts of
the body, although uterus is the most common
organ (4). In the genitourinary system bladder is
second most common organ after kidney. In the
English literature, 19 cases of PEComa which
originated from the bladder have been reported
so far (5, 6, 8). They are observed equally in
both sexes. The age of diagnosis is between 16
and 64 years. The mean age at diagnosis was
35.8 years. The sizes of the masses identified so
far vary between 1.5 cm and 9.2 cm (4). Except
for the case described by Russel et al. in 2014,
PEComas originating from the bladder were
observed solitary (5, 8).

The most common symptom is
hematuria in PEComa cases originated from the
bladder described so far as our case. Other than
hematuria, pelvic pain, abdominal discomfort,
frequent urination, dysuria, urethral pain are the
other symptoms observed at the time of
diagnosis (9). In 2006, Parfitt et al. diagnosed a
PEComa with enterovesical fistula (1).

In 2005 Folpe et al. defined the
malignancy criterias for non-angiomyolipoma,
soft tissue and gynecological PEComas.
According to this study, which 26 cases were
examined, PEComas were divided into 3 groups
as benign, indefinite malignant potential, and
malignant. PEComas with a low cellularity, less
than 5 cm, low nuclear grade, mitotic rate less
than 1/50 hpf, non-infiltrating, without vascular
invasion and necrosis were classified as benign.
PEComas have at least 2 of the malignant
criterias which are greater than 5 cm, infiltrative
growth pattern, high mitosis, pleomorphism,
necrosis or vascular invasion were classified as
malignant. PEComas carrying only one of these
features were classified as indefinite malignant
potential (2). Our case was thought to be
malignant because of the fact that the mass was
7 cm, the proliferation index was 5%, and it
included pleomorphism. According to this
classification, at least 7 cases presented so far
should be classified as malignant. However,
only 3 of them have an aggressive behavior
pattern. Only one of the cases died 12 months
after diagnosis because of metastatic disease.
Therefore, the behavior pattern of PEComas
arising from the bladder cannot be clearly
predicted (5, 6).
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In the current literature, the optimal
treatment of PEComas originating from the
bladder is unknown. According to the cases
described so far, 6 were treated with TUR-MT
(transurethral bladder resection), 3 were treated
by partial cystectomy after TUR-MT, 8 were
treated by partial cystectomy and 2 were treated
by radical cystectomy after TUR-MT (5, 8). The
patient was diagnosed with enterovesical fistula
by Parfitt at al. in 2006 treated with IFN-a in
addition to partial cystectomy and partial bowel
resection. No recurrence was reported in the
patient with follow-up of 48 months (1).
Williamson et al. described a case with TFE3
gene mutation in 2013 and treated with radical
cystectomy after TUR-MT becouse of
recurrence at 6th month. Although the patient
received palliative chemotherapy for sarcoma,
he died in the 12th month after the diagnosis.
Palleschi et al. diagnosed a primary bladder
PECome with multiple bone metastases in
2014. The patient was diagnosed with TUR-MT
and chemotherapy was planned with
anthracycline which is the first line treatment in
soft tissue tumors, due to skeletal metastasis.
However he had systolic and diastolic cardiac
dysfunction so he was treated with gemcitabine.
It was reported an improvement in bone
metastases 6 months after the beginning of
treatment and there was no new lesion (6).

Because of most cases have a benign
character, the primary excision of the mass is
usually curative. Our case was treated with
partial cystectomy and no recurrence was
observed in 36 months follow-up. Although
treatment modalities such as chemotherapy,
radiotherapy and immunotherapy are used in
local advanced and metastatic diseases in
PEComas, these treatments are observed as case
reports rather than standardized and validated
treatment protocols (8).

PEComas have been associated with
autosomal dominant inherited genetic diseases
with loss of TSC1 (tuberous sclerosis complex
1) and TSC2 genes which are thought to play a
role in the mTOR (mammalian Target of
rapamycin) pathway. Therefore, the use of
MTOR inhibitors in the medical treatment of
PEComas has been tried and successful results
have been obtained. A case of complete
remission with everolimus was reported in a
patient with retroperitoneal PEComa. However,
this association found in other PEComas has not
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been shown in any of the primary bladder
PEComas so far (6, 7).
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CONCLUSION
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Surgical treatment is recommended with
transurethral resection, partial cystectomy or
radical cystectomy according to the size and
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