Primary Intraabdominal Synovial Sarcoma: a Case Report
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Abstract

The authors report a case of intra-abdominal synovial
sarcoma in a 41-year-old female. The tumor, which had an
unusual location, the ascending mesocolon, had a mono-
phasic spindle cell pattern. Immunohistochemical positivity
for the epithelial membrane antigen (EMA) and cytokeratin
AE1/AE3 differentiated the lesion from other spindle cell
sarcomas with similar histology. The pathological and
clinical features of the entity are briefly discussed.
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Rezumat

Autorii prezintd un caz de sarcom sinovial intra-
abdominal primar la o pacientd in varstd de 41 de ani. Tumora,
cu o localizare neobisnuitd, la nivelul mezocolonului
ascendent, a avut un model monofazic, fuzocelular.
Pozitivitatea imunohistochimicd pentru antigenul de
membrand epiteliald (EMA) si citokeratina AE1/AE3 a
diferentiat leziunea de alte sarcoame fuzocelulare cu
histologie asemanitoare. Sunt discutate pe scurt trasdturile
patologice si clinice ale acestei entititi.

Introduction

Synovial sarcoma are rare tumors, accounting for
approximatively 5 to 10% of soft tissue sarcomas (1). They
occur preferentially in children and young adults, most
commonly in the pararticular regions of the extremities, with
a predilection for the lower limb. With the advent of
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immunohistochemistry and molecular biology, cases of
synovial sarcoma have been reported in unusual locations,
including the head and neck region (2-6), abdominal wall
(7), mediastinum (8), lung (9), pleural cavity (10,11), prostate
(12) and kidney (13,14). Isolated rare cases were mentioned
in the skin (15), blood vessels (16) and nerves (17).

Intra-abdominal synovial sarcomas are rare findings. In
a review of the literature, Fisher et al. (18) found some 33
cases, typically reported as single cases, of which only 11
had detailed clinical and pathological documentation, and
he added 11 new cases.

In this paper we describe a new case of intra-abdominal
synovial sarcoma in an unusual location, the ascendant
mesocolon, and discuss the clinicopathological features of
this entity.

Case report

The patient, a 41-year-old woman, was admitted for an
abdominal tumor. Surgery revealed an apparently well
circumscribed lesion, measuring 10/6 cm, located in the
ascending mesocolon, which was completely resected.

Gross examination showed a yellowish soft mass. Cut
surface had a yellow-grayish color with small necrotic and
hemorrhagic areas.

Microscopically, the tumor was composed of
monomorphic plump spindle cells growing in intersecting
fascicles. Nuclei, ovoidal, had a finely dispersed chromatin.
The spindle cells had a small amount of eosinophilic
cytoplasm (Fig. 1). Mitoses were frequently seen (15 mitotic
figures/10 high power fields) (Fig.2). The tumor had an
overall hemangiopericytomatous pattern (Fig. 3). There were
focal myxoid (Fig. 4), microcystic blood filled (Fig. 5) and
necrotic areas comprising less than 20% of the tumor surface.
Some scattered plaquelike fibrotic foci were also seen. No
epithelioid components were present. According to the
French Cancer Centers System (19) the tumor was assigned
as grade 3.

Immunohistochemically, the tumor cells showed a
uniform, string positivity for EMA (Fig.6) and focal positivity
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Fig.1 Monophasic pattern with fascicles of elongated tumor cells
(H & E, x25).

Fig.2 Spindle cells with scant eosinophillic cytoplasm. Two
mitoses are seen in this field (H & E, x100).
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Fig.3 Hemangiopericytoma-like pattern of tumor cells fascicles
and blood vessels (H & E, x10).

for cytokeratin AE1/AE3, but were negative for S-100 protein,
desmin, muscle specific actin, ¢-Kit and CD34 (which
outlined only the blood vessel pattern).

Discussion

Synovial sarcoma may occur in two main variants:
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Fig.5 A cystic blood filled space delineated by tumor cells (H &
E, x10).
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Fig.6 The immunohistochemistry revealed the tumor cells
positivity for EMA antigen (x100).

monophasic and biphasic. The monophasic lesions are
composed of spindle cells arranged in fascicles, sometimes
with whorled or hemangiopericytoma-like pattern. Biphasic
lesions contain glandular elements embedded in the spindle
cell background. The clusters of epithelioid cells are outlined
by a reticulin stain emphasising the biphasic nature of the
tumor. The presence of stromal mast cells may represent a
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valuable diagnostic clue (20,21). Focal myxoid change is
frequently seen, but the presence of predominantly myxoid
stroma is rare (22). Cystic synovial sarcoma is also a rare
finding (23). Poorly differentiated forms (24) or tumors with
rhabdoid features have been described (13). The differential
diagnosis of intra-abdominal synovial sarcoma include other
biphasic (carcinosarcoma, malignant mesothelioma) or
monophasic neoplasms (malignant peripheral nerve sheath
tumor, fibrosarcoma, hemangiopericytoma, leiomyosarcoma,
gastrointestinal stromal tumor or small round cell tumors
like Ewing sarcoma). Immunohistochemistry, and especially
the reactivity for EMA, cytokeratin AE1/AE3 and E-
cadherin, in combination with CD34 negativity, are the most
useful and sensitive markers for diagnosing synovial
sarcoma (25). It has been suggested that even focal
positivity for EMA allows the diagnosis (20). When
available, the presence of a SYT-SSX1 or SYT-SSX2 fusion
transcript resulting from a chromosome translocation t(X;
18) (p11.2; q11.2) is a specific finding (25).

Intra-abdominal synovial sarcoma are very rare. Thirty
seven out of the 44 cases reported so far were in the
retroperitoneum. The other locations included the pelvis
(four cases), the ileal mesentery, the gastrocolic ligament
and the intestinal aspect of the abdominal wall adherent to
omentum. Synovial sarcoma are aggressive tumors.
According to Fisher’s statistics (17) patients with
retroperitoneal synovial sarcoma died at intervals up to 24
months with local recurrence on extension but none
metastasized outside the abdomen. The prognosis seems
to be better for other intra-abdominal sites. The pelvic
lesions are, however, likely to develop remote metastases.
Other prognostically adverse factors are the large size and
the high histological grade of the tumors.
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