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(Abstract

specimen makes it possible to confirm the diagnosis.

Qs optimal.

Primary abdominal synovial sarcoma is a rare mesenchymal tumor, which presents as a slow-growing intra-abdominal mass,
having a heterogeneous appearance with eccentric calcifications. The anatomopathological study of the biopsy or the surgical

The standard treatment is “wide excision” surgery. However, the risk of recurrence remains high, which is why early diagnosis

~
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Introduction

Synovialosarcoma is a primary malignant mesenchymal tumor
first described in 1893, which accounts for 2.5 - 10.5% of all
primary soft tissue cancers [1].

Synovial sarcoma is considered to be a tumor arising from the
synovium following par articular localization and histological
similarities with synovial tissue. This explains where the name
comes from: synovial sarcoma.

However, synovial sarcoma is not linked to synovial tissues, it
is made up of dedifferentiated mesenchymal cells, this tumor
proliferation is associated with the chromosomal translocation
t (X; 18) (pl1; ql1) [2-4].

Synovial sarcoma develops mainly in the legs, arms and knees,
but it can appear with a percentage of 5 to 10% in the head,
neck, mediastinum, abdominal wall, oesophagus, and retro
peritoneum [5] Other unusual locations have been reported
such as: the skin, blood vessels, nerves, mediastinum, pleural

Figure 1: CT image showing the periumbilical mass.

cavity, prostate, kidney [5], digestive tract, liver, and the aero
digestive crossroads [6-10].

Primary intra-abdominal synovial sarcoma has been mentioned
as a rare case in several reports. [11-13].

In this article we will discuss a case of a 38-year-old female
patient who presented with an abdomino-pelvic mass gradually
increasing in size, and which ultimately turned out to be a
biphasic intra-abdominal synovial sarcoma after surgical
excision.

Clinical Observation

I| This is a 38-year-old patient, with no notable medical or family
history, who has presented since May 2020 with a progressive
increase in the volume of the abdomen, painless without
vomiting, nor occlusive syndrome, nor associated digestive
haemorrhages, all evolving in a context of conservation of
the general condition with the clinical examination we find a
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patient in good general condition ps:0 abdominal examination
objective a flexible non-distended abdomen, a peri-umbical
mass, 10 cm long axis painless and mobile in relation to the plane
superficial and deep rectal and vaginal examination normal,
and the rest of the somatic examination is unremarkable.

An abdominal and pelvic CT scan from 05/30/21:
Intraperitoneal mass in the peri-umbilical region, solid,
cystic with a tumoral appearance which measures 73*5Smm
extended over 79mm in front with the anterior abdominal wall
with persistence of fatty border of separation, laterally it comes
into contact with the small intestine without fatty border of
separation.

The patient was operated on 06/21/21 in our department,
she had a segmental small bowel resection of 15 cm at
IM60 from duedeno jéjunal angle with end to end grelic
anastomosis , surgical exploration revealed a very abundant
hematic peritoneal effusion with a grelic mass at 1IM60 from
the duedeno jéjunal angle measuring 10 cm long axis with
solid cystic component and site of rearrangement hemorrhagic
necrotic The post-operative consequences were simple and the
patient was declared discharged on D5 post-operative.

The anapath of the operating specimen: Malignant tumor
proliferation poorly differentiated biphasic, Spindly wall is
respected and without characterized lesion. The hail limits are
healthy. Absence of ON+/4N lymph node metastasis.

The long-term evolution was marked one year after his
intervention by the appearance of a pelvic mass gradually
increasing in painless volume without other associated signs
in a context of preservation of the general condition with the
clinical examination, we found still a patient in good general
condition PS 0, The abdominal examination notes a flexible,
non-distended abdomen with a central pelvic mass of 5 cm
mobile in relation to the 2 planes

A TAP CT was requested on 02/07/23: Presence of a well-
limited heterodense left subphrenic lesion process, with
regular contours, with a predominant cystic component, seat
of a fleshy portion and thick septa, enhanced after injection of
PDC. It measures 86.5x53.5mm, extended to 82mm.

We also note the presence of a second centro-pelvic process of
multiloculated fluid density seat of fine closures enhanced after
injection of PDC measuring 158x75.6 mm extended over 124
mm. It is associated with another right latero-uterine formation
in continuity with the process described above. Bilateral
external iliac lymphadenopathy, the largest is right Compared

to the pre-operative examination of 10/30/2021, we note: CT
appearance in favor of a double intra-peritoneal tumor process
under left phrenic and pelvic in favor of a recurrence probable
tumor. Absence of clearly detectable secondary lesion.

The patient's file was assigned to CPR and the decision was
to make a surgical cessation:

The patient was operated on 03/09/23 by a median laparotomy,
the surgical exploration revealed the presence of a very
abundant fluid effusion made of hematic fluid with the presence
of 2 lunar cystic masses at the sub phrenic level left measuring
11 cm long axis and the other at pelvic level measuring 19 cm
long axis The surgical procedure consisted of a total excision
of the two cystic masses The post-operative consequences
were simple and the patient was declared discharged on D3
after resumption of transit.

Ana path of the surgical specimens confirmed the recurrence of
the Synovial sarcoma already known in the patient The patient
was subsequently lost to follow-up

Discussion

Etiology and demography Synovial sarcoma is a misnomer
which represents a tumor that only resembles synovial
tissue under an optical microscope, and which originates
from multipotent stem cells capable of differentiating into
mesenchymal and/or epithelial structures, which explains the
different extra-articular locations [14-19].

Synovial sarcoma occurs most commonly in young people,
accounting for approximately 5-10% of all soft tissue sarcomas,
but approximately 15-20% of cases occur in adolescents and
young adults with an estimated incidence of 2.5 per 100,000
[15,20,21].

Although the most common location of synovial sarcoma is
the particular region (close to large joints), particularly the
joint capsules, tendon sheaths, and bursae, other unusual extra-
articular locations have been reported in the literature such as:
the abdominal wall, abdominal cavity, retro peritoneum, head,
cervical region, lungs, mediastinum, pleura, heart, kidney,
prostate, vessels, nerves... [5-10].

Clinical, radiological, and pathological study Primary
abdominal synovial sarcoma most often presents in the form
of a painless, palpable, slowly growing mass, whose clinical
symptoms (especially signs of compression) depend on the site
and the size of the tumor. Metastases occur in the first 2 to 5
years, they are present in 16-25% of cases, particularly in the
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Figure 2: Scanographzc image showing the pelvic mass.
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lungs, and less frequently in the lymph nodes and bones [19].

Even if imaging does not confirm the diagnosis, it can be
suspected in the presence of a heterogeneous mass with
necrotico-hemorrhagic areas and eccentric or peripheral
calcifications. These calcifications are present in 30% of
cases [22,23]. CT scanning is more sensitive than abdominal
ultrasound because it can detect calcifications as well as
necrosis and haemorrhagic areas.

Regarding magnetic resonance (JMR) imaging, synovial
sarcoma appears isointense to slightly hyperintense on T1-
weighted images, and hyperintense to muscles on T2-weighted
images due to the presence of a mixture of solid, cystic, fibrous
and myxoid stromal tissues.

Marked heterogeneity and enhancement are strongly suggestive
of synovial sarcoma, as are CT findings [22,23].

The main differential diagnoses of intra-abdominal synovial
sarcoma are fibro sarcomas, malignant schwannomas,
malignant fibrous histiocytomas. Histological study after
a biopsy or surgical resection represents the only way to
confirm the diagnosis of synovial sarcoma. The most sensitive
immunohistochemical stains for synovial sarcoma are EMA,
cytokeratin AE1/AE3 and E-cadherin, in association with CD
34 negative [17].

Keratin positivity (around 90% of cases), measured by
immunostaining associated with the histological appearance,
confirms the positive diagnosis of a synovial sarcoma [1].
Synovial sarcoma has three histological subtypes: monphasic,
biphasic and the poorly differentiated type [1].

The monophasic subtype accounts for 50-60% (the most
common subtype) of all lesions, it consists mainly of spindle
cells resembling fibrosarcoma, while the biphasic subtype
is composed of a bimorphic form, with mixed spindle and
epithelioid cell components [1,18]. Concerning the poorly
differentiated subtype, it is generally of epithelioid morphology
associated with geographic necrosis with high mitotic activity
(15-20/10 field). This subtype represents 15 to 25% of all
synovialsarcomas [1].

Genetic background: The specific chromosomal aberrations
are the translocation (X;18) (p11.2:q11.2) found in 90% of SS
and the fusion of the SYT gene on chromosome 18 with either
SSX1 (67% of cases) or SSX2 (33% of cases) on chromosome
X[191].

Tumors of monophasic subtypes mainly express the SYT-
SSX2 fusion transcript while biphasic tumors mainly carry the
SYT-SSX1 transcript [17].

Treatment and prognosis: Wide surgical excision remains the
only curative treatment. For non-metastatic tumor of small size
< 5cm, wide surgical excision is indicated, whereas for large,
locally advanced, metastatic tumor, neoadjuvant chemotherapy
seems indicated to reduce the tumor volume and thus allows
in 61 to 80% of cases a surgical procedure that was initially
impossible [24-26].

Adjuvant chemotherapy aims to reduce the rate of recurrence
and the incidence of metastases [24, 25].

However, recidivism still varies between 28% and 36% [18].
Close follow-up of at least every 3 months for the first 2 years
then semi-annually for an additional 5 years is recommended
due to the high local recurrence [19].

Survival and prognosis are correlated with tumor size,
histological subtype, mitoticrate, glandularity percentage, tumor
necrosis and vascular invasion [26]. The poorly differentiated
subtype includes epithelioid cells with high mitotic activity
which explains the high grade (3/3). Monophasic and biphasic
synovial sarcomas are generally intermediate grade (2/3). [18]

Conclusion

Primary intra-abdominal synovial sarcoma is an aggressive,
rare tumor, known for its high recurrence and mortality
rate. Consequently, it must be considered in the face of any
aggressive abdominal mass because the prognosis depends on
early management.
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