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Monophasic Retroperitoneal Synovial Sarcoma: 3 Cases 
Reports
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Abstract
Retroperitoneal synovialosarcoma is a rare entity. WHO distinguishes three morphological forms: 
biphasic, monophasic and poorly differentiated. Surgery with R0 resection is the mainstay of 
treatment; Adjuvant radiotherapy and or chemotherapy often indicated to reduce recurrence risk. 
We report 3 cases of retroperitoneal synovialosarcoma.
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Introduction
Synovialosarcoma is a mesenchymal soft tissue malignancy, affecting adolescents and young 

adults. The origin of this tumor remains unknown. It accounts for 5% to 10% of all soft tissue 
sarcomas [1]. The usual localization is mostly the extremities, particularly the lower limb around 
the knee, which is the most common localization [2]. Abdominal synoviolosarcoma remains one of 
the rarest localizations.

Surgery is the mainstay of treatment; the goal is to have negative excision margins [3]. 
Unfortunately, most tumors are diagnosed at locally advanced stages. To optimize chances or R0 
resection, neoadjuvant radiotherapy may be indicated [4]. Given the aggressive nature of the tumor. 
Chemotherapy may be indicated in an adjuvant setting or, more often, palliatively [5].

Case Presentation
Case 1

A 42-year-old woman consulted at the general surgery department for loss of consciousness 
associated with chest pain. The patient benefited from a fragmented partial resection for a para-
aortic mass (coeliac pedicle level). A postoperative CT scan showed (Figure 1) a heterogeneous pre 
aortic remained mass (6 cm × 4 cm) that was evaluated to be unresectable, it was decided to begin a 
palliative chemotherapy (Adriamycin + Ifosfamide), and at the last follow-up the patient progressed 
locally after the 6th cycle and is intended for a second line chemotherapy.

Case 2
58-year-old woman consults for abdominal pain associated with abdominal swelling evolving 

for more than a year. The CT scan showed a solidocystic retro pancreatic mass of 17 mm in 
diameter. She underwent a R2 fragmented surgery. The patient has had adjuvant chemotherapy 
with Adriamycin and Ifosfamide with radiological stabilization.

Case 3
A male teenager of 15 years presents with abdominal pain with limping. CT scans showed 

(Figure 2) a large retroperitoneal mass of the left iliac fossa infiltrating the spine and psoas muscle. 
The surgical procedure consisted in a partial resection (R2) with 45Gy adjuvant radiotherapy. 
Unfortunately the patient was lost to follow up.

Discussion
Soft tissue sarcomas are most commonly seen in the extremities (59%), the trunk (19%), the 

retroperitoneum (15%) and the head and neck (9%) [2]. Primary intra-abdominal synovialosarcoma 
is rare and most cases are retroperitoneal. Morphologically, they are subclassified as biphasic, 
monophasic (with fibrous and epithelial component) and poorly differentiated. The poorly 
differentiated synovialosarcoma may show morphology of large cells, small cells, or high-grade 
fusiform cells [6].
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Because of their size and intra-abdominal location, retroperitoneal 
synovialosarcoma can be confused with other fusiform cell neoplasms 
such as fibrosarcomas in adults, fibrous solitary tumors [7], PNET 
(peripheral neuro-ectodermic tumor), leiomyosarcoma, sarcomatous 
mesothelioma and GIST (Gastro-intestinal stromal tumor) [8,9]. 
Monobloc Surgery with negative resection margins of at least 1 
cm without compromising the quality of live will be the goal. This 
surgery can only be validated if the feasibility has been well defined 
by carrying out the appropriate assessments in a pluridisciplinary 
consultation meeting. If not, the procedure should be limited to 
a diagnostic biopsy, neoadjuvant radiotherapy or chemotherapy 
may be indicated in order to improve the chances to R0 resection. 
Radiotherapy could be indicated in neoadjuvant situation in order 
to increase resectability chances, or as exclusive treatment when the 
tumor is evaluated to be irresectable or if surgery is too risky in a 
multi morbid patient, or as adjuvant treatment after incomplete 
resection, a high grade tumor or a tumor size greater than 5 cm, or as 
palliative radiation therapy.

Retroperitoneal radiotherapy planning is quite difficult; due 
to the large extent of the treatment field and the tolerance of the 
surrounding structures. The combination of high-dose radiotherapy 
and complete excision improves local control without gain in survival 
[10]. Willet reports an increase in the rate of resectability (70% of 
cases) and a 4 years local control rate of 81% after radiotherapy [11]. 
The dose of radiation therapy varies depending on the indication and 
localization of the tumor and dose constraints to adjacent organs at 
risk.

Several adjuvant systemic therapy protocols were tested to reduce 

the risk of metastatic spread after surgery with or without radiotherapy 
in randomized controlled trials [5] based on anthracycline regimens 
using doxorubicin as the main chemotherapeutic agent in early 
studies, while more recent ones have tested anthracycline associated 
with ifosfamide [12].

Because synovialosarcoma is high-grade malignancy, it is 
characterized by local invasion and high metastatic potential 
especially in lung. At the time of diagnosis, less than 10% of cases 
present with metastases, but metastatic dissemination may occur in 
25% to 50% of cases.

Conclusion
The diagnosis is based on anatomopathological analysis and 

immunohistochemistry. The standard treatment remains monobloc 
R0 surgery. The prognosis remains pejorative. The quality of initial 
management directly impacts the recurrence free survival and overall 
survival. The multidisciplinary management and the coordination 
with a sarcoma center are necessary.
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Figure 1: A postoperative CT scan showed a heterogeneous pre aortic 
remained mass.

Figure 2: CT scans showed a large retroperitoneal mass of the left iliac fossa 
infiltrating the spine and psoas muscle.
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