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Abstract Objective: To raise awareness of primary retroperitoneal synovial sarcoma by investigating the clini-
cal manifestations, pathological characteristics and treatment. Method: We described a retrospective study of a
case undergoing diagnostic evaluation and surgery for primary retroperitoneal synovial sarcoma with pregnancy.
And a clinical analysis was performed with literature. Result: The patient was a seven-month pregnant woman,
and color doppler ultrasound showed mixed echo clumps in retroperitoneal space. MRI showed mixed long T1 and
long T2 signal. Then the patient underwent radical resection. By the naked eyes we could see that kidney and adre-
nal gland were surrounded by tumor, and the kidney capsule was intact. We see microscopically spindle cell tumor
hyperplasia with mucous degeneration. Immunohistochemistry showed Bel2, CD99, WT1, CD56, CD57 were posi-
tive. Molecular pathology detected t(18q, v) SYT translocation genetic abnormalities. According to microscopy,
immunohistochemical, and molecular neuropathology the pathological diagnosis was primary retroperitoneal syno-
vial sarcoma. TOMO therapy and MAID chemotherapy were performed after hospital discharge. At 18 months
postoperatively, she showed no evidence of residual disease or distant metastases. Conclusion: Primary retroperito-
neal synovial sarcoma is a very rare, highly malignant sarcoma with quick progression, common recurrence and
metastasis, poor prognosis and short survival. Early diagnosis and intraoperative complete resection with postoper-
ative chemoradiotherapy will benefit patients.
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