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• This case highlights a rare case of primary pancreatic UPS in a middle-aged man. 

• A search of the literature revealed 16 cases of UPS with a similar clinical presentation 

(Table 1). 

• A step-wise approach with cross-sectional imaging and biopsy is important to 

appropriately manage these rare malignancies [4].

Discussion

Primary Pancreatic Undifferentiated Pleomorphic Sarcoma

• A 48-year-old man presented with acute LLQ abdominal pain and weight loss. 

• He had a family history of colorectal cancer.  

• Laboratory studies showed hemoglobin of 11.0 g/dL and a white blood cell count of 

13.3/mm3.  

• Liver panel and CA 19-9 were normal. 

• Abdominal CT revealed a 6.8 cm complex solid-cystic pancreatic lesion (Figure 1A). 

• Abdominal MRI showed a 9.2 cm macrolobulated mass involving the pancreas without 

local extension or metastasis. 

• PET CT showed large fluorodeoxyglucose (FDG) avid centrally necrotic pancreatic 

mass without metastasis. 

• Endoscopic ultrasound revealed a 6.5 cm solid-cystic mass in the pancreatic body 

with no vascular involvement.

• Fine needle biopsies revealed malignant spindle cells. 

• Immunohistochemistry (IHC) failed to characterize lineage and differential included 

carcinoma or sarcoma. 

• He underwent distal pancreatectomy and splenectomy (Figure1B). 

• Intraoperative frozen section showed epithelioid and spindled malignancy with IHC 

negative for EMA, broad spectrum keratins (AE1/AE3 and OSCAR), and high 

molecular weight keratins. 

• CKAE1AE3, CD163, Synaptophysin, CD117, CD34, CD31, SMA, S-100 and SOX-10 

were also negative. 

• Final pathology revealed high grade undifferentiated pleomorphic sarcoma measuring 

10.5 cm with negative margins (Figure 1C&D).

• He underwent adjuvant chemotherapy with 4 cycles of doxorubicin/ifosfamide. 

• Surveillance with CT chest/abdomen/pelvis every 3 months was recommended. 

• Follow-up imaging has been unremarkable. 

Case Presentation
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• Primary pancreatic sarcomas are rare malignancies with an incidence of 0.1% [1, 2]. 

• Sarcomas are frequently seen in the surrounding pancreatic tissue, hence it’s important 

to differentiate primary pancreatic sarcomas from other peripancreatic tumors [3]. 

• We report a case of high-grade primary undifferentiated pleomorphic sarcoma (UPS) of 

the pancreas.
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