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Case Report

A rare case of retroperitoneal leiomyosarcoma with gastrointestinal
stromal tumour of rectum
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Abstract

Leiomyosarcoma is a rare malignancy of smooth muscle. Leiomyosarcoma may arise from the retroperitoneum
and present with nonspecific signs and symptoms. The most common presentation is abdominal pain. In the past
gastrointestinal stromal tumour (GIST) were misdiagnosed as leiomyosarcoma. GISTs however have been shown to lack
features of smooth muscle tumors on histopathology. They are often CD34 and CD 117 immunoreactive in contrast to
leiomyosarcoma. We present a rare case of retroperitoneal leiomyosarcoma with gastrointestinal stromal tumour of
rectum in the same patient.
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1. Case study

A 45 year man presented to Surgery opd with chief complaints of rectal bleeding and constipation for 1 month.
There was no history of pain and mass per rectum. There was a history of histopathological and immunohistochemistry
proven retroperitoneal leiomyosarcoma (Figure 1) for which he was operated in tertiary center 8 months back. Colostomy
was done and was closed after 3 months. He received 2 cycles of gemcitabine and docetaxel based chemotherapy.

His physical exam was unremarkable other than a digital rectal exam which revealed a firm mass in the posterior
rectal wall. Biopsy from the mass was taken. Histopathology revealed differential diagnosis for leiomyosarcoma and
gastrointestinal stromal tumour (GIST). (Figure 2)

Figure 1 - leiomyosarcoma with high cellularity, spindle-shaped stromal cells, and mitoses (H&E 200)
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Figure 2- Microscopic appearance of rectal stromal tumor composed of spindle cells.

Immunostain was positive for both CD34 and CD117 confirming the diagnosis of Gastrointestinal stromal tumour.

Ultrasound abdomen showed a heterogenous ill defined mass lesion in the retroperitoneum region with left side
hydroureteronephrosis with mesenteric lymphadenopathy.

CT abdomen was planned and revealed an ill defined lobulated soft tissue lesion of size 10128 cm seen within
pelvis encasing sigmoid colon, left ureter causing hydroureteronephrosis. The features suggestive of recurrent
leiomyosarcoma with left side hydroureteronephrosis.

He is presently on imatinib based chemotherapy and doing well with no complication.
2. Discussion

Soft-tissue sarcomas form approximately 1% of adult malignancies. Extremities are most commonly involved

followed by retroperitoneal/visceral and trunk involvement.! Retroperitoneal soft-tissue sarcomas form 13% of all adult
soft-tissue sarcomas. They are locally invasive, large tumors that remain occult for long periods of time due to the

abdominal cavity's ability to accommodate these slowly expanding masses with a paucity of symptoms. 2 They most
commonly present with abdominal discomfort and abdominal mass.> The overall S-year survival rate of retroperitoneal
sarcomas 36%—-58% and is dependent on tumor histology and extent of tumor invasion.3

Surgery is the mainstay of treatment. Despite of modern imaging, medicine and surgical technique, up to 90 % result in
local recurrence and result in death.* Adjuvant and neoadjuvant chemoradiotherapy are being used but further investigation
is necessary. 3

A gastrointestinal stromal tumor (GIST) is one of the most common mesenchymal tumors of the gastrointestinal
tract (1-3% of all gastrointestinal malignancies). They may or may not stain positively for Kit. 6

Rectal GISTs make up 0.1% of all tumours originating in the rectum.” CD117 also serves as the target for drug
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therapy with imatinib, a selective tyrosine-kinase receptor inhibitor that is at present the only promising chemotherapeutic
drug for the treatment of patients with advanced GIST, although complete surgical resection remains the most effective

treatment for such a tumour. 5 °

The signs, symptoms and workup of rectal GIST are similar to that of other rectal tumours. GIST typically
expresses CD117, often CD34 and sometimes SMA and S-100, but its expressions vary depending on different sites. The
reason for these variations has not yet been explained.

3. Conclusion

In conclusion, with our knowledge this is the first case of retroperitoneal leiomyosarcoma with rectal GIST and is
not reported earlier. Early recognition and aggressive surgery are the keys to long-term survival of patients with
retroperitoneal sarcomas and rectal GIST, but the mainstay of treating advanced disease is yet to be determined and needs
further research as the overall prognosis of advanced disease is relatively poor.
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