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Abstract

Background: Retroperitoneal leiomyosarcoma, a malignant neoplasm with smooth
muscle differentiation, seldom metastasize. The gastrointestinal tract is rare site
of metastases, and diffuse polypoidal involvement is an uncommon presentation.
Case Report: A 6l1-year-old male diagnosed with retroperitoneal leiomyosarcoma
underwent surgical resection of the tumor along with chemotherapy and radiation.
He presented with 2 months history of vomiting, and melena. Upper gastrointestinal
(GI) endoscopy, capsule endoscopy and colonoscopy revealed numerous polypoidal
lesions throughout the gastrointestinal tract, suspicious of a GI polyposis syndrome.
Histopathology, including immunohistochemistry, confirmed metastatic leiomyosarcoma.
Conclusion: Diffuse polypoidal lesions in the gastrointestinal tract presenting as
metastases from a retroperitoneal leiomyosarcoma are extremely rare.
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Introduction

Leiomyosarcoma(LMS), together withliposarcoma
account for 5-10% of all soft tissue sarcomas [1,2].
LMS is a malignant neoplasm of smooth muscle
origin that can arise from peripheral soft tissues,
genitourinary tract, gastrointestinal tract, large
vessels and even in bones. The management and
prognosis differ according to the location of primary
tumor. The usual sites of metastases are the liver
and lungs [3]. Metastasis to the gastrointestinal
tract (GIT) from a primary retroperitoneal site is
unusual. Here we report a case of retroperitoneal
leiomyosarcoma with diffuse metastases to the
GIT having a polypoidal appearance.

Case Report

A 61-year-old male underwent surgical resection
of a large (11.4x8.5%9.2 cm) retroperitoneal
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soft tissue mass 3 years ago. Histopathology
showed fascicles of spindled cells with nuclear
hyperchromasia and pleomorphism with a mitotic
index of 10-15/10 hpf. On immunohistochemistry
(IHC), smooth muscle actin (SMA) and desmin
were positive, while CD-117, DOG-1, CD-99,
Bcl-2 and S-100 were negative, confirming the
diagnosis of leiomyosarcoma grade 2 [Fédération
nationale des centres de lute contre le cancer
(FNCLCC)]. He received 4 cycles of chemotherapy
(iphosphamide and adriamycin) prior to surgery.
Post-surgery, he received 2 cycles (gemcitabine and
docetaxel) followed by IMRT (intensity modulated
radiotherapy), in view of the large size and the
positive surgical margins. The total radiation dose
given under image guidance was 54 Gy in 27
fractions. He tolerated the treatment well.

He presented now with recurrent vomiting,
excessive belching, hiccups and intermittent
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Volume 10, No.4, October-December 2020



Metastatic Leiomyosarcoma Involving the Gastrointestinal Tract

melena for the past 2 months. Investigations
revealed severe anemia (hemoglobin: 6.8 gm%),
mild hypoalbuminemia, hyponatremia and elevated
INR (2.88). Upper gastrointestinal endoscopy
(UGIE) revealed multiple polyps in the oesophagus
(0.5%0.5 cm), body and fundus of stomach (largest
1x1 cm with ulceration) and large wide based
polyps in first and second part of duodenum
(3%3 cm) having irregular surface [Fig.1]. Capsule
endoscopy showed multiple duodenal, jejunal and
ileal polyps, jejunal angioectasia with erosions
and proximal ileal ulcer with stricture and causing
near total luminal occlusion [Fig.2]. Colonoscopy
revealed 2 pedunculated polyps in the sigmoid
colon [Fig.3] and a single large polyp measuring
3 cm in maximum dimension in the transverse
colon [Fig.3-Inset]. Polypectomy of the largest
gastric polyp, duodenal polyp and transverse colon
polyp was performed. Histopathology of all the
polyps showed a similar appearance of tumor,
infiltrating the glands, crypts and villi, composed
of elongated spindled cells with eosinophilic
cytoplasm and plump cigar-shaped vesicular
nucleus [Fig.4]. The tumor cells displayed marked
nuclear pleomorphism and occasional bizarre
cells. Mitosis was around 7-8/10 hpf with atypical
mitotic figures, without any appreciable necrosis
[Fig.5]. Immunohistochemistry showed diffuse
cytoplasmic positivity for SMA [Fig.6], desmin and
caldesmon; immunonegative for CD-117, DOG-
1 and S-100 excluding gastrointestinal stromal
tumor (GIST) and schwannoma, respectively as
differential diagnoses. The Ki67 proliferative
index was 30% [Fig.6-Inset], thus confirming our
diagnosis of a metastatic leiomyosarcoma, grade 1
(FNCLCC) and involving stomach, duodenum and
colon.

The patient underwent best palliative care
in our hospital and was discharged.

Discussion

Leiomyosarcomas can occur in any anatomical site.
The clinical outcome depends on the site of origin.
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Fig.1: Upper gastrointestinal endoscopy: Gastric polyp
obstructing lumen.

Fig.2: Capsule endoscopy: Polyp at proximal ileum with
focal ulceration.

Fig.3: Colonoscopy: Multiple polyps throughout the colon
with inset showing a large polyp.
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Fig.4: Spindled tumor cells infiltrating between the crypts,
H&E 10x%.

The most common site is the retroperitoneum. It
typically affects middle-aged to older adults [4].
Diagnosis is delayed because most patients are
asymptomatic. Cure of the primary tumor is often
not possible due to late presentation, location in
deep tissue, inability to achieve wide surgical
margins, and relative insensitivity to chemotherapy
and radiotherapy. These tumors have propensity for
hematogenous spread and infrequently metastasize
to lymph nodes. Distant metastases may be observed
at the time of diagnosis in approximately 40%
of cases. Most patients who survive the primary
tumor eventually develop distant metastases and
hence associated with poor prognosis [5,6].

Our patient presented with widespread
metastases in the gastrointestinal tract (oesophagus,
stomach, duodenum and other parts of small
bowel, and colon) about after 3 years post-surgery
and chemo-radiotherapy. Diffuse polypoidal
involvement of the gastrointestinal tract (from
the oesophagus to the transverse colon) has not
been reported in literature, although isolated
involvement to the stomach has been reported [7].
The clinical features may be non-specific (such as
dyspepsia, belching), to more organic symptoms
e.g. abdominal pain, recurrent vomiting caused
by obstruction, recurrent bleeding leading to
anemia, or even acute abdomen due to perforation,
depending on the location of the metastasis [8,9].
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The
pleomorphism and occasional bizarre cells, H&E 40x.

Fig.5: tumor cells displayed marked nuclear

Fig.6:  Immunohistochemistry (IHC)

cytoplasmic positivity for smooth muscle actin SMA, 10%
(Inset- Ki-67 proliferative index was 30%, 40%).

The index case had extensive evaluation
including UGIE, colonoscopy and capsule
endoscopy that revealed multiple polypoidal
lesion spread over various segments of GIT.
The common differential diagnoses of spindle
cell lesions on histopathological morphology
are GIST and leiomyosarcoma. However, the
immunohistochemical profile being negative for
CD-117 and DOG-1 did not favour GIST. Also,
GIST does not present with widespread GI mucosal
metastases.

In this case, the features suggestive of
metastatic LMS (over a primary LMS of the
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GIT) include supporting history, simultaneous
development of multiple polyps, multi-segmental
involvement, rapid growth, involvement of the
stomach (unusual for LMS) and the location of the
tumor in the submucosa with secondary ulceration
of the mucosa.

Conclusion

This case illustrates an wunusual pattern of
of a leiomyosarcoma originating
from the retroperitoneum to the gastrointestinal
tract having diffuse involvement as multiple
polypoidal tumors. Being a high-grade, therapy-
resistant neoplasm with poor prognosis, awareness
of atypical metastatic sites is essential for early

diagnosis.

metastases
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