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Case Report

Giant jejunal leiomyosarcoma: a rare case
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ABSTRACT

Unlike other gastrointestinal neoplasms, small bowel tumours are often rare. Of this, leimyosarcoma of jejnum is
extremely uncommon. Most of these patients are asymptomatic however in few cases may present with acute
presentation such as intestinal obstruction, bleeding and perforation. A 35 years old female presented to the hospital
with complaints of pain and vomiting. On palpation, an irregular 21x18cms lump with variable consistency and
irregular borders which was intraabdominal and intraperitoneal. CECT revealed heterogenous, hypoechoic mass
extending from epigastric to hypogastric region with probable diagnosis of mesenchymal tumour (probably
GIST/LEIOMYOSARCOMA), however exact site of origin couldn’t be traced. Patient underwent exploratory
laprotomy, 25x20cms irregular mass arising from jejunum was resected and sent for histopathological examination.

HPE and immunohistochemistry revealed grade 3 leiomyosarcoma.
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INTRODUCTION

Primary small bowel sarcomas are extremely rare, which
accounts to 5% of Gl malignancies.* Most common small
intestinal tumours are adenocarcinoma, carcinoid,
lymphoma and sarcoma in decreasing order of frequency.
Histologically, most ~ common  variant  being
leiomyosarcoma most commonly occurs in 5" to 6%
decade of life totalling to 2-9%.2 Few cases were reported
of primary small bowel leiomyosarcoma following
vigorous immuno-histological techniques.®* Small bowel
sarcomas are usually asymptomatic at the initial stages,
and difficult to visualise by oesophago-gastroscopy and
colonoscopy.® In late stages, they may present as
intestinal obstruction, bleeding and perforation with poor
chances of survival.

Authors give the account of extremely rare case of jejunal
leiomyosarcoma in a 35 year old lady with no significant
clinical history suggestive of mesenchymal tumor.

CASE REPORT

A 35 years old nulliparous female, homemaker by
occupation presented to the hospital with chief
complaints of pain abdomen since 1 week and vomiting
since 2 days. Pain was dull aching, non-progressive,
insidious in onset without any radiation, postural and
diurnal variations with no specific aggravating and
relieving factors. Complaints of non-projectile, vomiting
since 2 days, 4-5 episodes per day, straw color. Contains
partly digested food particles-20 ml in each bout. doesn’t
contain blood. Known case of hypertension and type 2
diabetes taking regular medication since 7 years.

On palpation- tenderness present all over abdomen with
no guarding and rigidity. A single lump of 21x18cms
extending vertically from epigastric to hypogastric region
and horizontally extending to both lumbar regions. Lower
border not felt separately. Surface was irregular with
irregular borders. Firm too hard in consistency. Lump not
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moving with respiration with restricted mobility present
in both directions. Lump is intra-abdominal and intra
peritoneal with no hepatosplenomegaly and no ascites.
On prevaginal examination- Fullness noted in lateral
fornices. Uterus felt separately from the mass. There is no
movement of the cervix on moving the abdominal lump
on bimanual examination. No bleeding P/V. Per rectal
examination-A bulge is felt through anterior wall of
rectum. No intraluminal mass felt. No bleeding. P/R.
Gloved finger stained with faeces. On systemic
examination, other systems were found to be normal.

Figure 2: CECT-axial, coronal, sagittal sections.

Haemotological investigations were within normal limits.
USG revealed heterogenous hypoechoic mass covering
all quadrants of abdomen taking flow on Color Doppler
(Figure 1). CECT abdomen revealed, intaperitoneal mass
measuring  approximately  19x21x16cms  showing
heterogenous mild enhancement with few necrotic areas,
extending from epigastric to pelvic region and also
sidewards to both iliac fossa, causing mass effect on
adjacent  bowel loops. Probable diagnosis of
mesenchymal tumour arising from jejunum was made
(Figure 2).

Patient underwent exploratory laparotomy by midline
incision. Linea alba and peritoneum were incised. A
25x20cms irregular mass with lobulations and high
vascularity was found with surrounding omental
adhesions. Mass was found to be arising 10cms distal to
ligament of treitz from the jejunum (Figure 3). Mass was
excised with 5cms margin of jejunum (Figure 4 and 5). A
single layer end to end jejunojejunostomy was done.
Specimen was sent for HPE. Haemostasis secured.

Abdominal drains placed in sub-hepatic and pelvic
spaces. Uterus and both ovaries appear to be normal.
Liver and spleen normal abdominal closure done in
layers. Post op recovery uneventful.

Figure 5: Gross specimen.

HPE revealed that tumour cells were spindle shaped to
epitheloid in appearance (Figure 6 and 7). Polar vacuoles
mimicking GIST with mitotic score 2 (10-19/10HPF).
Tumour differentiation: score 3 (undifferentiated
sarcoma/sarcoma  of  uncertain  type). Immuno
histochemistry markers were done which revealed KIT
117 negative (Figure 8), SMA, CALDESMIN,
CALPONIN, DESMIN positive (Figure 9 to 12) indicates
smooth muscle cell tumour-malignant leiomyosarcoma of
jejunum.
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Figure 6: Cut section. Figure 10: Calponin.

Figure 7: Spindle cell morphology. Figure 11: Caldesmin.

Figure 8: KIT 117 negative. Figure 12: Desmin.
DISCUSSION

Small intestine neoplasms are rare, with an incidence of
22.7 per million per year and less than 30 case reports
worldwide have been found in literature.5# It accounts to
less than 5% of all malignancies in the gastrointestinal
tract.! Sarcomas rank fifth (1.2%) among all malignant
small bowel tumors, after carcinoids (44.3%),
adenocarcinomas (32.6%), lymphomas (14.7%), and
gastrointestinal ~ stromal tumors (GISTs) (7.2%).
Leiomyosarcom originates from smooth muscle cells
between the muscularis mucosa and muscularis propria,
with male-to-female ratio ranges from 1:1 to 2:1. The
highest incidence of LMS is found in the 6" decade.”

Figure 9: SMA.
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Symptoms are usually absent. If present, they are
nonspecific. Vague complaints, such as malaise, fatigue,
and non-focal abdominal pain, are often described. Large
leiomyosarcomas that undergo necrosis may bleed into
bowel complaints of hematemesis and melena. The
causes of leiomyosarcoma are unknown. Hill MA et al,
reviewed more than 11,000 cases, 6% of the patients with
leiomyosarcomas also had a history of Crohn’s disease.®

Leiomyosarcoma of small intestine most commonly grow
towards the subserosal side of the bowel without causing
any intraluminal obstruction.® Therefore, patients remain
asymptomatic in the early stages of disease. Later, they
can present with iron deficiency anaemia, melena,
abdominal pain, abdominal lump or intussusception (in
case of ileal leiomyosarcoma).’® Atypical clinical
presentation of leiomyosarcoma makes difficult to
visualize the small bowel by oesophago-gastroscopy and
colonoscopy. Majority of tumors are discovered at
advanced stage. Preoperative differentiation between
benign and malignant tumors of small intestine remains
very difficult.!! 40% of these tumors are discovered
incidentally. Contrast-enhaced computed tomography
(CECT), MRI-enterography and enteroclysis are useful
for diagnosis of intestinal leiomyosarcoma.'>*® In acute
setting, CT has advantage over MRI because of fast
imaging, low cost and high sensitive for detecting the
source of Gl bleeding.'* MRI acquires better soft tissue
delineation more sensitive in detecting mucosal lesions
and it has the advantage of differentiating between
different tumors based on the T1 and T2 characteristics
without the need for ionisation.* Endoscopy and wireless
capsule endoscopy also useful in diagnosis of
leiomyosarcoma. Endoscopy in acute setting has
disadvantage of inadequate bowel preparation, low
sensitivity and risks of sedation, perforation and
bleeding.'* Positron emission tomography can contribute
in evaluating metastases however it is not in widespread
usage.®®

Histologically, leiomyosarcoma and gastrointestinal
stromal tumor (GIST) shows a similar morphologic
appearance so immune-histochemical methods should be
applied to differentiate these tumors. The main antibodies
to detect GISTs are CD117 (c-KIT), DOG1 and CD34.
To detect leiomyosarcomas antibodies against smooth
muscle are actin (SMA), desmin, caldesmin and calponin
are required.'® The tumour can be graded using the
Trojani or French systems (FNCLCC) for soft tissue
sarcomas.’”*® High-grade tumors have 10 or more
mitoses per 50 high-power fields (HPF).

Leiomyosarcoma metastasize hematogenously, especially
to the liver (65%), other GI locations (15%), and the
lungs (4%). In contrast to other sarcomas, it does spread
lymphogenously (13%) and peritoneal route (18%).%°
Main modality of treatment for all small intestinal
leiomyosarcoma are radical surgical resection with
adequate margins.> Metastasectomy, if possible, should
be considered.?® In the case of hepatic metastases,

primary and repeated metastasectomy combined with the
resection of extrahepatic metastases showed better
survival than chemotherapy.? In case of unresectable
tumors chemotherapy Whilst adjuvant chemotherapy
agents like docetaxel, gemcitabine and trabectedin were
used for unresectable leiomyosarcomas, their uses have
not been proven in the case of small bowel
leiomyosarcomas.??> The prognosis of small intestine
leiomyosarcoma is very poor. In low grade disease, the
five-year survival rate was 55%, in contrast to 5-20% in
high-grade disease.?

CONCLUSION

Lieomyosarcoma of jejunum is a rare entity. In spite of
advanced diagnostic modalities early diagnosis of tumour
is difficult because of its asymptomatic presentation in
the initial stages. Radical surgical resection is the
treatment of choice. Role of chemo radiation has not yet
been proved. Advancement of robust immuno-
histological diagnostic  methods is  allowing
differentiation  of  lieomyosarcoma  from  other
mesenchymal tumours of small intestine.
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