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ABSTRACT: Gastrointestinal stromal tumors (GIST) are the most common mesenchymal tumors of
the gastrointestinal tract (GIT). They can arise anywhere along the gastrointestinal tract. GIST of the
small bowel is less common. Clinically, most of the GIST present as GI bleed and rarely with intestinal
obstruction. We report here a case of ileal GIST presented with subacute intestinal obstruction.
KEYWORDS: Gastrointestinal stromal tumor; Small bowel; Subacute intestinal obstruction.
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INTRODUCTION: Gastrointestinal stromal tumors are rare soft tissue sarcomas arising from
mesenchymal tissue of GIT. Though account for <1% of all GIT tumors, they are most common
mesenchymal tumors of GIT. They can arise anywhere along the gastrointestinal tract including
stomach, small bowel, large bowel, mesentery, and omentum. GIST often presents with vague
symptoms, sometimes GI bleed but intestinal obstruction or perforations are extremely rare
presentations.

Here we report a case of subacute intestinal obstruction secondary to ileo-ileal
intussusception with ileal GIST as the lead point. This case is being reported for its rare presentation
with review of literature on Gastrointestinal stromal tumors.

CASE REPORT: A 64 year old female patient was admitted to our hospital with abdominal pain of
20days duration, vomiting and loose stools of 3days duration. Patient was never admitted for any
complaints in the past.

General examination revealed a pulse rate of 82/min, blood pressure of 120/70mmhg with
normal temperature. On systemic examination, abdomen was soft, not distended, no mass palpable
but mild epigastric tenderness was present. Bowel sounds were sluggish. All blood investigations
were within normal limit. Erect x-ray abdomen was normal. Ultrasound abdomen showed doubtful
ileo-colic intussusception. CECT abdomen confirmed ileo-ileal intussusception with enhancing mass
lesion in the ileum.

Patient underwent laparotomy. Illeo-ileal intussusception with mesenteric lymphadenopathy
was seen. Intussusception was reduced, bowel found viable but a tumor of 5x5cm was found in the
distal ileum as the lead point of intussusception (Fig. 1).
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Fig. 1: Intraop ileal tumour

Resection of ileum containing tumor with 5cm tumor free margins was done and ileo-ileal
anastomosis performed. Mesenteric lymph node biopsy was also performed. Cut section of gross
specimen showed soft, fleshy, pedunculated stromal tumor within the ileum (Fig. 2).

Fig. 2: Cut section of gross specimen

Patient postop recovery was uneventful and was discharged on postop day 7.
Histopathological examination of specimen showed gastrointestinal stromal tumor with tumor free
margins and lymph node sections showed reactive changes.

REVIEW OF LITERATURE: Gastrointestinal stromal tumor (GIST) is a mesenchymal tumor of the
digestive tract showing lineage differentiation similar to the interstitial cell of Cajal (ICC) and
accounts for about 2% of all GI tract neoplasms!.

The increased incidence of GIST in 1995-2003 from 2.1 per million inhabitants to 12.7 per
million inhabitants is related to increased understanding of GIST pathobiology and the routine
availability of the diagnostic immunohistochemical antibody directed against the CD117 antigenZ.

GISTs typically present in older individuals and are most common in the stomach (60-70%),
followed by small intestine (20-25%), colon and rectum (5%), and esophagus (<5%). Benign tumors
outnumber the malignant ones by a wide margin. Approximately 70% of GISTs are positive for CD34,
20-30% are positive for smooth muscle actin (SMA), 10% are positive for S100 protein and <5% are
positive for desmins3.

Malignant gastrointestinal stromal tumors are rare, but are more common in the older
population, men and Blacks*. GISTs are classified as tumors with low- and high-risk of malignancy,
depending on tumor size and mitotic count. Tumor site and acute onset are also significant
parameters for prognostic purposess.
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Gastrointestinal stromal tumors often present with vague symptoms. Their clinical
manifestation as acute abdomen due to obstruction or perforation is extremely rareé. Ninety percent
of GISTs were detected clinically due to symptoms (69%) or were incidental findings at surgery
(21%); the remaining 10% of GISTs were found at autopsy”.

The clinical features can vary depending on the anatomic location, size and aggressiveness of
the tumor. Most symptomatic patients have tumors larger than 5 cm in maximal dimension. In a
series of cases with leiomyomas and leiomyosarcoma (without separation of the GISTs), there were
three major presentationss, GI bleeding (40%), abdominal mass (40%) and abdominal pain (20%).
Two-thirds of patients had GI bleeding while 25 to 40% presented with an intestinal obstruction.
Intestinal perforation can also occur uncommonly®.

CT is essential for evaluating the primary tumor and for accurate staging. Magnetic resonance
imaging (MRI) has a comparable diagnostic yield1® and lacks radiation exposure. However, CT is
preferred initially for screening and staging. CT is better at global evaluation of the abdomen,
especially the hollow viscera, than MRI. MRI may be preferred for GISTs at specific sites, such as
rectum or liver!l,

PET can be useful for detecting an unknown primary site or resolving ambiguities from
CT2. On upper GI endoscopy, a smooth, mucosa-lined protrusion of the bowel wall, with or without
signs of bleeding and ulceration may be seen!3. A preoperative biopsy is not generally recommended
for a resectable lesion in which there is a high suspicion for GIST, and the patient is otherwise
operable. However, a biopsy should be done to confirm the diagnosis particularly when metastatic
disease is present or suspected. If preoperative imatinib is considered in a patient who has a large
locally advanced lesion thought to represent GIST, a biopsy should be done. An endoscopic
ultrasound (EUS) guided biopsy (in carefully selected patients and preferably of the primary lesions)
is more desirable than a percutaneous biopsy!+.

Definitive surgery remains the treatment of choice for patients with localized GIST.
Complete surgical resection is recommended for small gastric GISTs <2 cm at high risk of recurrence
based upon EUS appearance (irregular borders, cystic spaces, ulceration, echogenic foci, or
heterogeneity in appearance).

For tumours that lack these features, endoscopic surveillance is an option. However, initial
therapy with imatinib may be preferred if a tumor is borderline resectable, or if resection would
necessitate extensive organ disruption. There is no specific consensus or guideline for the use of
neoadjuvant imatinib at this time. However, this could serve as the initial therapeutic intervention,
with follow-up at close intervals to ensure appropriate response to therapy. In these situations, early
assessment of therapeutic response by FDG-PET scanning could be very valuable to confirm the
response to imatinib. After maximal response (usually occurring within 4 to 6 months), definitive
surgery could be performed?s.

Our experience indicates that the site of origin of gastrointestinal stromal tumours with
their broad spectrum of clinical presentations may influence both the therapeutic choice
(neoadjuvant utilisation of imatinib mesylate) and the surgical treatment (wedge resection vs.
enlarged operations)!e.

A majority (80-90%) of patients with metastatic disease responds to imatinib or achieves
durable tumor growth stabilization with continuous therapy using a daily dose of 400 mg to 600 mg.
Treatment with imatinib increases survival of patients with advanced disease with a few years and is
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associated with only moderate toxicity. Imatinib is being evaluated as adjuvant treatment following
surgery, and other tyrosine kinase inhibitors as treatments of advanced GIST?. Ongoing studies are
evaluating the role of imatinib in the preoperative and postsurgical adjuvant settings. Although
resistance to imatinib will appear over time, there is reason for optimism that the mechanisms of
resistance will be identified and eventually overcome!s,

CONCLUSION: GIST should always be among the differential diagnosis of an intra-abdominal non-
epithelial malignancy. Imaging difficulties impede an early diagnosis. These tumors can present with
rare manifestations; sometimes with an unexpected intraoperative finding or an emergency
abdominal picture. Surgery remains the mainstay of treatment in patients with localized, resectable
disease. Imatinib mesylate is the gold standard for unresectable and metastatic disease. Sunitinib
malate (Sutent; SU 11248) is the 2nd generation tyrosine kinase inhibitor recently approved by FDA in
2006 for therapy of GIST patients who failed to respond to imatinib treatment.
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