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ABSTRACT 
 

Gastrointestinal stromal tumors (GISTs) of jejunum is a rare tumor arising from the interstitial cells of 
Cajal (ICC) present in the myenteric plexus of the muscularis propria in the intestinal wall. They 
usually present as small asymptomatic mass and a large exophytic mass causing pain is a relatively 
rare presentation of jejunal GIST. The tumor mass mainly consists of spindle cells arranged in layers 
or sheets and stain positive for CD117, CD34 and Vimentin on immunohistochemistry. CECT scan 
is the most common imaging modality used for staging of the tumor. Surgical resection with negative 
margins is the primary treatment for localized GIST, followed by adjuvant Imatinib in high risk cases. 
We present the case of a 65 year old male presenting with large extramural jejunal GIST.  
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1. INTRODUCTION 
 

Gastrointestinal stromal tumors (GISTs) are rare 
mesenchymal tumors of the gastrointestinal tract. 

They comprise only 0.2% of all gastrointestinal 
tumors and are mainly found in the stomach. 
Small intestinal GISTs comprise only 20% of 
cases, with jejunal GISTs being the rarest 
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subtype, accounting for 0.1-3% of all GI tumors 
[1]. They are known to arise from the 
gastrointestinal pacemaker cells, the interstitial 
cells of Cajal (ICC) present in the myenteric 
plexus of the muscularis propria [2]. GISTs 
usually occur in a sporadic form, but may present 
as a feature of multiple neoplastic syndromes [3]. 
They present as a spectrum of morphological 
and clinical features ranging from benign to 
malignant; with 10–30% of cases progressing to 
malignancy [4]. The diagnosis is established with 
the help of immuno histo chemistry (IHC) 
markers CD117, CD34, vimentin and mutational 
analysis for c-kit and platelet-derived growth 
factor receptor alpha (PDGFRα) genes [5]. The 
primary treatment for localized GISTs is 
complete surgical resection with microscopic 
negative margins [6]. Adjuvant treatment with 
Imatinib mesylate is recommended for patients 
with high risk features to decrease the rate of 
recurrence [7]. The risk stratification is done as 
per the National Institutes of Health (NIH) 
consensus criteria and UICC/AJCC TNM staging 
system [8-9]. Patients with unresectable, 
metastatic, or recurrent GISTs are also treated 
with imatinib mesylate [10]. We present a rare 
case of jejunal GIST with an unusual large size 
of presentation and with history of pain abdomen. 
 

2. CASE REPORT 
 
A 65 year old male presented with pain and 
fullness of abdomen for the last 1 month along 
with decreased appetite and mild breathlessness 
on walking for the last 10 days. The clinical 
examination showed an approximately 16 x 10 
cm well defined firm lump in lower abdomen and 
pelvis with mild tenderness. All the routine 
biochemical investigations were normal. An 
Ultrasonography of abdomen showed 15.7 x 7.9 
cm size well-defined solid mass occupying major 
part of lower abdomen causing displacement of 
the bowel loops. A subsequent CECT scan was 
done which showed large 17.4 x 17.1 x 9.5 cm 
heterogeneously enhancing hypodense soft 
tissue lesion involving pelvis and rt. Lower 
abdomen with an ill-defined fat plane with a short 
segment of distal ileum/ proximal jejunum. [Fig. 
1] An USG guide FNAC was done which was 
suggestive of benign mesenchymal tumor. So, a 
laparotomy was planned and done through rt. 
paramedian incision. There was a huge tumor 
arising from the mesenteric border of jejunum 
which was abutting sigmoid colon. Gross tumor 
along with the segment of jejunum from which it 
was arising was resected and end to end 
anastomosis was done. The abdomen was 

closed in layers and the mass sent for 
histopathological examination. [Fig. 2] The post-
operative period was uneventful. Gross 
pathological examination showed a large 14 x 13 
x 9 cm nodular mass with separate multiple large 
areas of hemorrhage and necrosis, partly 
encapsulated by fibrous tissue. The jejunal 
segment showed a patch of grey-white 
thickening in the mucosa of size 0.8 x 0.8 cm. 
Microscopic examination showed a highly cellular 
spindle cell tumor with cells arranged in fascicles 
forming organized pattern and with abundant 
eosinophilic cytoplasm. Focal areas also showed 
spindle cells in sheets with sprinkled 
mononuclear cells and mitotic rate >5/HPF with 
20-30% necrosis. The jejunal section showed 
stromal tumor arising from muscularis propria 
and reaching serosa. This was suggestive of 
Gastrointestinal stromal tumor (GIST) and the 
resection margins were uninvolved. The 
immunohistochemistry test was positive for 
CD117, DOG1, CD34 and negative for S-100., 
which confirmed the diagnosis of GIST. 
 
3. DISCUSSION 
 
The incidence for jejunal GIST is extremely rare, 
accounting for only 0.1-3% of all GI tumors [1]. 
More than 80% of GISTs are primarily located in 
GI tract but may occur outside, known as extra-
intestinal GIST in sites like omentum, mesentery, 
retroperitoneum, gallbladder and urinary bladder 
[8-11]. The most common site in the GI tract is 
the stomach with 70% of the cases of GIST, 
followed by small- intestine with 20-30% cases 
and remaining 10% occurs in esophagus, colon 
and rectum [12]. Over 90% of GISTs occur in 
adults over 40 years old with a slight male 
predominance but no association with 
geographic location or ethnicity [13]. GISTs 
usually arise from the intermuscular myenteric 
plexus region of the intestinal wall and may 
exhibit either an intramural expansile, extramural 
(peritoneal) or polypoid (exophytic) growth 
pattern or a combination, thus resulting in an 
extremely diverse gross and clinical presentation. 
They are usually small, asymptomatic and 
diagnosed incidentally on imaging or 
colonoscopy. Rarely, few cases grow large 
enough to present with abdominal pain, lump or 
intestinal obstruction.  Other symptoms may 
include bleeding, anaemia, early satiety or 
bloating [14]. Large exophytic growths are 
usually diagnosed and staged by CECT scans. 
The differential diagnoses include retroperitoneal 
mesenchymal neoplasms. The diagnosis is 
established by a combination of histological 
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features showing spindle cells and 
immunohistochemical assay for CD117, an 
epitope of c-kit receptor tyrosine kinase. 
However, other GI tumors that may test positive 
for CD117 include metastatic melanoma, clear-
cell sarcoma (30% to 50%), Ewing’s sarcoma 
(50%), childhood neuroblastoma (30%), 
angiosarcoma (50%), and some carcinoma. 
Besides, these GI tumors other differential 
diagnosis for CD117 positive cancers include 
mastocytoma, seminoma, pulmonary small cell 
carcinoma and extramedullary myeloid tumors 
[15]. GISTs are known to arise from activating 
mutations of proto-oncogenes c-KIT or PDGFRα 

which increase tyrosine kinase receptor activity, 
resulting in uncontrolled proliferation of cells [5]. 
Surgical resection without lymph node dissection 
is the primary treatment of choice [16]. Tumor 
size and mitotic index are the two most important 
risk defining factors. With a tumor size > 10 cm 
and mitotic rate >5/HPF, our patient was in the 
high risk group as per NIH consensus and stage 
III B as per 7

th
 UICC/AJCC staging guidelines [8-

9]. So, he was started on adjuvant oral Imatinib 
mesylate (400mg/day) for 1 year. Imatinib, a 
small molecule inhibiting the tyrosinase kinase 
activity of c-kit, PDGFRα, and BCR-ABL, is the          
first and only approved treatment for GIST.

  

 
 

Fig. 1. Coronal and Sagittal CECT Scan images showing large 17.4 x 17.1 x 9.5cm 
heterogenously enhancing hypodense soft tissue lesion involving pelvis and rt. lower 

abdomen 
 

 
 

Fig. 2. Post-op specimen showing a large nodular mass with separate multiple large areas of 
hemorrhage and necrosis, partly encapsulated by fibrous tissue 
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It was first approved by the FDA in 2001 for 
unresectable, metastatic or recurrent GIST. The 
efficacy rate (complete response + partial 
response) of imatinib has been reported to be 
53.8% and the disease-control rate (complete 
response + partial response + stable disease) to 
be 84% [10]. As per ACOSOG Z9001 trial the 
use of imatinib after radical surgery in high-risk 
cases gives a 14% absolute reduction in 
recurrence rate, achieving 97% recurrence-free 
survival

7
. The use of imatinib as an adjuvant 

therapy for patients after complete resection of 
localized, primary GIST was approved by FDA in 
2008 [17].  
 

4. CONCLUSION 
 

Large extramural GISTs of jejunum are rare 
tumors. Surgery is the primary treatment for 
resectable cases. The diagnosis should be 
established with the help of both morphological 
and an immunohistochemical characteristic as its 
adjuvant treatment is different from other 
intestinal carcinomas and sarcomas. The 
treatment of GIST has been revolutionized with 
the use of Imatinib. Localized and resectable 
GIST has a good prognosis.  
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