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Gastrointestinal stromal tumor (GIST) arises from the 
interstitial cell of Cajal.  30% of GISTs arise in the 
jejunum.  GISTS are generally solitary although 
multiple GISTs may be synchronous or metachronous. 
There are a few reports of a GIST of the jejunum 
mimicking a vascular malformation/arteriovenous 
malformation (AVM) prior to surgical excision. Herein, 
we report a case of four synchronous GISTs of 
jejunum.  One GIST, highly vascularized, presented 
with lower gastrointestinal bleeding and was 
mimicking an arteriovenous malformation (AVM) by 
enteroscopy.

The patient was a 40 year-old female with history of 
Hashimoto's thyroiditis, and adrenal insufficiency who 
was admitted with epigastric pain and melena.  She 
was found to have a non-ulcerated polyps, small 
arteriovenous malformation and sub mucosal 
ulcerated lesion at the distal jejunum by capsule 
enteroscopy and double balloon enteroscopy. The 
jejunal subepithelial ulcerated mass was oozing and 
tattooed. The patient underwent a laparoscopic-
assisted small bowel resection with anastomosis to 
control jejunal bleeding and diagnose the small bowel 
lesions.

Results

Gross examination of the ensuing segmental resection 
of jejunum demonstrated four bosselated tumors 
ranging from 3.1 cm to 6.5 cm (Figure 1); three 
reaching to the submucosa and one to the surface with 
ulceration. 
Microscopically, three tumors were predominantly 
composed of spindle cells (Figure 2). 

Multiple GISTs are rare, classified as either 
sporadic or familial. Familial GISTs are described in 
neurofibromatosis type 1, Carney's triad and 
Carney-Stratakis syndrome.  Pediatric GISTs, with 
clinical and genetic features often differing from 
typical adult tumors, may also be multiple. Our 
patient’s four GISTs are considered multiple 
synchronous sporadic neoplasms. While she had 
concurrent conditions which were not specific for 
a recognized syndrome associated with GIST, their 
existence may be kept in mind as the patient is 
followed. This case serves as an important 
reminder for pathologists consider GIST in the 
evaluation of a highly vascular gastrointestinal 
proliferation and keep in mind the possibility of 
multiplicity.

The tumor#4 (identified by tattoo) which was mimicking an arteriovenous malformation 
(AVM) by enteroscopy, was extending to the mucosal surface with ulceration (Figure 3) and 
was dominated by wide vascular channels with a spindle cell component between the 
channels microscopically (Figure 4).
The mitotic rate was low and ranged from 0-2 per 5 mm2.  The four tumors were each positive 
for CD117 (Figure 5), DOG1 (Figure 6), and negative for SD100, SMA. Succinate 
dehydrogenase B (SDH, Figure 7) was positive identifying the four tumors as non-SDH-
deficient GISTs.   Ki-67 proliferation index was less than 5% in all four masses (Figure 8). 

Figure 1

The majority of GIST occur in the stomach (60–
70%), small intestine (25–35%), and rare in the 
colon and rectum (5%), esophagus (<2%), and 
appendix. The most common symptom is 
gastrointestinal bleeding and occasionally 
abdominal pain like in our case.
There have been case reports of small intestinal 
GISTs complicated with arteriovenous 
malformation (AVM) and angiodysplasia. AVM 
appears as tangles of various sized abnormal 
vessels that have characteristics of arteries and 
veins without capillary beds. But angiodysplasia is 
characterized by venous or capillary distension. 
Although tumor#4 was mimicking AVM, the tumor 
was diagnosed as a GIST based on pathological 
examination of the resected specimens. 
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