Case report
Extra-Gastrointestinal Stromal tumors — A case report and reviewof
literature

Abstract

Gastrointestinal stromal tumor (GIST) represent less than 1% of all gastro intestinal stromal tumors
(GISTS) and are main in the stomach and small intestine. Mesenteric GIST is rarely reported as they
constitute 5 t010% of GIST. It originates from the intestinal cells of Cajal. GISTS that develops outside
the gastrointestinal tract and have no connection with the intestinal wall or serosal surface of the
gastrointestinal tubular organs.An extra-intestinal gastrointestinal stromal tumors (EGITS) they have
similar morphological and immune-histological characteristics as GISTS. Surgical resection'is the
main stay of treatment. Post-operative use to imatinib, delay the recurrence and improves to
survival rate.

We report a rare case of mesenteric extra-gastrointestinal stromal tumor (EGITS) in a 50 years
old female and discuss the course of clinical presentation, diagnosis and;management.
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Introduction

Gastrointestinal stromal tumors (GISTs) are mesenchymal tumors of the gastrointestinal tract that
arise from the interstitial cells of Cajal. The term GIST was coined by Mazur and Clark in 1983. The
annual incidence of GISTs is approximately:15 cases per million people, and they are mostly seen in
patients older than 50 years, with a male-to-female ratio of approximately 1:1. Complete surgical
resection offers a better chance of survival. Imatinib, a tyrosine kinase inhibitor, plays a significant
role postoperatively and is‘associated with:a good prognosis. [1,3,4]

Extra-gastrointestinal stromal tumors (EGISTs) are extremely rare, accounting for only 5% of all GISTs
and less than 0.05%of all'gastrointestinal tumors. Both GISTs and EGISTs share the same molecular
biology, histology, and immunohistochemical behaviour. Immunohistochemical tests for CD117 (C-
kit protein) and:CD34 are essential for diagnosis. Recommended imaging studies include CT, MR,
and PET scans::The standard treatment for localized, resectable, and non-metastatic GISTs and
EGISTs is'surgery. Recognizing the rarity of EGIST cases is crucial. Several primary sites of EGISTs have
been reported, including the mesentery, omentum, peritoneum, pancreas, and retroperitoneum. A
total of 114 cases of mesenteric GISTs have been documented in the literature. [2,4,6]

Case Report

We present the case of a 50-year-old female admitted to our centre on 20/10/2018 with
complaints of an abdominal lump and pain. On clinical examination, all vital parameters were within
normal limits. Abdominal examination revealed a well-defined, tender, right-sided abdominal mass
that was freely mobile. Blood tests, including a full blood count, urea and electrolyte levels, and liver
function tests, were normal. An abdominal ultrasonography reported a 4x3 cm mass with a solid
appearance and well-defined wall. CT scan confirmed a large, well-defined 4x3 cm mass with
heterogeneous densities and areas of necrosis, diagnosed as a mesenteric mass.



A surgical approach was decided upon, involving an open laparotomy through a midline incision.
Intraoperatively, the tumor was found to be arising from the small bowel mesentery and was closely
related to small bowel loops. The tumor was free, spherical in shape, 4x3 cm in size, with smooth
margins and no adhesions to surrounding structures. The tumor was localized, so complete surgical
resection with anastomosis of the small bowel was performed.

Pathological examination of the specimen revealed a 4x3 cm spherical mass with smooth
margins. Histopathologically, the tumor showed spindle cells with a low mitotic rate, and the CD117
antigen test was positive for GIST. The patient was referred to a cancer centre, and postoperative
treatment with 400 mg of imatinib per day was started. After a follow-up period of 5 years
postoperatively, the patient is healthy with no recurrence of the disease. [ Fig 1-8]



Discussion

Extra-gastrointestinal GISTs:(EGISTs) are GISTs that have no connection with the intestinal wall or the
serosal surface of gastrointestinal tubular organs. These tumors are extremely rare, accounting for
only 5% of all GISTs. [1,2]

Review of Literature

Miettinen et al were the first to describe EGISTs in 1995, they reported a series of omental and
mesenteric.stromal tumor positive for CD 117. EGISTs similar to GISTs originate from intestinal cells
of Cajal (ICC). ICC are pacemaker cells that control the peristalsis in the gastrointestinal tract. EGIST
mostly occur intra abdominally and in the retroperitoneum. [4,6,7]

Clinically, symptoms vary depending on the location of the EGIST. Patients may be asymptomatic
and incidentally diagnosed during routine examination for other medical conditions or may have
typical symptoms such as abdominal pain, abdominal mass or distension feng etal reported the
above symptoms. Diagnosis is through tissue histopathology with immunohistochemical standing
CD 117 positive test. Feng et al examined the clinicopathological features and prognosis of
mesenteric GISTS in 114 mesenteric GIST. Histopathological EGIST, express markers such a CD 34, C-
kit, CD 117, DOG -1 and PKC-0. [4,6,8]



Treatment for EGSIT depends a staging. For localized tumors, the standard treatment involves
complete surgical excision of the tumor along with negative margins. For locality advanced,
inoperable or metastasis disease, standard treatment is imatinib, a tyrosine kinage inhibitor. [6,9]

Mesenteric GISTS have poorer outcomes compared to classical GISTS. Mesenteric GISTS had poor
outcomes with fewer survival compare to gastric GISTS. Feng et al noted that tumor size, mitotic
activity index, histological type and prognosis of mesenteric GISTS was worse than that of gastric
GIST. The study also noted most mesenteric GISTS exceeding 10 cm in diameter,5/50 HPF in the
mitotic index, were high risk with poorer prognosis. [6,7]

In high risk category patient is recommended follow up with serial CT scan in addition to surgery
and targeted therapy approximately 10 years from imatinib therapy. Sunitinib and ponatinib are
other option for resistance or partial response to imatinib. [4,10]

Conclusion

Mesenteric GIST (EGIST) is a rare condition. It presents as an abdominal mass and can be mistaken
for mesenteric tumorsor growths.Large mass more the 5 cm, incomplete resection margins and
central necrosis are all poor indices for survival and result in high.recurrence.
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