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1. Abstract

1.1. Introduction: Gastrointestinal stromal tumors (GISTs) are rare tumors
of the digestive tract, most commonly found in the stomach, with jejunal
GISTs being particularly uncommon. Diagnosis is often challenging due
to non-specific clinical and radiological findings. We present a case of a
jejunal GIST diagnosed through histopathology, following non-specific
symptoms.

1.2. Case presentation: A 65-year-old man with a history of diabetes
and hypertension presented to the emergency department with a three-
day history of bowel obstruction, along with one day of hematemesis and
melena. Physical examination revealed a tender mass in the epigastrium
extending to the umbilicus. A contrast-enhanced CT scan of the abdomen
showed a large exophytic mass originating from the jejunum. The patient
was transferred to intensive care, resuscitated, and underwent emergency
laparotomy with resection and anastomosis of the jejunal mass.
Histopathology confirmed the diagnosis of jejunal GIST. The patient
recovered well postoperatively and was discharged on imatinib therapy,
with no complications or metastasis at six months follow-up.

1.3. Discussion: GISTs can present atypically, with massive bleeding
being potentially life-threatening, necessitating prompt treatment. Due
to the lack of specific clinical or imaging signs, histopathology and
immunohistochemistry become essential, making Jejunal GISTs a rare
diagnosis.
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1.4. Conclusion: It is important to understand the inconspicuous
presentation of GISTs and keep a high degree of suspicion in elderly
patients presenting with gastrointestinal bleeding and an acute abdomen,

the treatment of which does not stop at surgery.
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3. Introduction

Gastrointestinal stromal tumors (GISTs), are rare tumors of the digestive
tract occurring in one per hundred thousand population. They comprise
0.2% of Gastrointestinal (G.I.) tumors with jejunal GISTs being the rarest
subtype [1]. GISTs can present at any age but are most common in middle
age, median age being 65 years with only 10-30% of them progressing
to malignancy [2-4]. The tumor’s location can significantly influence
the symptoms, which may range from mild abdominal discomfort to
severe conditions such as hematemesis, acute intestinal obstruction, and
shock, however, it is often found incidentally during radiological imaging
or surgery [5,6]. Typically, these tumors are solitary and do not invade
nearby organs, though they can exhibit extra- or intra-luminal growth, or
a combination of both [7,8]. In this report, we present a rare case of jejunal
GIST that manifested as an acute abdomen with massive gastrointestinal
bleeding, managed at a tertiary care center. This case report adheres to the
SCARE 2023 guidelines [9].

4. Case Report

A 65-year-old diabetic and hypertensive gentleman, presented to the
emergency department of our hospital with three-day history of abdominal
pain, distension and obstipation with hematemesis and melena for 1 day.
There was gradual exacerbation of pain associated with pronounced
hematemesis. On examination, the patient was dehydrated, hypotensive,
and dyspnoeic with noticeable pallor. The abdomen was distended
with a tender palpable mass over the epigastrium extending to the left
hypochondrium, and the periumbilical region and melena was evident on
rectal examination. After initial assessment and resuscitation, a contrast-
enhanced CT scan of the abdomen revealed a large exophytic peripherally
thick-walled enhancing mass with necrotic component, showing multiple

air-fluid levels in the left upper abdomen, likely arising from the jejunum
(Fig.1).

Fig. 1: Abdominal CECT-scan: Axial section showing a heterogeneous,
exophytic peripherally thick-walled enhancing mass with necrotic
component, showing multiple air-fluid levels (Arrow)
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Laboratory investigations showed a hemoglobin (Hb) level of 5.9 mg/
dl and minimal inflammatory response. He was shifted to the Intensive
care unit (ICU) and received fluid and oxygen supplementation with
three blood transfusions raising his Hb to 7.9 mg/dl. Given the diagnostic
uncertainty and likelihood of surgical emergency, the patient underwent
an exploratory laparotomy with resection anastomosis under general

anaesthesia.

Intraoperatively, a large, approximately 20 x 15 x 15 cm exophytic mass,
was seen arising from the serosal surface from the antimesenteric border
of the jejunum, adhered to the adjacent small bowel loops and transverse
colon, with both solid and cystic components. A 12 cm section of bowel
was excised sent for histopathology (Fig. 2 a & b). A primary jejuno-
jejunal anastomosis was done and the abdomen was closed in layers with
an intra-abdominal drain in situ. The postoperative period was uneventful
and the patient was discharged in a stable condition on POD 7.

Fig. 2a: Peroperative image of the exophytic jejunal mass

Fig. 2b: Per operative image of the exophytic jejunal mass after resection
with bowel loop
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The surgical specimen on Gross examination showed a large grey-
brown mass attached to the bowel measuring 20 x 15 x 15 cm with the
cut surface showing solid tan-white fleshy areas and cystic spaces filled
with blood clots. Microscopy showed a neoplasm arising from the jejunal
wall, comprising sheets and fascicles of plump to spindle cells with
eosinophilic cytoplasm and moderately pleomorphic elongated nuclei with
necrosis. The mitotic rate was up to 6 per 5 mm?2 with a high histological
grade — G2. So, the pathological staging according to AJCC 8th edition
was — pT4 (Tumour more than 10 cm in greatest dimension) [10] On
Immunohistochemistry (IHC), tumor cells expressed DOG1 (Discovered
on GIST 1), CD 117 (Protooncogene c kit), and Vimentin whereas Alpha
smooth muscle actin (SMA) was patchy positive. PanCK, Desmin, S100,
and CD34 were negative. Hence histologically the tumour was diagnosed
as a unifocal mixed type Jejunal GIST. The patient underwent a PET scan
which did not show any residual disease or metastasis and the tumor was
staged as pT4ANOMO, Stage I1IB [10]. Since there was no presurgical risk
stratification and therapy that was given, Imatinib was started with the dose
of 400mg OD. The patient tolerated the treatment well and on 6 monthly
follow up did not show any side effects, recurrences, or metastasis.

5. Discussion

GISTs are predominantly diagnosed in adults over 40 years of age,
with a peak incidence between 60 — 65 years, and have a slight male
preponderance [11]. Jejunal GISTs, a rare subtype, often remain
asymptomatic until they grow large enough to cause symptoms like pain,
obstruction, or gastrointestinal bleeding. Approximately 20% of jejunal
GISTs present with palpable masses and obstructive symptoms, and about
25% manifest as GI bleeding, leading to acute or chronic blood loss,
including hematemesis, melena, and anemia [12,13]. Large Jejunal GISTs
have been known to present with obstructive symptoms as in a case report
published by Monib S. et al, a 68-year-old male presented with abdominal
mass, pain, and distension and was found to have a Jejunal GIST of size
25 cm in the longest dimension [14]. Azimi B. et al reported a case of
jejunal GIST which presented as massive hematemesis with no signs of
obstruction but the GIST was of size 6 x 4 x 3.5 cm [15]. Kalita P. et al,
published a report on the rare presentation of a 9 x 7 x 6 cm Jejunal GIST,
with an extremely uncommon presentation as a right Iliac fossa lump [16].
A retrospective analysis done by Huang Y. et al on the outcomes of
resection of GISTs in the duodenum and proximal Jejunum found that
of the 27 patients with Jejunal GISTs who were included in the study, 6
out of the 10 were males having tumors of sizes between 15 — 25 ¢cm and
belonged to the mean age of 61.6 years [1]. In our case, the patient was
a 65-year-old male and had presented with symptoms of both Intestinal
obstruction as well as Upper G.I. bleeding and revealed a jejunal GIST of
size 20 x 15 x 15 cm.

Although there is a lack of specific diagnostic CT findings for GIST tumors,
they typically appear as a heterogenous mass with areas of necrosis and
hemorrhage whereas viable tumour areas show contrast enhancement in
the periphery [17] which was also seen in our case. GISTs are identified
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microscopically as three different patterns — Spindle cell type (60 — 70%),
epitheloid type (30 — 40%), and mixed type (10 — 20%). In our case,
GIST was of spindle cell type. However, it is hard to differentiate these
lesions from other subepithelial tumors like leiomyoma, leiomyosarcoma,
GI cysts, and lipomas by microscopic evaluation and an IHC study is
necessary for differentiation [18,19].

The possible root cause of GIST is the genetic mutation with almost 95 %
of cases being linked to the mutation in the KIT gene, whereas only 3—5
% were associated with mutations in the PDGFRa gene [20]. The KIT
gene, also known as the c-kit gene encodes protooncogene c kit or CD117,
the overexpression of which leads to neoplasia [21]. Moreover, DOG-1
protein was identified as a highly sensitive and specific marker especially
in CD117-negative tumours. It is a calcium-regulated chloride channel
protein that is expressed on the GIST cell membrane. Most GISTs are
strongly positive for CD 117 along with CD34 (70-90%), SMA (20-30%),
S-100 (8-10%), and desmin (2-4%) [22]. In our case, the tumour was
positive for DOG1, CD 117 whereas SMA was patchy positive. PanCK,
Desmin, S100, and CD34 were negative. Complete surgical resection
with a | cm margin is the standard treatment for localized GISTs, though
metastatic relapse occurs in about 40% of cases [23]. Imatinib mesylate, a
protein tyrosine kinase inhibitor, is the first and only effective drug for the
treatment of GIST at present. Studies have shown that adjuvant imatinib
improves relapse-free survival, with three years of treatment offering
better outcomes than one year in high-risk patients. Accordingly, our
patient was started on imatinib in consultation with an oncologist [24-26].

6. Conclusion

Jejunal GISTs, though a rare subtype of small intestinal tumors, can lead
to life-threatening complications. Their presentation, often as upper GI
bleeding, can result in misdiagnosis, delaying crucial surgical intervention.
While CT scans are useful for identifying GISTs, definitive diagnosis
relies on histopathology, with IHC markers playing a critical role. The
management of GISTs extends beyond surgery, with chemotherapy,
particularly as adjuvant and neoadjuvant therapy, becoming essential.
Prognosis depends on tumor size and mitotic activity, making complete
resection vital for improved outcomes.
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