Case Report

Malignant gastrointestinal stromal tumor (GIST)
of the jejunum: the mysterious complex presentation
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Gastrointestinal stromal tumors (GISTs) are malignant and rare form of soft tissue sarcoma of the digestive tract.
The incidence of GIST is very low (2 in 1,00,000) while jejunal GIST are extremely rare, accounting for 0.1%—-3% of all
gastrointestinal (Gl) tumors. GIST is usually associated with abdominal pain, palpable mass, or Gl tract (GIT) bleeding.
About 5% of Gl hemorrhages are ambiguous in nature, with GISTs being one of the cause. We herein present a case of
78-year-old man of malignant GIST of jejunum. The patient had mysterious and complex presentation of repeated per
rectal (P/R) bleeding and melena, which resulted in hypotension. Upper Gl endoscopy and colonoscopy showed normal
findings. Despite the symptomatic treatment and investigation, the cause was obscure. Hence, emergency laparotomy
was performed and diagnosis rendered. The highlight of this case was unusual nature of malignant GIST presented with
obscure overt Gl bleeding and diagnosed only at life-saving laparotomy with further confirmation on histopathology.
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Introduction

Gastrointestinal stromal tumors (GISTs) are uncommon
tumors accounting for 1% of all gastrointestinal tract (GIT)
neoplasms.!" GISTs are rare form of soft tissue sarcoma of
the GIT. Two-third of the GISTs are located in stomach while
one-fourth develop in the small intestine.% The incidence
of the GIST is very low, that is, 2 in 1,00,000, while jejunal
GIST is extremely rare accounting for 0.1%—-3% of all GIT
tumors.1

GISTs are generally asymptomatic; however, they can
also present as abdominal pain, bleeding, or mechanical
obstruction. Exophytic growth of these tumors has been
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reported in 18%—30% of the cases.® The most common
clinical presentation of GIST is Gl bleeding (may be acute or
chronic) related to mucosal erosion in approximately 50% of
the cases.l

We herein describe a case of 78-year-old man presented
with repeated episodes of per rectum bleeding and melena
leading to hypotension. In spite of investigations, no pathology
was found. Hence, life-saving laparotomy was performed.
At laparotomy, jejunal mass with extensive hemorrhagic and
necrotic areas noted along with extensive peritoneal metas-
tasis. Histopathologically, this mass proved as malignant/
high-grade GIST. We present this case in view of its mys-
terious and complex presentation with unusual gross and
microscopic features.

Case Report

A 78-year-old man presented to the surgical OPD of our
hospital with chief complaints of repeated history of per rec-
tal (P/R) bleeding and melena since 4-5 days. There was no
history of fever, vomiting, or hematemesis. The repeated P/R
bleeding resulted in hypotension in the patient. It was treated
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Figure 1: Intraoperative photograph of jejunal mass protruding
through wall with congested, gray-brownish appearance.

conservatively with intravenous fluids, blood transfusion, and
terlipressin. In spite of the treatment, the patient showed
repeated P/R bleeding. There was no significant personal or
family history. Upper Gl endoscopy and colonoscopy showed
normal findings. Local examination revealed tenderness
over the abdomen with patient in hypotensive shock. Hemato-
logical examination revealed iron-deficiency anemia, and other
serological and biochemical examination was within normal
limits. Patient symptoms were not relieved in spite of the
investigation and treatment; hence, emergency life-saving
laparotomy was performed with proper precautions. Intraop-
erative findings revealed a large mass protruding through the
jejunal wall with extensive areas of hemorrhage and necrosis
[Figure 1] along with multiple whitish peritoneal nodules s/o
metastasis. The mass was excised and end-to-end anasto-
mosis done. The resected specimen was sent for histopatho-
logical examination. Postoperative period was uneventful,
and patient was good on regular follow-up and sent for higher
center for chemotherapy.

Figure 2: Gross photograph of excised well-circumscribed tumor
mass with gray-blackish appearance and clear surgical margins.

Gross Examination

The received excised specimen of jejunum measured
8 cm in length and tumor mass attached to the serosal
aspect measured 7.5 x 5 x 4 cm. E/S of the tumor mass was
well circumscribed and gray brown in color and appeared
protruding through serosa and attached to it [Figure 2]. C/S of
the mass showed variegated appearance with large areas of
hemorrhage and necrosis and gray-whitish viable tumor mass
with firm areas [Figure 3].The tumor was seen infiltrating up to
serosa and at place up to mucosa. Both the surgical margins
and mesentery were free from tumor. In addition, the perito-
neal lesion received measured 4 x 3 x 2 cm. E/S and C/S:
multinodular, gray whitish.

Light Microscopy

Multiple sections studied showed wall of the small
intestine and a tumor. The tumour was seen arising from the
muscularis propria and infiltrating up to the serosa [Figure 4].
At places, tumor was invading the mucosa also. The tumor
was composed of two cell populations with predominance
of plump spindle cells arranged in short fascicles, storiform,
whorls, sheets, and nests. The individual tumor cells were
slightly elongated fusiform, having moderately pleomorphic
vesicular nuclei with occasional prominent nucleoli with pale
eosinophilic cytoplasm [Figure 5]. In areas, the tumor showed
round epithelioid cell predominance with vacuolated to clear
cytoplasm with well-defined cell membranes. Focal skeinoid
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Figure 3: Cut section of the tumor mass with variegated appearance
and destruction of the wall.

Figure 4: Photomicrograph of GIST arising from muscularis propria and
reaching up to mucosa of jejunum leading to ulceration (H&E, x100).

fibers/collagen was also evident. Large areas of hemorrhage
and necrosis were noted. Tumor showed moderate (3—6/hpf)
mitotic figures. Serosa showed inflammatory exudates. Both
the peripheral surgical margins were free from tumor. Section
from peritoneal metastatic lesion showed tumor nodules as
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Figure 5: Photomicrograph showing plump spindle-shaped tumor
cells arranged in fascicles with fusiform tumor cells having moderately
pleomorphic nuclei (H&E, x400).

described earlier. The final histopathological diagnosis was
given as high-grade/malignant GIST of jejunum with perito-
neal metastasis.

Discussion

GISTs are the most common mesenchymal tumor of the
GIT but the least common of small intestinal neoplasms.”
Obscure Gl bleeding may account for approximately 5% of all
Gl bleeding and is frequently because of a lesion in the small
bowel.” Angiodysplasia is the most frequent cause of midgut
bleeding in approximately 70% of the cases. Small bowel tumors
may be found in 10%—20% of cases of obscure Gl bleeding.®

The predominant site of the GISTs is the stomach
(60%—70%), followed by the small intestine (25%—35%) and
less common than 5% in rectum, esophagus, omentum,
and mesentery.2” Within the small intestine,17.7% are in
duodenum, 47.6% in the jejunum, and 34.7% in the ileum.?
The clinical presentation depends on the size of the tumor.
Small GIST less than 2 cm are symptomatic and incidentally
detected at laparotomy or in endoscopy.? The features of
larger tumors include vague abdominal discomfort, acute/
chronic Gl bleeding, intestinal obstruction, or altered bowel
habits.” Very large GISTs presenting as exophytic palpable
masses that are likely to be malignant.”? However, GISTs
presenting with perforation and peritonitis is extremely rare
phenomenon.® In our case, only P/R bleeding and melena
was the symptoms. Nowadays, GISTs may be defined as
morphologically spindle cells, epithelioid cells, or occasional
pleomorphic mesenchymal tumors originating from interstitial
cells of Cajal or related stem cell expressing CD-117/C-kit
protein in 95% of the cases regardless of the site of origin,
histological appearance, and biological behavior.['%
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Grossly, GISTs are usually unencapsulated but well-
circumscribed masses. The cut surface shows a whorled
fibroid-like or more fleshy with variegated appearance.
Large lesions show cystic degeneration or central necrosis.
Ulceration of the overlying mucosa is common.® Majority
(70%—80%) of the GISTs present with predominant histo-
logical pattern of a spindle cell tumor with a fascicular or
storiform growth pattern.l'® About 20%-30% of tumors are
predominantly composed of large-round or polygonal epithe-
lioid cells with abundant eosinophilic to clear cytoplasm.!®
Mixed spindle and epithelioid tumors are common. These
features were seen in our case with skeinoid fibers, which
were noted in jejunal GIST predominantly.

GIST can be distinguished from the true smooth muscle
tumors and Schwannomas of the GIT.I"! The other differential
includes intra-abdominal fibromatosis, inflammatory fibroid
polyp, paragangliomas, and metastatic malignant melanoma.
Histologically, we can easily distinguish GIST from these
entities and further support by immunohistochemistry.['"!

The spontaneous treatment of small intestinal GIST is
surgical resection. Imatinib mesylate is the standard regimen
of the tumor for metastatic or inoperable masses.>™ Small
intestine GISTs are more destructive than those of stomach,
with approximately 40%-50% of the small bowel GISTs
showing malignant behavior compared with 20%—-25% of the
gastric GISTs.['"" Complete en bloc resection with clear sur-
gical margins is the primary treatment for localized GISTs.['"!

Jejunal GISTS are rare clinical entity, accounting for only
0.1%—3% of all Gl tumors. They are more aggressive than
those in stomach; hence, proper diagnosis by histopathology
is always warranted.

Conclusion

The aim of this case was to focus on the unusual nature of
jejunal GIST, which presented with obscure and overt Gl bleed-
ing and only diagnosed at laparotomy. This case highlights the
diagnostic difficulty and unusual presentation of jejunal GIST.
The mysterious and complex presentation may be kept in mind
in view of its more aggressive and malignant nature.
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