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ABSTRACT

Gastrointestinal stromal tumours(GISTs) are uncommon neoplasms, with 31.8% occurring in small

bowel, and jejunal GIST being the rarest subtype among all types of GISTs, accounting for 0.1%-3% of all
GIT tumours. GIST presenting as a palpable abdominopelvic mass, as is being described in this case report, is exceedingly rare
and only 25 such cases have been previously reported in the world literature, with a higher female preponderance. Since this
patient had a Giant GIST which was locally-advanced, it can be effectively treated with Imatinib for 3-6 months followed by
surgery and adjuvant therapy, thereby improving disease-free survival.
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INTRODUCTION & BACKGROUND:

Gastrointestinal stromal tumours (GISTs) are uncommon
tumours accounting for 1% of all gastrointestinal tract (GIT)
neoplasms with an incidence of 2 in 1,00,000, and 14-20 cases
per million population.”™ Most common location is gastric (55%)
followed by the small bowel (31.8%), colon (6%), oesophagus
(0.7%) and also occur in extraintestinal locations like mesentery
and omentum. with jejunal GIST being extremely rare
accounting for 0.1%-3% of all GIT tumours.(4-7) The tumour
shows no strong sex predilection and usually occurs in adults,
with a mean reported age of 50.6 years.®

GISTs are believed to arise from the interstitial cells of Cajal or
related stem cells. Mutation of C-KIT oncogene with CD117
positivity is observed in 95% of cases. Platelet-derived growth
factor receptor alpha (PDGFRA[]) mutations play a role in
GIST pathogenesis.**'” Benign GISTs outnumber the
malignant ones by a margin of 10:1. Clinical presentation
depends on the site and size of the tumour and may include
upper abdominal ulcer-like pain, dyspepsia, iron-deficiency
anaemia, gastrointestinal bleeding, nausea, vomiting,
palpable abdominal mass, and weight loss. However, small
tumours may be asymptomatic.””

The signs and symptoms of GIST depend on the tumour's
location and size. Gastrointestinal bleeding is one of the most
common symptoms. GIST presenting as a palpable
abdominal mass is extremely rare. At least 10 to 30% of GISTs
are discovered incidentally during laparotomy, endoscopy, or
other imaging studies, with 15% to 50% of GISTs presenting
with metastatic disease.”” GISTs initially presenting as an
abdominal mass are exceedingly rare, and only 25 such cases
have been reported in the world literature with a higher female
preponderance.”® 'Giant GIST' is tumour size >10 cm. This
tumour has tendency to liver metastasis and peritoneal
recurrence, however; the primarily lymph node involvement or
metastasis is rare."” Imatinib mesylate is the first effective
systemic treatment for advanced GISTs, and yields a benetfit
of 50%-80%."

CASE REPORT:

A 40-year-old male presented to our institution with
complaints of abdominal pain for 15 days accompanied by
fever for 2 days and non-bilious vomiting for 1 day. History of

loss of appetite and loss of weight was present. Patient was
moderately built and poorly nourished and Pallor was evident.
On inspection, fullness was seen in lower abdomen, bilateral
flanks were full. Hard, fixed, tender mass was palpable,
extending 5 cm above umbilicus and lower border was not
palpable as it extended into the pelvis. Dullness over the mass
and peritumoral resonant tone was present. No shifting
dullness was evident initially and developed following a week
after hospital admission. Bowel sounds were present.

(a) (b)
Fig.1: Clinical pictograph of the patient in Supine and
Lateral views showing the abdominopelvic fullness.

Initial haematological investigations revealed severe
anaemia. Basic metabolic panel and liver function tests and
PT/INR were unremarkable. CECT of abdomen and pelvis
showed heterogeneously enhancing necrotic soft-tissue
density lesion(17.2x9.5%x18.1cm) arising from jejunum,
extending into the pelvis with multiple enlarged para-aortic
nodes. USG-guided core biopsy showed Spindle cell
neoplasm with Immunohistochemistry study testing positive
for CD117 and negative for S100, CD34 and Desmin. Ascitic
fluid aspirate analysis showed a SAAG of 3.6 (Transudate),
without any malignant cells. Metastatic workup showed no
disease elsewhere.

(a) (b) (c)
Fig.2: Contrast-enhanced Computed Tomography of
Abdomen and Pelvis showing a heterogeneously enhancing
necrotic soft-tissue density lesion(17.2x9.5%18.1cm) arising
from jejunum, extending into the pelvis with multiple
enlarged para-aortic nodes.
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Fig.3: Photomicrograph of Haematoxylin & Eosin staining
showing GIST with fibrocollagenous tissue infilirated by
fascicles & bundles of spindle cells with congested blood
vessels in intervening stroma and sparse areas of
haemorrhage. Magnification: x100(a) cmd x400(b).

Fig.4: Photomicrograph of Immunohistochemistry staining
showing GIST positive for CD117. Magnification: X100(a)
and x400(b).

After obtaining tumour board consensus, patient was started
on Tab.Imatinib mesylate 400mg daily and is planned for
response assessment after 3 cycles.

DISCUSSION:

Although GISTs are relatively uncommon (<1% of all
gastrointestinal neoplasms) compared with adeno
carcinomga, they are the most common mesenchymal tumours
of the GIT. According to SEER data from 1992 to 2000, the
estimated incidence in the USA is 6.8 per million, with a much
higher incidence of occult micro-GISTs <10 cm.”®” GISTs
presenting with palpable abdominal mass is rare and only 25
such cases have been published in world literature.*®

Tumour size and the mitotic count are the most commonly used
prognostic factors in addition to anatomic site, histologic
variant, and type of mutation to estimate the outcome and risk
of recurrence of the tumour, with those arising from the
stomach having a more favourable prognosis compared to
other sites."” Symptomatic patents are noted to have a higher
incidence of high-risk tumours and metastases at
presentation. When the size of the mass measures >10 cm, the
GIST is referred to as giant GIST. The risk of malignancy of
GISTs varies between very low and high based on the mitotic
rate and size.*?

Treatment strategy for GIST depends on the tumour site, size,
and presence or absence of metastasis. Small GIST (less than
2[] cm) can be conservatively observed or endoscopically
resected. Surgical resection is the mainstay of therapy for a
resectable, non-metastatic GIST, regardless of tumour
location. The goal of surgery is to remove the tumour
macroscopically with an intact pseudocapsule and
microscopically, thereby giving an RO resection. Lymph node
dissection is routinely unnecessary because lymph node
metastases are extremely rare. Organ— preserving and
function— preserving surgery is oncologically allowed if
negative resection margins can be achieved.”? But if the
GIST is large in size, unresectable or metastatic, shrinkage of
the GIST can be done by giving Tyrosine kinase
inhibitors(TKI) therapy prior to surgery with Imatinib at the

standard dose of 400 mg daily, permitting conservative and
less invasive RO resection, especially for GIST located at the
esophagogastric junction, duodenum and rectum. NCCN
guidelines state that neoadjuvant chemotherapy is
considered if surgical morbidity could be reduced by
downstaging the tumour.**

There is no consensus on the use of neoadjuvant therapy for
the treatment of GISTs. Seven trials have been done in which
neoadjuvant chemotherapy was studied and utilized
including those by RTOG (Radiation Therapy Oncology
Group) 0132 and Kurokawa et al. which had similar results
which showed that neoadjuvant therapy along with surgery
may be beneficial long term. Jakob et al showed that the rate
of the negative surgical margin in patients after neoadjuvant
therapy was significantly higher than that in patients without
neoadjuvant therapy. The optimal duration of neoadjuvant
imatinib therapy appears to be 3— 6 months, as reported in a
phase Il trial of imatinib for unresectable GIST.**

It remains controversial as to which is the best modality to
evaluate the response of GIST to TKI. CECT is useful to assess
not only tumour size, but also tumour viability, evaluated by
blood supply. Choi criteria, which consider CT density, are
useful to evaluate the response to imatinib for GIST. 18F-FDG
PET is recently trending for early evaluation of response (after
2-4 weeks) that can result in a change of treatment strategy in
GIST patients treated with neoadjuvant intent.””® However,
evidence of safety and efficacy for preoperative imatinib
treatment remains to be established.

CONCLUSION:

To conclude, GISTs are highly aggressive tumours. Locally-
advanced (as in our case) and metastatic tumours, can be
effectively treated with Imatinib for 3-6 months followed by
surgery and adjuvant therapy for patients with intermediate-
and high-risk tumours with RO resection, improving disease-
free survival. Being vigilant about such rare presentations can
help guide the treating surgeon avoid futile laparotomies and
resultant morbidity to the patient.
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