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CASE REPORT

AN UNUSUAL PRESENTATION OF HUGE GASTRIC CYSTIC
GASTROINTESTINAL STROMAL TUMOR

Biiyiik Mide Kistik Gastrointestinal Stromal Tiimoriiniin
Olagandisi Bir Sunumu

Nihan TURHAN?, Didem ERTORUL?, Elbrus ZARBALIYEV?, Safak COSKUNSZ, Dilek YILMAZ*

ABSTRACT

Gastrointestinal stromal tumors (GISTs) are nonepithelial, mesenchymal tumors arising from the interstitial
cells of Cajal. The diagnostic tool for the GISTs is tyrosine kinase growth factor receptor (c-KIT / CD117)
expression. They most commonly occur in the stomach. Here we reported a rare case of GIST, presenting
as a large cystic mass connected to the main tumor with a peduncle. A 44-year-old female patient presen-
ted to the emergency department with abdominal pain and intestinal obstruction. Emergency laparotomy
revealed a cystic mass of approximately 25 cm in diameter. The pathological diagnosis was gastrointestinal
stromal tumor with cystic degeneration. Tumor contained areas of necrosis, high mitotic index, c-KIT posi-
tive and was large in diameter. Imatinib mesylate treatment was given. Cystic GISTs have poor prognostic
factors and patients should be followed closely in the postoperative period.
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OZET

Gastrointestinal stromal tiimérler (GIST'ler), interstisyel Kajal hiicrelerinden kaynaklanan epitelyal olmayan,
mezenkimal tiimérlerdir. GIST'ler igin tani araci tirozin kinaz bilylime faktérii reseptérii (c-KIT/CD117) eks-
presyonudur. En stk midede gorilirler. Bu galismada timore pedikil ile bagh buyuk bir kistik kitle olarak or-
taya ¢ikan nadir bir GIST olgusunu sunduk. 44 yasinda kadin hasta karin agrisi ve barsak tikanikligi sikayetleri
ile acil servise basvurdu. Acil laparotomide yaklasik 25 cm ¢apinda kistik kitle saptandi. Patolojik tani kistik
dejenerasyonlu GIST idi. Tumér nekroz alanlari iceriyordu. Yiiksek mitotik indeks, c-KIT pozitif ve ¢ap olarak
biyiikti. Imatinib Mesilat tedavisi verildi. Kistik GIST'ler kétii prognostik faktérlere sahiptir ve postoperatif
doénemde hastalar yakin takip edilmelidir.

Anahtar Kelimeler: Gastrointestinal Stromal Tiimér, intrabdominal Kitle, Mide Tiimérleri

INTRODUCTION

Gastrointestinal stromal tumors (GISTs) are nonepithelial, mesenchymal tumors
arising from the interstitial cells of Cajal. These cells provide connection between
myenteric and muscular layers in the gastrointestinal tract. Most of GISTs arise from
muscularis propria and show extraluminal growth (1). GISTs are most commonly
occur in the stomach (60-70%) (2). While stomach is the most common site for GISTs,
pedunculated cystic GIST of stomach with extragastric growth presentation is very rare
(3-5).We report a female patient with a giant gastric cystic GIST.

CASE REPORT

A 44-year-old female patient presented to the emergency department with complaints
of abdominal pain, swelling, nausea, and multiple bilious vomiting for the past few
days. The patient was evaluated in the emergency room with the signs of intestinal
obstruction. She was dehydrated, conscious, cooperative and oriented. Vital signs
were blood pressure: 110/70 mmHg, pulse: 98/min, fever: 36.8 °C, respiratory rate:
20/min. On physical examination of the abdomen, there were distention, tenderness
and defense. There were fullness filling the entire abdomen on palpation and dullness
on percussion. There was intestinal content coming from the nasogastric tube inserted
in the patient. In the rectal examination, there were no palpable mass and blood.
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Hb was 9.7 g/dL (11.00-15.00), CRP: 93.9 mg/I (0-5).
Leukocyte, thrombocyte, liver function tests, blood
electrolytes, blood urea nitrogen and creatinine
values were within normal limits. Abdominal compu-
ted tomography (CT) showed a septated cystic mass in
the midline of the abdomen with a diameter of 25x16
cm, thought to be of mesenteric origin (Figure 1a, b).
The patient was operated on urgently with those
findings. The abdomen was entered by laparotomy
with a midline incision. During the exploration,
it was observed that there was a cystic mass of
approximately 25 cm in diameter, located in the
midline, extending from the stomach to the pelvis. This
mass was associated with a mass of approximately
2 cm in diameter arising from the posterior corpus
wall at the greater curvature of the stomach.
Although the cystic mass had some adhesions with
the surrounding omentum, there was no invasion to
other surrounding organs. When the exploration was
continued, it was observed that there was another
mass of 2-3 cm in size, which was thought to originate
from the stomach wall in the pre-pyloric part of the
stomach. The cystic mass was removed en bloc by distal
gastrectomy, including two palpable solid masses.

Figure 1.
a- CT scan of 25x16 cm diameter cystic mass in the midline of abdomen

b- CT scan of 25x16 cm diameter septated cystic mass in the midline of abdomen extending from the stomach
to the pelvis.
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Histopathological sections showed two tumoral
masses, one of which showed cystic degeneration in the
gastric wall. No infiltration into the surrounding tissue
was observed. The cystic tumor was connected with a
pedicle consisted of tumor cells. The resected tumors
were 24.5x19x8 cm and 3x2x1.5 ¢cm in size. The tumor
cells had eosinophilic cytoplasm and round nuclei with
spindle and epithelioid cell morphology. There was
significant superficial ulceration in submucosa and
mucosa layers of cystic mass. Mitosis of 20 / 50 HPF
was noted (Figure 2 a, b, c). Immunohistochemistry
showed CD 117, CD 34, DOG 1, SMA positive, Desmin
& Myogenin negative (Figure 2d). Ki 67 proliferation
index was 1%. Lateral, proximal and distal clean surgical
margins were more than 1 cm. The diagnosis was
gastrointestinal stromaltumorwith cysticdegeneration.
The patient, who had no problems in the postoperative
follow-up, was discharged on the 7th postoperative day
with good recovery. No tumor was detected in any other
area in the upper and lower gastrointestinal system
endoscopy and positron emission tomography (PET-CT)
performed in the postoperative period. As the patient's
tumor was c-KIT positive, big in size and high mitotic
index, the patient was started on Imatinib treatment.
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Figure 2.
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a- GIST with spindle and epithelioid cell morphology H&E x200,
b- GIST with wall appearance in areas of cystic degeneration H&E x40,
c- GIST showing superficial ulceration in submucosa and mucosa H&E x40,

d- GIST cells stained positive with
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The patientis followed in the 10th postoperative month
without any additional problems. A written statement
was obtained from the patient for this report.

DISCUSSION

GISTs are cellular spindle cell, epithelioid or
pleomorphic mesenchymal tumors of gastrointestinal
tract, first defined in 1983. Before that time, they
were classified as smooth muscle tumors like
leiomyoma, cellular leiomyoma, leiomyoblastoma and
leiomyosarcoma (6). GISTs arises from Cajal cells of
the gastrointestinal system. The diagnostic tool for the
GISTs is tyrosine kinase growth factor receptor (c-KIT
/ CD117) expression. Only a small subgroup of GISTs
which lack KIT expression are presented in literature.
Other diagnostic criteria include positivity for CD34
(70%), smooth muscle actin expression (20-30%), S100
protein expression (10%) and negativity for Desmin
(only 2-4% are positive). DOG1 positivity is considered
clinically significant in diagnosing GIST (1, 5, 7).

GISTs incidence is 1.5/1.000.000/ year. GISTs are more
common in elderly ages and in males (8). GISTs are
usually small masses located in the submucosal area
and are diagnosed incidentally during examinations
or surgeries performed for reasons other than

symptomatic presentations. The most common
complaints in symptomatic GISTs are compression
symptoms due to mass compression effect. Although
the need for emergency surgery is rare (<15%) for
GISTs, intestinal obstruction, gastrointestinal system
bleeding, tumor rupture, intussusception are surgical
emergencies (1, 9). Intestinal obstruction is in the form
of extraluminal compression or intussusception due to
the extraluminal exophytic growth of the submucosal
tumor (9). The Armed Forces Institute of Pathology
(AFIP) classification system. discovered that in addition
to tumor size and mitotic rate, anatomical location and
the total area for mitotic counting (5 mm?) is important
for prognosis (10). High mitotic activity (mitosis of >
5 / 50 HPF), big tumor diameter (greater than 5 cm),
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and c-KIT (CD 117) expression are associated with
malignant behavior of GISTs. Apart from these, positive
surgical margins, tumor rupture, tumor necrosis,
peripheral organ invasion and distant metastasis are
considered among the poor prognostic factors (10).

It has been reported that esophageal and gastric GISTs
have a better prognosis than colorectal and small bowel
GISTs. Gastric GISTs presenting as a pedunculated
cystic mass, on the other hand, have a poor prognosis
due to their large size, high number of mitoses, and
areas of tumor necrosis (4, 5, 11). Although stomach
(60-70%) is the most common site for GISTs, they can
occur from esophagus to anus in every organs in the
gastrointestinal tract (1, 7). In the literature, there are
few case reports of GIST presenting as a large cystic
mass connected to the main tumor with a peduncle (5).
It has been suggested that aggressive tumor growth,
congestion, intratumoral hemorrhage and necrosis are
effective in the formation of large cystic spaces in the
tumor and formation of cystic GIST (11, 12).

The most effective treatment for GISTs is surgery.
These tumors generally do not invade the surrounding
tissue. The tumor should be removed en bloc. For
pedunculated GISTs complete surgical resection (R0)
should be provided by wedge resection of the organ
which is in continuity with the mass. The recommended
approach is RO resection with wide margins of about
1-2cm (1, 4, 13).

The efficacy of chemotherapy and radiotherapy in the
treatment of GISTs is controversial. The recognition of
c-KIT positive patients has an impact on the treatment
protocol. Imatinib mesylate is approved for use in
GISTs, as it inhibits the tyrosine kinase activity of
the c-KIT receptor (1). The cystic GIST of our patient
contained areas of necrosis, high mitotic index, c-KIT
positive and was large in diameter. Imatinib mesylate
treatment was started because of the poor prognostic
factors.

Cystic GISTs should be kept in mind in differential
diagnosis of intra-abdominal cystic tumors. The
frequency of endoscopic and radiological follow-
up of GIST patients after treatment should be done
individually, taking into account prognostic parameters.
Poor prognosis of gastric cystic GISTs should not be
forgotten, and patients should be followed closely in
the postoperative period.
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