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Abstract

Background: Gastrointestinal stromal tumors (GIST) are rare mesenchymal tumors that may
mimic ovarian tumor on presurgical testing. They are most often located in the stomach and
proximal small intestine. The gross appearance of GISTs is highly variable. These tumors are
usually asymptomatic, often discovered accidentally during endoscopic or radiologic examina-
tions. Case Report: We reported a case of 55-year-old post menopausal woman who presented to
us as ovarian mass which turned out to be malignant epithelioid gastrointestinal stromal tumor
intraoperatively and by immunohistochemistry. Conclusion: In the patients with a pelvic mass,
especially if unusual symptoms and laboratory data being not compatible with gynecological dis-
ease, the possibility of diseases other than a gynecologic disease has to be considered. Considering
that only few patients with gastrointestinal stromal tumors have been reported in the obstetrical
and gynecological literature, the awareness of such an entity by the obstetricians-gynecologists is
necessary in order to facilitate coordinated approach with the general surgeons and oncologists
for the optimal care of the patients.
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1. Introduction

GISTs (Gastrointestinal stromal tumors) are most common mesenchymal neoplasms of gastrointestinal tract.
They accounts for <1% of all Gastrointestinal (GI) tumors and its incidence is approximately 10 - 20 per million
people per year. These are believed to originate from the interstitial cells of Cajal (ICCs) or from the precursors
of ICCs [1]. Most GISTs show an activating mutation in either the c-kit or platelet-derived growth factor recep-
tor alpha (PDGFRA) gene [2]. Morphologically, GISTs vary from cellular spindle cell tumors (70% - 80%) to
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epithelioid (20% - 30%) or mixed. Gastrointestinal stromal tumours (GISTs) were initially presumed to be of
“true” smooth muscle origin, so they were classified as leiomyomas, leiomyosarcomas and leiomyoblastomas
[3]. Loss of succinate dehydrogenase complex is a newly understood pathogenesis for 5% of GIST, associated
with early onset of disease [4]. These are mostly asymptomatic and found incidentally during laparoscopy, sur-
gical procedures or radiological studies. Diagnosis is based on histology and immunohistochemistry, while the
role of imaging studies is not specific. Ultrasound and MRI are not able to differentiate a GIST from ovarian
cancer. Surgical resection of the local disease is the mainstay therapy. However, therapeutic agents such as Im-
atinib have now been approved for the treatment of advanced GISTs. These tumors occasionally present a pelvic
mass and lead to the misdiagnosis of gynecologic diseases. Our case was also presented as ovarian mass which
turned out to be malignant epithelioid gastrointestinal stromal tumor intraoperatively and by immunohistoche-
mistry.

2. Case Report

A 55-year-old multiparous postmenopausal female presented to us with history of lower abdominal pain, de-
crease in appetite, constipation and weight loss since 2 months. On clinical examination her vitals were normal
and a soft large mobile mass was felt arising from the pelvis. Her CA-125 (20 U/ml) and CA 19-9 (0.6 U/ml)
were normal but CEA was raised (12.99 ng/ml). MRI pelvis revealed altered signal intensity mass of size 15 x
11 cm in axial plane and 16 x 10 cm in sagittal plane extending upto midabdomen arising from pelvis, suggest-
ing possibility of ovarian mass . She was taken for exploratory laparotomy with provisional diagnosis of malig-
nant ovarian tumor. On exploration uterus and both ovaries were found to be normal but a large retroperitoneal
mass of size 28 cm x 22 cm which was adherent to small bowel was seen. Resection of retroperitoneal mass was
done which was followed by total abdominal hysterectomy with bilateral salphingo-oophorectomy and infracol-
ic omentectomy. While resecting the retroperitoneal mass, a small rent was present over the small intestine
which was repaired. Histopathology report showed the retroperitoneal mass to be a malignant epithelioid ga-
strointestinal tumor. Her cytology report was negative. Histologically the tumor showed the mass to be a malig-
nant epitheioid gastrointestinal stromal tumor with mitoses in 8 - 9 of 10 high-power fields (Figure 1). Immu-
nohistochemical study showed positivity for c-kit (CD117) and S-100 with neural and muscle differentiation
present. A complete cyto immunohistochemical evaluation is mandatory to make an accurate diagnosis. Her post
operative period was uneventful.

Figure 1. Histology showing 8 - 9 mitosis/10 hpf.
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3. Discussion

The malignant epitheloid gastrointestinal stromal tumor is regarded as a rare malignancy that should be distin-
guished from leiomyomas and leiomyosarcomas as well as from neurinomas. GISTs typically present in adults
over 40 years (median age 55 - 60 years) and only exceptionally in children [5]. The clinical signs and symp-
toms are related to the presence of a mass or bleeding [6]. Studies showed 10% cases remain asymptomatic be-
cause of their small size (<2 cm) and are diagnosed incidentally [7]. Bleeding comprises the most common
symptom and it is attributed to the erosion of the gastrointestinal tract lumen causing haematesis, malena or
anaemia. Another common finding is the abdominal mass. However, most of the patients present with vague
symptoms, such as nausea, vomiting, abdominal discomfort, weight loss or early satiety. These tumors occasio-
nally present a pelvic mass and leading to the misdiagnosis of gynecologic diseases. The age and clinical pres-
entation of our case was consistent with these reports which mimic the symptoms of ovarian mass. Rupture of
GISTs into the peritoneal cavity is rare and it causes life threatening intraperitoneal hemorrhage [8]. A great
majority of GISTs occur in the stomach (60% - 70%) and small intestine (25% - 35%). Colon, rectum, appendix
(together 5%) and esophagus (2% - 3%) are the rare sites [8].

In cases in which histological findings are not clear, the unambiguous evidence is provided by immunohisto-
chemical methods, e.g., detection of CD 34 or CD 117 antigens. GISTs are positive for CD117 (95%), nestin
(90% - 100%), CD34 (70%), smooth muscle actins (20% - 30%) and heavy caldesmon (80%) whereas desmin is
usually absent. Lymph nodes metastases are not common in GISTs. On the other hand, distant metastases most
commonly occur in GIST tumors of peritoneum, omentum, mesenteric areas and liver. Generally, GIST vary
greatly in size from few millimeters to >30 cm with median size between 5 cm and 8 cm. Thus, there is not an
accepted staging system for GIST. Our case also shown positivity for CD 117 with infiltration to omentum and
small bowel no lymph node involvement and .Multiple parameters have been considered as predictors of malig-
nancy. At present, size and mitotic count appear to be the most useful predictors of the malignant behavior [9].
GISTs always have a malignant potential, even if they appear benign. Tumor is considered as benign (<5 cm in
size and <5 mitosis/50 HPF), malignant (>5 mitosis/50 HPF), and borderline lesions (>5 cm and <5 mitosis/50
HPF) [10]. Even though size < 5 cm is reassuring, we cannot always predict them as benign, as there is always
the chance to metastasize [11].

Although, the diagnostic procedure includes several examinations like barium examination of the Gl tract,
computer tomography and angiograph but none of them can establish the diagnosis. Like in our case both ultra-
sonography and MRI were not able to confirm the diagnosis of GIST and showed possibility of ovarian mass.
The preoperative percutaneous biopsy should not be used because it is associated with a significant risk of tumor
rupture or dissemination. The significance of endoscopic ultra-sound guided fine needle aspiration has been
pointed out in several studies and the reported accuracy is 80% - 85% [12]. Endoscopic examinations and fused
PET/CT imaging are the most useful techniques for imaging and monitoring the disease progression.

Standard treatment for primary gastrointestinal stromal tumor (GIST) is complete surgical resection, with the
aim to obtain negative microscopic margins over the organ of origin. Imatinib mesylate is a very active agent for
tumor control in advanced and metastatic GIST [13]. GISTs have a high risk of metastatic relapse. The usual site
of recurrence is the liver (65%), the peritoneal surface (50%) and both (20%). The 2-year survival after Imatinib
therapy is approximately 70% and 50% of the patients showed no progression of the disease [14]. Imatinib in-
terruption after 1 year is associated with a high risk of relapse, even for patients in complete remission [15]. This
patient was started Imatinib chemotherapy but after showing the resistance to this therapy patient was put on
Dactinomycin. Patient is on regular follow up and is well.

4. Conclusion

In the patients with a pelvic mass, especially if unusual symptoms and laboratory data being not compatible with
gynecological disease, the possibility of diseases other than a gynecologic disease has to be considered. It should
be noted that a preoperative diagnosis of GISTs is uncommon, due to the rarity and many presentations of the
disease. Ultrasound and MRI are not able to differentiate a GIST from ovarian cancer. However, if a pelvic mass
is detected, the possibility of a non-gynaecological tumor has to be considered.
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