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A B S T R A C T   

Introduction: Gastrointestinal stromal tumors (GIST) represent the most common mesenchymal tumors of the 
gastrointestinal tract. In rare cases, these tumors do not develop in the gastrointestinal tract and are defined as 
extra-gastro-intestinal stromal tumors (EGISTs). Pancreatic EGIST is extremely rare. We reported a case of EGIST 
of the pancreas in a 53-year-old patient. 
Presentation of case: A 53-year-old man presented with chronic epigastralgia. An enhanced CT scan showed a 
solido-cystic tumor of the pancreatic body-tail. The patient underwent a laparotomy. Cytology fine needle 
aspiration did not find any tumor cells. Enucleation was performed. Histopathology and immunohistochemical 
examination confirmed the diagnosis of EGIST (CD117 +, Dog-1 +) with a high risk of malignancy. The patient 
received adjuvant therapy. There was no evidence of disease recurrence after 8 months of follow-up. 
Clinical discussion: We reported a rare case of a pancreatic EGIST. Enucleation was performed permitting to avoid 
distal pancreatectomy and thus decreasing morbidity rates. 
The clinical presentation is not specific and it depends on the location and the size of the tumor. CT scan shows 
hypervascular tumors with no regional lymph nodes metastasis but is not accurate in assessing diagnosis. 
Whenever possible, enucleation should be performed. This tumor should be considered in the differential di
agnoses of pancreatic neoplasms. 
Conclusion: Pancreatic stromal tumor is extremely rare. There are no specific clinical and radiologic findings. A 
careful decision should be made after a discussion in a multidisciplinary coordination meeting. Surgical resection 
is the cornerstone of the treatment. Whenever possible, enucleation is sufficient.   

1. Introduction and importance 

Gastrointestinal stromal tumors (GIST) represent the most common 
mesenchymal tumors of the gastrointestinal tract, with an annual inci
dence of 10 to 20 per million [1]. In rare cases, these tumors do not 
develop in the gastrointestinal tract and are defined as extra-gastro- 
intestinal stromal tumors (EGISTs). EGISTs can arise from the omen
tum, mesentery, gallbladder, and retroperitoneum [2–5]. Pancreatic 
EGIST is extremely rare [6]. It represents a diagnostic and therapeutic 
challenge as there are no standardized guidelines for these sporadic 
neoplasms. We present a new case of pancreatic GIST in a 53-year-old 
man. 

This work has been reported in line with the SCARE 2020 criteria 
[7]. 

2. Presentation of a case 

A 53-year-old man, with no comorbidities, complained of chronic 
epigastralgia. There was no history of jaundice, anorexia, or weight loss. 

Physical examination and laboratory findings were normal. 
Abdominal ultra-sonography did not show pathologic features. 

Contrast-enhanced computed tomography (CT) of the abdomen showed 
a solido-cystic mass of 5 × 4 cm located in the pancreatic body tail 
(Fig. 1). 
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A solid pseudopapillary tumor of the pancreas was the most likely 
diagnosis. 

An exploratory laparotomy was carried out by a 12-years-experience 
surgeon. Cytology fine needle aspiration did not find any tumor cells. 

Careful enucleation of the tumor was performed. There was no 
contact with the main pancreatic duct. The postoperative course was 
uneventful. 

Histopathology examination showed neoplastic cells that are 
epithelioid with faintly eosinophilic or clear cytoplasm. Nuclei are 
round to oval, vesicular, with conspicuous but not prominent nucleoli. 
Nuclear pleomorphism is minimal (Fig. 2). 

Immunohistochemical examination showed neoplastic cells positive 
for CD-117 and DOG-1 (Fig. 3). 

The diagnosis of EGIST with high of malignancy was retained. The 
patient received Imatinib as adjuvant therapy. 

With a follow-up of 8 months, there was no evidence of recurrent 
disease. 

3. Clinical discussion 

We reported a rare case of pancreatic EGIST. Enucleation was per
formed permitting to avoid distal pancreatectomy and thus decreasing 

morbidity rates. 
The main weakness of our work is that preoperative endoscopic ul

trasound (EUS) with fine-needle aspiration was not performed. 
EGIST represents less than 5 % of all GIST [6]. The concept of GIST 

has recently been established with the progress in immunohistochemical 
analyses. 

It is suggested that these tumors originate from the interstitial cells of 
Cajal (ICCs) which are the pacemaker cells of the gastrointestinal tract. 

But the origin of EGIST is controversial. It was suggested that EGISTs 
are in fact mural GISTs with extensive extramural growth that lost their 
connection with the gut wall [8]. 

The clinical presentation is not specific and it depends on the loca
tion and the size of the tumor. Those symptoms are essentially chronic 
abdominal pain, early satiety, anemia, and weight loss [9]. 

In imaging, small tumors appear as homogeneous soft tissue masses, 
while large tumors often have necrotic centers. CT scan shows hyper
vascular tumors with no regional lymph nodes metastasis but is not 
accurate in assessing diagnosis [6]. These are the main differences with 
pancreatic cancer. In our case, the tumor presented as a solido-cystic 
lesion in the CT scan. 

EUS guided fine-needle aspiration is an accurate method of diagnosis 
[10–12]. However, it could cause scarring and thus make enucleation 
more difficult. In addition, it may increase the risk of tumor dissemi
nation by breaking the tumor capsule. 

The diagnosis of pancreatic GIST is based on histological, immuno
histochemical, and molecular features [13]. Positivity for CD 117, CD 
34, and/or Dog-1 is highly specific to GIST [14]. It was suggested that 
Dog-1 has higher specificity than CD-117 [15]. 

Surgery is the preferred treatment for pancreatic GIST [13]. Those 
tumors present rarely metastatic lymph nodes. Consequently, regional 
lymph node dissection is not required. Simple tumor excision, when 
feasible, is a safe option permitting to avoid morbidity and mortality 
related to distal pancreatectomy or Whipple procedure [6]. 

In our case, we opted for a cytology fine needle aspiration during the 
laparotomy to rule out differentials such as cystadenocarcinoma. In that 
case, we would have performed a distal pancreatectomy with 
splenectomy. 

For patients having large EGISTs, Imatinib before surgery can reduce 
tumor size, increase the rate of complete resection and improve prog
nosis [16]. For unresectable or metastatic GISTs, Imatinib can improve 
the survival rate [17]. 

In summary, we reported a new case of EGIST arising from the 
pancreas, presenting as a solido-cystic lesion, misinterpreted initially 
like a solid pseudopapillary tumor of the pancreas. 

Fig. 1. Abdominal enhanced computed tomography showing a solido-cystic 
mass located in the pancreatic body-tail (arrow). 

Fig. 2. Neoplastic cells are epithelioid with faintly eosinophilic or clear cyto
plasm. Nuclei are round to oval, vesicular, with conspicuous but not prominent 
nucleoli. Nuclear pleomorphism is minimal (H&E, 200×) (arrow: mitoses). 

Fig. 3. DOG-1 immunostaining. Tumor cells show strong and diffuse mem
brane staining (IHC, 40×). 
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4. Conclusion 

Pancreatic stromal tumor is extremely rare. There are no specific 
clinical and radiologic findings. A careful decision should be made after 
a discussion in a multidisciplinary coordination meeting. Surgical 
resection is the cornerstone of the treatment. Whenever possible, 
enucleation is sufficient. 
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