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ARTICLE INFO abstract

Cystic dystrophy in heterotopic pancreas (CDHP), an uncommon complication of 
dilated ectopic pancreatic ducts in the heterotopic pancreas, is difficult to diagnose and 
rarely occurred in the stomach. We reported here the rare case of symptomatic CDHP that 
was misdiagnosed as gastric gastrointestinal stromal tumor with endoscopic ultrasound 
to highlight the possibility of such diagnosis in all patients with gastric subepithelial 
tumors. 
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Introduction
Cystic dystrophy in heterotopic pancreas (CDHP) is characterized 

by the presence of cystic dilatation of the ectopic pancreatic ducts 
in heterotopic pancreas, which mostly occurs in the second portion 
of the duodenum [1,2]. Clinical manifestations of CDHP vary greatly 
and the diagnosis is difficult. Endoscopic ultrasonography (EUS) is 
regarded as the most useful investigation for the diagnosis of CDHP. 
We present a patient with symptomatic CDHP in the stomach that 
was misdiagnosed as gastric gastrointestinal stromal tumor (GIST) 
with EUS and CT scan.

Case Report
A 23-year-old non-alcoholic man was referred to the hospital 

because of a history of 3-week postprandial epigastric fullness 
and a gastric submucosal tumor. There was no abdominal pain, 
vomiting, acid regurgitation, constipation, anorexia or weight loss. 
Physical examination and laboratory studies were unremarkable. 
An upper gastrointestinal endoscopy showed a polypoid tumor,  

 
measuring approximately 2.5-3.0 cm, with a smooth surface in  
the prepyloric antrum (Figure 1). The gastric submucosal tumor  
partially obstructed the pylorus. An EUS revealed a homogeneously 
hypoechoic to anechoic lesion in the fourth sonographic layer of 
the gastric wall (Figure 2). CT scan of the abdomen also depicted 
a submucosal tumor in the gastric antrum. The image studies 
were suggestive of a diagnosis of GIST in the stomach. Therefore, 
the patient underwent surgical laparotomy with local resection of 
the tumor. Operative findings demonstrated a submucosal tumor, 
26x20x16 mm in size, with an intact capsule, mucus-like content 
and ductal structures in the posterior wall of prepyloric antrum. 
Histopathologic examination of the excised specimen showed a 
heterotopic pancreas composed of acini, large ducts and smooth 
muscle bundles located in the muscular layer ((Figure 3A & 3B, 3H 
& 3E), orig. mag., ×20 and ×200), which was compatible with the 
diagnosis of cystic dystrophy in heterotopic pancreas. The symptom 
of postprandial abdominal fullness of the patient improved after 
operation. No recurrence was detected after 18 months follow-up.
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Figure  1: Endoscopic image shows a polypoid tumor with 
a smooth surface in the prepyloric antrum. The submucosal 
tumor nearly obstructed the pylorus.

Figure  2: Endosonographic view of a homogeneously 
hypoechoic to anechoic lesion in the fourth sonographic 
layer of the gastric wall.

Figure  3: Histopathology reveal a heterotopic pancreas 
composed of acini, dilated ducts and smooth muscle 
bundles located in the muscular layer (A and B, H&E, orig. 
mag., ×20 and ×200).

Discussion
Heterotopic pancreas, a rare but benign developmental anom-

aly, is defined as pancreatic tissue that has neither vascular nor an-
atomic continuity with the normally located pancreas proper [3]. 
The lesion is usually found incidentally during routine endoscop-
ic examination with an incidence of about one percent and can be 
readily diagnosed with EUS [4]. Cystic dystrophy developing in het-
erotopic pancreas is a pathological entity first reported by Potet et 
al. [5] but was seldom discussed in English literature. It is defined 
by the presence of cystic formations in the duodenal or gastric wall, 

intermingled with pancreatic ducts, lobules, and inflammatory le-
sions [1,2]. The mechanism by which the cystic dystrophy occurs 
in heterotopic pancreas is still not elucidated. Repeated attacks of 
pancreatitis resulting from obstruction of minor excretory ducts 
of ectopic pancreatic acini was hypothesized [2,6]. CDHP is often 
associated with chronic pancreatitis and alcoholism [1,7]. Clinical 
presentation of CDHP varies greatly and the diagnosis remains dif-
ficult despite recent advances in imaging techniques. The diagnosis 
is generally made based on sonographic findings of EUS [1,2]. 

EUS can identify the structure of intestinal wall, visualize 
sonographic characteristics of lesion and its layer of origin, and 
readily diagnose the submucosal tumor [8-10]. At EUS, most GISTs 
are well circumscribed, hypoechoic and homogenous lesions that 
arise from the fourth layer (muscularis propri) of gastrointestinal 
wall. Moreover, CDHP at EUS usually presents as intramural 
thickening and cystic formations located in the submucosal or 
muscular layer. The identification of these two different lesions 
seems not so difficult. However, CDHP may present as the solid 
pattern as well as the cystic lesion [11]. As the CDHP in our case, 
mucus-like content within the cystic formation found during 
operation may lead to the findings of hypoechoic to anechoic 
echogenicity at EUS, which mimicked the sonographic features 
of GIST. In addition, GISTs with cystic change that mimicked 
duplication cyst and cystic mass at EUS have been reported [12,13]. 
Therefore, duplication cyst and other cystic mass as well as CDHP 
should be considered in the differential diagnosis of cystic GIST.

Malignant change originating in the CDHP is extremely rare 
[1,13]. Medical treatment, such as parenteral nutrition and 
octreotide treatment, is the first-line management when the 
diagnosis of CDHP has been established. However, symptomatic 
patient with complicated CDHP such as our case is usually 
recommended to undergo surgical therapy. Although the condition 
is not common, it should be considered as one of the differential 
diagnosis in every patient with GIST and other cystic submucosal 
tumor. In conclusion, CDHP is an uncommon complication of cystic 
formations in the heterotopic pancreas. EUS may allow preoperative 
diagnosis. Although EUS is regarded as the most useful tool in 
evaluating the gastrointestinal submucosal lesions, CDHP, a rare 
but essential component, should be kept in mind to the differential 
diagnosis of GIST.
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