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Abstract Cystic dystrophy of the duodenal wall is a rare benign disease characterized by

development of multiple cysts in heterotopic pancreatic tissue in the duodenal wall. A forty-five-

year-old male came to the emergency department of our hospital complaining of severe abdominal

pain and vomiting. Computerized tomography (CT) scan of the chest, abdomen and pelvis had been

done. The patient was treated by pancreaticoduodenectomy.
� 2014 Production and hosting by Elsevier B.V. on behalf of Egyptian Society of Radiology and Nuclear

1. Introduction

Cystic dystrophy of heterotopic pancreas was first described by
the French authors Poter and Duclert in 1970 (1). It is
characterized by development of cystic changes in heterotopic

pancreas located in the duodenal wall. The pathogenesis of the
development of these cystic changes is not fully known (2). CT
scan may help in the diagnosis but usually the radiologic diag-
nosis is difficult (3). A MEDLINE search of papers published

between 1966 and 2010 was carried out by Pezzilli et al. (4) and
59 papers were considered for the study; there were 19 cohort
studies and 40 case reports. Chronic pancreatitis involving the

entire pancreatic gland was present in half of the patients with

cystic dystrophy of the duodenal wall and, in the majority of

them; the pancreatitis had calcifications (4).

2. Case Report

A forty-five-year-old male came to the emergency department
of our hospital with upper quadrant pain and severe projectile
vomiting. He also gave history of recurrent attacks of milder
form of vomiting and progressive weight loss (about 6 kg in

the past two months) with recurrent epigastric pain.
On physical examination, severe epigastric tenderness was

present but the abdomen was not distended. A round mass

with ill defined borders and transmitted pulsation was also felt
in the epigastric region.

The laboratory examination at the time of admission to the

hospital showed elevated lipase; 1178 unit/litre (the normal
range is 147–310 unit/litre) and elevated CA19.9; 46.7 IU/ml
(the normal range is 0–37 IU/ml).

CT scan showed cystic lesion completely encircling the 2nd
part of the duodenum. In addition, there was a solid compo-
nent representing pancreatic tissue with mildly dilated ducts
which open into the duodenum. The lesion leads to marked
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stenosis of the duodenum with subsequent marked dilatation
of the stomach. The pancreas shows prominent head and bor-
derline pancreatic duct. The liver shows minimal intrahepatic

biliary radicle dilatation (Fig. 1).
The gross specimen consisted of distal part of the stom-

ach, duodenum, pancreas and gall bladder. The gallbladder

and the duodenum were unremarkable. The duodenum
shows mucosal thickening with circumferential cystic lesion
encircling the duodenum at the site of the mucosal thickening

filled with clear fluid. Step sectioning of the duodenal wall
reveals ectopic pancreatic tissue related to the wall of the
cystic lesion.

Microscopically; the stomach, gall bladder and pancreas

were free, apart from chronic gastritis and pancreatitis.
Heterotopic pancreatic tissue was identified within the muscu-
lar layer of the duodenal wall. Dilated ducts of variable size

were identified within the heterotopic pancreatic tissue. Sec-
tions taken from the main cyst that surrounds the duodenal
wall show eroded lining, with minute stretches of reactive

columnar epithelium.
The final diagnosis was cystic dystrophy of the duodenal

wall in heterotopic pancreas, negative for malignancy.

3. Discussion

Pancreatic heterotopia is defined as the presence, outside its
usual location, of pancreatic tissue that lacks anatomical and

vascular continuity with the pancreas proper. The most
common locations are the stomach, duodenum and jejunum.
Cystic dystrophy is an uncommon but serious complication

of heterotopic pancreas. It is characterized by the presence
of cysts in the duodenal or gastric wall surrounded by inflam-
mation and fibrosis, intermingled with pancreatic ducts and
lobules. Cystic dystrophy of the duodenal wall is a rare disease

and rarely published in the literatures. Due to the low fre-
quency of the disease, there are a limited number of cohort
studies (No. = 19) and a large number of case reports

(No. = 40) (5). The cause of the cystic and inflammatory
changes observed in the heterotopic pancreas is unknown.
Although heterotopic pancreas is localized in the duodenal

wall in 25% of cases, cystic dystrophy in heterotopic pancreas
occurred in this site in all the patients done by Leger et al. (6)
but one. The lesions could be the result of local conditions with

repeated attacks of acute pancreatitis. These episodes may be
determined by obstruction of minor excretory ducts of ectopic

Fig. 1 Axial CT scan image (A) shows cystic lesion (black arrow heads) encircling the second part of the duodenum (long thin white

arrow). The stomach is markedly distended (short thick white arrow). Coronal reformatted CT scan image (B) confirms the location of the

cystic lesion (white arrows) around the second part of the duodenum (black arrow). Axial CT scan image (C) at a lower level than (A)

shows ectopic pancreatic tissue (white arrow head) with dilated ducts (white arrow) in the duodenal wall. Coronal reformatted CT scan

image (D) shows clearly the cystic lesion (black arrow head) and the ectopic pancreatic tissue (long white arrow) encircling and narrowing

the second part of the duodenum (black arrow). The pancreas shows mildly dilated pancreatic duct (short thick white arrow).
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