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—Abstract—

Cystic dystrophy is an uncommon, benign poorly understood disease. It is characterized by

the development of cysts in heterotopic pancreatic tissue. A 57-year-old-man was hospitalized

for abdominal pain for a week. He is a heavy alcohol drinker. There was a cyst at second portion

of duodenum on CT. Under the impression of peptic ulcer perforation, Whipple's operation

was performed. Grossly, a cystic space, measuring 3.0 cm in diameter, was noted within the

thickened duodenal wall. Microscopically, the cyst was lined by columnar epithelium and

granulation tissue and embedded in ectopic pancreatic tissue. The adjacent pancreatic tissue

showed focal chronic pancreatitis.

Key Words : Cystic dystrophy, Heterotopic pancreas, Duodenum

Information

Cystic dystrophy in heterotopic pancreas
of duodenal wall is an uncommon, benign
disease and first described by Poter and
Duclert in 1970."% It was characterized by

the development of cysts in heterotopic

pancreatic tissue localized in duodenal wall."”

The
dystrophy is poorly understood.” On account

development mechanism of cystic
of nonspecific sign, clinical examination and
laboratory finding, diagnosis is very difficult.
But this lesion show a cyst containing blood-
like fluid within the thickened duodenal wall
marcoscopically and is typical at pathology.

Computed tomography and endoscopic ultrasono—
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graphy are helpful for diagnosis of cystic

4)

dystrophy.l’ 2 We report an uncommon

typical case and briefly review literature.
Case Report

A 57-year-old man came to other hospital
for investigation of abdominal pain and nausea
for a week. On CT, there is fluid collection
at second portion of duodenum. Under the
impression of peptic ulcer perforation, he
was transferred to our hospital. There was
no melena, hematemesis, or hematochezia. In
the past he had consumed large quantities of
alcohol daily (Soju 3 bottles/15 years) and
had been treated pancreatitis at other
hospital. Serum amylase and lipase were
elevated to 1014 U/ and 1283 IU/L,
respectively.

Follow up ultrasonogram and abdominal
CT were performed in our hospital. Ultrasogram

Fig. 1A. Transverse abdominal ultrasonogram shows
about 3.7 cm sized cystic mass with

internal mixed echogenicity in submucosal
layer of second portion of the duodenum.

showed a well marginated 3.7 cm sized

cystic mass in duodenal submucoal layers
(Fig. 1A).

Abdominal CT scans showed

n - _

Fig. 1B. On non-contrast CT scan, the cystic mass
(arrow) shows high density representing
internal hemorrhage.

Fig. 1C. The mass (arrow) is not enhanced on
contrast enhanced CT scan. The 2nd
portion of duodenum is mildly compressed
by the mass.
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round cystic mass lesions in submucosal
layer of the 2nd portion of the duodenum.
This mass lesion was high density on
non-contrast CT scan, which represented
internal hemorrhage. The mass was not
enhanced after contrast injection. (Fig. 1B, C).
The duodenum was mildly compressed and
displaced by Dilatation of
pancreatic duct was noted. Localized inflam-

this masses.

matory changes were found around duodenum
and pancrease. Under impression of submucosal
tumor with internal hemorrhagic change or
of the peptic ulcer perforation with submucosal
hematoma, whipple’s operation was performed.

Macroscopically, a congested bulging lesion

oy

Fig. 2A. Within duodenal wall, a large cyst is
present in the submucosa and muscle
layers. The cyst wall is denuded of lining
epithelium in large part.

Fig. 2B. Pancreatic acinar (left corner) and ductal
components are identified in the duodenal
wall adjacent to the cyst. Several dilated

ducts containing red blood cells are
surrounded by chronic inflammatory cells.

was found at serosal surface of the duodenum.
On serial sections, a cystic space containing
blood-like fluid was noted within the thickened
duodenal wall (Fig. 2A). The cyst measured
3.0 cm in diameter and was partly lined by
columnar epithelium and inflamed granulation
tissue. Heterotopic pancreatic tissue was
found in the duodenal wall in adjacent to the
showed focal

pancreatitis and papillary ductal hyperplasia

cystic lesion and chronic
(Fig. 2B). Finally it was confirmed as a
cystic dystrophy in heterotopic pancreas of

duodenal wall.

Discussion

Heterotopic pancreas has been found in

05% to 13.7% of autopsies with a male

1,4

predominance. It defined as pancreatic

tissue in an extra pancreatic location without

S 649



— Mi Jin Gu - Won Kyu Park - Yeung Kyong Bae + Jae Ho Cho + Jay Chun Chang - Jae Woon Kim -
Kil Ho Cho - Mi Soo Hwang - Bok Hwan Park - Joon Hyuk Choi —

continuity the pancreatic itself. Cystic dystrophy
in heterotopic pancreas of the duodenal wall
1S a rare, benign disease affecting young
man.>® It is characterized by the presence
of cyst formations surrounded by inflammation
and fibrosis in the duodenal wall with or
without associated chronic pancreatitis.l' 59

The most common symptoms are abdominal
pain, emesis, jaundice, nausea, vomiting and
weight loss. Pain may be due to inflammation
of heterotopic pancreas. Emesis, weight loss
and jaundice may be due to duodenal or
biliary stenosis.> ©

The development mechanism of cystic
dystrophy of pancreas is poorly understood.”
Two distinct types have been reported.l' 9
First is cystic dystrophy in heterotopic pancreas
without chronic pancreatitis. It is the result
of obstructive pancreatitis of heterotopic
pancreas by active pancreatic tissue secretion
and subsequent cystic enlargement leading
compression of pancreatic ducts. Second i1s
cystic dystrophy associated with chronic
pancreatitis. It is associated with chronic
alcoholism or chronic pancreatic cell insults.
Depending on the size of cysts, more
frequent cystic and solid types are present.
Cystic type cystic dystrophy shows easily
recognized cystic lesion (more than 1 cm),
located within the thickened duodenal wall.
The solid type shows small cysts, (less than
1 cm) within the fibrous thickening of the

duodenal wall.

Cystic dystrophy in heterotopic pancreas
may be misdiagnosed in clinical practice as
a pseudocyst. Several differences exist
between cystic dystrophy and psudocyst:
The number of cysts is multiple in cystic
dystrophy, whereas pseudocyst is solitary.
And the cysts of cystic dystrophy are small
and round compared with tubular shape of
the pseudocyst. The prevalence of calcification
in the pancreatic parenchyma is 25% in
cystic dystrophy compared with 100% of
psedocyst. The other criteria, which favor
cystic dystrophy is presence of localized
inflammatory changes of the second portion
of the duodenal wall and anterior pararenal
space. Our case showed a relatively large
round to ovoid cyst with localized inflammation.”

Radiologic  and
contribute to diagnosis of cystic dystrophy.

endoscopic  procedures
Multiple hypo-dense small lesions within a
markedly enlarged duodenal wall are seen on
CT}? MR imaging shows thickened duodenal
area associated with fluid collections and
clearly separated from the orthotopic pancreas.4)
Endoscopic  ultrasonography is an useful
mvestigation due to more easily demonstrating
the duodenal thickening and tiny intramural
cysts less than 1 c¢cm in diameter that are
not identified with other imaging modalities.”

Surgical resection is the only means for
eradicating cystic dystrophy in heterotopic
pancreas. Pancreatoduodenectomy 1s the best

treatment for lesion of the duodenum.””
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