I OLGU SUNUMU CASE REPORTI

Nuray BASSULLU, MD,2
ilknur TURKMEN, MD,?
Mehmet YILMAZ, MD,®
Cem COMUNOGLU, MD,®
N. Engin AYDIN, MD?

Departments of

aMedical Pathology,

®General Surgery,

indni University Faculty of Medicine,
Malatya

°Nisantag! Pathology Group, istanbul

Gelig Tarihi/Received: 02.05.2009
Kabul Tarihi/Accepted: 16.01.2010

Presented in 18" National Pathology Congress

(October 25-29, Antalya) as a poster.

Yazisma Adresi/Correspondence:
Nuray BASSULLU, MD

indni University Faculty of Medicine,
Department of Medical Pathology,
Malatya,

TURKIYE/TURKEY
nuraybs @ gmail.com

doi:10.5336/medsci.2009-13193

Copyright © 2011 by Tirkiye Klinikleri

740

Intraductal Papillary Mucinous Neoplasia
in Ectopic Pancreas Located
in the Jejunum: Case Report

Jejunumda Yerlesmis Ektopik Pankreas Icinde
Intraduktal Papiller Miisinéz Neoplazm

ABSTRACT Ectopic pancreas is a commonly seen congenital anomaly in gastrointestinal system, but
jejunal pancreatic heterotopia is seen rarely. Although every pathological change that occurs in the
pancreas can be seen in its heterotopic counterpart, neoplasia is an unusual complication. Intra-
ductal papillary mucinous neoplasms (IPMNs) are tumors originate from ductal epithelial cells of
the pancreas that constitute the main pancreatic duct or its major side branches and have a low in-
cidence. Only two cases regarding the IPMN in heterotopic pancreas have been reported previo-
usly, but none of them were located in the jejunum. An IPMN in an ectopic pancreas tissue located
in the jejunum in a 62-year-old male patient who presented with ileus is presented. It is important
to recognize a tumor arising in heterotopic pancreas in order to prevent its misinterpretation as
metastatic tumor or direct invasion of another tumor. To the best of our knowledge, this is the first
reported IPMN case occurring in ectopic pancreas tissue located in the jejunum.
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OZET Ektopik pankreas, gastrointestinal sistemin stk goriilen bir konjenital anomalisidir ancak je-
junal pankreatik heterotopiye nadiren rastlanir. Pankreasta goriilen tiim patolojilerin heterotopik
dokularda da goriilebilmesine karsin, neoplazi az rastlanan bir komplikasyondur. Intraduktal papil-
leri miisin6z neoplaziler (IPMNler) ana pankreatik kanal ya da bu kanalin ana yan dallarini olus-
turan pankreasin duktal epitel hiicrelerinden kéken alirlar ve diisiik bir goriilme sikligina sahiptirler.
Bundan 6nce heterotopik pankreas dokusunda IPMN ile ilgili sadece iki vaka bildirilmistir ve bun-
larin higbiri jejunumda yerlesmemistir. Altms iki yasinda bir erkek hastada ileus ile ortaya ¢ikan,
jejunumda yerlesmis ektopik pankreas dokusu iginde gelismis bir IPMN vakas: sunacagiz. Hetero-
topik pankreas i¢inde gelisen bir tiimoriin taninmasi metastatik tiimoér ya da bir bagka ttimoriin di-
rek invazyonu gibi yanhs yorumlamalar: 6nlemek agisindan 6nemlidir. Bildigimiz kadariyla, bu
vaka jejunumda yerlesmis ektopik pankreas dokusu i¢inde gelisen bildirilmis ilk IPMN vakasidur.

Anahtar Kelimeler: Karsinoma, pankreatik duktal; jejunum
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ctopic pancreas, which is called as heterotopic or aberrant pancreas

as well, is a common congenital anomaly defined as pancreatic tissu-

e found outside its normal anatomic location. It is commonly located
in the stomach and duodenum. Other rare sites are Meckel’s diverticulum,
biliary tract, mesocolon, spleen, liver, mesentery and lymph nodes.! Jejunal
location and neoplastic transformation of ectopic pancreatic tissue have ra-
rely been reported.'
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Most of the patients in whom the tissue is usu-
ally found in the stomach or duodenum are usually
asymptomatic. It is usually diagnosed incidentally
at laparotomy, executed for other disorders.!?

Intraductal papillary mucinous neoplasm
(IPMN) has been recently described in the category
of pancreatic exocrine tumors. It produces mucin
and grows prominently in intraductal papillary pat-
tern.** This neoplasm has been described to occur
within heterotopic pancreas in the Meckel’s diver-
ticulum® and gastric wall” in the case reports.

In this article, we report IPMN in an ectopic
pancreas tissue located in the jejunum in a 62-ye-
ar-old male patient who presented with ileus.

I CASE REPORT

A 62-year-old male patient had admitted with in-
creasing abdominal pain for two days. The ab-
domen was distended, tender and hard on
examination and the bowel sounds were hyperac-
tive. The spiral computed tomographic examinati-
on of abdomen revealed the distention in the
stomach and through the small intestines, an air
density without contrast, and an image sized 5 x 3
cm compatible with bezoars in the stomach and ile-
um. Pancreas was normal. An exploratory laparo-
tomy was performed for ileus. Intraoperative
findings were multiple adhesions among falciform
ligament, stomach and anterior abdominal wall
subsequent to prior gastric operation, as well as be-
zoars, cholelithiasis, incidental appendicitis and a
subserosal jejunal, 2 x 3 cm sized mass located 40
cm away from Trietz ligament. The mass was not
related to the lumen. Intestinal bezoar was remo-
ved manually and the one in the stomach was re-
moved through gastrotomy. Cholecystectomy,
appendectomy and intestinal wedge resection we-
re done. No complications occured following the
operation.

PATHOLOGICAL FINDINGS

In the pathological examination of 5 x 2.5 x 1 cm
small bowel segment, a tan-colored, firm, 1.2 x 1 x
0.7 cm nodule was seen within serosa and the mu-
cosa was intact. The cut surface of the mass had so-
lid and cystic areas filled with mucinous material.
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The cysts were sized between 0.3 to 0.5 cm in di-
ameter without any necrosis or hemorrhage.

Microscopic examination of the jejunal nodule
revealed pancreatic ducts and acini embedded wit-
hin the small bowel, involving the submucosa, mus-
cularis propria and serosa (Figure 1 and 2).
Langerhans’ islets were not detected. Ducts were
cystically dilated and lined by mucinous columnar
epithelial cells. Areas of complex papillary structu-
re associated with nuclear stratification and cytolo-
gical atypia characterized by nuclear enlargement,
elongation and hyperchromasia were seen (Figure
3-5). No mitoses were seen. There was no evidence
of severe displasia, carcinoma in situ and/or infil-
trative growth pattern. Our case was classified as
borderline IPMN with those findings.

I DISCUSSION

The pathogenesis of pancreatic heterotopia is not
known clearly. It is thought to arise during rotati-
on of the foregut when fragments of pancreas got
separated and developed into mature elements, or
due to pancreatic metaplasia of endodermal tissu-
es that end up in the submucosa during embryonic
life. It is defined as pancreatic tissue that is not
normally situated, has no relation with the normal
pancreas, and possesses its own duct system and
vascular supply.! Microscopically, acini and ducts
always exist, whereas islets of Langerhans’ are only
found in one third of patients. In our case there
was no Langerhans’ islet. Pancreatic heterotopia is
found between 2 to 15% of all autopsies. The most
frequent sites of ectopic pancreas are gastric an-
trum (30%), duodenum (30%), jejunum (20%) and
Meckel’s diverticulum (5%). Unusual locations are
colon, spleen, liver, biliary tract, mesentery and
lymph nodes.! It is usually an incidental finding,
either at the time of laparotomy for another dise-
ase or during radiographic or endoscopic exami-
nation of the upper gut, but may present with
peptic ulceration or intestinal obstruction.! Ectopic
pancreas may undergo any one of the changes that
may be seen in normal pancreas such as acute and
chronic pancreatitis, pseudocyst formation, cystic
dystropy and hemorrhage. Neoplastic transforma-
tion has also been described, but is rare. There are
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FIGURE 1: Low power view of ectopic pancreas in the submucosa of the je- FIGURE 2: Ectopic pancreas with acini and ducts (H&E, x100).
junum (H&E, x40).
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FIGURE 3: Ectopic pancreas with acini and ducts adjacent to intraductal papil- FIGURE 4: Areas of tumor with complex papillary growth pattem (H&E, x100).
lary mucinous neoplasm (H&E, x100).

only two reported cases of IPMN arising from in
heterotopic pancreas®’ and most of the reported
cases of neoplastic transformation are ductal ade-

nocarcinomas.b>%9

To document the neoplastic transformation of
ectopic pancreatic tissue, the following criteria ha-
ve been proposed: 1- The tumor should be found
within or close to the ectopic pancreatic tissue, 2-
Direct transition between pancreatic structures and
tumor must be observed, 3- The non-neoplastic

pancreatic tissue must comprise at least fully deve-

.. 9
FIGURE 5: Complex papillary areas showing stratification, elongation and loped acini and ductal structures.” Our case

hyperchromatism of nuclei (H&E, x400). matched all of these three criteria.

742 Turkiye Klinikleri ] Med Sci 2011;31(3)



Medical Pathology

Bassullu et al

Pancreas may be normal or may have similar
pathologies that appear in the ectopic pancreas. In
our case, the pancreas had no pathology in the
computed tomography (CT) images.

IPMNs are a recently defined subset of pancre-
atic neoplasms, comprising approximately 0.5-9.8%
of pancreatic exocrine tumors. Approximately one-
third of IPMNs have an associated invasive carci-
noma.** IPMNs are relatively uncommon tumors of
pancreatic ductal epithelial cells that line the main
pancreatic duct or its major side branches.*® These
tumors are primarily characterized by cystic dilati-
on of pancreatic ducts with variable degrees of mu-
cin production, epithelial proliferation, papillary
formations and cytological atypia.*®

IPMNs display a spectrum of cytoarchitectural
atypia and have been divided into adenoma (low
grade dysplasia), borderline (moderate dysplasia)
and carcinoma (high-grade dysplasia) categories.*”
Nuclear enlargement, elongation, hyperchromasia,
loss of polarity, pseudostratification; prominent nu-
cleoli; irregularity in papillary structures are the fin-
dings seen in increasing degrees from adenoma to
carcinoma. Our case was classified as borderline du-
e to the presence of complex papillary architecture
associated with nuclear stratification and cytologi-
cal atypia characterized by nuclear enlargement,
elongation and hyperchromasia, besides absence of
mitoses, severe displasia, carcinoma insitu and/or
infiltrative growth pattern.

The differential diagnosis in this case inclu-
des mucinous cystic neoplasms (MCNs). MCNs
and IPMNs are cystic neoplasms composed of
mucin producing epithelial cells and papillary for-
mations. MCNs of the pancreas are seen predomi-
nantly in younger women and are mostly found
in the tail or body of pancreas. IPMNs of the pan-
creas are seen predominantly in elderly man and
are mostly in the head of pancreas. MCNs are as-
sociated with an ovarian type of stroma, but
IPMN:ss are not associated with hypercellular stro-
ma. MCNs do not communicate with the larger
pancreatic ducts. Although MCNs are almost al-
ways unifocal, 30% of IPMNs are grossly multifo-
cal.®?

It has been reported that the prognosis is ex-
cellent for borderline tumors with three to five ye-
ars survivals approaching 100%.°

In conclusion, to the best of our knowledge,
our case is the first IPMN located in jejunal ectopic
pancreas, and the third IPMN case situated in ecto-
pic pancreas, after the ones reported one in the gas-
tric wall,” and the other one located in a Meckel’s
diverticulum.®

Diagnosing these preinvasive pancreatic neop-
lasms is important because of their excellent prog-
nosis. Therefore, pathologists should keep the
possibility of IPMN in mind and be careful about
applying the diagnostic criteria strictly.

Makhlouf HR, Almeida JL, Sobin LH. Carci-
noma in jejunal pancreatic heterotopia. Arch
Pathol Lab Med 1999;123(8):707-11.

Arao J, Fukui H, Hirayama D, Miyamura S,
Arao M, Hasegawa Y, et al. A case of aber-
rant pancreatic cancer in the jejunum.
Hepatogastroenterology 1999;46(25):504-
7.

Naqvi A, de la Roza G. Borderline muci-
nous cystic tumor in jejunal pancreatic
heterotopia. Ann Diagn Pathol 2004;8(3):
151-5.

Adsay NV, Conlon KC, Zee SY, Brennan
MF, Klimstra DS. Intraductal papillary-muci-
nous neoplasms of the pancreas: an analy-

Turkiye Klinikleri ] Med Sci 2011;31(3)

I REFERENCES

sis of in situ and invasive carcinomas in 28
patients. Cancer 2002;94(1):62-77.

Hruban RH, Takaori K, Canto M, Fishman
EK, Campbell K, Brune K, et al. Clinical im-
portance of precursor lesions in the pan-
creas. J Hepatobiliary Pancreat Surg 2007;
14(3):255-63.

Cates JM, Williams TL, Suriawinata AA. In-
traductal papillary mucinous adenoma that
arises from pancreatic heterotopia within a
meckel diverticulum. Arch Pathol Lab Med
2005;129(3):67-9.

Phillips J, Katz A, Zopolsky P. Intraductal
papillary mucinous neoplasm in an ectopic
pancreas located in the gastric wall. Gas-

trointest Endosc 2006;64(5):814-5.

Goldfarb WB, Bennett D, Monafo W. Carci-
noma in heterotopic gastric pancreas. Ann
Surg 1963;158(1):56-8.

Guillou L, Nordback P, Gerber C, Schneider
RP. Ductal adenocarcinoma arising in a het-
erotopic pancreas situated in a hiatal her-
nia. Arch Pathol Lab Med 1994;118(5):
568-71.

Longnecker DS, Hruban RH, Adler G, Klop-
pel G. Intraductal papillary-mucinous neo-
plasms of the pancreas. In: Hamilton SR,
Aaltonen LA, eds. Pathology and Genetics
of Tumors of the Digestive System. 1t ed.
Lyon: IARC Press, 2000. p.237-40.

743



