Recurrent Cholangitis as the First Manifestation of an
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Abstract

Intraductal papillary mucinous tumor is a rare pancreatic
tumor originating from the epithelium of the pancreatic duct
and exhibiting papillary proliferation of tall columnar
epithelial cells. The usual clinical presentation is recurrent
episodes of pancreatitis due to hypersecretion of mucin
and obstruction of a markedly dilated pancreatic duct.

We describe a 74-year-old man who presented recurrent
attacks of cholangitis, due to a common bile duct obstruction
from thick pancreatic mucus reflux, as the first manifestation
of intraductal papillary mucinous tumor.
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Rezumat

Tumora mucinoasi papilard intraductald este o tumord
pancreaticd rard, cu originea in epiteliul ductului pancreatic
si prezentandu-se ca o proliferare papilard a celulelor co-
lumnare inalte. Manifestarea clinicd uzuald este reprezentati
de episoade recurente de pancreatiti, datorate hipersecretiei
de mucini si obstructiei cu dilatare marcatd a ductului
pancreatic.

Descriem observatia clinicd a unui pacient in varstd de
74 ani care prezenta, ca primd manifestare a tumorii mucinoase
intraductale pancreatice, pusee recurente de angiocoliti,
datorate obstructiei ciii biliare principale de citre mucusul
vascos pancreatic refluat.
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Introduction

Intraductal papillary mucinous tumor (IPMT) of the
pancreas is a rare entity characterized by intraductal papillary
growth, dilation of the main and/or collateral pancreatic
ducts and thick mucin secretion (1,2). Since it was first
described by Ohhashi et al (3) in 1982, this entity has been
reported more and more frequently and the reason for this is
almost certainly increased awareness. The most common
clinical presentation of IPMT is acute or chronic relapsing
pancreatitis, weight loss and steatorrhea (4).

We describe the case of a 74-year-old white man who
presented recurrent episodes of cholangitis, due to common
bile duct obstruction from mucus reflux, as the first
manifestation of IPMT. This is the first reported case of
IPMT with recurrent cholangitis as first manifestation and
demonstrates the strange behavior of this premalignant
lesion.

Case Report

A 74-year-old man was referred to our department for
investigation of recurrent episodes of cholangitis (abdominal
pain, fever, nausea and jaundice) over the preceding three
months. Abdominal CT showed findings suggesting chronic
pancreatitis and dilation of the common bile duct (CBD).
ERCP demonstrated a patulous papillary orifice of the major
papilla (fish mouth sign) with mucus exuding from it (Fig.1).
The main pancreatic duct was grossly dilated, with dilation
of side branches. Amorphous radiolucent filling defects
within the ductal system were seen, which corresponded to
mucin globules causing ductal obstruction and preventing
visualization of the body and tail of the pancreas (Fig.2).
The ERCP findings were compatible with IPMT. A
cholangiogram showed dilation of the CBD with a large
filling defect in the lower part (Fig.3). Endoscopic
sphincterotomy (ES) was performed, followed by extraction
from the CBD, via a balloon catheter, of mucoid material
which had similar features with that of the pancreatic juice.
Despite ES, our patient continued to present episodes of
cholangitis due to reflux of pancreatic mucus into the CBD.
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Fig.1 Endoscopic view of a patulous papilla (fish mouth sign)
with mucin secretion.

Fig.3 The contrast agent outlines amorphous material obstructing
the lower part of the CBD.

Fig.2 Pancreatogram showing diffuse dilation of the main
pancreatic duct and side branches with numerous intraluminal
filling defects.

We suggested a partial or possible total pancreatectomy for
IPMT, but our patient refused. A straight endoprosthesis
(11.5Fr, 5cm) was placed in the CBD (Fig.4). He has been
free of symptoms for the last four months following stent
placement.

Discussion

IPMT is a rare pancreatic tumor originating from the
epithelioum of the pancreatic duct, producing mucin, and
exhibiting papillary proliferation of tall columnar epithelial
cells (1,2). It was originally described in 1982 by Ohhashi et

Fig.4 A straight stent (11.5Fr, Scm) is placed after extraction of
mucoid material.

al (3) and has been referred to as pancreatic papillomatosis,
intraductal papilloma, mucinous ductal ectasia, ductectatic
mucinous cystadenoma, mucin-hypersecreting tumor,
mucin-producing tumor, intraductal papillary neoplasm,
intraductal cystadenoma, and intraductal papillary mucinous
adenoma (5). Intraductal papillary mucinous tumor (IPMT)
is the currently accepted term.

All cases involve abnormal mucin-producing columnar
cells within the pancreatic duct (2). Lesions can be at the
begining flat, micro-papillary, or macro-papillary (6). They
have malignant potential and can progress to dysplasia or
carcinoma. Most often, the lesion is located in the head or
uncinate process of the pancreas, but can be found anywhere
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within the main pancreatic duct or its branches (7). Hyper-
secretion of mucus occurs and, presumably, obstruction by
its viscous properties results in pancreatic duct dilation.
Often, the entire pancreatic duct and its branches become
dilated (2,6,7).

Clinical symptoms of IPMT are different from those of
the usual pancreatic carcinoma. About one-fourth of the
patients have pancreatitis-like manifestations: epigastric
discomfort, episodes of heavy pain and hyperamylasemia,
often for many years (4,8). Eventually, about half of the
patients develop pancreatic insufficiency with diabetes and/
or steatorrhea (5). Symptoms of acute pancreatitis are
especially observed in patients with mucin-hypersecreting
tumors and are due to temporary complete occlusion of the
main pancreatic duct by viscous mucin. Symptoms of chronic
pancreatitis with pancreatic insufficiency are due to
permanent occlusion of the main duct in the head of the
pancreas, either by papillary proliferation of the tumor, or
by large amounts of viscous mucin that cannot be washed
off by normal pancreatic secretion (1,2,9). If the papillary
tumor involves the papilla or if sticky mucin within the
ampulla compresses the common bile duct, jaundice or even
cholangitis may develop (4,5). Symptoms are absent or partly
absent in those patients whose lesions only involve the tail
segment of the main duct. In the non-invasive variant, two-
thirds of the patients are asymptomatic and most tumors are
detected by routine check-up or at autopsy.

Serum CEA and CA 19-9 may be moderately elevated,
but usually the serum levels of these tumor markers are
within normal limits (4). US, EUS and CT may detect a
polypoid lesion (or lesions) in the main pancreatic duct (main
pancreatic duct type) or reveal a diffuse or segmental cystic
ectasia of the main duct (10,11). In addition, there may be
grape-like cystic dilatations of the branch ducts or of one of
the branch ducts (branch duct type), particularly in the
uncinate process. In some cases, dilation of both the main
pancreatic duct and the branch duct can be present
(4,5,10,11). Endoscopic retrograde cholangiopanceato-
graphy shows diffuse dilatation of the main pancreatic duct
or the dilated branch with filling defects caused either by
papillary tumors or mucin plugs therein (12). The
communication of the lesion and the pancreatic ductal
system is usually evident in [IPMT of the pancreas.

The characteristic endoscopic features of the papilla of
Vater in patients presenting with a mucin-hypersecreting
condition, are an enlarged papilla with a wide opened orifice
(fish mouth sign) and mucin excretion (classical mucin-
hypersecreting tumor) (12,14). These characteristic features
are sometimes also seen in the accessory papilla (12). Full
visualization of the ductal system by ERCP is sometimes
difficult due to excessive mucin in the pancreatic duct (14).
On the other hand, MRCP demonstrates completely the
pancreatic ductal system. IPMT often needs to be
distinguished from mucinous cystadenoma or cystadeno-
carcinoma. The latter tend to occur in the tail of the pancreas
and more peripheral ducts (4,13). They are self-contained
cysts that produce mucin. Another distinction is age, since

mucinous cystadenoma and cystadenocarcinoma tend to
occur in middle-aged women, while IPMT most commonly
presents in men, in their sixth or seventh decade of life (4,13).
In preoperative diagnosis of grade of malignancy, dilated
main pancreatic duct (>1cm), mural nodules, and main
pancreatic duct type have been reported to be important
signs, highly suggestive of malignancy. With regard to
preoperative diagnosis of mural nodules or solid
components, EUS is superior to other diagnostic modalities
(4). However, the distinction between a mural nodule and a
mucin plaque is difficult.

Because the presence of malignancy cannot be excluded
by clinical and radiological features, and because of the
growing concern that intraductal hyperplasia can
subsequently develop into infiltrating adenocarcinoma of
the pancreas, surgical resection is recommended (1,14). The
type of pancreatic resection is more controversial. If the
lesion can be localized, some reports have advocated
tailoring the surgery accordingly (7). For example, a tumor
located in the head of the pancreas would require
pancreaticoduodenectomy, whereas distal or subtotal
pancreatectomy would be the procedure of choice for tumors
found in the body or tail (4,10).

The presentation of our patient with recurrent attacks of
cholangitis as the first manifestation of IPMT is very
unusual. Few studies have documented jaundice and
cholangitis as prominent and usually late manifestations of
IPMT. Moreover, there have been no previous reports of
IPMT with its main symptom being recurrent bouts of
cholangitis due to common bile duct obstruction from reflux
of mucoid material from the pancreatic duct.
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