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Intraductal papillary mucinous neoplasm
of the extrahepatic biliary duct: Report of
a case
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SUMMARY

Malignant biliary tract intraductal papillary mucinous neoplasms (BT-IPMN) is a relatively rare
disease. A 47-year-old male patient presented with pain and sensitivity on the right upper quadrant
of abdomen. Abdominal tomography revealed marked dilatation of the intra-hepatic and
extrahepatic bile ducts and polypoid intraluminal mass in the distal extrahepatic bile duct. ERCP
was performed and the distal common bile duct brush biopsy was taken. Biopsy revealed IPMN
with high grade dysplasia (intraductal papillary mucinous carcinoma in-situ). Patient underwent
resection of the extrahepatic bile duct with Roux-en-Y hepaticojejunostomy. Patient was
discharged on postoperative seventh day. He has been regularly followed at our outpatient
department with no evidence of recurrence. A very rare variant of bile duct carcinoma is distal
extrahepatic bile duct papillary neoplasm. Papillary cholangiocarcinoma is believed to show a
better prognosis if early detected. It is important to make a precise diagnosis of BT-IPMN and to
perform complete surgical resection.
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INTRODUCTION

Biliary tract intraductal papillary mucinous
neoplasms  (BT-IPMN) have been
increasingly recognized as unique biliary
neoplasms  characterized by mucin-
secreting papillary and/or cystic lesions of
the intra-and extra-hepatic bile ducts™ 2.
Malignant BT-IPMN is a relatively rare
disease, which accounts for 2.9% to 8.9%
of cholangiocarcinoma®. Papillary
cholangiocarcinoma is believed to show a
better clinical course than non-papillary
cholangiocarcinoma® °> as malignant
intraductal papillary mucinous neoplasm of
the pancreas (IPMN-P) has a better
prognosis  than  pancreatic  ductal
adenocarcinoma. Therefore, it is important
to make a precise diagnosis of BT-IPMN
and to perform complete surgical resection.
We herein report a case of an intraductal
papillary mucinous cholangiocarcinoma
successfully treated by extrahepatic bile
duct resection.

CASE REPORT

A 47-year-old male patient presented with
pain and sensitivity on the epigastrium and
right upper quadrant. He had no other
symptoms or medical history of liver
disease. He did not smoke and was a social
drinker. On physical examination, he was a
well-appearing, non-jaundiced male and no
evidence of hepatosplenomegally,
lymphadenopathy, or masses; beside this,
there was no significant finding including
vital sign. Initial laboratory values
included WBC of 8.300/uL, albumin of 4.7
g/dL, total bilirubin of 0.78 mg/dL, direct
bilirubin of 0.47 mg/dL, AST/ALT of
581/840 IU/L, alkaline phosphatase of 178
IU/L, y-GTP of 887 IU/L, a-FP of 0.5
ng/mL, CEA of 0.5 ng/mL, CA 19-9 of
3.03 U/mL. A dilatation and intraluminal
hypoechoic lesion of the extrahepatic bile
duct which was detected in abdominal
ultrasonography  (US)  (Figure  1).
Abdominal tomography revealed marked
dilatation of the intra-hepatic and extra-
hepatic bile duct and polypoid intraluminal
mass in the distal extrahepatic bile duct
(Figure 2).

ERCP and endoscopic sphincterotomy
performed and the distal common bile duct
brush biyopsy was taken for cytologic
examination. Biopsy of the lesion revealed
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IPMN  with high grade dysplasia
(intraductal papillary mucinous carcinoma
in-situ), (Figure 3). These findings
suggested BT-IPMN with malignancy
potential and prompted us to plan a
curative extrahepatic bile duct resection.
Neither ascites nor peritoneal metastatic
nodule was detected during initial
intraperitoneal exploration. Patient
underwent the resection of the extra-
hepatic bile duct with Roux-en-Y
hepaticojejunostomy.

The histopathological examination for the
resected specimen vyielded the final
diagnosis of mucin-producing oncocytic
intraductal papillary carcinoma of the bile
duct (Figure 4). Resection margins of the
proximal bile duct and hepatic parenchyma
were free of tumor cell. Dissected regional
lymph nodes was confirmed to be without
tumor cells. The patient showed no
postoperative  complication and was
discharged on postoperative seventh day.
He has been regularly followed at
outpatient department with no evidence of
recurrence more than three years.

DISCUSSION

Bile duct carcinoma usually develops
through a multistep process involving one
of two separate precursor pathways. The
initial lesion is flat biliary dysplasia
(biliary intraepithelial neoplasia) found in
both the intra-and extrahepatic biliary tree
and graded in severity as 1 (mild
dysplasia), 2 (moderate dysplasia), or 3
(severe dysplasia/carcinoma in situ)®.

A less common variant of bile duct
carcinoma is the intraductal papillary
neoplasm characterized by exophytic
proliferation of biliary epithelium on
fibrovascular stalks within the bile duct
lumen, sometimes associated with mucin
hypersecretion and cystic dilatation of the
affected bile ducts’. These tumors can be
entirely intraductal or they can have an
associated invasive carcinoma component,
and although many different terms have
been used for this spectrum of neoplasms,
recently they have been collectively
termed BT-IPMN.

In the present study, 12% of resected bile
duct carcinomas met the pathologic
definition of BT-IPMN®. Previous reports

Cumhuriyet Medical Journal



found the incidence of BT-IPMN among
all bile duct carcinomas to range from 7%
to 38%" '°.

The most important factors in the etiology
of intraductal papillary neoplasia are stone,
infection, pancreatic injury, and biliary
hyperplasia on the base® 12,

According to previous reports BT-IPMN
has been characterized clinically by
common  presenting  symptoms  of
abdominal discomfort, jaundice,
macroscopic mucin hypersecretion and
elevated pre-operative levels of serum total
bilirubin and alkaline phosphatase® * *.
our patient had only pain and sensitivity on
the epigastrium and right upper quadrant of
his abdomen.

BT-IPMN is subdivided on the basis of
histology and mucin gene protein (MUCL,
MUC2, and MUCS5) expression into two to
four subtypes; columnar and cuboidal
types™*; pancreatobiliary, intestinal, and/or
gastric, and/or oncocytic types'® > 1.

Accumulated radiologic and endoscopic
information on BT-IPMN makes a
diagnosis not so difficult. Specific findings
of CT or US and cholangiograms, such as
marked biliary dilatation and amorphous
filling defects within the dilated bile ducts,
could raise suspicion and simultaneous
endoscopic demonstration of mucobilia is
specific for the diagnosis of BT-IPMN® "
8 After radiologic findings, we could
highly suspect BT-IPMN and then ERCP
and endoscopic sphincterotomy performed
and the distal common bile duct brush
cytology taken for biopsy. Biopsy of the
lesion was IPMN with high grade
dysplasia (intraductal papillary mucinous
carcinoma in-situ). Because BT-IPMN is
considered to have a favorable prognosis

after complete surgical resection, an
aggressive  surgery deserves to be
recommended regardless of tumor size and
extent* .

In conclusion; a very less common variant
of bile duct carcinoma is the intraductal
papillary neoplasm. Papillary
cholangiocarcinoma is believed to show a
better prognosis if early detected. So that it
is important to make a precise diagnosis of
BT-IPMN and to perform complete
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surgical resection. We herein report a case
of an extra-hepatic duct papillary
mucinous cholangiocarcinoma successfully
treated by resection of the extra-hepatic
bile duct with Roux-en-Y
hepaticojejunostomy.

Dilatation and intraluminal

Figure 1.
hypoechoic lesion of the extrahepatic bile
duct which was detected
ultrasonography.

in abdominal

Figure 2. Abdominal tomography revealed
marked dilatation of extra-hepatic bile duct
and polypoid intraluminal mass in the distal
extrahepatic bile duct.

Figure 3. High power view of mucinous cells.

(Slide is prepared from the resection

specimen), (H&E 40X).
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Figure 4. Papillary projection lined by tall,

columnar mucinous epithelium (slide is
prapered from the biyopsi specimen), (H&E

10X).
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