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Intraductal papillary neoplasm of the bile duct

Key words: Cystic lesions of the liver. Cystoadenocarcinoma. 
Intraductal papillary lesions of the bile duct. Communication 
with the bile duct. Caroli’s disease. 

Dear Editor,

Cystadenocarcinoma of the liver is an exceptional tumor that, 
along with cystadenoma, represents less than 5% of cystic tumors 
of the liver (1).

Case report

A 67 year-old-men, with personal history of left hemifacial 
spasm, suffered from abdominal pain in the epigastric and right 
upper quadrant as well as fever and coluria over the last four years. 
The physical examination revealed upper quadrant pain with a 
negative Murphy, and a slight increase in transaminase in the 
blood test. In the ultrasound, a 4 cm cyst at the hepatic hilum was 
observed. A CT scan of the abdomen revealed a dilation of the 
bile duct with a hypodense lesion in the hepatic hilum. The MRI 
showed a polylobulated cyst of 6 cm of diameter compressing the 
intrahepatic bile duct (Fig. 1A), without wall enhancement after 
intravenous contrast (Fig. 1B).

Due to episodes of cholangitis, the patient was diagnosed 
with Caroli’s disease. Exploratory laparotomy was performed, 
revealing an intrahepatic cystic tumor in segments IV-III, which 
after intraoperative choliangiography showed communication 
with the main bile duct. A regulated left hepatectomy and 

cholecystectomy was performed with a favorable postopera-
tive evolution.

The histology showed a lesion consisting of multiple fibrous-
wall cysts, lined with mucosecretor epithelium with flat areas, 
papillary projections, cytologic atypia, and a solid nodule with 
focal infiltration of the cyst wall, reaching neither the liver paren-
chyma nor the surgical margins (Fig. 2). There was no evidence 
of ovarian stroma. All of this was compatible with a diagnosis 
of biliary cystadenocarcinoma.

Five years later, the patient was asymptomatic with no radio-
logical signs of recurrence.

Discussion

Cystadenocarcinoma is a biliary cystic neoplasm with an inci-
dence of 0.4 % (2,3), formed by biliary epithelia with cellular 

Fig. 1. Magnetic nuclear resonance. A. Without contrast. A cystic lesion 
of 6 cm diameter can be observed. It is polylobulated at the level of the 
hepatic hilum, displacing both the right and left branches of the bile 
duct as well as the common hepatic duct. B. With contrast. The tumor 
does not have wall enhancement.
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component (9). The presence of ovarian stroma is characteristic 
of MCN. however, cases such as ours are considered as intra-
ductal papillary neoplasms of the bile duct (IPN-B) because there 
is communication with the bile duct and there is no ovarian-like 
stroma (8-10).

Radical resection offers the best results in terms of rate of 
recurrence and survival (1,4). lauffer recommends hepatic resec-
tion for any multilocular cystic lesion (5). our patient benefited 
from radical surgery. Neither chemotherapy nor radiotherapy are 
effective adjuvant therapies (4).

Differential diagnosis among the rest of the cystic lesions is 
complex, requiring a high degree of suspicion, and confirmation 
after histological study. We consider this case relevant because 
of its described peculiarities that highlight the new classification 
and the importance of radical surgery for the patient’s prognosis.
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atypia, papillary projections and, in some cases, invasive growth 
(1,4). Its etiology is unknown, but it could derive from ectopic 
embryonic remains of the bile ducts, a cystadenoma, ectopic 
ovarian tissue or intrahepatic congenital malformations (5). on 
the other hand, Caroli’s disease consists of cystic dilations of the 
intrahepatic biliary ducts (6).

They are classically divided into two subgroups based on 
whether or not ovarian stroma is present. The first are more 
frequent, common in women and with a better prognosis. The 
second appear in both sexes, are more aggressive, and have a 
poorer prognosis.

Cases with communication with the bile duct are exceptional. 
It is not clear if tumors with or without communication with 
the bile ducts could be indicative of two different tumors or 
two clinical manifestations of the same tumor. In the pancreas, 
they are considered as two types of tumors: Mucinous cystic 
tumors, which occur in females, do not have communication 
with the pancreatic duct, and present with ovarian-like stroma, 
and intraductal papillary mucinous neoplasms (IPMN), which 
occur in both sexes and communicate with the pancreatic duct 
(7). Zen et al. concluded that the term cystadenoma/cystadeno-
carcinoma should be restricted to true cystic tumors of the liver 
with ovarian-like stroma (8). Currently, cases of ovarian stroma 
without communication with the bile ducts are called mucinous 
cystic neoplasms (MCN), classified by their degree of atypia as 
low, moderate or high in non-invasive cases, and in MCN cases 
with associated invasive carcinoma when there is an invasive 

Fig. 2. Microscopic study of the lesion. A. Cyst wall, lined with 
epithelium with small papillary projections and fibrous stroma with some 
inflammatory cells (hematoxylin-eosin 4X). B. Areas with mild cytologic 
atypia (hematoxylin-eosin 40X). C. More complex papillary projections 
with images of stroma infiltration, with solid and pseudoglandular areas 
(hematoxylin-eosin 4X). D. Cells with obvious atypia, with irregular nuclei 
and large nucleoli (hematoxylin-eosin 40X).


