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DISCUSSION

* Four histologic types of IPNB have been described including
pancreatobiliary, intestinal, gastric foveolar and oncocytic.
There are two general categories of IPNB based on histologic
similarities to their pancreatic counterpart. Type 1 shares
many features with pancreatic IPMN. It develops in the
intrahepatic bile ducts and is characterized by villous
architecture, thin fibrovascular cores and frequent mucin
production. Type 2 develops in the extrahepatic bile ducts and
has complex papillary, polypoid, tubular, solid or cribriform
intraductal structures. IPNB is considered premalignant.

INTRODUCTION

* |ntraductal papillary neoplasm of bile duct (IPNB) is an
uncommon premalignhant biliary precursor lesion to
intrahepatic cholangiocarcinoma (ICC).

 [PNB can be associated with intraductal papillary mucinous
neoplasm (IPMN) of the pancreas.

* Von Meyenburg complexes (VMCs) have a strong
association with hepatic fibro-polycystic liver disease.

The association of all these rare entities has not been
described, thus lending to the singularity of this case.

CASE ABSTRACT

* VMCs are thought to be a part of embryonic ductal plate

A 69-year-old-male was referred for a 2-month history of right malformation. Though largely innocuous, there has been a

upper abdominal pain and 10-lb weight loss. strong association with hepatic fibro-polycystic liver disease
Fig 1a. Dilated left and in rare instances histological transformation to ICC.

* CT showed left intrahepatic biliary ductal dilation and intrahepatic bile ducts with

scattered small hepatic cysts. ERCP showed dilated left an abrupt cut off of the left * Prior case reports have tied IPNB to pancreatic IPMN, but this

intrahepatic bile ducts with suboptimal brushings. hepatic duct. is the first case that associates IPNB, pancreatic IPMN, VMCs
e MRI/CP (Figla) revealed dilated left intrahepatic bile ducts and cystic lesions of the liver and kidneys all together. We

with an abrupt cut off of the left hepatic duct and a subtle Fig 1b. IPMN pancreas. speculate there could be an underlying common pathological

pathway that all these entities share.
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area of enhancement concerning for an obstructive
malignancy.

* Multiple small side branch pancreatic IPMNs and many renal
cysts were noted (Figlb).

* Due to concern for malignancy, a left hepatectomy was
performed (Figlc). Intraoperatively, multiple cystic lesions
were noted throughout the liver.

Fig 1c. Left hepatectomy
showing tumor.

Pathology revealed mucinous intestinal type IPNB with METRIC
multiple VMCs. Tumor likely arose from a predisposing
condition because of multiple VMCs, suggestive of fibro-
polycystic liver disease in the non-involved liver. Patient did
well post operatively.
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