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A Case of Congenital Hepatic Fibrosis Presented
with Recurrent Acute Cholangitis

Shin Young Lee, M.D., Hye Jin Joo, M.D., Young Shim Cho, M.D., Won Joong Jeon, M.D.,
Hee Bok Chae, M.D., Seon Mee Park, M.D., Sei Jin Youn, M.D., and Rohyun Sung, M.D.*

Departments of Internal Medicine and Pathology*, Chungbuk National University
College of Medicine and Medical Research Institute, Cheongju, Korea

Acute cholangitis usually develops in congenital hepatic fibrosis (CHF), accompanied by cystic dilated bile ducts.

However, it can also develop in simple CHF and may lead to critical course. A 30-year old man presented with

recurrent acute cholangitis without bile duct dilatation. He visited the hospital for febrile sense and abdominal

pain in the right upper quadrant. He had been admitted several times for hepatosplenomegaly and cholangitis

since childhood and received a liver biopsy 15 years ago. Abdominal computed tomography (CT) and endoscopic

retrograde cholangiopancreatography (ERCP) revealed hepatosplenomegaly and a mildly dilated bile duct without

stones or biliary cysts. His condition improved after conservative treatment. However, during a two-month follow

up period, the patient experienced three episodes of acute cholangitis. A liver biopsy was performed and showed

periportal fibrosis and intrahepatic ductular dysplasia, characteristics of congenital hepatic fibrosis. The periportal

fibrosis and the infiltration of inflammatory cells were aggravated compared to 15 years ago. There was no evi-

dence of hepatic cirrhosis. He was diagnosed with congenital hepatic fibrosis with recurrent acute cholangitis

without intrahepatic duct dilatation, and conservatively treated with antibiotics. (Korean J Gastroenterol 2009;54:

404-408)
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Fig. 1. Abdominal CT scan find-
ing (A, axial scan; B, coronal
multiplanar reformation). It sho-
wed diffuse hepatic enlargement,
splenomegaly, and mild focal in-
trahepatic bile duct dilatation (ar-
TOW).



406 The Korean Journal of Gastroenterology: Vol. 54, No. 6, 2009

Fig. 2. Endoscopic retrograde cholangiopancreatography findings.
It demonstrated normal papilla (A), mild dilatation of extra-
hepatic bile duct (B) and minimal irregularities of the intra-
hepatic bile ducts in the left lobe (C, arrow).
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Fig. 3. (A) The liver biopsy showed marked portal fibrosis con-
taining many anastomosing ducts without regenerative nodule for-
mation of the adjacent hepatocytes (H&E, x200). (B) Some por-
tal tracts exhibited fibrosis, anastomosing ducts, and ductal neu-
trophilic infiltration (H&E, %200). (C) The liver biopsy taken 15
years ago demonstrated extensive portal fibrosis containing many
dilated anastomosing ducts (H&E, x200).
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