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Fig. 1. Abdominal ultrasono-
\ gram shows two cysts upto 23

mm of diameter in the right
kidney.

Fig. 2. Liver wedge biopsy
showing several hepatic nodules
surrounded by thick fibrous
B band. Marked proliferation of
%% bile ductules is seen in the fi-
"% brous band.
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Fig. 3. Higher magnification of
Fig. 2.

Marked proliferation of hile
ductules and mild lymphocytic
infiltration are present,
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Congenital Hepatic Fibrosis
— A case report —
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Congenital hepatic fibrosis is an uncommon disease of

children and voung adults with two major risks: gastro-
intestinal hemorrhage caused by portal hypertension,
and cholangitis related to bacterial infection of dilated
intrahepatic bile ducts.

It is characterized by stony hard hepatomegaly and
portal hypertension with rather well preserved hepatic
function and architecture, and frequent association of
the renal lesions.

We have recently experienced a case of congenital
hepatic fibrosis in a 24 year-old Korean male. The chief
complaint was hematemesis from esophageal varices

There were marked hepatosplenomegaly, mild pan-
evtopenia and the liver function test was within normal
limits. Ultrasonography revealed hepatosplenomegaly,
engorgement and dilatation of portal and splenic veins
and multiple cysts of both kidneys.
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