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= Abstract =

Congenital hepatic fibrosis 1s an unusual congenital disorder of the liver of children,
and characterized by hard hepatomegaly, portal hypertension with relative preserva—
tion of the liver function and underlying architecture, and frequent renal involvement
Histologically the liver 1s characterized by portal fibrosis and an increase in portal
ductal structure but the hepatocytes are not affected

We have experienced a case of congenital hepatic fibrosis in 5 year old girl The
patient’'s chief complaints were fever, epigastric pain and abdominal distension.
There are marked hepatomegaly and routine CBC, transaminase and bilirubin were
within normal limits Abdominal ultrasonography and CT scan reveal diffusely cystic
dilatation of the intrahepatic bile ducts and numerous small calculi 1in the both
medullary portion of kidney(nephronophthisis) Liver biopsy was performed The mi-
croscopic findings are characterized that hepatic lobules surrounded by dense fibrous
connective tissue and bile duct hyperplasia, but hepatic parenchyme 1s normal

Congenital hepatic fibrosis was confirmed by liver biopsy and also she had nephron—

ophthisis We present this case with the bnef review of Iiterature

Key Words: Congenital hepatic fibrosis, Nephronophthisis



A4

7})& © x

M =

AHA] 72HA-8=(congenital hepatic fib-
rosis)& &3 3!'35,.9.3 7P‘~°,§‘ T2 4 715

S deI=H
—

€ 5 Ao} oprlel e, £4t 3
AFel A ARG AF 2, Gl 4
22 AF vepun], ool A AR e F
whate} 1961 Kerr ef al(1961) ) 2) ) X3
BRIE s ool e 19799 w3

(1979)°l] 2] Adalollq 25 BaElgla,
olo] ol &+ 1981 AlEE 2(1981)e] K1
7} g e F =5 Bl 9, 1982,
24 9], 1991; %HM 2], 1992)5 3 & 2
golx},

MAE& gl Ao B5s g gl
g Frofoll A Al 7HE) 7ol g A}
A% AR AT 2GR 145 AY
357 ol 23 3 Bshs njolch

3 &

o} w00, 4 1Y, <o}

F4 vk /\19_]__7_1:!_%

719 B 715 Sol a3 gisich

A9 . ol W& A7 AU F 4
AR o) gslem 4 195 Alsh
R s CER DRSS R
G EC NS EERERERRE]
sich,

o8 27 1 14l B4l Belel BAAFE A
£ 39T, b 1323)/8, £85 3631/8, 4
A" 42 140/63 mmHg ¢ it} Fholi= vl

M BEAolgw Fe galeh Y5 A

d-55 19 - 471 -
Holglow] Wikee $e7 ghotm, 5 5l
& Fgelslet BYE ReEagod F5E
s) %3 sgate] oo 2he) $5 5F sl
o4 o 10cm 27) 2 Seksbl] &7 sgie
HAHe %) 7 dsreh(Figure 1) A7) 2
Fe glolon] 178 2% Aol slch

Figure 1

General appearance showing
marked abdominal distension

and hepatomegaly.
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Figure 2. Abdominal ultrasonography (a) several small cystic lesions 1n the peripheral
portion of the right hepatic lobe, suggestive focal dilatation of the peripheral
mtrahepatic bile duct (b) numerous tmy calcification densities n the renal
medulla and mild dilatation of the renal pelvis

Figure 3 CT scan (a) The liver reveals diffusely cystic dilatation of the intrahepatic
bile ducts 1n the both hepatic lobes (b) The both kidneys are enlarged and

dilated tubules are filled with numerous small calculi in the both medullary
portions
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Figure 4. The hepatic lobules are surrounded by dense fibrous connective tissue.,

The biliary ductules 1n the fibrous tissue are increased But the hepatic

parenchyme 1s normal(percutaneous hver biopsy: H&E stain, X 100)
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