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Congenital Hepatic Fibrosis
—A case report—

In Sook Lim, M.D., Hwan Shik Chang* M.D., Hye Jae Cho, M.D.,
In Ki Paik, M.D. Hyuk Sang Lee* M.D. and [llhyang Ko, M.D.

Department of Pathology and Surgery*, Inje Medical College, Paik Hospital, Seoul

Congenital hepatic fibrosis is an unusual congenital disorder of the liver, manifestating a
heredofamilial tendency and presenting within the first two decades of life. Congenital hepatic
fibrosis is characterized by a generalized portal and interlobular fibrosis of the liver accompanied
by bile duct hyperplsia.

The intrahepatic portal involvement results in presinusoidal block with signs of portal
hypertension and bleeding from esophagel varices. Although the lobular architecture of the
liver may appear distorted, the hepatocytes are not affected.

Liver function is normal, except in c&ses in which superimposed liver pathology may causes
minor functional abnormalities. In some autosomal recessive manner and it was particularly
in these cases that they found evidence of polycystic disease of the kidney. Ina study of the
prelographic findings Kerr et al®, drew attention to the similarities to medullary sponge
kidney. Death has occured in 50 percent of the patients, mainly from uremia or massive
variceal bleeding. The survivors have no or minor symptoms. The patients with portal
hypertension due to congenital hepatic fibrosis are ideal candidates for portosvstemic shunt.
We have recently experienced a case of congenital hepatic fibrosis in 14 year old Korean
male child. The patient's chief complaint was repeated hematemesis from esophageal varicies
in recent vears.

There are marked hepato-splenomegaly and mild anemia but routine CEC and liver function
test were within normal limits. Hassab precedure{gastro-esophageal decongestion with splene-
ctomy) and liver wedge biopsy were performed.

The spleen weighed 720 gms and showed marked congestion of red pulp.

The liver waz extremely firm and enlasged.

The microscopic findings are characterized by wide and generalized portal and interlobular
fibrosis with bile duct hyperplasia, but no evidence of previousliver cell necrosis was
observed.

The patient was discharged in improved condition and has no recurrent hematemesis.
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Diagram illustrating the spectrum of diseases associated with congenital hepatic fibrosis and the
possible relationship with Caroli's diseaset®
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Table 1. Differential diagnosis of congenital hepatic fibrosis anb cirrhosis'™® 28,22

Feature Cirrhosis

Congenital Hepatic Fibrosis
Familia! incidence Uncommon S0%
Clinical course Progressive Protracted ) .
Porial hvpertension Common, para-and Over 75%. presinusoidal
postsinusoidal o .
Hepatomegaly H5 9% Nearly always, initial svmptom in 37%
Hematemesis 31% Over 50%
Terminal hepatic coma 43% Very infrequent
Asgcites, jaundice, edema 48~ 65% . Infrequent
Liver function tests Usually abnormal Usually normal
Liver consistency Firm Extremely firm
Liver cell necrosis Yes No
Lobular regeneration Yes No
Hepatic fibrosis Yes Yes. mature collagen
Bile duct proliferation Pzeudoductular Mature with microcysts
Intrahepatic cholestasis Veryv frequent Discrete, lr}tradur:ga]
Portal inflammatory infiltrate Frequent Absent or inconspicuous
Portal vein branches May be dilated Small or hypoplastic
Polvcystic kidney No R0% or more

Terminal uremia Uncommon

5% of cases
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Fig. 1. One or several hepatic lobules are surrounded by thick fibrous band.
Marked proliferation of bile duct in the fibrous tissue. (H-E, x40)
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Fig. 2 The widened portal gpace shows semicystically dilated bile ducts and
little or no inflammatory infiltrate. (H-E, =40)
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Fig. 3. Dilated bile ducts contain bile plugs. (H-E, »40)
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Fig. 4. The liver cells are arranged in normal one cell thickness and bile

duct proliferation is more prominent in the periphery of the lobule.
(H-E, x100)
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