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Abstract

BACKGROUND

Congenital hepatic fibrosis (CHF) is a rare autosomal recessive disorder characterized
by variable degrees of periportal fibrosis and malformation of bile ducts. CHF is

generally accompanied by a variety of conditions or syndromes with other organ
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involvement.
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Dec 01, 1965 - CONGENITAL hepatic fibrosis is a rare cause of intrahepatic portal hypertension in
children or young adulis. Hepatic function is well preserved, as in extrahepatic obstruction, making
these patients acceptable candidates for surgical decompression of their portal hypertension. Two such
siblings, each having congenital hepatic fibrosis, a boy ...
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A liver biopsy demonstrated congenital hepatic fibrosis. Four years later at the age of 26 he was
readmitted, having had five episodes of haematemesis and melaena. Liver function tests were again
normal (Table 1). An oesophagogastrectomy Congenital hepatic fibrosis was performed but the patient
collapsed and died on the second postoperative day.
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Congenital hepatic cysts or congenital hepatic fibrosis is seen in both Persian and Persian-cross
cats as an autosomal dominant trait and in the Swiss Freiberger horse (also called the Franches-
Montagnes horse) as an autosomal recessive trait that can be traced back to one stallion. Both are
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fibrosis would affect resistance in portal veins leading to portal
hypertension.
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developed as a result of the congenital hepatic fibrosis and bile duct dilatation and it was less prominent.
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Congenital hepatic fibrosis, without renal cysts, may be the only feature of CDG type Ib, or
phosphomannose isomerase deficiency (Fig. 9-11). 175, 180 The cases described by Pelletier and
coworkers, 181 also shown by mutational analysis to be due to CDG type Ib, 182 revealed, in addition,
dilation of the crypts of the large intestine (see Fig ...
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Dec 11, 2020 - Cholestasis is a rare but life-threatening complication of congenital syphilis. However,
standard management methods for this disease have not been established. Here, we report a case of
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