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A case of Primary sclerosing Cholangitis with factous of Autoimmune Hepatitis in Childhood

*'Division of Gastroenterology Medicine, National Center for Child Health and Development
*?Division of Interdisciplinary Medicine, National Center for Child Health and Development

**Division of Pathology, National Center for Child Health and Development

Toshihiko KAKIUCHI*', Katsuhiro ARAT*', Sachi KOINUMA*', Hirotaka SHIMIZU™',
Tadahiro YANAGI*', Umefumi IGUCHI*?, Atsuko NAKAGAWA™*?, Akira MATSUT*'*

A 7-year-old Japanese female was diagnosed to have autoimmune hepatitis (AIH) complicated with Crohn’s disease. However, Her condition was
resistant to corticosteroids, and endoscopic retrograde cholangiopancreatography (ERCP) revealed specific finding to primary sclerosing cholangitis
(PSC). Ursodeoxycholic acid improved her liver dysfunction, although corticosteroids was not effective.

This case was diagnosed to have AIH based on criteria for diagnosis of AIH, however, the presence of irregularity and narrowing of intrahepatic bile
duct on ERCP lead to the diagnosis of PSC.

There are a few cases of autoimmune liver disorder which cannot be diagnosed as AIH or PSC. There is not a diagnostic criteria of overlap syndrome
of AIH and PSC. Some cases of overlap syndrome are reported to be resposed to b coricosteroids, further accumulation and evaluation of overlap syn-

drome cases need to understand of the condition, and would eventually lead to better classification as well as better selection of management.
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