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PATHOPHYSIOLOGY, DIAGNOSIS AND TREATMENT OF
AUTOIMMUNE LIVER DISEASES

Hiromi ISHIBASHI

Abstract Autoimmune liver diseases include autoimmune hepatitis (ATH), primary biliary cirrhosis
(PBC), primary sclerosing cholangitis (PSC) and autoimmune cholangitis (AIC). Hepatocytes are the
main target in AIH, while interlobular small bile ducts and intra-or extra-hepatic medium-sized to
large-sized biliary ducts are the target in PBC and PSC, respectively. Though AIC was proposed as a
new disease entity with anti-mitochondrial antibody negative, anti-nuclear antibody positive cholestatic
liver disease, it is assumed that AIC is a sublype of PBC at present. The majority of patients with ATH
respond well to corticosteroid therapy, and the prognosis of the patients is good as long as they are
properly treated. Most PBC cases are asymptomatic, but 20% to 30% of cases progress gradually and
develop to cirrhosis. Corticosteroid is contraindicated in PBC.

Different from AIH and PBC which are predominant in middle-aged women, PSC is predominant
in young to middle-aged men and the rate of progressing to cholestatic cirrhosis is high. Specific
therapy is not available at present for all these diseases, and liver transplantation is a good choice of
treatment when the patient develops cirrhosis.

(Key Words : autoimmune liver disease, autoimmune hepatitis, primary biliary cirrhosis, primary
sclerosing cholangitis)
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