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ORAL CHARACTERISTIC OF ALAGILLE SYNDROME - A CASE REPORT

Tae-Wan Kim, Young-Jin Kim*
Department of Pediatric Dentistry, School of Dentistry, Kyungpook National University

Alagille syndrome is an autosomal dominant genetic disorder and occurs in approximately 1 in
100,000 live births. Diagnostic criteria was established by Alagille. It is mainly caused by a muta-
tion in the Jaggedl gene.

Major clinical features of this syndrome are paucity of intrahepatic bile duct with cholestasis,
characteristic facies, cardiac murmur, defects of vertebrae, and embryotoxon. And minor clinical fea-
tures are mental retardation, renal involvement, growth retardation, other skeletal abnormalities, a
high-pitched voice.

The surviving prognosis of Alagille syndrome patients depends on the severity of cardiovescular mal-
formation in the early ages of infant. However, with the increasing years, it depends on the severity of
the liver disease. Cholestasis causes congenital jaundice, malnutrition and growth retardation. Also,
the increase of serum cholesterol level cause xanthoma and pruritus. Even though the severity of these
problems are reduce with age, there is cases where there is no way but liver transplantation.

For oral features of Alagille syndrome patients, green discoloration of entire dentition, induced by
bilirubin infiltration into dentinal tubules, is especially. Also, xanthoma on gingiva and partial hy-
podontia have been reported.

This report is on the oral features of an Alagille syndrome patient who visited to Kyung-Pook
University Hospital.

Key words : Alagill syndrome, Oral characteristics
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