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An update on the management of Alagille syndrome
Natasa Chrysodonta
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Alagille syndrome is an autosomal dominant disorder, also known as arteriohepatic dysplasia Alagille-Watson syndrome, or 
syndromic bile duct paucity. The syndrome expressivity is highly variable but when fully expressed patients have cardiac 

malformations, skeletal and ophthalmological abnormalities in conjunction with cholestasis and bile duct paucity. It has been 
identified that the multisystem involvement is due to defects in the Notch signaling pathway, with the main mutation identified 
in JAG1. Despite relative good prognosis, mortality by the age of 20 years reaches 70%. The major contributor to the previous 
is the complex congenital heart disease in addition to the hepatic pathology in these patients. This emphasizes the need for 
early and appropriate treatment in this population. This review examines the evidence surrounding the management of this 
syndrome, primarily from a cardiovascular perspective.
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