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Overview of the Etiology of Biliary Atresia

Akira Matsui

National Children’ s Medical Center

National Center for Child Health and Development
Tokyo, Japan

Background
Biliary atresia (BA) results from a progressive destruction of the

bile ducts by a necroinflammatory process of unknown cause. This
destructive and sclerosing type of cholangitis affects not only the
extrahepatic but also the intrahepatic bile ducts. The Kasai procedure
(KP) consists of the dissection of the bile duct remnant with surrounding
fibrous tissue in front of the common hepatic artery and portal vein
up to the porta hepatis, and anastomosing the bared area of the porta
hepatis with a side opening in a retrocolic jejunal Roux-en-Y loop.
Although the KP enabled twenty to thirty percent of BA infants to
survive 10 years, the remaining suffer from liver cirrhosis due to the
progressive loss of intrahepatic bile ducts and ultimately need a liver

transplantation.

Epidemiology
The Japanese Biliary Atresia Registry demonstrated that at least half of
the affected infants appear to have produced normal meconium and bile-

pigmented stools before they were found to pass pale-pigmented stools (1).
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