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Abstract: Mutation of the polycystic kidney and hepatic disease gene 1 (PA#DI) was identified as the cause of

autosomal recessive polycystic kidney disease (ARPKD), which is characterized typically by massive enlarge—

ment of fluid—filled renal cysts. However, the precise mechanisms by which PAZDI functions on the pathogen—

esis of ARPKD remain unclear. In this article we will give an overview on the basic information about recent

progresses of PKHDI and summarize the possible role of defects of PKHDI on the pathogenesis of ARPKD.
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