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SERIES STUDIES OF HEPATOLENTICULAR DEGENERATION
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Hepatolenticular degeneration Wilson disease is an autosomal recessively inherited

disorder of copper metabolism. Its clinical features, multiple-organ pathological changes,

pathogenesis, clinical and molecular genetics, diagnostic methods and treatment have been

studied by authors since early 1980’s. The central topics of the research were the early

diagnosis of patients and detection of heterozygotes with Wilson’s disease. Much progress has

been achieved, especially in the cultured skin fibroblast model study and gene linkage

analysis,and are discribed in this review collected from our published articles.

Subject headings hepatolenticular degeneration/diagnosis; hepatolenticular degenerati-

on/pathology; hepatolenticular degeneration/metabolism; cultured skin fibroblasts; molecu-

lar biology



