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[Abstract]  Wilson disease (WD), also known as hepatolenticular degeneration, is an autosomal
recessive inherited disorder of copper metabolism that primarily affects the liver, brain, and other organs.
The diagnostic criteria include clinical features, biochemical tests (plasma ceruloplasmin, 24-hour urinary
copper, liver copper content), and molecular genetic analysis. The Leipzig scoring system, supplemented
by the use of exchangeable copper, is recommended for diagnosis. Pharmacotherapy mainly includes
chelating agents (such as penicillamine and trientine) and zinc salts. Chelating agent therapy is
recommended only for patients with severe liver disease. Patient monitoring is primarily based on clinical
symptoms, liver biochemical indices, and copper metabolism parameters (such as 24-hour urinary copper
and exchangeable copper) to identify poor adherence as well as over-treatment or under-treatment
situations. The diagnosis and treatment of acute liver failure with WD is extremely challenging, as the
diagnosis is difficult and medical treatment cannot save life. The role of liver transplantation has been
clearly recognized in the treatment of acute liver failure with WD, and it may also be considered in cases
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with neurological involvement.
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