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The metabolic liver diseases account for a substantial number of pediatric cases of comolicated and
severe liver disease and a substanfial number of children who require liver transplantation. In recent
vears. ihe avadtabilty of recombinant DNA technoloay. the ceveigoment of franscenic and knockout
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Many highlight the liver's key role in metabolism [1] while glycogen storage diseases and disorders of
fat oxidation highlight its capacity to provide energy required by other tissues. Numerically important
metabolic disorders such as a 1 -antitrypsin deficiency and Wilson's disease are considered elsewhere
(see Chaps. 25 and 23).
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