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Elucidation of pathoetiology of porphyria by using a mouse model
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Coproporphyrinogen oxidase

Pathological and molecular genetic analysis of mice with a hypomorphic
mutation in the coproporphyrinogen oxidase gene revealed that this mouse develops a pathological
condition in the liver similar to that of human hereditary porphyria patients. It was also clarified

that aggregation of proteins and the enhanced endoplasmic reticulum stress response caused by
exgessively accumulated coproporphyrin in cells underlie the pathological condition and cataracts of
the mice.
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