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Functional analysis of the proteases in mitochondrial matrix.
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Dysfunctional protein quality control in mitochondria is emerging as a key
pathogenic mechanism for aging and various diseases. Consistent with an important role in
maintaining mitochondrial protein quality control, inherited mutations in proteases and chaperons in

mitochondria matrix are associated with various diseases Lon, m-AAA and CIpXP are ATP-dependent
proteases that contribute to the degradation of all mitochondrial matrix proteins. As well as their
proteolytic role for impaired protein, these proteases contribute for highly regulated proteolytic
reactions that are important in mitochondrial function. We describe here the functional analysis of
the proteases localized in the mitochondrial matrix.
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