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A mechanism regulating the copper acquisition by intracellular proteins
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Copper ion is essential to various physiologies. Most of the copper ions in our
bodies exist as the protein-bound form and function as active sites for enzymatic reactions. Also, the
level of copper ions in our bodies is strictly controlled, and even slight deviation of the copper ions
in physiological conditions will lead to pathological conditions and sometimes fatal diseases. Here, we
investigated the mechanism regulating the acquisition of copger ions by intracellular proteins and also
examined the molecular pathomechanism of the disease caused by the mis-regulation of copper metabolism in
the cell. More precisely, we have noted the activation mechanism of Cu,Zn-superoxide dismutase (SOD1),
which requires a copper ion for its enzymatic activity. Also, conformational changes of SOD1 upon
dissociation of metal ions have been examined and discussed in relation to the pathogenesis of

amyotrophic lateral sclerosis.
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