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Novel mechanism of disordered protein clearance through actin filament.
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SOD1 or superoxide dismutase 1 is one of the major incident of ALS (Amyotrophic
Lateral Sclerosis). Genetically mutated SOD1 causes its protein aggregation specifically in neuron and
eventually induces cell death. Detail in molecular mechanisms, however, in cell death induced by SOD1
aggregation. Biochemical and morphological analysis of interaction of aggregated SOD1 and actin and its
motor protein Myosinlb was performed.

Overexpression of Myosinlb with mutant SOD1 in cultured cells revealed that mutated SOD1, which generally
forms inclusion body (called aggressome), dispersed in whole cytoplasm. Furthermore, biochemical analysis
indicated that ratio of aggregated SOD1 was decreased by the overexpression. These result suggest that
Myosinlb participates the clearance of aggregated mutant SOD1 through intracellular degradation

mechanism.
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