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In this study, we demonstrated the early pathogenesis of Duchenne muscular dystrop

hy (DMD) using patient-derived iPS cells. DMD-muscles differentiated from DMD-iPSCs exhibited similar gene
expression profile and similar maturity as control iPSC-derived muscles, and no differentiation delay was

observed in DMD-muscles. When DMD-muscles were exposed to electric stimulation, higher intracellular Ca2+

influx was observed in DMD-muscles than control-muscles. Larger cell damage was observed in DMD-muscles t

han control-muscles through overloading Ca2+ by ionomycin. Since these phenotype could be ameliorated by r
estored dystrophin expression by exon skip technics, we conclude that excessive Ca2+ influx is the trigger
for the early pathogenesis of DMD caused by absence of dystrophin. According to our findings, we are goin

g to develop new drugs targeting excessive Ca2+ influx by analyzing the mechanism which is caused by absen

ce of dystrophin.
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Modeling Duchenne muscular dystrophy
by patient-derived iPS cells.
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