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Elucidation of pathological threshold in mitochondrial disease patient-derived
iPSC model.
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Mitochondrial myopathy, encephalopathy, lactic acidosis and stroke-like
episodes (MELAS) is one of the most common mitochondrial diseases caused by point mutations in
mitochondrial DNA (mtDNA). We generated iPSCs from a MELAS patient having a G13513A mutation in
mtDNA. To elucidate the relationship between heteroplasmy level and cellular phenotype, the level of

mutant mtDNA in MELAS-iPSC was changed using originally established mtDNA-targeted Platinum TALENS,
which were transported into mitochondria and preferentially cleaved mutant mtDNA. Furthermore, we
tried to analyze these iPSC-derived myocytes and neurons.
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