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We successfully established iPSCs from MELAS- fibroblasts. MELAS is one of the
most common mitochondrial disease and there are no effective ways to cure the disease at the moment.
MELAS-iPSC lines ranged from 3.6% to 99.4% of m.3243A>G heteroplasmy levels. The enzymatic activities of
mitochondrial respiratory complexes indicated that MELAS-iPSC-derived fibroblasts with high heteroplasmy
levels showed a deficienc¥ of complex | activity but MELAS-iPSC-derived fibroblasts with low heteroplasmy
levels showed normal complex | activity. Our data indicate that MELAS-iPSCs can be models for MELAS but
we should carefully select MELAS-iPSCs with appropriate heteroplasmy levels and respiratory functions for
mitochondrial disease modeling.
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