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It is known that patients with mitochondrial disease often present with central retinal
dystrophy. To investigate the disease mechanism, the authors utilized iPS cells derived from
patients with the mitochondrial disease, MELAS (MELAS-iPSCs). Live cell imaging of MELAS-iPSCs
showed that inhibition of glucose uptake by 2-DG causes cell death in MELAS iPSCs, which is
partially rescued by taurine administration. Also, Metabolomic analysis and gene expression
analysis by RNA sequencing revealed that oxidative stress is involved in these processes. Here
we showed that our screening system is valuable to identify the potential drugs effective for
MELAS disease. In this process, we are going to investigate the rescue mechanisms by these
drugs.




