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Pathological analysis using 1PSCs derived from autosomal dominant optic
neuropathy patients

Kobayashi, Wataru
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We established iPSCs from the skin of a patient with autosomal dominant
optic atrophy (ADOA) who had an OPAl mutation. The iPSCs were induced to differentiate into
artificial three-dimensional retinal organoids using a differentiation induction method with minor
modifications to a previous report. Immunostaining for Poud4f2, a retinal ganglion cell marker, was
performed in the 3D retinal organoids on the 40th day of differentiation, and there was no
significant difference in the number of PoudF2-positive cells between the ADOA group and the normal
group. The number of mitochondria in the neurites of isolated retinal ganglion cells was
significantly decreased in the ADOA group. It is likely that abnormal mitochondrial function is
responsible for neural atrophy.
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