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To address cellular pathology of PMD more precisely, we have been generating
human induced pluripotent stem cells (hiPSCs) from patients with PMD harboring PLP1 duplication and
a:m to differentiate them into oligodendrocytes to recapitulate the cellular pathology of PMD in

culture.

At this point we have generated hiPSCs from 4 PMD patients. In the early differentiation phase of
OL, we observed increase of reactive oxygen species (ROS) accumulation and a partially depolarized
inner mitochondrial membrane in OLs in a PMD-derived hiPSC line comparison with a normal control.
Also we observed ROS accumulation in oligodendrocyte precursor cells (OPCs). We found abnormalities
of process number and length of OPCs.

These findings suggest that the cellular phenotypes of PMD-derived hiPSCs may occur at early stage
of OL differentiation, which is earlier than previously thought.
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