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HZesERE4R (FEX) Generation of iPS Cells from human fibroblast with Pompe Disease
and Pathological Analysis of the iPS Cells
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The Pompe disease is a one of the lysosomal storage disorders. It is caused by an
accumulation of glycogen in the lysosome due to deficiency of the lysosomal acid
alpha-glucosidase (GAA) enzyme. To reveal pathogenesis of Pompe disease, I generated
Pompe disease patient-specific iPS cells GPSCs) from the patient skin fibroblast. The
Pompe-1PSCs were positive-staining using PAS analysis compared to wild-type 1iPSCs.
Transmission Electron Microscope analysis indicated that the Pompe-iPSCs exhibited
glycogen granule in the cytosol. Pompe-iPSCs treated with GAA, showed that those
granules were decreased depended on GAA concentrations in the cell.
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