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Characteristics of induced pluripotent stem cells from clinically divergent
female monozygotic twins with Danon disease.
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We successfully established two sets of induced pluripotent stem cell(iPSC)
lines and iPSC derived cardiomyocyte(iPSC-CMs) subsegently, that expressed either wild-type or
mutant LAMP2 allele from female with danon disease, of which only the populations expressing mutant
LAMP2 showed autophagic failure. By means of androgen receptor methylation assays, we revealed that

the XCI patterns of the iPSCs elucidate the LAMP2 expression and subsequent in vitro phenotype. The
in vitro characteristics of generated iPSCs and iPSC-CMs did not rely on the clinical phenotype.
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Generation of disease specific i1PSC-derived cardiomyocyte and investigation of their

characteristics: study with clinically divergent female monozygotic twins with Danon
disease.
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Female iPS Cells Which Well Modeled “ X-linked” Danon Disease Lose Their
Characteristics in Association with Culture Periods
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