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The mechanism of actin metabolism abnormality in a hereditary small vessel
disease and development of novel treatment

Yamamoto, Yumi
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We have established a technique to differentiate iPS cells into mural cells
(iPSMCs). We differentiated iPS cells from patients with hereditary small vessel disease, CADASIL
into iPSMCs and compared their properties with controls. The CADASIL iPSMCs showed increased
expression of PDGFRbeta and promoted migration, which were suggested to be closely involved in
CADASIL pathogenesis. The knockdown of mutant NOTCH3 and/or PDGFRbeta significantly suppressed the
promoted migration in CADASIL iPSMCs. These genes may be ideal targets for novel treatment of
CADASIL.
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