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iPS QT

Elucidation of the patho?hysiology and etiology of congenital long QT syndrome
type 6 by myocardial cell screening and iPS technology
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In this study, we aimed to elucidate the etiology and pathophysiology of
congenital long QT syndrome type 6 (LQTS6). Using patient-derived disease iPS cells, we succeeded in
establishing a cell line in which sinus node pacemaker cells and ventricular cells having the same
MiRP1 gene mutation as the patient can be individually visualized by fluorescent proteins. The
fractionated cardiomyocytes showed the specific maker expression and electrophysiological
characteristics of sinus node pacemakers or ventricular muscle cells. Although we have not reached a

detailed analysis of the etiology and pathophysiology, we would like to proceed with the
elucidation of the pathophysiology because cardiomyocyte with the same property of patient can be
prepared by using the established LQTS6 iPS cell. At the same time, we have succeeded in improving
the method for inducing myocardial differentiation and developing a new visualization-selective
collection method for sinus node pacemaker cells.
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