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The drug screening for individuals of Marfan syndrome using the in vitro
vascular cell model made from patient-derived IPS cells
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In Marfan syndrome and related disorders, in which fatal aortic dissection
or rupture of an aortic aneurysm occurs at a young age, only surgical replacement before the onset
of dissection can reliably improve the prognosis. The mode of onset differs from patient to patient,

and the timing and modalities of therapeutic intervention are often difficult to determine. The
diversity of causative gene mutations may be the reason for the differences in the mode of onset
from patient to patient. In this study, we attempted to reproduce the pathogenesis seen in the aorta

(vascular cell model) using a vascular smooth muscle cell culture system derived from peripheral
blood via iPS cells from a Marfan syndrome patient with an FBN1 gene mutation.
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Nature Genetics. An iPS-derived vascular model of Marfan syndrome identifies key

mediators of smooth muscle cell death. Granataet al. (2017).
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