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Investigation of pathophysiology of hereditary pulmonary hypertension using
novel 3D imaging system
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A novel mouse model of pulmonary hﬁpertension was successfully created by
ing out the pulmonary endothelial cell

introducing a BMPR2 missense mutation (p.Tyr247X) and knoc
When this mouse was analyzed by a three-dimensional visualization system, we succeeded in

Pgcla .

three-dimensional visualization of plexiform lesions. In addition, single-cell RNA analysis revealed
multiple specific clusters in endothelial cells, some of which showed increased expression of
factors that respond to DNA damage, suggesting that DNA damage is involved in the background of the

pathology.
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