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Pulmonary arterial hypertension (PAH) is a poor prognostic condition in children.
We investigated the involvement and the impact of endothelium-derived hyerpolarizing factor (EDHF) in the
pathological progression. EDHF-dependent vasodilation in PAH rat induced by monocrotaline or hypoxia was
significantly lower than in control rats. The expression of KCa3.1 and KCa2.3 of endothelial cells and
KCal.l of smooth muscle cells were significantly reduced. These data suggest that EDHF-dependent

pulmonary vasodilation is suppressed iIn PAH. Futhermore, the signal transduction of EDHF would have great
impact on the treatment of PAH.
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