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Pulmonary Arterial Hypertension (PAH), a disease that a scant 2 decades ago carried a terrible prognosis without lung or heart-lung transplantation, has been transformed into a manageable disease with the advent of approved therapies.  These therapies evolved as the pathophysiological finding associated with the disease were discovered.   Prostanoids, initially with epoprostenol (prostacyclin), as patients with PAH were found to have low levels of this important endogenous vasodilator.  Subsequently other longer acting and heat stable forms were developed and then tested by oral, inhaled, sub-cutaneous, and intravenous routes.  Subsequently, again based on targeting increasing nitric oxide, or blocking the vasoconstricting effects of endothelin, endothelin receptor blockers (ERAs, including bosentan and ambrisentan) and then phosphodiesterase-5 inhibitors (sildenafil, tadalafil) underwent successful clinical trials and were approved.  Such approved therapies have made PAH a disease for which transplantation is a much less common occurrence in an individual patient’s course of therapy. 

