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Since the first description of pulmonary vascular disor-
ders by Ernst von Romberg in 1891, decades of re-
search have led to progresses in the pathogenetic 
 understanding, clinical classification and therapy of 
pulmonary hypertension (PH) [1]. Milestones of the 
early PH-research epoch were the introduction of right 
heart catheterisation by Werner Forssmann 1926, the 
first World Health Organization (WHO) meeting on PH 
in Geneva 1973 (where PH was classified into primary 
and secondary, with primary PH distinguishing 
 between “arterial-plexiform”, “veno-occlusive” and 
“thromboembolic” forms) and the first randomised con-
trolled trial showing the efficacy of intravenous prosta-
noids in the treatment of “primary” PH [2]. Now, more 
than a dozen different medical therapies are available 
to treat pulmonary arterial hypertension (PAH) [3], a 
surgical technique has been developed, which poten-
tially cures chronic thromboembolic PH (CTEPH) [4] 
and survival has improved according to registries [5, 6]. 
We are  looking back on five WHO meetings on pulmo-
nary vascular disorders, with the most recent one held 
in Nice 2013, which have summarised the pathogenetic 
understanding, have continuously updated the classifi-
cation according to current knowledge and have pro-
vided comprehensive overviews of therapies, resulting 
in treatment guidelines [3, 7–10]. This edition of «Car-
diovascular Medicine» is meant to provide a compre-
hensive overview for cardiologists, internists and other 
specialists. The special issue covers the most important 
aspects of the pathogenesis, classification and treat-
ment of PH, with special emphasis on the current 
 medical treatment options for PAH group I and the 
management of CTEPH. A special article is dedicated 
to the most common forms of PH, namely PH associ-
ated with left heart disease and with chronic lung dis-
ease. Targeted therapies for the pulmonary vascular 
aspect of these diseases are still missing. As exertional 
dyspnoea and fatigue, the early PH symptoms, gradu-
ally develop, many patients may delay seeking help for 
months or even years, and caregivers often do not con-
sider PH  until the disease is progressed and investiga-
tions reveal signs of right heart failure. Thus, we hope 
that with these review articles we can sensitise practis-
ing cardiologists and other physicians to the PH dis-
ease spectrum in order to get the disease diagnosed as 
early as possible and patients referred to specialist cen-
tres where they will be classified and treated according 
to highest standards and enrolled into clinical trials to 
further advance the PH field. 
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