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Treatment of hypoxaemia/hypoventilation







Treatment with PAH-approved therapies
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RISE-IIP: 

The trial was terminated early on the basis of interim results that

showed increased mortality and increased risk of serious adverse 

events in the riociguat group compared with the placebo
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Task Force 11th Word symposium: 

PH due to Chronic Lung Diseases

• Treatment of PH in COPD and ILD - evidence for appropriate 
benefit to risk ratio of PAH approved drugs?

General
– No established vascular therapy except for LOT in COPD

– Vasodilators may improve cardiac output/PVR at the expense of a 
deterioration of gas exchange

Concerns
– Most if not all studies have failed

– ARTEMIS: Ambrisentan was not effective in treating IPF and may be
associated with an increased risk for disease progression and respiratory
hospitalizations.

– RISE-IIP: The trial was terminated early on the basis of interim results that
showed increased mortality and increased risk of serious adverse events in 
the riociguat group compared with the placebo
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PATHOLOGY

Lung samples from severe PH in the setting of chronic lung disease 

shows pulmonary artery remodeling and pulmonary venous involvements



• Any specific/novel targets for future PH therapy in COPD ?

– Focus on endothelial injury which may underlie both COPD-associated pulmonary arterial 
remodeling and emphysema development (loss of septal capillaries) ?

– Focus on oxidative and nitrosative stress to prevent and reverse these vascular 
abnormalities ?

– Interference with senescence-associated proliferative signaling ?

• Any specific/novel targets for future PH therapy in IPF ?

– Focus on gene sets and networks (gene profiling) related to myofibroblast proliferation 
and vascular remodeling in IPF with versus without major PH

– Focus of “bystander effects” of IPF associated pro-proliferative and pro-scarring mediators 
(TGF-ß, PDGF, FGFs, chemokines, …)

– Focus on a shift of the angiostatic-angiogenetic balance (VEGF, endothelial progenitor 
cells, …)

– Consider combination of drugs approved for PAH and IPF ?
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