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New developments in treatments and treatment strategies
for pulmonary hypertension

The two largest congresses in the fields of cardiology and respiratory medi-
cine have taken place recently and it was very encouraging to see that a
number of sessions were dedicated to pulmonary arterial hypertension and
to chronic thrombo-embolic pulmonary hypertension (CTEPH), fea-
turing some of world’s leading experts as speakers or chairpersons. Recent
clinical trials were presented and it is likely that treatment strategies may
change as new insights into the disease were revealed.

Annual congress of the EUROPEAN SOCIETY OF CARDIOLOGY

Significant
Of PAH 09755 has boen made in the i T

Barcelona (Spain) was
the venue for this year’s
ESC annual
which took place from

congress,

August 30 to September
3 and was attended by
30,000 participants from
all over the world. PHA
Europe was represented

Prof. S. Rosenkranz and Prof. M. Humbert both
show a slide at ESC which lists the creation of
patient associations as a factor in progress

of PH in past years

by Pisana Ferrari. As in
past years, there was con-
siderable interest on the
part of the scientific
community for the field of PH, as demonstrated by the six dedicated
scientific sessions and 200 posters. The sessions were extremely well
attended and many had an audience of over 500, with people standing
at the back of the room for lack of seating space. Different aspects of the
disease were analysed in the various sessions, including pathophysiology,
genetics, screening of populations at risk (in particular scleroderma), dia-
gnostic work up, new drugs and future treatment strategies. The clinical
trials leading up to the recent approval of two new drugs were examined
in great detail: Macintentan-Opsimut, a new endothelin receptor antago-
nist (“ERA”), and Riociguat-Adempas, a soluble guanylate cyclase stimu-
lator (“sGC”) which acts on the nitric oxide pathway. There was a lot of
interest for the GRIPHON clinical trial on selixipag, an oral prostacyclin
receptor agonist which targets the prostacyclin pathway. The preliminary
results of the GRIPHON study are extreme-
ly promising and may pave the way to a
new era of oral prostanoids.

There was also much discussion of what
the new ESC/ERS clinical practice gui-
delines for PH, which are due out next
year, will look like, in particular with
regard to the treatment algorithm.
There is much expectation for this and it
is likely that there will be quite a num-

Prof. J-L Vachiéry at ESC speaks of PHA Europe
and its “Call to action” during a PH session
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ber of changes. Importantly for us psycho-social support for patients has
been given a higher grade of recommendation in the “general measu-
res” section. We have been advocating for the recognition of the need
for psycho-social support for a long time, with our “Call to Action”
(presented at the European Parliament in 2012) and the findings of the
International Patient and Carer survey (presented at three key congres-
ses in 2013-14 as a scientific poster). Lung transplant surgery has also
been moved slightly higher up in the algorithm to avoid patients being
listed too late, which can seriously compromise their capacity to recu-
perate post surgery. Other changes discussed related to the use of “com-
bination therapy” (concomitant use of two or more PAH specific drugs,
see below ERS report).

Annual congress of the EUROPEAN RESPIRATORY SOCIETY

Pisana Ferrari, Juan Fuertes and Christian Richter, from phev, Germa-
ny, represented PHA Europe at the ERS annual congress, held in
Munich from September 6 to 10. The
congress was the largest to date, with

22,000 delegates. A number of scientific ) bl
sessions were dedicated to pulmonary
hypertension (these were also very well
attended) and there were numerous
poster presentations which also covered
quality of life and emotional (eg. depres-
sion) issues.

The main highlight of the ERS congress
for the PH community was the presen-
tation of the results of AMBITION, a
large, long term clinical trial investiga-

Christian Richter (left) and Juan
Fuertes at the PHAE booth - ERS

ting the benefits of “upfront” combina-

tion therapy with Ambrisentan-Volibris, an “ERA”, and Tadalafil-
Adgcirca, a “PDE-5 inhibitor” which acts on the nitric oxide pathway.
Previous studies had analysed only “sequential” combination therapy,
where patients start with one drug and a second one is added at a later
stage if treatment goals are not met. Three of these studies have pro-
ven substantial benefits sustained over time. The AMBITION study
shows even more dramatic improvements with a 50 percent reduction
in risk of clinical failure in the group having received both drugs right
from the start as opposed to the ones on monotherapy. The rationale
of this new approach is that the severity of the disease and its progres-
sive nature may justify a more aggressive “hit early, hit hard” strategy.
We now look forward to seeing how the new and exciting findings
from these congresses will translate into future treatment manage-
ment. Upfront combination therapy could potentially become the
new standard of care for PAH.

Gerald Fischer, President
Pisana Ferrari, Vice President
PHA Europe, European Pulmonary Hypertension Association
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