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The definitive diagnosis of PH can be
made only by a cardiac catheterisation
study which is usually performed in one
of the designated PH centres.  

The functional classification of PH is
shown in box 1, below.

LIFESTYLE ADVICE
PH patients are generally advised to
keep themselves active and to exercise
to the extent that they do not get
breathless or dizzy and can hold a
conversation and complete sentences.
Furthermore, they should avoid lifting
heavy weights since this may cause
syncope. 

Patients in functional class III and IV
(see box 1, below) and those with PaO

2
consistently lower than 8 kPa need
supplemental oxygen during long
flights.2

CONTRACEPTION 
Pregnancy in PAH patients has a high
maternal mortality rate.6, 7

Subcutaneously implanted hormonal
contraception is considered to be the
mainstay of contraception in PAH
patients, while dual contraception
(Implanon and Cerazette or two
Implanon devices) is needed for
patients on bosentan/ambrisentan.
Mirena coils should not be inserted or
removed outside hospital because of
the risk of vasovagal syncope. 

PHARMACOTHERAPY
Warfarin
In patients with CTEPH the mainstay of
treatment is warfarin. INR therapeutic
target is usually between 2 and 3 and it
is crucial that these patients be covered
with subcutaneous enoxaparin 
1.5 mg/kg/day when they come off
warfarin for any reason (e.g. prior to

cardiac catheterisation or any other
invasive procedure/surgery).

In addition, most PAH patients are
also treated with warfarin. As the
evidence for treatment only comes from
retrospective studies, warfarin in PAH
can safely be stopped for short periods.
If the risk of bleeding is high warfarin
should be avoided in these patients. 

Diuretics
Many patients with PH appear with
signs of heart failure, mainly with
significant ascites sometimes more
marked than dependent oedema for
which they are treated with diuretics.
The main principles of diuretic
management are: adequate hydration
(no less than 1.5 L/day), avoidance of
drugs which may precipitate fluid
retention (e.g. NSAIDs or sodium-rich
antibiotics), restriction of sodium intake
from food and regular renal function
and electrolyte checks.

PH patients with heart failure may also
need support from heart failure nurses. 

Pulmonary arterial hypertension drugs
PAH drugs are prescribed by the PH
team but GPs should be familiar with
these drugs in order to recognise their
possible side effects and avoid
interactions with other medications. 

PAH therapies include three classes 
of drugs which act on different
pathophysiological pathways. 
Endothelin pathway: The endothelin
receptor antagonists (ERA) act on 
this pathway and include bosentan,
ambrisentan, and macitentan. 
These drugs are administered orally.

Patients with pulmonary hypertension but without resulting limitation of physical
activity. Ordinary physical activity does not cause undue dyspnoea or fatigue,
chest pain, or near syncope
Patients with pulmonary hypertension resulting in slight limitation of physical
activity. They are comfortable at rest. Ordinary physical activity causes undue
dyspnoea or fatigue, chest pain, or near syncope
Patients with pulmonary hypertension resulting in marked limitation of physical
activity. They are comfortable at rest. Less than ordinary physical activity causes
undue dyspnoea or fatigue, chest pain or near syncope
Patients with pulmonary hypertension with inability to carry out any physical
activity without symptoms. These patients manifest signs of right heart failure.
Dyspnoea and/or fatigue may even be present at rest. Discomfort is increased by
any physical activity




