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INTRODUCTION

Pulmonary arterial hypertension (PAH) is a disease of the
pulmonary vasculature leading to an increase in
pulmonary vascular pressure (mean arterial pulmonary pressure

>25 mm Hg) causing exertional dyspnea and progressive right
heart failure (Galie et al., 2015).

There is a marked increase in the pulmonary vascular
resistance resulting in right ventricular remodeling and eventual
failure, which, in the majority of cases, results in the patient
death (Tuder et al., 2013).

Given the evolving definition of PH, the incidence and
prevalence of the disease is difficult to define (Strange et al.,
2012).

Regardless of etiology, PH is characterized by limited
exercise capacity and a progressive increase in breathlessness.
Until recently, treatment options for PH remained limited and
patient prognosis poor. One early registry of PH patients
reported a median survival time of 2.8 years post diagnosis
without treatment (D’Alonzo et al., 1991).

The World Health Organization functional class (WHO-
FC), despite its interobserver variability, remains one of the
most powerful predictors of survival, not only at diagnosis, but
also during follow-up. A worsening FC is one of the most
alarming indicators of disease progression, which should
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trigger further diagnostic studies to identify the causes of
clinical deterioration (Nickel et al., 2012).

The 6-minute walking test (6MWT), a submaximal exercise
test, remains the most widely used exercise test in PH centers. The
test is easy to perform, inexpensive and familiar to patients and
centers. As with all PH assessments, 6MWT results must always
be interpreted in the clinical context (Savarese et al., 2012).

The prognostic value of this parameter lies not in the
change of 6MWD in response to treatment, but most of all in its
absolute value, particularly if it is lower than 250 m (Benza et
al., 2010). There was significantly lower mortality in patients
with 6MWD higher than 440 m (Farber et al., 2015).

Echocardiography is commonly used for diagnostic and
treatment monitoring purposes in patients with PAH due to its
wide availability, non-invasive nature, and reproducibility
(Eysmann et al., 1989).

A comprehensive echocardiographic assessment includes
a description of chamber sizes, particularly of the Right Atrium
and Right Ventricle area, the magnitude of tricuspid
regurgitation, the Left Ventricle eccentricity index and RV
contractility, which can be, determined by several variables,
including RV longitudinal systolic strain/strain rate and RV
fractional area change, Tei index and tricuspid annular plane
systolic excursion (TAPSE) (Fine et al., 2015).
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European Society of Cardiology Guideline suggests
grading the probability of PH based on TRV at rest and on the
presence of additional pre-specified echocardiographic
variables suggestive of PH. The probability of PH may then be
judged as high, intermediate or low (Rudski et al., 2010).

RHC is a technically demanding procedure that requires
meticulous attention to detail to obtain clinically useful
information. To obtain high-quality results and to be of low risk
to patients, the procedure should be limited to expert centers
(Kovacs et al., 2014).

RHC is required to confirm the diagnosis of PAH and
chronic thromboembolic pulmonary hypertension, to assess the
severity of haemodynamic impairment and to undertake
vasoreactivity testing of the pulmonary circulation in selected
patients. When performed at expert centers, these procedures
have low morbidity (1.1%) and mortality (0.055%) rates
(Hoeper et al., 2006).

Current diagnostic criteria for pulmonary artery
hypertension based on right heart catheter. Mean pulmonary
arterial pressure >25mmHg at rest a pulmonary capillary wedge
pressure < 15mmHg and by pulmonary vascular resistance >3
Wood Units (Frost et al., 2013).

Haemodynamics assessed by RHC provide important
prognostic information, both at the time of diagnosis and during
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follow-up. RA pressure, cardiac index (CI) and mixed venous
oxygen saturation (SvO2) are the most robust indicators of RV
function and prognosis, whereas mPAP provides little
prognostic information (except for Calcium Channel Blockers
responders) (Nickel et al., 2012).




