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INTRODUCTION

g)ulmonary hypertension is a Patho-physiological disorder
that involves multiple clinical conditions and can
complicate many cardiovascular and respiratory diseases (Sliwa
etal., 2012).

Registries of patients with pulmonary arterial hypertension
(PAH) have been instrumental in characterizing the presentation
and history of the disease providing a basis for prognostication.
Since initial accumulation of data conducted in the 1980s,
subsequent registry databases have yielded information about the
demographic factors, treatment, and survival and have permitted
comparisons between populations in different eras and
environments. Inclusion of patients with all subtypes of PAH has
also allowed comparisons of these subpopulations (Mocumbi et
al., 2011; Thienemann et al., 2016).

The epidemiology of pulmonary hypertension and its
burden has not been studied yet in Egypt, in 2016, chest
hospital in Abbasiya tried to retrospectively study 52 patients
with pulmonary hypertension with trial to increase awareness
about pulmonary hypertension among its physicians (Farrag et
al., 2016).

Another trial in 2016 studied pulmonary hypertension in
adult Egyptian patients with b-thalassemia major and its correlation
with natural anticoagulant levels (Elbedewy et al., 2015).




Aim of the Work &

AIM OF THE WORK

0 establish a registry for patients with pulmonary
6hypertension including their clinical data,
echocardiographic evaluation, any intervention and the clinical
outcome for patients presented to congenital and structural
heart disease unit at Ain shams university hospitals.
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Chapter 1
PULMONARY HYPERTENSION

CDefinition: Pulmonary hypertension is a complex group of
disorders which result from different pathophysiologic
mechanisms but are all defined by a mean pulmonary arterial
pressure of 25 mm Hg or more measured by RHC (Galie et al.,
2016).

PAH-CHD represents a preventable form of PAH in the
recent decades, advances in diagnostic procedures and cardiac
surgery have resulted in the prevention of PAH in most
children with CHD and systemic-pulmonary shunts in Western
countries; this is, unfortunately, not yet the case in developing
countries (Chessa et al., 2017).

The clinical classification of pulmonary hypertension
according to international pulmonary hypertension
guidelines (Simonneau et al., 2013):

1
2
3

Pulmonary arterial hypertension.

Pulmonary hypertension due to left heart disease.

Pulmonary hypertension due to lung diseases and/or
hypoxia.

N
1

Chronic thromboembolic pulmonary hypertension and
other pulmonary artery obstructions.
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5- Pulmonary hypertension due to unclear and/or
multifactorial mechanism.

Pathophysiology:

All congenital heart defects, in which a large intra or
extra cardiac communication allows unrestricted pressure and
volume overload of the pulmonary circulation, may lead to the
development of pulmonary arterial hypertension (PAH), unless
repair occurs in early childhood (Dimopoulos et al., 2014).

Pulmonary arterial hypertension (PAH, group 1) is a
clinical condition characterized by the presence of pre-capillary
PH and pulmonary vascular resistance >3 Wood units, in the
absence of other causes of pre-capillary PH (Galie et al., 2016).

Clinical classification of pulmonary arterial
hypertension associated with congenital heart
disease (Rubin et al., 2013; D’alto et al., 2015; Galie et al.,
2016):

1. Eisenmenger’s syndrome (ES):

Includes all large intra- and extra-cardiac defects which
begin as systemic-to-pulmonary shunts and progress with time
to severe elevation of PVR and to reversal or bidirectional
shunting; cyanosis, secondary erythrocytosis, and multiple
organ involvement are usually present.
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2. PAH associated with prevalent systemic-to-
pulmonary shunits:

= Correctable.

= Non-correctable.

Includes moderate to large defects; PVR is mildly to
moderately increased, systemic-to-pulmonary shunting is still
prevalent, whereas cyanosis at rest is not a feature.

3. PAH with small/coincidental defects:

Marked elevation in PVR in the presence of small
cardiac defects (usually ventricular septal defects <1 cm and
atrial septal defects < 2 cm of effective diameter assessed by
echo), which themselves do not account for the development of
elevated PVR; the clinical picture is very similar to idiopathic
PAH. Closing the defects is contra-indicated.

4. PAH after defect correction:

Congenital heart disease is repaired, but PAH either
persists immediately after correction or recurs/develops months
or years after correction in the absence of significant
postoperative hemodynamic lesions.

Congenital heart disease accounts for nearly one-third of
all major congenital anomalies, nearly 1 in 100 children are
born with congenital heart disease (6-10/1000 live births),




