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DESCRIPTION
A mean pulmonary arterial pressure of more than 25 mmHg is 
referred to as pulmonary hypertension. We examine the 
pathogenesis, diagnosis, and treatment of congenital cardiac 
illness with an emphasis on its applicability. With an adult 
frequency of 5%-10%, pulmonary hypertension is a quite 
common consequence of Congenital Heart Disease (CHD). It is 
acknowledged that there are multiple contributing elements, 
including the size and kind of the heart defect, the environment, 
and heredity. In patients with Congestive Heart Failure (CHD), 
post capillary hypertension is frequently caused by left-to-right 
shunt abnormalities or left heart obstructive disease. Persistent 
ducts arteriosus, Atrial Septal Defect (ASD), and Ventricle Septal 
Defect (VSD) are common defects. Research has demonstrated 
that a patient's risk of developing Pulmonary Arterial 
Hypertension (PAH) depends on the extent of the abnormality.

Patients with Congenital Heart Disease (CHD) who develop 
PAH are more likely to die and experience significant morbidity, 
which is reflected in a significant rise in the use of medical 
services. The number of individuals with CHD who survive into 
adulthood has increased, despite the fact that successful early 
closure of a heart defect prevents the development of PAH and 
that breakthroughs in pediatric cardiology and surgery have 
significantly reduced the prevalence of PAH-CHD in western 
countries.

Not all patients, nevertheless, get a complete recovery, many live 
with persistent lesions and perhaps dangerous consequences well 
into adulthood. Even patients who have had their heart defect 
fully repaired may still develop PAH depending on their age at 
closure. Furthermore, subsets of patients with left-to-right shunts 
are still undiagnosed and may not receive a diagnosis until later 
in life.

In these patients, pulmonary vascular alterations have already 
taken place, and PAH has partially or fully established. The 
number of adult patients with PAH-CHD is constantly 
increasing, posing a variety of difficulties for clinicians in 
managing complex cardiac and non-cardiac comorbidities. 
Significant progress has been made in treating patients with 

other kinds of PAH with the introduction of PAH-specific 
medicines in recent years, and comparable success is starting to 
be observed with PAH-CHD. Nonetheless, there are differences 
among the PAH-CHD patient community, and certain subgroups 
have unique difficulties. Patients with Down syndrome are 
among them, they make up a sizable and underappreciated 
patient population. Individuals who have Down syndrome are 
particularly vulnerable to developing PAH-CHD and have a high 
frequency of complicated cardiac abnormalities.

Comorbidities linked with the underlying cardiac condition 
afflicting patients with PAH-CHD include heart failure, renal 
failure, hepatic dysfunction, arrhythmias, and diabetes mellitus. 
Arrhythmias are common late consequences of Congestive Heart 
Failure (CHD). They can range from Brady cardiac arrhythmias 
to ventricular tachycardia and atrial fibrillation.

In patients with Congestive Heart Failure (CHD), the onset of 
atrial arrhythmia is linked to a higher risk of death from heart 
failure-related causes, sudden cardiac death, and perioperative 
causes. Additionally, PAH stands alone as a risk factor for death 
in these patients.

Left parasternal lift, a loud second heart sound, a third heart 
sound originating from the right ventricle, pan systolic murmur 
(tricuspid regurgitation), and diastolic murmur (pulmonary 
regurgitation) are clinical indicators of pulmonary hypertension. 
Increased jugular vein pressure, hepatomegaly, ascites, peripheral 
edema, and cool peripheries may be observed if PAH has 
progressed. Due to the frequent cyanosis of patients, it is crucial 
to document the occurrence of clubbing, hepatic and renal 
failure, ischemia sequelae, and endocarditis stigma.

The percentage of CHD patients living to maturity has 
significantly increased as a result of advancements in the 
diagnosis of the condition as well as in the surgical and medicinal 
care of it. Prevention of PAH-CHD with "timely" fault repair 
continues to be the best treatment option. Increased morbidity 
and death are linked to the development of PAH in these 
patients, namely Eisenmenger's syndrome. Growing data points 
to the advantages of PAH-specific treatment for PAH-CHD in 
terms of enhancing exercise tolerance, symptoms, and prognosis.
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