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[ Abstract ] In clinical practice, pulmonary hypertension is classified into five categories, including pulmonary arterial
hypertension (PAH) , PH caused by left heart disease, PH caused by lung diseases and/or hypoxia, chronic thromboembolic
PH and/or PH caused by other pulmonary artery obstructive lesions, PH caused by unknown causes and/or multiple factors, of
which pulmonary arterial hypertension associated with congenital heart disease (CHD-PAH) belongs to PAH. PAH can reduce
exercise tolerance and quality of life in patients with congenital heart disease, and increase their mortality rate. However, the
pathogenesis of CHD-PAH has not been fully defined, and there are few studies on the diagnosis and treatment of CHD-PAH.
This paper introduces the definition, classification, staging, epidemiological characteristics, etiology, pathophysiological changes,
diagnosis, disease assessment, treatment method and prognosis of CHD—PAH, and points out that further research is needed on
its unique pathophysiological mechanisms in the future, and specialized diagnosis and treatment strategies for this disease should

be developed, including risk stratification, surgical indication evaluation, and targeted drug selection, in order to standardize the
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diagnosis and treatment of this disease and maximize the benefits for CHD-PAH patients.
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