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[ Abstract] Pulmonary arterial hypertension( PAH) is characterized by increased pulmonary arterial pressure
and pulmonary vascular resistance, which may lead to right heart failure and death. Almost all types of connective tis-
sue disease( CTD) can be complicated with PAH, which is called connective tissue disease-related pulmonary arterial
hypertension( CTD-PAH). CTD is the second leading cause of secondary PAH. PAH caused by systemic sclerosis is
the most common in foreign countries, while PAH caused by systemic lupus erythematosus is the most common in Chi-
na. PAH can complicate the clinical diagnosis and treatment of CTD and significantly increase the mortality of CTD
patients. Exploring the pathogenesis of CTD-PAH and standardizing the diagnosis and treatment of CTD-PAH are
helpful to improve the prognosis of the patients with CTD-PAH.

[ Key words] Pulmonary arterial hypertension( PAH) ;  Connective tissue disease( CTD) ;  Endothelial dys-

function; Targeted therapy

7E4%2H 29595 ( connective tissue disease,CTD) 1z arterial hypertension, PAH) , ik — 4 38 =326 R M
TRESARH L2 RIVPR , BARLLHURE R G VEREL . JLTP e EE CTD #fa] JE & PAH, FRZ 454 H L
THRLEENEE:, CTD B R Z RS K, WG E 2., A AT Eh K [ ( connective tissue disease-related
TR TP-5 I [RI AR BE Bl il 3 ik 51 . (pulmonary pulmonary arterial hypertension, CTD-PAH) , CTD &



hEIEARRE: 202045 9 H 13 % 9

HkRrActE PAH 2 JE 058 O . MR £ UL ) 2
ZEeVEMGAL T8 PAH ( SSc-associated PAH,SSc-PAH) ,
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BRI T (eyclic adenosine monophosphate , cAMP )/
FHFIMAE RGN/ MR . 721 LA, cAMP
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