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A retrospective analysis of three deaths with severe pulmonary arterial hypertension
associated with connective tissue disease during pregnancy

GAO Fei,LIN He (Department of Immunology and Rheumatology, Fujian Provincial
Hospital, Fuzhou 350001,China)

[Abstract]Objective To describe the clinical characteristics and therapy in severe pulmonary
arterial hypertension (PAH) associated with connective tissue disease (CTD) during pregnancy.
Method The charts of 3 pregnant women with severe CTD-PAH during 2013—2015 were
reviewed to assess the multidisciplinary treatment and outcome of these patients. Result There
were 2 cases of systemic lupus erythematosus associated PAH and 1 case of mixed connective
tissue associated PAH. These 3 patients first presented with PAH during pregnancy were not
rescued successfully. One patient died before delivery at 20 weeks’ gestation and two died
postpartum. The causes of death included pulmonary arterial hypertension crisis and ventricular
arrhythmias. Conclusion Pulmonary hypertension is one of the most serious complications of
connective tissue disease. Pregnancy in patients with CTD-PAH is associated with a high maternal
mortality. Thus, focus should be placed on early diagnosis of CTD-PAH and women with CTD-
PAH should be counseled to terminate an early pregnancy or avoid pregnancy.
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