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Chronic thromboembolic pulmonary hypertension (CTE-PH) is an infrequent cause of pulmonary hypertension. It develops in 0.1 to 0.5% of patients who survive after an acute venous thromboembolic event in which thrombus does not solve completely. In our recently published series of patients with diagnosis of CTE-PH, an underlying acquired or congenital hypercoagulable state was detected in almost 70% of CTE-PH patients. The presence of antiphospholipid antibodies (aPL), including lupus anticoagulant and/or anticardiolipin antibodies, was the abnormality most frequently found. In the present study we also evaluated the presence of heparin-platelet factor 4 induced antibodies (HPIA) which have been frequently found in association with aPL. The population included 29 (12 male, 17 female) consecutive patients fulfilling criteria for CTE-PH. 27 patients had dyspnea III or IV at diagnosis. Most of them (93%) had a previous history of venous thromboembolism in other territories. Results: 19/29 (65.5%) patients disclosed abnormal results in the screening for thrombophilia. aPL were detected in 13/29 (44.8%). There were 7 patients with antibodies anti-beta2 glycoprotein I and 5 with antiprothrombin antibodies. HPIA were assayed in 25/29 patients. HPIA were positive in 4/13 aPL patients and in 3/12 patients without aPL. Three of the 4 aPL patients with HPIA (75%) developed HIT, while none of the 3 aPL(-) patients with HPIA developed HIT. Conclusion: HPIA were found in about 30% of our patients with CTE-PH treated with heparin but in this population the development of HIT was associated with HPIA only in aPL patients.

