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CHRONIC THROMBOEMBOLIC PULMONARY HYPERTENSION IN THE ANTIPHOSPHOLIPID ANTIBODY SYNDROME: A CASE REPORT
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A 65 year-old female was evaluated for dyspnea and thrombocytopenia. Three years earlier she presented with deep venous thrombosis with pulmonary embolism and warfarin was initiated. One and one half years later dyspnea and hypoxia following hysterectomy led to a chest CT scan that showed evidence of chronic clot. An inferior vena cave filter was placed. Thrombocytopenia developed, unresponsive to prednisone. She was able to return to usual activities, but exertional dyspnea progressed over 6 months prior to evaluation. 
The PT was 27.1 with an INR of 2.5. The platelet count was 42,000/ml. Anticardiolipin antibodies were positive. Pulmonary function testing revealed a DLCO at 63% of predicted. Oxygen saturation was 91% at rest and 81% on exertion. An echocardiogram revealed marked right ventricular enlargement with hypokinesis. There was severe tricuspid regurgitation with an estimated RV systolic pressure of 114 mm Hg. Pulmonary angiography showed smooth narrowing of the pulmonary arteries with occlusions of multiple branches. The patient was concerned about the risks of thromboendarterectomy, especially in the setting of thrombocytopenia, and elected against surgery. Anticoagulation was maintained but she died of respiratory failure several weeks later. 

This case suggests that, in presence of anticardiolopin antibodies, progressive hemodynamic and structural derangement of the lung circulation may occur after pulmonary thromboembolism, despite adequate anticoagulation and IVC filter placement. Associated thrombocytopenia was not protective, and might represent persistent thrombotic activity. Nonetheless, because of the poor prognosis of patients with chronic pulmonary thromboembolic syndrome, thromboendarectomy should be considered.

