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Chronic Thromboembolic Pulmonary Hypertension is an uncommon but important sequela in pulmonary embolic disease.  Symptoms of dyspnea, fatigue, syncope, and arrhythmia are non specific often resulting in delay in diagnosis. Most patients are initially detected by finding evidence of pulmonary hypertension on echocardiography. Ventilation/perfusion abnormalities while often underestimating the extent of thromboembolic disease is a excellent screening tool for assessment of surgical accessibility, with segmental defects suggesting surgically accessible clot. Differential diagnoses include angiosarcoma, vasculitis, and pulmonary arterial hypertension with thrombosis in situ. Hypercoagulable states, particularly acquired anti-phospholipid antibodies (lupus anticoagulant) and Protein C and S deficiencies account for up to 30% of cases. Definitive diagnosis is achieved by right heart catheterization with selective pulmonary angiography, which can be performed safely in patients despite significant pulmonary hypertension. In select cases with borderline findings on angiography, pulmonary angioscopy can help define the location of the lesions and their surgical accessibility. Medical therapy such as the use of endothelin antagonists as well as prostacylin have no role in treating this primarily mechanical disease. The definitive treatment is pulmonary thrombendarterectomy (PTE) surgery. The mortality of PTE surgery at major centers such as UCSD where the largest number of patients have been operated on, is below 3%. Timely referral of patients before a secondary arteriopathy has developed may help improve the prognosis of patients. 

