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Introduction: Superior vena cava syndrome is due to an obstruction or stenosis of the central venous system. Since its first description, the etiology of superior vena cava syndrome has greatly evolved, mostly due to the development of new invasive intravascular techniques. Currently, more cases are attributed to thrombosis secondary to cardiac implantable devices.
Case Report: A 71-year-old man with a history of antiphospholipid antibody syndrome had severe ischemic cardiomyopathy and malignant ventricular tachycardias requiring an ICD implantation about 9 years ago. He presented to the hospital with episodes of severe rectal bleeding necessitating treatment with fresh frozen plasma and transient withholding of warfarin. Subsequently, he developed acute facial swelling along with flushing of his face complicating with catastrophic antiphospholipid syndrome despite therapy with argatroban and arixtra. CT scan of the brain did not show any evidence for acute bleeding. There was a concern for superior vena cava syndrome, thus a venogram was obtained, which showed near complete obstruction of the left superior vena cava near the cavoatrial junction. There were numerous venous collaterals draining retrograde through the azygos vein into the inferior vena cava suggesting acute with superimposed chronic obstruction near the existing ICD leads in the superior vena cava. His symptoms improved with anticoagulation, angioplasty and later removal of the ICD.
Discussion: Superior vena cava syndrome has mostly been associated with infections and malignancies. More cases have been reported recently in association with pacemakers and ICD leads. Of the 25% reported, only 1–3% become symptomatic, the remaining benefitting from good collaterals development. In this case, the main mechanism underlying the development of superior vena cava syndrome is de novo thrombosis caused by the antiphospholipid syndrome over the pre-existing fibrous tissue stenosis due to repeated trauma from the ICD leads. 

