Hemophilia A With Inhibitors Presenting With Nephrotic Syndrome: Causal Or Coincidental?
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[bookmark: _GoBack]Introduction: Nephrotic syndrome has been sporadically reported in patients who undergo immune tolerance induction (ITI) for hemophilia B with inhibitors. There are no reports of nephrotic syndrome in hemophilia A. We report the experience of managing nephrotic syndrome in a child with severe hemophilia A and high titre inhibitors. Case report: 2-year-old boy was diagnosed as suffering from Hemophilia A (Factor VIII<1%) at 3 months of age following an episode of left knee hemarthrosis. He was started on continuous prophylaxis at 12 months following multiple episodes of hemarthroses and bleeding from oral cavity following accidental injuries. At 15 months of age he underwent lymph-node excision biopsy following persistent fever and lymphadenopathy under GA with factor support. At 18 months of age, he was diagnosed to be inhibitor positive (128 BU) following an episode of unresponsive knee hemarthrosis. He received high dose factor VIII for one episode of oral bleeding. Bypassing agents were employed for subsequent bleeds. Immune tolerance was not attempted due to logistic constraints. At the age of 22 months of age, he presented with puffiness of eyelids and legs and reduced urine output. Hypoalbuminemia, hypercholesterolemia and nephrotic range proteinuria supported the diagnosis of nephrotic syndrome. HIV, HCV and HBV were negative. He was started on 2mg/kg/day of prednisolone. Difficult venous access, persistent bruising, need for bypassing agents for infected paronychia were challenges faced while management. He started improving after 7 days and subsequently achieved remission by day 14 and continues to remain so following tapering of steroids. Discussion: ITI related nephrotic syndrome in hemophilia B has been well documented. It is usually refractory to treatment requiring escalation of immunosuppression and withdrawl of factor IX. Nephrotic syndrome has not been reported in congenital Hemophilia A with inhibitors so far. The preferential intravascular distribution and lesser plasma concentration of factor VIII has been postulated to be reasons for the same. 
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