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Case report

We describe the case of  L.F.S.C, male, white, born in Rio de Janeiro, March 3rd,2005. At 6 months of age, by the time he was first admitted to our hospital, he has presented daily fever (39° C) for 3 weeks without other symptoms. At admission, he also presented  lymphadenomegaly, hepatoesplenomegaly, jaundice, skin ecchymoses, bleeding at venous puncture sites bleeding, anemia, neutropenia and thrombocytopenia. There was no record of previous diseases.  Prenatal and neonatal periods without problems. No consanguinity. No family history compatible with  primary immunodeficiency diseases. He had hair color typical of partial albinism which led us to suspect of Chédiak-Higashi Syndrome. Peripheral blood smear evaluation in association with high ferritin levels in serum and  hypofibrinogenemia was consistent with the diagnostic hypothesis. Myelogram and bone marrow biopsy confirmed the hemophagocytic syndrome associated to the accelerated phase of the disease. We started the treatment protocol with  etoposide, dexametasone and subsequently also cyclosporin A, with remition  of the acute phase. At the present moment, patient is 17 months        old, well controled and waiting for bone marrow transplant.  

