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Abstract:

Background & aim: Chédiak—Higashi syndrome, a rare autosomal recessive disorder characterized by
immune deficiency, bleeding diathesis, recurrent bacterial infections, albinism dynamic and progressive
neurological disorder, as well as major organs such as the liver and spleen lymphocytic infiltration is
determined. The aim of this study was to report a case of a rare manifestation of the disease.

Case Report: The case-study in the present report was a 4-month-old female that two months after
vaccination had intermittent fever associated with fever, weakness, which lasted more than a week. After
blood tests, ultrasound and examination of blood cells, Chédiak—Higashi syndrome diagnosis was made. In
terms of blood cells, pancytopenia, platelets and fresh frozen plasma were administered to the patient to
prevent bleeding. After Buttock infections, the patient was suffering from septicemia and septic shock followed
by a lack of response to resuscitation and cardiopulmonary arrest and then died.

Conclusion: In this patient all Chediak Higashi syndrome, including long fever, loss of appetite, frequent
infections, albinism variable and multiple neurological deficit was seen. Chdyak Higashi syndrome is treatable
with early diagnosis and bone marrow transplantation.

Keywords: Chediak higashi syndrome, blood disorders, prolonged fever
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