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INTRODUCTION  

omozygous sickle cell anemia (SS) is the most severe form 

of sickle cell disease (SCD), but it is phenotypically 

variable, and the course of disease is difficult to predict. Some 

individuals with sickle cell anemia have frequent vaso-occlusive 

complications and die prematurely (Quinine,     ). 

SCD vaso-occlusive phenomenon has been described as 

a complex event with the participation of stressed reticulocytes, 

sickled erythrocytes, leukocytes, platelets and endothelium 

activation (Stuart and Nagel,     ). 

In a study of sensorineural hearing loss in sickle cell 

patients in France despite high medical standards. A hearing 

loss was found of greater than    dB at two or more 

frequencies was found in       % of sickle cell patients,       

% HbSC patients and       % of HbSS patients. The hearing 

loss in HbSS patients was neural in nature and of earlier onset 

(Jovanovic-Bateman and Hedreville,     ). The most 

accepted pathogenesis of SNHL is recurrent vaso-occlusion of 

the labyrinthine blood vessels—either in the distribution of the 

anteroinferior cerebellar artery or a branch of the basilar 

artery—which can result in labyrinthine hemorrhage (LH) and 

labyrinthitis ossificans (LO). Labyrinthine hemorrhage is 

thought to result from altered capillary hemodynamics or 

H 
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reperfusion injury (Whitehead et al.,     ). In another study of 

inner ear radiologic findings in patients with SCD, LH and LO 

were found in approximately one-third of patients with inner 

ear symptoms and preferentially affected males (Saito et al., 

    ). 

  

 


