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INTRODUCTION 

     

The immune system is designed to ward off 

infection. However, there are times when the immune 

system malfunctions and instead of fighting infection it 

turns on our own body parts and attacks them. Over the 

years, there have been sporadic reports of sudden or rapidly 

progressive hearing losses that have been found to be 

immune-mediated or in the setting of other systemic 

autoimmune disease (Hain, 2003). 

    

Some cases of idiopathic sensorineural hearing loss 

(SNHL) of adult onset are attributable to immune 

recognition of inner ear proteins as foreign or non-self, a 

phenomenon referred to as autoimmune inner ear disease 

(AIED) (Tebo et al., 2006).  

 

Lehnhardt (1958) first introduced the possibility that 

some of these cases of rapidly progressing SNHL were 

caused by an immune process in the cochlea. Schiff and 

Brown (1974) further hypothesized that, the process was 

most likely of an autoimmune etiology, as the rapidly 

progressing SNHL could be reversed or stabilized by 

immunosuppressant drugs. 
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Although the mechanism(s) in the pathogenesis of 

AIED is not known, autoimmunity may be induced either 

within the inner ear, in a primary end organ response, or 

outside the inner ear and gain access to the inner ear as a 

secondary response (Tebo et al., 2006). 

 

AIED is a relatively newly described disease process 

of which little is known of the etiology, diagnosis and 

treatment.  Many studies in the past 20 years have done 

much to further understanding of the immune function of 

the ear and its involvement in systemic disease (Bonajuri 

et al., 2007) 

     

The importance of diagnosing AIED is highlighted in 

the context of its being one of few forms of treatable inner-

ear disorders with a good response to immunosuppressive 

therapy. Early diagnosis of AIED with prompt treatment 

may prevent irreversible damage to inner-ear structures 

(Agrup and Luxon, 2006). 

    

 The diagnosis of AIED is ascertained by the history, 

clinical findings, response to immunosuppressive 

medication and an immunologic evaluation of the patient’s 

serum (Bovo et al., 2006). 


