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Introduction:
Auditory neuropathy (AN) is a disorder that af-
fects the neural processing of auditory stimuli 
with various consequences on speech percep-
tion and ability to detect sounds. Th is condition 
coined by Starr and colleagues in 1996.1

Auditory neuropathy (AN) is a clinical syn-
drome characterized by the absence of, or the 
grossly abnormal, auditory brain stem response 
(ABR) in the presence of normal outer hair cell 
function as revealed by oto-acoustic emission 
(OAE).2

Th e true prevalence of AN is not known. ANs are 
thought to usually present bilaterally, but recent 
studies suggest that some AN cases involve only 
one ear,3-5  accounting for less than 10 percent 
of all ANs.  Th e causes of unilateral AN are still 
unclear; however, cochlear nerve defi ciency, ei-
ther partially (hypoplasia) or completely (apla-
sia or agenesis), has recently been recognized as 
a signifi cant cause of SNHL. Th e vast majority 
of patients had signifi cant perinatal risk factors 
(hypoxia, hyperbilirubinemia, ischemia etc.). A 

genetic factor is also suspected.5  Approximately 
one third of patients with AN will ultimately 
demonstrate loss of outer hair cells function to 
develop a common sensor neural hearing loss. 
Th us, OAEs, and ABRs must be tested early in 
life to recognize cases of AN. 

Case Report:
In March 2014 a 10-year-old girl referred to our 
clinic due to diffi  culty in hearing in the school, 
a full examination of ENT done which was un-
remarkable. CT scan normal and the patient re-
ferred to audiology lab for oto-acoustic emission 
(OAE) and auditory brainstem response both 
done and showed normal OAE and abnormal 
auditory brainstem response (ABR) in the right 
ear while left  ear normal and this is the fi rst case 
in our hospital. 

Discussion: 
Sensory neural hearing loss is the most common 
type of permanent hearing loss which is a com-
mon problem in newborns. A less common type 
of hearing loss is Auditory Neuropathy (AN).  
Patient with this type of hearing disorder, the 
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inner ear or cochlea seems to receive sounds 
normally. However, signals leaving the cochlea 
may be disorganized or the hearing nerve itself 
may not process sound normally. Th e diagnosis 
of auditory neuropathy is based on Auditory 
Brainstem Response (ABR) and Oto-acoustic 
Emission (OAE).

Th e causes of AN are unknown, but children 
who are born prematurely or have a family his-
tory of the condition are at higher risk for it. 
Symptoms can develop at any age, but most kids 
with AN are born with it and diagnosed in the 
fi rst months of life.

Patient with AN the outer hair cells is normal, 
but sound information is not faithfully transmit-
ted to the auditory nerve and brain properly.6 

Based on clinical testing of subjects with audi-
tory neuropathy, the disruption in the stream of 
sound information has been localized to one or 
more of three probable locations: the inner hair 
cells of the cochlea, the synapse between the in-
ner hair cells and the auditory nerve, or a lesion 
of the ascending auditory nerve itself.7 

Diagnosis of AN is possible with the following 
tests: the auditory brainstem response and oto-
acoustic emissions.8

Auditory neuropathy is diagnosed when a per-
son has present Oto-acoustic Emissions and/
or Cochlear Microphonics in combination with 
absent or abnormal Auditory Brainstem Re-
sponse.9 

 Patients with AN have to date never been shown 
to have normal middle ear muscle refl exes at 
95  decibel( dB)  or less despite having normal 
otoacoustic emissions.10 

Conclusion: 
All newborns should be screened for auditory 
neuropathy because some cases can be treated if 
discovered early.
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