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Discussion

The evidence reviewed shows current clinical practices continue to include a variety of interventions. There is evidence of benefit from both cochlear implants and hearing aids. Some intervention 
compared to no intervention is beneficial; however, there is no standardized intervention protocol. The strength of clinical implications are not clear because effect size was not noted in any of the 
analyzed articles and heterogenous outcome measures complicates comparison across studies. Children with ANSD can have positive outcomes through varied interventions and recommendations 
for management appear to be patient-dependent. The goal of this review was to focus specifically on ANSD management and outcomes. One limitation of this study is excluding participants with 
multiple disabilities, which often co-occur with ANSD.  It is possible that co-occurring disabilities could affect management of this patient population. Two areas of future research could assess 1) 
management of children with ANSD and co-occurring disabilities, and 2) patient characteristics that indicate specific management guidelines. 

Background
Auditory Neuropathy Spectrum Disorder (ANSD) is clinically characterized by 

abnormal Auditory Brainstem Response (ABR) wave morphology and normal 

outer hair cell function with present cochlear microphonic and/or otoacoustic 

emissions (OAEs) (Starr et al, 1996). This combination of features makes 

electrophysiologic prediction of functional hearing and outcomes of 

amplification difficult to predict (Berlin et al, 2010). Hearing ranges from normal 

to profound loss in one or both ears, and with equally variable speech 

performance that is often disproportionately poor relative to the degree of 

hearing loss (Rance et al, 1999). There is no current international standard of 

management for this population. Clinical interventions vary between no 

intervention, hearing aids, and cochlear implants. The purpose of this 

systematic review is to evaluate the current literature for management 

strategies for ANSD internationally and their associated outcomes. 

Methods

Search Criteria

• Inclusion

• Expert opinions 

• Clinical Practice Guidelines 

• Conference presentations 

• Qualitative research 

• Quantitative research 

• Participants ≤ 18 years old

• Exclusion 

• Literature reviews 

• Animal studies 

• Case studies <5 subjects

• Participants > 18 years old

• Participants with multiple 

disabilities 

• Non-English

• Diagnosis only 

Key Search Terms

• Management/intervention

• Children 

• Auditory neuropathy spectrum 

disorder

*and related synonyms

Clinical Question
What are the current recommended audiologic management strategies and 

related outcomes for children diagnosed with Auditory Neuropathy Spectrum 

Disorder (ANSD)? 

Results
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