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Risk Indicators Associated with Permanent Congenital, 
Delayed-onset, or Progressive Hearing Loss in Childhood 
 

1. Caregiver concerns regarding hearing, speech, 
language or developmental delay 

2. Family history of permanent childhood hearing 
loss. 

3. Neonatal intensive care of more than 5 days or 
any of the following regardless of length of stay:  
ECMO, assisted ventilation, exposure to 
ototoxic medications (gentamycin/tobramycin) 
or loop diuretics (furosemide/Lasix) and 
hyperbilirubinemia requiring exchange 
transfusion. 

4. In utero infections:  CMV, herpes, rubella, 
syphilis, and toxoplasmosis. 

5. Craniofacial anomalies, including those that 
involve the pinna, ear canal, ear tags, ear pits, 
and temporal bone anomalies. 

6. Physical finding, such as a white forelock, that 
are associated with a syndrome known to include 
a sensorineural or permanent conductive hearing 
loss. 

7. Syndromes associated with hearing loss or 
progressive or late onset hearing loss such as 
neurofibromatosis, osteopetrosis and Usher 
syndrome; other frequently identified syndromes 
including Waardenburg, Alport, Pendred, and 
Jervell and Lange-Nielson. 

8. Neurodegenerative disorders, such as Hunter 
syndrome, or sensory motor neuropathies, such 
as Friedreich ataxia and Charcot-Marie-Tooth 
syndrome. 

9. Culture-positive postnatal infections 
associated with sensorineural hearing loss, 
including confirmed bacterial and viral 
(especially herpes viruses and varicella) 
meningitis. 

10. Head trauma, especially basal skull/temporal 
bone fractures that requires hospitalization. 

11.  Chemotherapy 
 

Risk factors bolded are considered to have a greater 
concern for delayed onset hearing loss and monitoring of 
those children should be more frequent than once  
following the neonatal period. 
 

 Principles and Guidelines for Early Hearing 
 Detection and Intervention Programs:   
 Appendix 2. Joint Committee on Infant Hearing 
 2007 Position Statement (www.jcih.org) 

Auuudddiiiooolllooogggyyy   AAAsssssseeessssssmmmeeennnttt   fffooorrr   RRRiiissskkk   FFFaaaccctttooorrr   FFFooollllllooowww---uuuppp   
 

“The timing and number of hearing re-evaluations for children with risk factors should be customized 
and individualized depending on the relative likelihood of a subsequent delayed-onset hearing loss.”   
 (JCIH 2007 Position Statement) 
Early and more frequent assessment may be indicated for children with: cytomegalovirus (CMV) infection, 
syndromes associated with progressive hearing loss, neurodegenerative disorders, trauma, culture-positive 
postnatal infections in association with sensorineural hearing loss; for children who have received ECMO or 
chemotherapy; and when there is a caregiver concern or a family history of hearing loss (JCIH 2008 clarification)   

                                        

Recommended Minimum Standards: 
Behavioral testing at 9 months of age** 

All testing should be ear-specific 

Tests included in this evaluation are: 
 Family/child history 

 Otoscopy 

 Visual Reinforcement Audiometry for each ear:  

 Minimal Response levels for air 
conduction: 500, 2000 and 4000 Hz  

 Bone conduction as needed to rule out 
conductive pathology 

 Speech Awareness Thresholds (SAT)  

 Limited Otoacoustic Emissions, DPOAE and/or 
TEOAE 

 Immittance battery: 

 226 Hz probe tone tympanometry-each ear.

 Ipsilateral acoustic reflexes at 500, 1000 
and 2000 Hz;(can also use broadband noise 
reflex – normal is less than 80 dB HL) 

 ABR testing is indicated, if hearing loss is 
diagnosed, or if responses to behavioral 
audiometry are not reliable. 

Based on:  American Speech-Language-Hearing Association. (2004). 
Guidelines for the Audiologic Assessment of Children from Birth to 5 Years 
of Age. [Guideline].   www.asha.org/policy 
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**The recommendation for the initial risk factor evaluation to be done at 9 
months of age is based on the following factors:  

   The ease of testing using Visual Reinforcement Audiometry for the       
 child and family. and 
   The ability to gather the greatest amount of information quickly with 
 minimal repeat visits, balanced with… 
   The ability to identify and address hearing losses and caregiver 
 concerns early enough during the critical “language learning 
 period” to maximize communication skills and minimize 
 speech and language delays. Testing of a 2 year old can also be 
 difficult, time consuming and delays identification. 


