
http://ivyleagueinsecurities.com/2013/05/my-sisters-birth-
story/#sthash.s3P3j1AE.dpuf

He was the first to notice. Or, more likely, the first to say 
it. “There’s something up with her ears.”….Within 

minutes N was in the corner on his iPhone, diagnosing 
our daughter before anyone else had the chance to. 

Microtia, he said. Atresia. It meant nothing to me. But 
then, I looked. There wasn’t just something wrong with 
her ears—she barely had ears. More alarmingly, there 

were no ear canals. Just two little peanuts on either side 
of a perfect little head, so perfect on its face that it 

seemed to mock the malformations on its sides. 
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LEARNING 
OUTCOMES
1. Participants will discuss current research and gaps in research on 

children with microtia/atresia and how the research might impact the 
families with whom they work.

2. Attendees will acquire strategies for counseling and supporting 
families whose children have a conductive hearing loss secondary to 
microtia/atresia, particularly in addressing the confusing and 
contradictory information families often receive. 

3. Participants will review and identify how the JCIH position statement 
and recommendations apply to children with microtia/atresia. 



WHO ARE YOU? 

WHY ARE YOU 
HERE?



Just to 
clarify

Baha®   vs  baha

Bone anchored  vs soft band



Microtia 
and 

Atresia in 
Review

• 1 out of every (4000?)6,000 to 12,000 
births (incidence varies by ethnic 
background)

• More common in males

• More common for the right ear to be 
affected

• Can be unilateral or bilateral

• Conductive hearing loss due to Atresia

• Several syndromes associated with 
atresia

• Genetic???



HOW DOES 
MICROTIA/ATRESIA 

AFFECT HEARING?



How do we 
hear?



A 

Little

History

2008
*Noticed a difference in how 
children with SSD are 
counseled

2011      
*Increasing number of 
students with m/a at Clarke 
and Cornell
*We start to compare notes



But we had questions….

How is the 
counseling different 

for parents of 
children with m/a?

What is the 
drawback of aiding 

vs not aiding?

How does funding 
affect  for soft band 

affect decision 
making?

How young is too 
young for baha?

?

What do we do 
when other medical 
providers aren’t in 

agreement?

What is best 
practice for aiding 

children with 
unilateral m/a?

? ?



What would you do?

Baby born with bilateral m/a
Baby born with left sided m/a
Baby born with right sided m/a



Parents 
needed 

support






Research



What did the 
research say 

about children 
with m/a and 

soft bands 
(prior to 2011)? 

• Unilateral soft band: 0

• Bilateral soft band: 3

• Surgical: too many to count



Unilateral Aural Atresia with Softband BAHA Studies-
Gap in the Literature (still)

Research since 2011
Bradley W. Kesser, MD; Kaelyn Krook, BS; Lincoln C. Gray, PhD The Laryngoscope VC 2013

Impact of Unilateral Conductive Hearing Loss Due to Aural Atresia on Academic 
Performance in Children 

Denoyelle, F., Coudert, C., Thierry, B., Parodi, M., Mazzaschi, O., Vicaut, E., ... & Garabedian, 
E. N. (2015). Hearing rehabilitation with the closed skin bone-anchored implant 
Sophono Alpha1: results of a prospective study in 15 children with ear atresia. 
International journal of pediatric otorhinolaryngology, 79(3), 382-387.

Graham, M. E., Haworth, R., Chorney, J., Bance, M., & Hong, P. (2015). Decisional conflict in 
parents considering bone-anchored hearing devices in children with unilateral aural 
atresia. Annals of Otology, Rhinology & Laryngology, 0003489415592000.

Nelissen, R. C., Agterberg, M. J., Hol, M. K., & Snik, A. F. (2016). Three-year experience with 
the Sophono in children with congenital conductive unilateral hearing loss: tolerability, 
audiometry, and sound localization compared to a bone-anchored hearing aid.   
European Archives of Oto-Rhino-Laryngology, 273(10), 3149-3156.

Jensen DR1, Grames LM, Lieu JE. Effects of Aural Atresia on Speech Development & 
Learning Retrospective Analysis From a Multidisciplinary Craniofacial Clinic JAMA 
Otolaryngol Head Neck Surg. 2013;139(8):797-802



Implications 
of unilateral 

SNHL

~3/1000 children have UHL

Studies: 35% of children with UHL had 
failed at least one grade as compared to 
3.5% of children without hearing loss. 

20% were described by their teachers 
as having behavioral problems.

Loss of binaural summation

Loss of squelch effect

Increased negative effects of noise

Difficulty localizing sounds

Ease of Listening



What does JCIH say?



What does 
JCIH  say 

about 
children with 

CHL?
JCIH 2000

Defines the targeted hearing loss for 
UNHS  programs as “permanent 
bilateral or unilateral, sensory or 
conductive hearing loss…..”

Infants in whom permanent hearing 
loss is diagnosed should be fitted 
with an amplification device within 
1 month of diagnosis.

All families of infants with any degree of bilateral 
or unilateral permanent hearing loss should be 
considered eligible for early intervention services.



JCIH

1:3:6

1 Screen

3 Confirm (and 
amplify)

6  Intervention
http://pediatrics.aappublications.org/content/120/4/898.f
ull?ijkey=oj9BAleq21OlA&keytype=ref&siteid=aapjourna
ls



What did we decide to do?



Parents’ 
treatment 

options when a 
child is young 
are as follows:

1. Do nothing until the child is 
old enough to decide

2. Do nothing until the child is 
old enough for surgery

3. Do nothing until 
delays/difficulties are 
apparent

4. Fit with BAHA soft band 
until surgery is a possibility



Weill Cornell Medicine Id to Amplification

ID’d following birth by nurses (and Parents)

Refer for ABR/ABR (both ears). COUNSEL, COUNSEL, COUNSEL

Refer to ENT-work up, referral to other medical providers, 
clearance for baha COUNSEL, COUNSEL, COUNSEL

**Fit with loaner/Obtain baha-consider unique needs of fitting

Counsel/refer to EIP 

Follow up every 
3 to 6 months!



Medical/E
NT 

Perspective

GOOGLE: 
Small ear, microtia/atresia

•Typically focuses on 
the aesthetics of ear 
reconstruction

•Unilateral m/a- no 
need for amplification 

•Bilateral m/a-one 
baha/ponto








• Effects of unilateral hearing loss
• Surgical Timeline
• Delayed Amplification

Counseling on potential impact of unilateral hearing loss



Air/bone gap= cochlear function

Parents hear “normal hearing”



What falls through the gap?

Air 
Responses

Bone
Responses



Common Questions

How often to wear?
Will it bother my baby?
What do I do if the baby falls asleep wearing it?
Will it dent their head?
Will the soft band hurt? Restrict their head 
growth?



Intervention
Referral

Service Coordinator

MDE  30 days

IFSP-45 Days. Includes approved 
therapies, goals, assistive technology

Therapies/Supports Start



Parent 
Driven 

Reasons to 
Watch and 

Wait

• One good ear 
• Social Stigma
• Someone on FB said….
• Boys-headbands
• Quiet home-noise isn’t a 

problem
• Parent is a (teacher, nurse, 

doctor, etc) and knows what to 
look for

• ENT or Audiologist said it’s not 
needed

• No research?
• Will wait for surgery
• My child seems fine
• Expense?



Counseling, 
support, 

information, 
answers

Connect with other parents

Therapists with M/A experience

Acknowledgement of 
contradictory advice

Family and strangers questions, 
comments, and stares

Awareness of unique situations:

Car seats, highchairs, and 
strollers

Hats and helmets

Thermometers



Our Practice

If a child is not using amplification, we do not provide  therapy or 
services.

We respect the parents’ right to decide on amplification use and will 
assist them in finding other therapists.

2011-2014
23 Children with Microtia/Atresia

1 left the program because of this policy



What helps • Connecting with other 
parents of children with m/a

• Seeing successful older 
children

• Getting information on what 
to do NOW

• Parent support groups

• Acknowledge reality-visible, 

• Harder for parents of boys, 
headband






Eila at  2 ½ years old:
https://youtu.be/_FvqIQwySaY

https://youtu.be/_FvqIQwySaY





Eila at 6 years old:
https://youtu.be/ymIMu9v-Rqs

https://youtu.be/ymIMu9v-Rqs





What would you do now?



What would you do now?

Baby born with bilateral m/a
Baby born with left sided m/a
Baby born with right sided m/a



Child: Bilateral M/A Age at Identification: 10 days
Age of baha use: 24 days

23

3

45

1 2

55
45

97

55

97

0

20

40

60

80

100

120

24 Days 7 months 13 months 20 Months 33 months

REEL-3 Exp REEL-3 Exp2 PLS-5 Exp PLS-5 REC CELF-P -CORE LANG



Child: Left side m/a Age at Identification: 2 months
Age of baha use: 4 months
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Child: Unilateral Right Age at identification: 4 months
Age of baha use: approx. 4 months
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What do parents say?
“We were counseled to have a Baha by all professionals, except 
for Dr. X (who said he thought it was unnecessary since my son 
has one-sided hearing).”

“We were told it is not always necessary in unilateral microtia to 
use anything. We made the decision to use a baha a little before 
the age of two when our son's speech was delayed.”

“When he was an infant he sometimes took it off, but if he could 
have unstrapped himself from the car seat he would have too 
because it's wasn't comfortable, but I insisted he wear it and by 
the end of his first year or so he wanted it on all the time so he 
could hear what was going on”



Ear Community Picnics
http://earcommunity.org/6823-2/6823/

Maryland Ear Community Picnic Annapolis, Maryland

Texas Ear Community Picnic Austin, Texas

Colorado Ear Community Picnic Broomfield, Colorado 

New York Ear Community Picnic Ardsley, New York
Florida Ear Community Picnic Fort Pierce, Florida
Tennessee Ear Community Picnic Nashville, Tennessee



R
e
s
o
u
r
c

e
s

http://www.babyhearing.org/hearingamplifica
tion/hearingloss/audiogram.asp
http://www.agbell.org/
http://hearinghealthfoundation.org/
http://www.hearingloss.org/
http://earcommunity.org/
http://handsandvoices.org/
http://successforkidswithhearingloss.com/atre
sia-microtia-etc/

http://www.babyhearing.org/hearingamplification/hearingloss/audiogram.asp
http://www.agbell.org/
http://hearinghealthfoundation.org/
http://www.hearingloss.org/
http://handsandvoices.org/
http://successforkidswithhearingloss.com/atresia-microtia-etc/


Next Steps

1. How do we improve reporting of incidence of 
microtia/atresia by PCP?

2. Diversify the N’s
3. Better Education for Professionals
4. Research! Research! Research!



Thank you

Meredith Berger
mberger@clarkeschools.org

Michelle Kraskin
mlk2003@med.cornell.edu

mailto:mberger@clarkeschools.org
mailto:mlk2003@med.cornell.edu




Research
Saliba, I., Woods, O., & Caron, C. (2010). 
BAHA results in children at one year 
follow-up: a prospective longitudinal 
study. International journal of pediatric 
otorhinolaryngology, 74(9), 1058-1062.

Zhonghua Yi Xue Za Zhi. J Am Acad 
Audiol. 2010 Efficacy of BAHA softband in 
young children with bilateral congenital 
aural atresia. Apr ;21(4):267-73

Nicholson N, Christensen L, Dornhoffer J, 
Martin P, Smith-Olinde L. Verification of 
speech spectrum audibility for pediatric 
Baha Softband users with craniofacial 
anomalies. Cleft Palate Craniofac J. 2011 
Jan;48(1):56-65.



Impact of Unilateral Conductive Hearing Loss Due to Aural 
Atresia on Academic Performance in Children 

Bradley W. Kesser, MD; Kaelyn Krook, BS; Lincoln C. Gray, PhD The Laryngoscope VC 
2013

Of the 40 atresia patients, none repeated a grade, but 
65% needed some resources: 

– 12.5% currently use a hearing aid
– 32.5% use(d) a frequency-modulated system in school
– 47.5% had an Individualized Education Plan
– 45% utilized speech therapy



Effects of Aural Atresia on Speech Development & Learning
Retrospective Analysis From a Multidisciplinary Craniofacial Clinic

Jensen DR1, Grames LM, Lieu JE. JAMA Otolaryngol Head Neck Surg. 2013;139(8):797-802

• N=74 patients      PTA of 60dB in the affected ear across all groups
• 48 right sided AA
• 19 left sided AA
• 7 bilateral AA     All used amplification     WHAT KIND?

• Speech Therapy: 86% among bilateral, 43% among unilateral
• Educational interventions : 33% right, 21%left, 43% bilateral 
• School problems:

right (31%)   left (11%)  bilateral(0%)
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