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CASE 35 Lucy, aged 10 
 

                                 

HISTORY 
Lucy was referred with regards her congenitally deformed right ear. Her parents were enquiring re possible 
management of the problem, especially her loss of hearing on the right side. She had used a bone 
conduction aid for many years 

 

FINDINGS 
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The pinna was grossly misshapen, with no external auditory canal. The ear appearances were accompanied 
by slight facial asymmetry, the right side of the face being smaller than the left (hemifacial microsomia). The 
Weber referred to the right and the Rinne on that side was negative. 

 

INVESTIGATIONS 

                  
Past Initial auditory brainstem response audiology showed a severe (70db) loss on the affected side, but with 
normal responses from the evidently normal left ear. Audiology undertaken at presentation showed a 
maximal right conductive loss. Normal type A tympanometry results were found in the left side 
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 A CT scan revealed a right side severe fibro-osseous atresia pattern and marked deformity of the middle ear 
contents. The cochlea appeared normal. 

 

DIAGNOSIS 
Microtia with external canal atresia and middle ear disorganisation, secondary to combined first and second 
branchial arch origins. 

 

MANAGEMENT  
The clinical concerns were hearing and cosmesis. Lucy was well adjusted to the appearances and was 
content to cover the ear with hair. Hearing was her main concern, for social purposes, but she disliked her 
headclip BC aid because e of cosmetic and pressure discomfort reasons. Pinna reconstruction (rib graft or 
MedPor) were discussed but declined. 

                      

The hearing options, given the disorganised middle ear, were continued BC aid use, or an active bone 
conduction implant (Bonebridge or BAHA). Lucy preferred the latter, which was subsequently successfully 
implanted. 
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SALIENT FEATURES AND COMMENT 
Microtia cases are faced with twin functional (hearing) and cosmetic (Pinna) problems.  These may be 
accompanied also by significant psychological difficulties.  

Whilst the focus in these cases is very often on the cosmetic aspects, restoration of hearing in the unilateral 
case restores considerable audiological function that has been long overlooked. The single ear cannot 
provide the greater awareness afforded by bilateral hearing; unilateral loss is socially and economically 
damaging. Direction- finding and stereo effects are also advantageous. 

The pressing concern in these cases is to ensure adequate hearing at an early stage, to avoid considerable 
developmental delays that may result from delayed bilateral auditory input.  

Previously, the hearing surgical emphasis has been on repair using combined canalplasty and 
tympanoplasty, successful in selected cases. The prognosis for reconstructive hearing surgery roughly 
corresponds to the external appearance; the better pinna appearance may indicate a good prognosis. Now, 
the advent of active bone conduction implants has offered a much greater range of cases the possibility of 
normal hearing using these devices. 

 

More information: 
• Inherited Conditions  

• Congenital Ears 

• Congenital deformities 

i. Syndromes 

ii. Pinna 

iii. EAC, Drum 

iv. Atresia Surgery 

v. Congenital Radiology 

1. EAC, Middle Ear 

2. Inner Ear, VIII, IAC 

3. Other 
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