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CASE 42. Vivienne, aged 30 
 

HISTORY 
Vivienne had a long history of osteogenesis imperfecta. She presented with deafness, worse in the right ear. 
The losses had begun during her first pregnancy and had deteriorated since. She had noted a slight high-
pitched tinnitus, but no pain discharge or unsteadiness, and was otherwise aymptomatic otologically. Several 
of her relatives had suffered hearing loss, and some had undergone surgery for this. 

 

FINDINGS            

                 
Vivienne displayed the blue sclerae typical of the osteogenesis imperfect. Her drums appeared relatively 
normal, but closer inspection showed a faint reddish blush in the posterosuperior aspect of the right drum. 
Her Weber referred to the right and there was a negative Rinne on both sides, indicative of conductive 
losses, worse in the right side.  
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INVESTIGATION 

           

Pure tone audiometry confirmed a 55 db right conductive loss, 35 db on the left, but with a slight dip in the 
bone conduction levels at 2000 cps. The sensorineural dips were classic “Carhart’s notch” patterns. 
Tympanometry was normal (type A). 

 

DIAGNOSIS 

Stapedial fixation, due to otosclerosis, in association with the osteogenesis imperfecta. The “Carhart notch” 
audiological features are typical of ossicular fixation, usually otosclerosis. 

 

MANAGEMENT 
Vivienne’s options were a hearing aid or stapedectomy surgery. She opted for the latter and underwent a 
stapedectomy, employing a 4.5 mm fluoroplastic and platinum piston prosthesis to reconstitute the ossicular 
chain. Her postoperative progress was uneventful, with follow-up audiology two months later showing 
recovery of normal hearing.  Similarly successful surgery was achieved in the left ear a year later. 

 

SALIENT FEATURES AND COMMENT 
Otosclerosis is a common genetically determined cause of deafness, affecting approximately 0.5% of 
Caucasians, but lesser numbers of cases of Oriental ancestry. It is common in osteogenesis cases.The 
family history, deterioration during pregnancy, and a conductive loss with a normal drum are typical aspects. 
The retrotympanic blush in this case is a Schwarz’s sign, indicative of active disease. Sensorineural losses 
of uncertain origin are common later in the disease. This may require aiding, but in some cases may lead to 
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cochlear implantation. The latter may be impeded by intralabyrinthine ossification resulting from extension of 
the otosclerosis into the bony labyrinth. 

 

More information 
• Middle Ear Surgery   

• Otosclerosis 

• Otosclerosis  

i. General  

ii. Surgery  

iii. Atypical Situations  

iv. Surgical Complications 

 

http://queenslandotology.jchmedia.com/documents/family-pratice/2.3An-introduction-to-ear-disease/2.%203.%2010%20MIDDLE%20EAR%20SURGERY.pdf
http://queenslandotology.jchmedia.com/documents/family-pratice/2.1Clinical-capsules/2.1.2Inherited-conditions/2.%201.%202.%203.%20OTOSCLEROSIS%20.pdf
http://queenslandotology.jchmedia.com/documents/educational-portal/1.2.Inherited-conditions/1.2.1.Otosclerosis/1.%202.%201.%201.%20GENERAL.pdf
http://queenslandotology.jchmedia.com/documents/educational-portal/1.2.Inherited-conditions/1.2.1.Otosclerosis/1.%202.%201.%202%20SURGERY.pdf
http://queenslandotology.jchmedia.com/documents/educational-portal/1.2.Inherited-conditions/1.2.1.Otosclerosis/1.%202.%201.%203%20ATYPICAL%20SURGICAL%20SITUATIONS.pdf
http://queenslandotology.jchmedia.com/documents/educational-portal/1.2.Inherited-conditions/1.2.1.Otosclerosis/1.%202.%201.%204%20SURGICAL%20COMPLICATIONS.pdf
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