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Diseases of the Inner Ear
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Congenital Inner Ear Diseases
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Classification
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Degree Of Hearing Loss
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"TORCH" Infections
Postnatal Infections

Ototoxicity
Prematurity
— Environmental 50% Others
Pendred
Usher
Waardenburg
Congenital Hearing Loss |- — Syndromic 15% Branchiotorenal
Others
Genetic 50% - Recessive 28%
—{ Nonsyndromic 35% Dominant 7%
- x-linked and
Mitichondrial
x <1%
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An Example of Autosomal
Recessive Inheritance

Hearing Hearing
Father- Mother-
Carrier Carrier

i
iof®

Hearing Hearing Hearing Deaf
Child- Child- Child- Child-
Noncarrier Carrier Carrier Carrier

In this figure, ‘ is a usual copy and 8 isa
copy with a recessive mutation

An Example of Autosomal
Dominant Inheritance

Deaf Hearing
Father Mother

o
A & % 4

Deaf Hearing Deaf Hearing
Daughter Son Son Daughter

In this figure, ' is a usual copy and 8 isa
copy with a dominant mutation.



(8 and) (ol

An Example of X-linked
Recessive Inheritance

Hearing Hearing
Father Mother-
Carrier

i
g ﬁi

Hearing Hearing Hearing Deaf
Daughter- Son Daughter- Son
Noncarrier Carrier

In this figure, ' is an X chromosome with a
usual copy of the gene, and 8 isan X
chromosome with a copy with a recessive
mutation. ‘ is a¥Y chromosome.
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Types of Nonsyndromic Disorders

Dominant 33510+ (1

Dominant progressive 350 gds!ox (2

Dominant progressive with ¢ sd=dUzr jadac ¢ 3553830510 (3

adult onset

Recessive hereditary SNHL3sz g3 ) gogas sz &euadl (4
X-linked (POU3F4 gene) izl anf5a

Mitochondrial (MT-RNR1 and MT-TS1 genes) 232 (6
Multifactorial Conditions Ja! sg Jbaxp ¥l (7
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Connexin 26 & Connexin 30

Cochlaa Stria vasculan
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Conmaxin 26 (GJEBZ) is ona of tha main proieins
inwahvad in potassium (K+) homeostasis in the cochlea
of tha innar ear. It i found in the supporting calls.
fhbracytas of tha spiral ligameant and in calls of the speral

limbus. [Adaptad from Stael, KLP. (18898) Scence 285,
1383-1364, with parmission. ]
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Management
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Implanted Audioprostheses

Cochlear Implantation Brainstem Implants

Micldle Ear Implants BAFA
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Round & oval windows Rupture
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Serous (viral) Labyrinthitis
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Bacterial Labyrinthitis
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Bacterial Labyrinthitis
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Luetic Labyrinthitis
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Drug-Induced ototoxicity
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Drug-Induced ototoxicity
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Drug-Induced ototoxicity
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Presbycusis
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Low High

90 years

Presbycusis
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Noise-induced Hearing Loss
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How Loud Is Too Loud?

Noise-induced hearing damage is related to the duration

and volume of exposure. Government research bdw & ‘L}“‘J&—‘U‘\WJ d\UAJtd.\di
2 12,2100 Qg g 10 95( CgscuAd\
140 3B0R Cp Jb 2130 8¢ lom

|, suggests the safe exposure limit is 85 decibels for
. eight hours a day. Some common decibel levels:

Raindrops Normal Busycity  Hair
conversation traffic  dryers

Sources: danperousdecibels.ong; WEI research
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Noise-induced Hearing Loss
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Sudden Sensorineural Hearing Loss (SSNHL)
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Sudden Sensorineural Hearing Loss (SSNHL)
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Acoustic Neuroma; Vestibular Schwannoma
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Acoustic Neurinoma; Vestibular Schwannoma
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Combat noise harms solider’'s hearing
Ear plugs are recommended for volumes 85 decibels or above.
Without them, instant ear damage occurs at about 140 decibels.
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SCOURCE: American Tinnitus Association AP
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Endolymphatic Hydrops
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Endolymphatic Hydrops
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Benin Pagroxysmal Positional Vertigo (BPPV); Cupulolithiasis
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The head may be rapidly tumed The clinician rotates the patient's

even further to almost face the floor. head toward the affected ear, then
The patient is retumed to the lowers the patient backward 1o the
upright pesition, and the head is supine position with the head
rotated back to normal. hanging over the table's edge.

The head is tumed further, so that The head is umed to the cther side.
the ear is parallel to the floor.
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Idiopathic Facial paralysis (Bell’s Palsy)
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Bell’s Palsy
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Idiopathic Facial paralysis (Bell’s Palsy)
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Idiopathic Facial paralysis (Bell’s Palsy)
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Traumatic Facial Paralysis
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Infective Facial Paralysis

shoedlpndil e ) ladicse
«sddd G oed) sz d sz dd)
Udd“ ‘—“"—‘L}‘J‘Cd\c‘\wcd.\_\\ot"_id\
¢ Eodisz td
- J@g.ﬁ&d‘
¢ 3¢ 1z wre@hos ol Gl —
+ 3o ssbiseliga Jda o1 i
CasHde Gl il a
203 e Cpoed zelidddl et —
e\ itz adle 37z ieugoedd
Jedfsioa s
1S F IS )IFJI0AN e —
o bls ol yadas sHde b ol ya
BB B el BT B



Yo gal) Ba 3N (SN B dacials )
Herpes zoster oticus (Ramsey Hunt syndrome)
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