
 

ACUTE HEARING LOSS 

 

Ludwig van Beethoven (Gary Oldman) in “Immortal Beloved”, Columbia Pictures 1994 



 

“For my brothers Carl and Johann Beethoven: 

 

Oh you men who think or say that I am malevolent, stubborn, or misanthropic, how greatly do you 

wrong me. You do not know the secret cause which makes me seem that way to you. From childhood 

on, me heart and soul have been full of the tender feeling of goodwill, and I was ever inclined to 

accomplish great things. But, think that for six years now I have been hopelessly afflicted, made 

worse by senseless physicians, from year to year deceived with hopes of improvement, finally 

compelled to face the prospect of a lasting malady (whose cure will take years or, perhaps, be 

impossible). Though born with a fiery, active temperament, even susceptible to the diversions of 

society, I was soon compelled to withdraw myself, to live life alone.  

 

If at times I tried to forget all this, oh how harshly I was I flung back by the doubly sad experience of 

my bad hearing. Yet it was impossible for me to say to people, “Speak louder, shout, for I am deaf.” 

Ah, how could I possibly admit an infirmity in the one sense which ought to be more perfect in me 

than others, a sense which I once possessed in the highest perfection, a perfection such as few in my 

profession enjoy or ever have enjoyed…Oh I cannot do it; therefore forgive me when you see me 

draw back when I would have gladly mingled with you.  

 

My misfortune is doubly painful to me because I am bound to be misunderstood; for me there can be 

no relaxation with my fellow men, no refined conversations, no mutual exchange of ideas. I must live 

almost alone, like one who has been banished; I can mix with society only as much as true necessity 

demands. If I approach near to people a hot terror seizes upon me, and I fear being exposed to the 

danger that my condition might be noticed. Thus it has been during the last six months which I have 

spent in the country. By ordering me to spare my hearing as much as possible, my intelligent doctor 

almost fell in with my own present frame of mind, though sometimes I ran counter to it by yielding to 

my desire for companionship.  

 

But what a humiliation for me when someone standing next to me heard a flute in the distance and I 

heard nothing, or someone heard a shepherd singing and again I heard nothing. Such incidents 

drove me almost to despair; a little more of that and I would have ended me life… it was only my art 

that held me back…” 

 

Ludwig van Beethoven, Heiligenstadt October 6th 1802. 

 

This is an extract from Ludwig van Beethoven’s so called Heiligenstadt Testament in which he 

reveals to his brothers for the first time his increasing deafness. It is a poignant document describing 

the devastating despair and helplessness he feels. He admits that if it were not for the love of his art, 

he would have killed himself. He describes his frustration at the inability of the medical profession to 

help him, finally giving up all hope after an array of increasingly desperate and bizarre treatments 

that are offered to him. His love of his art and his genius however was such that he was able to 

compose one of his final and greatest works, at a time when his hearing had almost completely failed 

him. He essentially did this by feeling the notes via the vibrations of his piano, rather than hearing 

its sounds, which he could only perceive in his mind.  

 

His “Ode to Joy” is now instantly recognizable the world over and has become the official anthem 

of the European Union. It was first performed at the Imperial Court Theater near the Kärntnertor in 

Vienna on the 7th May 1824.  In a moving scene in the motion picture “Immortal Beloved”, even 



though he cannot hear his work he knows that it is a great success when he turns and sees the 

standing applause of thousands within the theater. With tears in his eyes he acknowledges the 

audience with a simple bow. In his last years, however his depression becomes profound and he dies 

of alcoholism at the age of 56 years.   

 

Ever since Beethoven’s death in 1827 there has been intense debate among historians and 

physicians concerning the exact nature of his deafness. Although many causes have been advanced it 

essentially remains a mystery. Even now approximately 180 years after his death, in the early 21st 

century, the cause of many forms of deafness remains essentially unknown. The very range of 

treatments that have been put forward implies a lack of effectiveness of any. Nevertheless, unlike 

Beethoven’s day, there is now a good rational basis for some of these treatments and although few 

have indisputable evidence for their efficacy, they should always be discussed with an ENT 

specialist.   

 

 

ACUTE HEARING LOSS 

 

Introduction 

 

A commonly used definition of acute hearing loss is a sensorineural hearing loss of greater than 30 

dB over 3 contiguous pure-tone frequencies within 3 days or less. 1 

 

The majority of cases of sudden hearing loss are unilateral.  

 

The prognosis for some recovery of hearing will depend on the etiology. 

 

Sudden sensorineural deafness is an otological emergency and these cases should be discussed 

with the ENT unit before the patient is discharged from the ED. 

 

The most important cause of sudden sensorineural hearing loss is ISSHL. See separate 

document for this condition. 
 

Pathology 

 

Causes 

 

Acute loss of hearing can be due to conductive or sensorineural causes. 

 

Sensorineural causes: 

 

1. Idiopathic Sudden Sensory Hearing Loss (ISSHL) 

 

● Of the sensorineural causes, the majority will fall into this idiopathic category. 

 

2. Noise induced, (prolonged exposure to high noise levels, industrial deafness)  

 

Other causes are less common: 

 



3. Meniere’s syndrome. 

 

4. Drug toxicity / overdose, in particular: 

 

 ● Aminoglycosides 

 

 ● Quinine 

 

 ● Aspirin  

 

 ● Frusemide 

 

5. Labyrinthitis 

 

 ● May be viral or bacterial, (rare) 

 

● May represent part of the spectrum of diseases that result in ISSHL, (see below) 

 

● Hearing loss in association with vertigo makes the diagnosis. (In distinction to 

peripheral vertigo without hearing loss or tinnitus, which is vestibular neuronitis). 

 

6. Acoustic neuromas, (vestibular schwannoma), usually this is a progressive hearing loss rather 

than a sudden one. 

 

7. Small vessel disease to the middle ear, (hyperviscosity / autoimmune inflammation) 

 

8. Brainstem lesions, (rare) 

 

(Chronic causes include presbyacusis and some congenital infections such as rubella) 

 

Conductive causes: 

 

1. Outer ear wax, (see separate guidelines) 

 

2. Middle ear infection: 

 

 ● Acute / chronic / secretory otitis media 

 

3. Trauma 

 

 ● Barotrauma (blast injury) 

 

 ● Petrous temporal bone fracture 

 

 ● Tympanic membrane trauma 

 

 ● Ossicular dislocations. 

 



● Perilymphatic (or labyrinthine fistula). This is a condition in which an abnormal 

communication is present between the perilymphatic space of the inner ear and the 

middle ear or mastoid. 

 

(Chronic causes include otosclerosis and Paget’s disease) 

 

Clinical Assessment 

 

Important points of history: 

 

Enquire about: 

 

1. Medications, including the possibility of overdose with ototoxic drugs 

 

2. Any associated vertigo 

 

3. Any similar previous episodes of hearing loss. 

 

4. Recent “viral” illnesses. 

 

5. Trauma. 

 

6. Past /current medical problems. 

 

7. Exposure to loud noise, either acute or chronic. 

 

Important points of examination: 

 

1. External auditory canal for: 

 

 ● Wax 

 

 ● Middle ear pathology 

 

2. Vesicles in or around the ear, (suggestive of Ramsay Hunt syndrome, which may result in 

facial paralysis as well as hearing impairment and tinnitus) 

 

3. Other cranial nerves, especially 7th nerve. 

 

4. Differentiate nerve from conduction deafness: 

 

Rinne’s Test 2 

 

● A 512 Hz tuning fork is struck then placed on the mastoid process behind the (deaf) 

ear and when the sound is no longer heard it is placed in line with the external 

meatus. (Note that 256 Hz and 128 Hz tunings forks are used for testing vibration 

sense, but are not suitable for the testing of hearing). 

 



● Normally the note is audible at the external meatus. If a patient has nerve deafness the 

note is still audible at the external meatus, as air and bone conduction are reduced 

equally, so that air conduction is better (as is normal). This is termed Rinne positive, 

(a normal result). 
 

● If there is a conduction (middle or outer ear) deafness no note is audible at the 

external meatus. This is termed Rinne negative, (an abnormal result). 

 

 Be aware that the Rinne Test alone cannot reliably identify a sensorineural hearing loss. 

 The Weber tuning fork test is essential to make this diagnosis. 

 

Weber’s Test 2 

 

● A 512 Hz tuning fork is struck then placed on the center of the forehead. Normally 

the sound will be perceived in the center of the forehead. 

 

● Nerve deafness causes the sound to be perceived in the normal ear only. 

 

● A patient with conduction deafness will perceive the sound to be louder in the 

 abnormal ear. 

 

 If the tuning fork pressed to the middle of the forehead is heard in the good ear, and not 

 in the deaf one, the patient has a sensorineural hearing loss until proven otherwise. 

 

Investigations 

 

These will be guided according to the clinical suspicion for a given condition. 

 

The following may need to be considered: 

 

1. Blood tests: 

 

 ● FBE 

 

 ● U&Es / glucose 

 

 ● CRP 

 

2. MRI scan brain: 

 

●  This is the investigation of choice for the neuroimaging of the brainstem, middle ear 

and Eighth Cranial Nerve 

 

3. Audiometry: 

 

● Formal audiometry, performed by a qualified audiologist, is the best investigation for 

 the diagnosis of hearing loss. 

 



Management  

 

Treat the underlying cause where possible. 

 

Bacterial infective causes should receive antibiotics and urgent ENT referral. 

 

Many cases of sudden sensorineural hearing loss however will fall into the “ISSHL” category.  

 

Many treatments have been advocated for this condition, including the early use of steroids and anti-

viral agents, but some areas of uncertainty remain over the optimal treatment. 

 

Current expert opinion however favours the use of high dose systemic steroids, (either oral or 

parenteral) initiated as early as possible, (within 24 hours preferably). 

 

Disposition: 

 

Any case of sudden sensorineural hearing loss is an otological emergency, and should be 

discussed urgently with an ENT specialist by phone, before discharge from the ED.    
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