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Abstract
A 20 year old woman presented with recurrent alternative keratitis for four months. One
month before admission, she developed progressive hearing loss, visual impairment, facial
diparesis and bilateral trigeminal neuropathy. Cogan’s syndrome was diagnosed. Prompt treat-
ment with corticosteroid resulted in dramatic improvement of the ocular, otological and neuro-
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Cogan’s syndrome is an uncommon disease
of young adults. It is characterized by nonsyphilitic
interstitial keratitis and vestibuloauditory dysfunc-
tion. Unilateral or bilateral interstitial keratitis with
photophobia and lacrimation are the common find-
ings(1,2). They may precede the audiovestibular
symptoms for months. Systemic manifestations such
as systemic vasculitis, aortitis, lymphadenopathy,
gastrointestinal hemorrhage, musculoskeletal and
neurological disorders have been reported(1). Neu-
rological symptoms and signs including head and
neck pain, peripheral neuropathy, cranial neuropathy
and mental changes have been associated with
Cogan’s syndrome(3). However, to our knowledge,
there have been only a few cases of this syndrome
with cranial neuropathy. We report a patient with
Cogan’s syndrome who had facial and trigeminal

nerves dysfunction. The multiple cranial neuropathy
as well as the auditory and visual symptoms drama-
tically improved after treatment with high dosage
of corticosteroid.

CASE REPORT

ND is a 20-year-old female who presented
to the hospital in January 1997. She had been well
until four months before admission when she
experienced ocular pain, severe photophobia and
redness of the left eye. She also noticed a low grade
fever and blurring of vision on the left. The symp-
toms persisted for 4-5 days and gradually sub-
sided. One month later, she again developed ocular
pain and photophobia in the left eye which lasted
about 2 weeks. After the symptoms in the left eye
had resolved, severe photophobia occurred in the
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right eye. She also experienced progressive blurring
of vision in both eyes which she described as look-
ing through a white tinted glass. A week later, she
developed intermittent pain and tightness in both
ears. Hearing was gradually decreased. Two weeks
thereafter, she experienced numbness of the face
which was more on the right side. The visual loss
progressed and she was unable to see with her right
eye. One week before admission, she developed
bilateral facial weakness.

On examination, she was a healthy looking
young female with severe photophobia. Her blood
pressure was 120/80 mmHg and the pulse rate was
72/min. She was afebrile. Ophthalmological exami-
nation revealed bilateral numular keratitis more on
the right side. Mild conjunctival injection was also
noted. There was no evidence of anterior or poste-
rior uveitis. The pupils were round, 4 mm in size,
with good pupillary light reaction. The eye grounds
were normal. Visual acuity was limited to the
recognition of hand movements on the left and only
light perception on the right. The corneal reflexes
were absent bilaterally. Pinprick sensation was
decreased in the distribution of all divisions of the
trigeminal nerve on both sides. The patient had
bilateral lower motor neuron facial weakness which
was slightly more prominent on the right. Decreased
hearing of both ears was also noted. There was no
tongue deviation. Her motor power was full. The
deep tendon reflexes were 2+ in the upper extre-
mities, 2+ in both knees and 1+ in both ankles.

Laboratory evaluation revealed a hemoglo-
bin 12.8 g/dl, platelets 306x109/1, white blood cells
9.7x109/1 with 69 per cent neutrophils and 19 per
cent lymphocytes, erythrocyte sedimentation rate
(ESR) 60 mm/h and a non-reactive VDRL. A test for
human immunodeficiency virus (HIV) antibody
was negative. Lumbar puncture examination dis-
closed an opening pressure of 10 cm CSF. The CSF
was clear with no cells. CSF protein was 4.8 g/l and
the CSF glucose was 5.7 mmol/l (plasma glucose
7.6 mmol/l). The antinuclear antibody was nega-
tive. Cogan’s syndrome was diagnosed on the basis
of the interstitial keratitis and vestibuloauditory dys-
function in the absence of syphilis.

She was treated with steroid eyedrop and
oral prednisolone 60 mg/day. After 5 days of treat-
ment, the photophobia gradually improved and the
keratitis became less pronounced. The visual acuity
was 20/40 on the left and 20/100 on the right. Audio-
gram on the 6th day after treatment revealed normal
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hearing of both ears. The facial weakness and trige-
minal neuropathy were also improved. Only mild
right facial weakness was noted after 2 weeks.

DISCUSSION

Cogan’s syndrome is characterized by in-
terstitial keratitis and aural involvement. It was first
reported by Morgan and Baumgartner in 1934 as a
syndrome of nonsyphilitic interstitial keratitis asso-
ciated with audiovestibular dysfunction(4). How-
ever, the syndrome was named after David Cogan
who classified this syndrome as a distinct entity in
1945(5). The disease usually occurs in young adults
in their third decade with a median age at onset of
25 (range 4 to 63); 80 per cent of patients are
between the ages of 14 and 47(1). The etiology of
Cogan’s syndrome is still not known, although its
association with vasculitis may suggest an autoim-
mune basis. Preceding upper respiratory infection
has been reported in about half of the cases(1,2),
This may suggest viral or postviral etiologies, but no
causative agent has been identified(6). Some other
infectious etiologies have been postulated including
spirochetal infection and Borrelia burgdorferi but
no association was found(7). Interstitial keratitis,
manifests by intense photophobia, lacrimation and
eye pain, is the most common presenting symptom.
Relapse and remission is common but severe visual
impairment is rare. Ear involvement typically begins
unilaterally with Meneire like attacks of tinnitus and
vertigo accompany with nausea and vomiting and
progressive hearing loss. Our patient had recurrent
alternative classical ophthalmological manifestation
of Cogan’s syndrome and hearing impairment. Neu-
rosyphilis was excluded by a negative serological
study. Laboratory investigations in Cogan’s syn-
drome usually reveal a raised erythrocyte sedimen-
tation rate and leukocytosis(1). Complement levels,
antinuclear antibody, rheumatoid factor, serum pro-
tein and immunoelectrophoresis are normal(2). Cir-
culating immune complexes have not been found(2).
Abnormal cerebrospinal fluid studies are found in
one-fourth of the cases. In most of the cases, only a
few mononuclear cells are present(l). Electroen-
cephalographic studies (EEG) are abnormal in half
of the patients with Cogan’s syndrome. Generalized,
low-voltage, slow waves are the common find-
ings(1).

Various neurological complications of
Cogan syndrome have been reported. These include
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meningoencephalitis, cerebrovascular syndrome, ve-
nous sinus thrombosis, head and neck pain and
mononeuropathy(3). However, there are very few
reports about the cranial nerves involvement in this
disease and most of them have other evidence of sys-
temic vasculitis suggesting polyarteritis nodosa(3.6,
8,9). In 1953, Oliner et al reported a 23 year old
woman who presented with nonsyphilitic interstitial
keratitis and bilateral deafness. During the course of
her illness, she developed bilateral ptosis and right
inferior oblique paresis in association with fever,
generalized myalgia, lymphadenopathy, splenome-
galy and purpuric cutaneous nodules. Lymph node
and skin biopsy revealed polyarteritis nodosa(8).
Crawford WJ reported a 38 year old man who had
headache and trigeminal neuralgia. The patient also
had fever, significant weight loss, arthralgia and
lymphadenopathy. Muscle biopsy revealed necrotiz-
ing arteritis compatible with polyarteritis nodosa(9).
A case of questionable facial weakness associated
with Cogan’s syndrome was reported by Eisenstein
B et al(10), A 38 year old woman who developed a
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questionable right facial weakness with right sided
hypalgesia in association with progressive hearing
loss and low grade fever. Two years later, aortic
insufficiency developed, leading to intractable heart
failure and death. In our case, multiple cranial neu-
ropathy manifested by bilateral facial nerve and tri-
geminal nerve paresis were the early prominent
symptoms. There was no clinical or laboratory evi-
dence of systemic vasculitis.

The response to treatment in Cogan’s syn-
drome varies with the target organ involvement and
duration of disease before starting the treatment.
Ocular manifestations usually respond well to cor-
ticosteroid. Vestibular component of the vestibulo-
auditory dysfunction is generally reversible while
hearing loss is progressive in most cases. However,
early treatment may prevent deafness. The clinical
course of cranial neuropathy is not well defined due
to a small number of cases. From our experience in
this case, early treatment with high dosage of cor-
ticosteroid resuited in improvement of the ocular,
otologic and neurological manifestations.
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