
Turkiye Klinikleri J Ophthalmol 2014;23(2)128

David G. Cogan, an ophtalmologist at the Masschusetts Eye
and Ear Infirmary, reported details of a syndrome of non
syphilitic interstitial keratitis (IK), iritis or subconjunctival

Atypical Cogan’s Syndrome: Case Report

AABBSSTTRRAACCTT  Cogan's Syndrome is an uncommon autoimmune disease that seem with ocular and
audituar findings. A 70 year old woman admitted with a history of blurred vision, redness, tumes-
cence in both eyes for over a month. Her recent auditive problem was diagnosed as sensorineural
hearing loss. Best corrected Snellen visual acuity was 20/100 at the right and 20/200 at the left eye.
She had bilateral conjunctival hyperemia, chemosis with left ophthalmoplegia. Fundus examination
revealed intraretinal hemorrhages and exudates at the macula in the right eye, exudative retinal de-
tachment in the left eye. Ocular B-scan ultrasound was performed and bilateral ‘T-sign’ was de-
tected, associated with posterior scleritis. Blood tests revealed increased erytrocytes sedimentation
rate and high C Reactive Protein levels. Systemic and topical steroid therapy was given that re-
sulted with improved vision and regression at conjunctival hyperemia, chemosis, ophthalmoplegia
and retinal exudates. But the sensorineural hearing loss didn’t recover. The variable presentation
of this rare syndrome, delay in diagnosis is common and can lead visual and auditory disorders.
Prognosis is better when it is remembered at multisystemic symptoms and atypical findings.

KKeeyy  WWoorrddss::  Cogan Syndrome; scleritis; hearing loss, sensorineural; retinal detachment; 
ophthalmoplegia

ÖÖZZEETT  Cogan Sendromu görsel ve işitsel bulgularla seyreden otoimmün kaynaklı nadir bir has-
talıktır. Yetmiş yaşında kadın hasta son bir aydır süren her iki gözde bulanık görme,  kızarıklık ve
şişlik şikayetiyle başvurdu. Son dönemde görsel şikayetlere sensörinöral tipte işitme kaybının da ek-
lendiği öğrenildi. Düzeltilmiş en iyi görme keskinliği sağda 20/100, solda 20/200 olup, her iki gö-
zünde konjonktiva hiperemisi, kemozis ve solda oftalmopleji mevcuttu. Göz dibi incelemesinde
sağda retina içi kanamalar ve makülada eksudaların yanısıra solda eksudatif retina dekolmanı mev-
cuttu. B-mod ultrason muayenesinde arka skleritle uyumlu bilateral 'T-bulgusu' saptandı. Eritrosit
sedimentasyon hızı ve C-reaktif protein düzeyi artmış bulundu. Sistemik ve topikal steroid tedavisi
sonrasında her iki gözde görme keskinlikleri arttı, konjonktiva hiperemisi, kemozis, oftalmopleji ve
retinal eksudalar geriledi ancak işitsel bulgularda değişiklik olmadı. Cogan Sendromu'nun nadir gö-
rülmesi ve ortaya çıkış bulgularındaki değişkenlik tedavide gecikmeye neden olabileceği için gör-
sel ve işitsel komplikasyonlarla sonuçlanabilir. Birden fazla sistemi ilgilendiren belirti ve tipik
olmayan bulgularla seyreden olgularda hastalığın akla getirilmesi morbiditeyi azaltacaktır. 

AAnnaahhttaarr  KKeelliimmeelleerr:: Cogan Sendromu; sklerit; işitme kaybı, sensörinöral; retina dekolmanı; 
oftalmopleji
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bleeding and Menier’s like vestibuloauditory
symptoms associated with sensorineural hearing
loss in 1945.1 Fever, fatigue and weight loss may be
present as well. Rarely, patients may have enlarged
lymph nodes, rash, chest or abdominal pain, night
sweats, cardiac involvement and shortness of bre-
ath.2 Atypical Cogan’s syndrome encompasses
other ocular or vestibuloauditory symptoms like
episcleritis, scleritis, posterior scleritis, retinal ar-
tery oclussion, choroiditis, retinal vasculitis, and
optic disc oedema with or without IK.3The audi-
tory symptoms can presede or fellow eye disease,
usually within a short period of time. If the audio-
vestibular symptoms were not similar to Meniere’s
disease or occured more than 2 years before or after
the onset of eye symptoms, the patient was again
considered to have atypical Cogan’s syndrome.3 Co-
gan’s syndrome is uncommon and thus most report
deal with individual cases.4 The majority of cases
reported in the literature are Caucasians of either
sex.5,6 The etiology is unclear but an upper respira-
tuary tract infection is frequently reported.7

We report a case of atypical Cogan’s syndrome
in which chemosis, episcleritis, posterior scleritis,
ophthalmoplegia, exudative retinal detachment

and sensorineural hearing loss were the main fea-
tures. Written informed consent was obtained from
the patient for publication of this case report.

CASE REPORT

A 70 year old woman presented to eye casualty
with a history of blurred vision, redness, tumes-
cence in both eyes for over a month. She also had
bilateral hearing loss and intermittent fever for
over two months. She was examined by otorhino-
laryngology clinic for her auditive problem. Audi-
ogram had been performed and diagnosed as
sensorineural hearing loss. There wasn’t any sig-
nificant pathology at the temporal bone high res-
olution computed tomography She had diabetes
mellitus type 2 for over 10 years under control
with insulin. Best corrected Snellen visual acuity
was 20/100 at the right and 20/200 at the left eye.
She had bilateral conjunctival hyperemia, chemo-
sis and mild injection with left ophthalmoplegia
(Figure 1). There was no associated inflammation
in the anterior chambers and corneal sensations
was normal. She had bilateral mild nuclear cata-
ract. Intraocular pressures were in normal range
in both eyes. Fundus examination revealed intra-

FIGURE 1: Left conjunctival hyperemia, chemosis and ophthalmoplegia seems during the  examination of eye movements.
(See color figure at http://www.turkiyeklinikleri.com/journal/oftalmoloji-dergisi/1300-0365/)
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retinal hemorrhages and exudates at the macula in
the right eye, exudative retinal detachment in the
left eye (Figure 2). Ocular B-scan ultrasound was
performed and bilateral ‘T-sign’ was detected, as-
sociated with posterior scleritis (Figure 3). Blood
tests showed increased erytrocytes sedimentation
rate (120 mm at 1 hour) and high C Reaktive Pro-
tein (CRP 20 mg/L) levels. Anti Nuclear Antibody,
Anti-Neutrophil Cytoplasmic Antibody and Pe-
ripheral Antineutrophil Cytoplasmic Antibody
were negative. Serum ACE was within normal li-
mits, no antibodies were found against Brucella,
Treponema Pallidum and Borrelia burgdorferi.
During her hospitalisation, blood glucose levels
were checked four times a day and were all under
180 mg/dL. Her neurologic evaluation was normal,

as were temporal bone high resolution computed
tomography.

Under endocrinology observation, systemic
steroid treatment first 3 days consecutive intra ve-
nous (4x250 mg methyl prednisolon), continued
with oral (1 mg/kg methyl prednisolon) were
given..  Also bilateral topical steroids ((dexametha-
son 0.1 mg/mL) given 5 times a day. On the 7th day,
rheumatology recommended methotrexate (10
mg/week) supplementary to the therapy.

During the daily visits her vision gradually
improved and conjunctival hyperemia, chemosis,
vascular injection, ophthalmoplegia and retinal ex-
udates regressed. Result Snellen visual acuity was
5/10 on right eye and 3/10 on left eye.

FIGURE 2: İntraretinal hemorrhages and exudates in the right eye (R) and exudative retinal detachment in the left eye (L).
(See color figure at http://www.turkiyeklinikleri.com/journal/oftalmoloji-dergisi/1300-0365/)

FIGURE 3: Ocular B-scan ultrasound examination shows bilateral ‘T- sign’ associated with posterior scleritis.
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Control ocular ultrasound performed and reti-
nal color images taken to consider with the initial
findings. We noticed that previous T-sign on ult-
rasound disappeared and retinal lesions regressed
(Figure 4) but the sensorineural hearing loss didn’t
recover.

CONCLUSION

Cogan’s syndrome is generally considered an 
autoimmun disease but the pathogenesis of the dis-
ease is not clear. Autoimmun basis has been sup-
ported by the positive transformation of the
lymphoblastic test on cochlear antigen stimulation
and the demonstration of antibodies against corneal
and iner ear tissue. Association with antineutrophil
cytoplasmic antibodies have been reported.8 How-
ever diagnosis is based on clinical findings and his-
tory.

The variability of presentation of this rare syn-
drome delay in diagnosis is common and can lead
visual and auditory disorders. Corticosteroids are
the first line of treatment and if given early in the
disease course can aid recovery of the hearing.
Methotrexate, azathioprine, cyclosporine, my-
cophenolate mofetil and cyclophosphamide have
all been tried with varying degree of success.9-12

Standard autoantibody tests were all negative
in this patient but in the early future, specific 
autoantibodies against inner ear and ocular anti-
gens might bu useful for diagnosis and progno-
sis.13

The ocular involvement is variable, usually bi-
lateral and can cause moderate to sever visual lose.
Vollersten et al. reported blindess in 8 out of 156
eyes, with bilateral vision loss in 2 patients.14 The
patient’s ocular findings regresed after corticos-
teroid treatment and vision improved bilaterally
but there was not any improvement in her auditive
problem and may be related with the delay of cor-
ticosteroid therapy.

Cogan’s syndrome is a multisystem disease
and the patients need close cooperation of oph-
thalmology, rheumatology, otorhinolaryngology
and physician. Today, the patient is in remission
by the follow up of the related departments.

In conclusion, there are limited cases in the lit-
erature so the knowledge is inadequate. Advanced
microbiological and immunological studies need to
determine the pathogenesis of the disease. Multi-
central clinical researches with adequate number
of patients and follow up period will be guide for
common understanding.

FIGURE 4: ‘T-sign’ disappeared in control ocular B-scan ultrasound examination after treatment.
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