
1. There is no single diagnostic test for IgG4-RD. Diagnosis should
be based on the overall clinical picture, supported by blood
results, imaging and histopathology.

2. IgG4-RD is a steroid-responsive disease. If there is a poor
response to treatment, the diagnosis should be re-considered.

3. Re-examination of previous biopsy specimens can be invaluable,
especially in patients refractory to standard treatment.

4. The link between IgG4-RD and malignancy has not been estab-
lished and it is important to remain vigilant. As ocular adnexal lym-
phomas are not uncommon, it is important to keep this differential
diagnosis in mind when reviewing patients with eye swelling
thought to be secondary to IgG4-related ocular disease.
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Case report - Introduction: Cogan syndrome is a very rare disorder of
probable autoimmune vasculitic origin, first described in 1934. The age
of onset seems to range from 3 to 50 years with an average age of dis-
ease onset at 29 years. It is characterised by audiovestibular dysfunc-
tion and ocular inflammation. The cause remains unknown and the
epidemiology of the disease is purely based on case reporting. As of
2015, there were fewer than 250 case reports. Interestingly, it seems
extremely rare in Arabic and Middle Eastern countries in which a new
case has been recently diagnosed and is being reported in this
abstract.
Case report - Case description: A 14-year-old girl of Arabic origin
first presented to the ENT specialist with a 3-week history of balance
problems, left tinnitus and sensorineural hearing loss in both ears
worse on the left. She first received treatment for vestibular neuritis
with no improvement. Two months later, she complained of bilateral
red eyes and excessive lacrimation when diffuse interstitial keratitis
was diagnosed by the ophthalmologist. An array of blood tests includ-
ing a full autoimmune disease was arranged and a rheumatology opin-
ion was sought.
The patient had a normal inflammatory response and her screen for
antinuclear antibodies, extractable nuclear antigen, rheumatoid factor
and antineutrophil cytoplasmic antibodies were all negative. A full virol-
ogy screen was also negative. Having failed to respond to all supportive
treatment modalities, a trial of a tapering 2-week course of predniso-
lone starting at 25mg daily was instigated. The patient’s symptoms
improved by more than 50% on glucocorticoids subsequent to which
the diagnosis of Cogan syndrome was anticipated. As the patient’s
symptoms relapsed when glucocorticoids were stopped, she was
recommenced on prednisolone 25mg in line with azathioprine 100mg
daily. The patient’s hearing, which was almost lost in the left ear,
improved significantly by more than 70% initially, and then to normal
hearing as stated by the patient supported by special ENT testing. Her
balance problems and vertigo also improved remarkably. Her tinnitus,
which was the last symptom to resolve, almost went away over the
subsequent 2 months. The patient had already come off glucocorti-
coids 6 months down the line, and stayed on azathioprine 75-100mg
daily for almost a year after which gradual weaning was trialled and
then eventually succeeded. She has now been off azathioprine for 6
months without experiencing any disease relapse.
Case report - Discussion: Cogan syndrome can be difficult to diag-
nose particularly in children. The diagnosis is essentially clinical
depending on the presence of audio-vestibular symptoms and intersti-
tial keratitis along with a prompt response to immunosuppressive
medication.
In this patient, the consistent clinical picture supported by the positive
response to glucocorticoids especially in the absence of an alternative
diagnosis would have made the diagnosis of Cogan syndrome likely.
Given the rarity of this disorder, there are no classification criteria as yet
hence the ongoing need for case reporting. Moreover, there is no clear
guidance on the duration of immunosuppressive treatment of this con-
dition.
Case report - Key learning points: It is pivotal in managing condi-
tions with a suspected autoimmune origin to have a multidisciplinary
approach involving other relevant specialties in a holistic approach.

The prompt response to glucocorticoid therapy still remains the key in
securing the diagnosis of a number of conditions in clinical practice
especially in the absence of diagnostic criteria and/ or supportive
investigations such as serological and tissue-based testing.
Case reporting has a crucial role in enhancing awareness of rare medi-
cal conditions.
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Case report - Introduction: Giant cell arteritis (GCA) is a systemic
vasculitis primarily affecting large- and medium-sized arteries. Classic
symptoms include headache, scalp tenderness, jaw claudication and
visual disturbances.
Ophthalmic artery involvement commonly causes anterior ischaemic
optic neuropathy. Uncommon ocular features include anterior segment
ischaemia, hypotony, tonic pupil or rarely choroidal ischaemia.
Heterogenicity of presentation can make diagnosis difficult leading irre-
versible visual loss.
We report a case of bilateral macular choroidal ischaemia with atypical
symptoms of GCA. It emphasises the need of complete evaluation in
elderly patients with GCA and visual symptoms and the need to start
aggressive treatment to prevent visual loss.
Case report - Case description: 73-year-old caucasian lady pre-
sented to the eye emergency department with diplopia. Medical history
includes systemic hypertension, hypothyroidism and hyperlipidaemia,
no past ocular history. Eye examination was normal except decompen-
sated fourth nerve paresis. Thyroid function was normal. Diplopia
resolved spontaneously.
Patient re-presented with a floater in the right eye and left-sided atypi-
cal headache without jaw claudication. Investigations: normal FBC,
CRP 126, ESR 100, PV 1.67. Following rheumatologist review she was
commenced on oral prednisolone 60 mg with clinical suspicion of GCA.
Temporal artery biopsy confirmed GCA. She had TIA subsequently.
MRI revealed small area of acute infarct in left ganglio-capsular region.
Clopidogrel was started for secondary prevention.
In the ophthalmology clinic she saw a lacy pattern. Her Log MAR VA in
right and left eye was 0.64 and 0.76, respectively. Fundoscopy
revealed retinal pigment epithelial (RPE) mottling at the maculae, right
more than left eye. Optical Coherence Tomography (OCT) macula
revealed bilateral RPE elevations and serous pigment epithelial detach-
ment bilaterally, patchy central RPE atrophy with external limiting
membrane disruption, more pronounced in the right eye. Fundus fluo-
rescein angiogram and indocyanine green angiography confirmed
bilateral choroidal ischaemia (triangular shaped with the base at the
equator) at the macula worse in right than left eye.
Oral prednisolone was continued with gradual tapering. VA improved
to Log MAR 0.5 and Log MAR 0.2 in right and left eye at six weeks. OCT
showed signs of RPE re-modelling with resolution of sub retinal fluid
(resolution of inflammation).
At recent follow up Log MAR VA is 0.26 and 0.06 in right and left eye
respectively. She is on oral prednisolone 20 mg once a day tapering
2.5 mg every 2 weeks. OCT shows further re-modelling of the ellipsoid
zone in the left eye, but her right eye shows more RPE atrophy and thin-
ning with RPE degeneration.
Case report - Discussion: We report an unusual case of GCA with
atypical symptoms and bilateral choroidal ischaemia.
Patients with GCA usually present with systemic symptoms and signs
like headache, scalp tenderness, fever, and jaw claudication. Variable
presentation can often lead to misdiagnosis and consequent irreversi-
ble loss of vision. Visual symptoms as the first and only sign of GCA
was first reported in 1952.
Posterior ciliary arteries in the eye can be affected leading to optic
nerve infarction and subsequent anterior ischaemic optic neuropathy
(AION). AION and visual field loss accounts for 80—90% of cases with
ocular signs of GCA. Posterior ciliary artery occlusion can rarely cause
patches of choroidal infarcts which appear as chorio-retinal degenera-
tion in a couple of weeks. These patches are usually in the mid-periph-
eral fundus, usually triangular shaped with the base towards equator
and apex toward posterior pole.
In our case the presentation was very atypical in the sequence of symp-
toms. Her raised inflammatory markers raised the suspicion of GCA
and prompt referral to rheumatology was done. Aggressive treatment
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