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Neuro-Behçet’s Syndrome presenting to the 

Emergency Department

Patient: A 52-year-old, Turkish female.

Presentation:

• Orogenital ulcers and panuveitis.

• Medication: azathioprine 125mg, colchicine 500mcg

twice daily, prednisolone 30mg, maxidex eye drops

and Triorasol mouthwash.

• New symptoms of blurred vision, diplopia and a

severe headache.

Examination: CNIII palsy, ataxic gait.

Investigation: MRI head confirmed active neuro-BS.

Management:

• Prednisolone increased to 60mg.

• IV methylprednisolone.

• Infliximab.

• Topical treatments for oro-genital ulcers.

• Alendronic acid 70mg weekly.

Review:

• 5 days: Headache and diplopia resolved. Unsteady
when walking but less ataxic.

• Repeat MRI head after second infliximab infusion
showed significant improvement.

• Prednisolone gradually reduced.

• 7 months: Developed antibodies to infliximab and
swapped to adalimumab.

• Currently stable on azathioprine and colchicine.

INTRODUCTION

Patient: A 39-year-old, HLA-B51 positive, Kurdish female.

Presentation:

• Orogenital ulceration and headaches.

• Non-compliant with colchicine

• New left sided headache, eye pain, diplopia, urinary
incontinence, slurred speech, genital ulcers and
folliculitis. and slurred speech.

• Examination: Oral and genital ulcers, folliculitis and
enophthalmos.

Investigation: MRI head confirmed active neuro-BS.

Management:

• IV methylprednisolone.

• Infliximab.

• Azathioprine, colchicine and topical treatments.

• Discharged on prednisolone 60mg with Alendronic acid
70mg weekly.

Review:

• 2 months: symptoms resolved except diplopia.

• 3 months: Diplopia resolved.

• 5 months: Disease stable on azathioprine 150mg,
prednisolone 15mg and colchicine 500mcg twice daily.

• MRI showed significant improvement.

• Dose of prednisolone reduced to 10mg.

• 12 months: Scans stable with no new lesions or residual
white matter.

• 22 months: Infliximab stopped due to neutropenia.

• Currently stable on azathioprine and colchicine.

• Behçet’s syndrome (BS) is a rare condition with unclear pathogenesis.

• Can cause oral ulcers, genital ulcers, uveitis, cutaneous lesions, arthralgia and can also have gastrointestinal and
vascular effects.

• Approximately 9% of patients have neurological involvement. Neuro-BS can cause parenchymal inflammation in the
central nervous system or patients can have venous sinus thrombosis. Rarely, there is involvement of the peripheral
nervous system.1

• BS is associated with the major histocompatibility complex antigen HLA-B51 which is often associated with a more
severe disease phenotype.

CASE 1 CASE 2

Figure 2: Left MRI head shows acute neuro-BD. Right MRI head 

shows considerable improvement 5 months after treatment.
Figure 1: Left MRI head shows acute neuro-BD. Right MRI head 

shows considerable improvement 1 month after treatment.

DISCUSSION CONCLUSION
• Neuro-BS patients can present with tumefactive

lesions.

• A diagnosis of Neuro-BS should be considered in 
patients known to have BS. 

• Treatment of acute Neuro-BS includes high dose 
steroid therapy such as intravenous 
methylprednisolone. 

• Further immunosuppressive treatment should be 
planned according to the EULAR treatment pathway 
for BS.

BS is a rare condition and approximately 9% of patients
have neurological involvement. Acute treatment with
corticosteroids and immunosuppression is required to
reduce disease activity and prevent a further episode.
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