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Maladie de Behçet
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Critères diagnostiques

• Ulcérations orales récurrentes: récidivant plus de 3 fois
en 12 mois

• + 2 des manifestations suivantes:
– ulcérations génitales récurrentes
– lésions cutanées
– test pathergique positif
– Uvéite

• Critères applicables uniquement en l’absence d’autres
explications cliniques

INTERNATIONAL STUDY GROUP FOR BEHÇET’S DISEASE. Cri teria for diagnosis of Behçet’s disease. Lancet, 19 90, 335 : 1078-1080
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Uvéite antérieure
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Occlusions vasculaires
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Œdème maculaire et papillite
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EULAR Recommendations 
for the Management of 

Behçet’s Disease

Report of a Task Force of the 
European Standing Committee for 

International Clinical Studies 
Including Therapeutics (ESCISIT)

G. Hatemi, A. Silman, D. Bang, B. Bodaghi, A. M. Cha mberlain, 
A. Gul, M. H. Houman,  I. Kötter, I. Olivieri, C. S alvarani, 

P. P. Sfikakis, A. Siva, M. R. Stanford, N. Stübige r, S. Yurdakul 
and H. Yazici

Ann Rheum Dis 2008



Development of Recommendations

EULAR’s standardised operating 
procedures for developing 
recommendations combining:
– Best available evidence from the 

literature 
– The opinion of experts

Targeting:
– All physicians and surgeons who are 

involved in the treatment of Behçet’s 
Disease



Any patient with BD and inflammatory eye 
disease affecting the posterior segment 
should be on a treatment regime, which 
includes azathioprine and systemic 
corticosteroids

– Category of evidence: Ib
– Strength of Recommendation: A/D
– Level of Agreement: 

• among the whole group: 9.57 ± 0.51
• among “experts”: 9.73 ± 0.47 (n=11)
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If the patient has severe eye disease defined 
as >2 lines of drop in visual acuity on a 10/10 
scale and/or retinal disease, (retinal vasculitis 
or macular involvement), it is recommended 
that either cyclosporine A or infliximab be 
used in combination with azathioprine and 
corticosteroids; alternatively interferon-alpha 
with or without corticosteroids could be used 

– Category of evidence: II
– Strength of Recommendation: C/D
– Level of Agreement: 

• among the whole group: 8.71 ± 0.91
• among “experts”: 8.9 ± 0.83 (n=11)
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Arthritis 2010



Arthritis 2010





Interferon-�

The only RCT with IFN � involves 9 patients with 
eye involvement (6 in IFN �, 3 in placebo arm)

– Complete remission : 3/6 vs 0/3
– Partial remission : 2/6 vs 1/3
– Development of new eye disease: 0/23 vs 1/21



Open studies with Interferon �

8 Open studies with IFN-� included patients with 
eye involvement:
– Dose: 5 MU / week to 9 MU x 3 / week
– Total number of patients: 195
– Complete remission: 139/195

• remission of macular edema
• reperfusion of occluded retinal veins
• complete remission of retinal neovascularisation
• significant improvement in visual acuity 
• tapering the dose of steroids

– Time to remission: 2 weeks







Discussion
Kötter [2003] Tugal-Tutkun [2006] Gueudry AJO [2008]

Number of patients 50 44 33

Initial IFN dosage 6MIU/d 6MIU/d 3MIU 3x/ week

Efficacy 46 (92%) 40 (91%) 29  (88%)

Treatment duration 16.4 months  (range 3-58) 22.2±13. 4 months 32 months (range 16-50)

Discontinuation  IFN 
assay

20 (40%) 9 (22.5%) 20 (60.6%)

Follow-up after 
discontinuation

29.5 months (range 7-58) 24 months at least 43 months  (range 6-84)

IFN discontinuation 
without relapses

40% 18.1% 42.4%

Corticotherapy 
discontinuation

81% Between 40 and 60 % None

Side effects

Flu-like syndrome 50 (100%) 44 (100%) 17 (51.5%)

Depression 4 (8%) 0 3 (9%)

Leucopenia 20 (40%) 6 (13.6%) 6 (18.2%)



Evaluation of safety from open studies 

with Interferon- �

14 studies gave information about toxicity
IFN-� should not be used in combination with 

azathioprine due to the risk of serious 

myelosuppression
Toxicity Number of patients Withdrawals due to toxici ty

Flu-like symptoms 231/257 (90%) -

Depression 7/ 257 (3%) 3/7

Alopecia 15/ 257 (6%) 2/14

Leukopenia 9/ 257 (4%) -

Thrombopenia 1/ 257 (0.4%) -

Injection site ulcers 1/ 257 (0.4%) 1/1

Epileptic seizures 1/ 257 (0.4%) 1/1

ALT/AST elevation 2/ 257 (0.8%) 1/1



75% à 18 mois
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48h après aTNFa

S3 après aTNFa
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2 anti-TNF sont efficaces dans les Uvéites
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Maladie de Behçet avec uvéite postérieure

Menace maculaire immédiate

Anti-TNF αααα ou IFNαααα
+

Corticoïdes systémiques 
+

Colchicine

Sans menace maculaire

IS conventionnels (AZA ou MMF) 
+ 

Corticoïdes 
systémiques

+
Colchicine

Corticoïdes systémiques
+

IFNαααα

ou

Rémission

Décroissance 
Surveillance

RésistanceRémission

Décroissance
Surveillance 2ème IS + Ct IVT et/ou S

� 2 ans



Conclusions

� 2 options thérapeutiques majeures (aTNFa,IFNa)
� Risque cécité ++
� Bilatéralisation ++
� Corticoïdes et IS d’emblée si uvéite postérieure
� Nécéssité études randomisées
� Anti IL1, anti IL6?


