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Introduction

Epidémiologie mal connue

Entité a part entiere a la frontiere des
uveites intermédiaires et postérieures

Spectre de gravité étendu

Importance de |’ orientation diagnostique
|dentification des criteres de gravité
Escalade thérapeutique
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Principales questions
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Perivasculite
(infiltrat LyT perivx++)
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Lésions endothéliales +/-
thromboses , occlusions

o




Bilan

mio

e
-“ i

- ( Souvent exten5|f g

- ( Etiologique et fon tlonnel
©  Elimir ne infection

03\\

a"&




% Vascularite rétinienne %

Infectieuses Non Infectieuses

- 7

Maladies Ophtalmologiques

Maladies virales
herpes virus (HSV, VZV, CMV, EBV)
autres : VIH, HTLV1, West Nile ...

A\

Maladies Systémiques

Maladies bactériennes
Tuberculose

4 Maladie de Eales

Syphilis Choriorétinopathie Birdshot

Lyme Syndrome IRVAN ,

Bar.thonella Pars splanite Maladie de Behcet
Whipple Angéite givrée Sarcoidose

Rickettsiose, brucellose, leptospirose

Ophtalmie sympathique Sclérose en plaques

Choroidite multifocale

Maladies parasitaires
Toxoplasmose

Toxocarose
autre

Susac
MICI
HLA B27

Vascularites, Lupus, SAPL

Vascularite rétinienne
idiopathique



Veines Behcet, BK, sarcoidose, SEP, Eales, pars planite

Arteres Vascularites (GPA, CSS, Takayasu...), Lupus, SAPL,
IRVAN, SUSAC, nécrose rétinienne aigue.

Nodules cotonneux Vascularites idiopathiques, Lupus, Vascularites
systémiques, IRVAN, PAN, Wegener, Cryoglobulinémie

Infiltrats rétiniens Behcet, Barthonella

Rétinite nécrosante ~ Toxoplasmose, ARN, CMV

Ischémies rétiniennes BK, Eales, Behcet, SEP, sarcoidose

Occlusions veineuses Behcet, BK, sarcoidose

Occlusions artérielles Lupus, vascularites systémiques, SUSAC, toxoplasmose




Angiographie

% Vascularite rétinienne %}

Infectieuses P Non Infectieuses

1 >
*Terrain, Contage ou ATCD BK,

*Clinique L

*Sérologies +/- PCR Herpes virus, toxoplasmose, _ . *Clinique

TPHA-VDRL, VIH, Lyme, QF +/-IDR, hémocultures. ~ *AAN, aCL,aB2¢gpl, ACC,

(Puis Whipple, Rickettsiose, brucellose....) ' . < ANCA, Cryo, complément
e ECA, BGSA, Calcémie

*PCA (bactério, mycobactério, viro, parasito) .~ «HLAB27, HLAA29

*Vitrectomie (Whipple, LNH)

TDM thorax,
PL,

IRM SNC BD. BBS. SUSAC, SEP, LNH...)

+/- endoscopies. ..
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Complications
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Vascularite rétinienne
Facteurs Pronostiques

|

' 1. Ischémie rétinienne+++ O\ |
. = E .JE:‘
2. Oedeme maculaire
3. Occlusions

Risque X 6 de perte visuelle sévere
Palmer et al Eye 1996




Stratégies thérapeutiques
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What we must exclude first :




Optimal goals of therapy

@ Propose the best treatment modality
adapted to each clinical situation

@ Achieve long-term control of intraocular
inflammation

@ Limit the use of systemic corticosteroids
whenever possible or taper to 5 mg/d
prednisone

@ Limit side effects of local or systemic

therapies
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Traitement des uvéites

< 2000 2000




Aggressive long-lasting anti-
mflammatory and IS strategies
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Vascularite rétinienne
Facteurs mauvais pronostiques |
Et/ ou Behget *

1. Corticoides systémiques et/ou locaux
2.  Immunosuppresseurs (AZA, MTX..)

1. Anti TNEF, corticoides forte dose, AZA
- | 2. IFNa, corticoides forte dose

+/- Laser, anti-VEGF, Chirurgie, Aspegic

Anti-IL1, Anti-RILG...












Diagnosis

- Recurring oral ulcerations (apthous herpetiform) at least 3
times in one year

 In addition, patient must also meet two of the following :
« - Recurring genital ulcerations

» - Eye lesions (uveitis, retinal vasculitis) observed by a
physician (ophthalmologist)

« - Skin lesions (erythema nodosum, pseudofolliculitis,
papulopustular lesions, acneiform nodules) in adult patient
not on corticosteroids

- positive “pathergy test” read by a physician within 24-48
nours testing

Sensitivity 0.95 / Specificity 1~ AUA8a1__
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Mr C 26 ans

Vasculite rétinienne OD 1/10eme
AB, PF

< i
y”

Humira (40mg/15j), Cx, AZA pt 3 mois |
Rémission 9/10eme OG o\

.r l | | |

Arret de 1’ Humira
AZA et CX faible dose

Rechute uvéite OG 4/10eme a M6

1

Arrét AZA, IFNa 3M x3/semSC
Rémission
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Segmental and/or nodular periphlebitis (% candle-wax drippings)
and/or macroanevrism in an inflamed eye

20 a 40% des cas




Mme D 48 ans, Sarcoidose histo + (Biopsie Bronche)
Atteinte oculaire (vasculite rétinienne veineuse ischémique),
Adénopathies médiastinales, granulome bronchique, QF neg

Corticoides plus AZA
Réponse partielle AL

Corticodépendance, Apparition secondaire OM
Augmentation Cx, MMF

Echec MMF
Passage aux anti-TNF (Remicade)
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Syndrome de Susac / SICRET

John O. Susac
1975

2 cas en 3 semaines

Microangiopathie cérébrale et rétinienne (1979)

Initialement considéré comme une angeéite

granulomateuse (mais occlusions artérielles
rétiniennes et surdité)

,Microangiopathie (artérioles < 100um)
d origine immunologique

Triade : encéphalopathie / surdité-vertiges /
occlusions artérielles rétiniennes
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Mme B 28 ans
Suivie pour SEP
Occlusions artériolaires rétiniennes OD, vasculite veineuse
surdité de perception brusque

| -

Relecture IRM SNC compatible avec SUSAC

P\

AZA et CX forte doses et Aspegic

Surdité stable, amélioration oculaire












Mme D 50 ans
Rétinochoroidopathie de Birdshot

Corticoides et Cellcept
Bonne réponse

Rechute a la décroissance de corticoides
OoOMC

IFNa 3M x 3/sem SC
Bonne réponse
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IRVAN

< Idiopathic Retinal Vasculitis
* Aneurysms and Neuroretini ‘
- Maladie rare

ajeurs : VR, |
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Idiopathic Retinitis, Vasculitis, Aneurysms,
and Neuroretinitis (IRVAN)

New Observations and a Proposed Staging System

T diseasa p and affects on dtinitis,
mwws aneurysms, and neuroretinitis IRVAN).

“m ;mwammmynpmmmmmmwmmmm
hmm _ Patients in the saries had testing that may have included f giograplry, Y
Treatments in

il o = “r H P yoth
wmm mdh}ﬂmdpﬂh&um gl dnbi- o=
Initial visual acuity stage agnosis, coursa, surgl
complications of dissasa,

A total of 44 eyes of 22 patients were studied; 8 eyes had reached stage 1 or 2 disease a last
follow-up, 17 had reached stage 3, mtammodwurauﬂwmumhw 14 eyes had
maintained 20/20 vision, 15 had betwsen 20/40 and 20/200 vision, and 9 had 20/300 wision or worsa, Later
stages of retinal ischamia are associated with worsa VA, Thirty-two of 38 followed eyes were treated,

Nhﬂrm% - ed with ﬂ.l;mﬂnhd\fo\ dmuMm ﬂ?;
panre nl-tnﬂ o an
dhmumwmmmwmm was initiated in 3 eyes at stage 2, 16 at stage 3,
5ot stage 4, and 1 at stage 5. Seven eyes underwant grid lasar ratinal photocoagulation of the macula for macular

ratinitis, vasculitis, aneurysms, and neuroratinitis is an isolatad retinal vascular
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O Our ré largest cohort m panratinal
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Conclusions: Idiopathic
disease that can prograss

sion, retinal neovasculurization, and maculer exudation)
we used 1o diagnose IRVAN.! Although IRVAN was
believed initially to be a benign self-limiting condition,

dilations sf anerial bifurcations, and
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Infectieuses
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Conclusions

- Pathologies rares “"T§ graves
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