
A Case report on IRVAN syndrome 

 

Abstract : 

Idiopathicretinalvasculitis, arteriolarmacroaneurysms, and neuroretinitis (IRVAN) is a 

rare condition predominantlyaffectingyoung, healthyfemaleswithoutsystemicdisease. 

Wepresent the case of a 35-year-old femalewho presentedwith a 3-month history of 

decreasedvisualacuitywithoutassociatedsymptoms. 

Ophthalmologicalexaminationrevealedreducedvisualacuity in botheyes, 

papillaryoedema, stellatemacularoedema, and haemorrhagesbilaterally. 

Retinalimagingconfirmed IRVAN syndrome.Treatmentincludedpan-

retinalphotocoagulation( PRP) and intravitrealbevacizumab injections, resulting in 

macularoedemaregression.  
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Introduction : 

"Idiopathicretinalvasculitis, arteriolarmacroaneurysms, and neuroretinitis (IRVAN) is a 

rare clinicalentitytypicallyobservedbilaterally in a young, 

healthyfemalewithoutanysystemicdisease".[1]"Retinalvessel inflammation can occur in 

conjunctionwithdifferentocular inflammations and systemicvasculardiseases, or 

itmaybe of unknownorigin. Phlebitisistypically more prevalentthanarteritis. 

Arterialinvolvementisfrequent in IRVAN,a condition linkedwith multiple aneurysmal 

dilatations of the retinalarterioles and the optic nerve head. Peripheralcapillary non-

perfusion, retinalneovascularization, and macularexudation are 

additionalcharacteristics of this condition. Failure to treatitpromptly can result in severe 

vision-threatening complications".[1–3] 

Numeroustreatments have been used to treat the IRVAN syndrome such as intravitreal 

injection of anti-vascularendothelialgrought factor (VEGF)[4,5]and 

panretinalphotocoagulation (PRP) for ischemic areas.  

Our case highlights the clinicalpresentation, diagnostic workup, and management 

challenges of IRVAN, emphasizing the importance of continued monitoring and 

adherence to treatmentprotocols. 

 

Case presentation : 

Wepresent the case of a 35-year-old femalewhowasadmitted to ourdepartmentwith a 

three-monthhistory of decreasedvisualacuity, withoutanyotherassociatedsymptoms. 

Ophthalmologicalexaminationrevealed a best-correctedvisualacuity (BCVA) of 2/10 in 

the right eye and 3/10 in the lefteye, with no abnormalitiesdetected in the anterior 



segment examination. Fundus 

examinationshowedpapillaryoedemawithstellatemacularoedema and 

scatteredhaemorrhages in all four quadrants, alongwithpre-retinalhaemorrhages in 

botheyes (Fig 1).A comprehensiveclinicalexamination of the othersystemsreveals no 

abnormalities.Fluoresceinangiography (FFA) revealedaneurysmal dilatations along the 

arterialpathways in the right eye and peripheralischemia in botheyes (Fig 2). Macular 

Optical CoherenceTomography (OCT) demonstratedbilateralmacularoedema (Fig 3). A 

comprehensivebiologicalassessment, includingserology and immunology, returned 

normal results. The patient underwent extensive pan-retinalphotocoagulation (Fig 4) in 

addition to intravitreal injections of Bevacizumab in botheyes. The patient's course 

wascharacterized by regression of macularoedema (Fig 5) but withoutimprovement in 

her BCVA. 

 

Discussion  : 

"The IRVAN syndrome (IdiopathicRetinalVasculitis, Aneurysms, and Neuroretinitis) was 

first definedin 1983 by Kincaid and Schatz"[3]"It is a retinaldisorder of 

unknownetiology. The diagnosis of IRVAN isbased on three major elements: multiple 

aneurysmal dilatations, retinalvasculitis, and neuro retinitis at the arterial 

bifurcation"[6–8] .  

Samuel et al  [2]categorized the progression of the diseaseinto five stages:Stage 

I :encompassesmicroaneurysms, exudationneuroretinitis and retinalvasculitis. Stage 2  

ischaracterized by capillary non-perfusion as evidenced by FFA . Stage 3 manifests as 

neovascularization in the posteriorsegment,either at the disc or elsewhere, and /or 

vitreoushaemorrhage. In stage 4, thereis the presence of anterior segment 

neovascularizationspecificallyrubeosisiridis. Stage 5 ismarked by 

neovascularglaucoma.Accordingly,our patient exhibits features consistent with stage 2 

of the disease 

PRP stands as the singularlyrecognizedtreatmentmethod in cases of peripheralischemia 

or neovascularization, and itsearlyimplementationis crucial to ward off complications 

arisingfromischemia. PRP commonlydemonstrateseffectiveness, particularly in stages 2 

and 3 of the disease[9] . Rouvas et al [10], recommendeddelayingpan-

retinalphotocoagulation (PRP) whenperipheralischemia affects fewerthantwo 

quadrants of the retina. 

 Numeroustreatments have been used for IRVAN syndrome, withvaryingdegrees of 

efficacy. Intravitreal injections of anti-VEGF agents, bevacizumab and ranibizumab, have 

produced favourable results.[5,10,11] 

Recently, Cheema et al[12]proposedthat"infliximab therapycouldbebeneficial in 

mitigating inflammation and leakagefrom the optic nerve, based on their observation in 

two cases of treatment-resistant IRVAN syndrome". 

Sawhney et al. [13]utilized"PRP in the regions of retinalischemia and aneurysmal 

dilatations followingthreebevacizumab injections for a patient with stage 3 IRVAN 



syndrome. Over the subsequent 8 months, the patient 

receivedmonthlytreatmentcomprisingsevenadditionalbevacizumab injections, one 

intravitrealdexamethasone implant, and one periocular triamcinolone injection. Later, a 

pars plana vitrectomywasperformed to remove the epiretinal membrane and 

alleviatevitreomacular traction. The macularlipidexudationhadcompletelyresolvedwith 

a residuallamellarhole". 

"Eale'sdiseasecouldbe a differentialdiagnosis of IRVAN syndrome due to the presence of 

retinalvasculitis and peripheralnonperfusionfeatures. Furthermore, Eale'sdiseaseis 

more likely to befound in the retinalveinsinstead of arterioles. Also, multiple aneurysms 

and optic nerve headvasculartortuositydistinguish IRVAN syndrome 

fromEale'sdisease"[14] 

 

Conclusion : 

 

The IRVAN syndrome isthus a highlycharacteristicclinicalpicture due to 

itsangiographicfeatures, to beconsidered in anyposterioruveitisthat combines neuro 

retinitiswitharterialvasculitis, especially in the case of a youngwoman. It is crucial to 

investigateanyunderlyinginflammatory or vascularpathology to confirm the idiopathic 

nature of this condition. 

Once the diagnosisisestablished, itis crucial to treatretinalperipheryischemia and to 

conductregular follow-ups to ensure the absence of evolving complications thatmay 

arise duringits course. 
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Figure 1:Color fundusphotograph of the rightand the 

lefteyeshowingneuroretinitiswithpre-retinalhemmoragias in botheyes 

Figure 2 : 

Fluoresceineangiographyshowinganeu

rysmaldialtationswithperipheralische

miain the right eye 



 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

 

REFERENCES : 

1.  Chang TS, Aylward GW, Davis JL, Mieler WF, Oliver GL, Maberley AL, et al. Idiopathic 
Retinal Vasculitis, Aneurysms, and Neuro-retinitis. Ophthalmology. 1 juill 
1995;102(7):1089‑ 97.  

Figure 3 : impacts of PRP in botheyes 

 

Figure 4 : The macular Optical CoherenceTomography (OCT) showeddiffusedretinalthikeningright eye and 

cystoidemacularedema of the lefteye 

 

Figure 5 :Themacular Optical CoherenceTomography (OCT) post one cycle of intravitreal injections of 

Bevacizumab 

 



2.  Samuel MA, Equi RA, Chang TS, Mieler W, Jampol LM, Hay D, et al. Idiopathic retinitis, 
vasculitis, aneurysms, and neuroretinitis (IRVAN): new observations and a proposed 
staging system. Ophthalmology. août 2007;114(8):1526-1529.e1.  

3.  Kincaid J, Schatz H. Bilateral retinal arteritis with multiple aneurysmal dilatations. 
Retina. 1983;3(3):171‑ 8.  

4.  Karagiannis D, Soumplis V, Georgalas I, Kandarakis A. Ranibizumab for idiopathic 
retinal vasculitis, aneurysms, and neuroretinitis: favorable results. Eur J Ophthalmol. 
août 2010;20(4):792‑ 4.  

5.  Akesbi J, Brousseaud FX, Adam R, Rodallec T, Nordmann JP. Intravitreal bevacizumab 
(Avastin) in idiopathic retinitis, vasculitis, aneurysms and neuroretinitis. Acta 
Ophthalmol. mars 2010;88(2):e40-41.  

6.  Banaee T, Hosseini SM. Optical Coherence Tomography Features in Idiopathic 
Retinal Vasculitis, Aneurysms and Neuroretinitis Syndrome. J Ophthalmic Vis Res. 
2015;10(2):193‑ 6.  

7.  Pichi F, Ciardella AP. Imaging in the diagnosis and management of idiopathic retinal 
vasculitis, aneurysms, and neuroretinitis (IRVAN). Int Ophthalmol Clin. 
2012;52(4):275‑ 82.  

8.  Lin X, Meng Z, Deng A, Chen X, Wang S, Gu S, et al. The multimodal imaging 
characteristics of IRVAN syndrome: a case report. Am J Transl Res. 15 août 
2021;13(8):9866‑ 73.  

9.  Mansour M, Al-Ghotani B, Abo-Shdeed B, Jannoud O. IRVAN syndrome: A case report 
and a literature review. Annals of Medicine and Surgery. 1 mai 2022;77:103725.  

10.  Rouvas A, Nikita E, Markomichelakis N, Theodossiadis P, Pharmakakis N. Idiopathic 
retinal vasculitis, arteriolar macroaneurysms and neuroretinitis: clinical course and 
treatment. J Ophthalmic Inflamm Infect. 25 janv 2013;3:21.  

11.  Basha M, Brown GC, Palombaro G, Shields CL, Shields JA. Management of IRVAN 
syndrome with observation. Ophthalmic Surg Lasers Imaging Retina. 1 mai 2014;45 
Online:e18-22.  

12.  Cheema RA, Al-Askar E, Cheema HR. Infliximab therapy for idiopathic retinal 
vasculitis, aneurysm, and neuroretinitis syndrome. J Ocul Pharmacol Ther. août 
2011;27(4):407‑ 10.  

13.  Sawhney GK, Payne JF, Ray R, Mehta S, Bergstrom CS, Yeh S. Combination anti-VEGF 
and corticosteroid therapy for idiopathic retinal vasculitis, aneurysms, and 
neuroretinitis syndrome. Ophthalmic Surg Lasers Imaging Retina. 1 nov 
2013;44(6):599‑ 602.  

14.  Bajgai P, Katoch D, Dogra MR, Singh R. Idiopathic retinal vasculitis, aneurysms, and 
neuroretinitis (IRVAN) syndrome: clinical perspectives. Clinical Ophthalmology. 6 
oct 2017;11:1805‑ 17.  



 


