
 

 

Retinalinvolvement in systemic lupus erythematosus: case 

report and littérature review 

 

 

Abstract 

Objective:underline the importance of early management of retinal damage in lupus. 

Case report: A 25-year-old femalewith no previousmedicalhistorypresented 15 

daysagowitherythematous, non-itchy, scalymaculo-papularlesions of the face in the form of a 

butterfly'swing, evolving in a febrilecontextwithalteredgeneral condition, constipation and 

memory problems. The diagnosis of systemic lupus erythematosuswas made on the basis of 

the clinicalsymptoms,biologicalresults and the biopsy. Treatmentwasbased on a 

syntheticantimalarial agent. An ophthalmological opinion wassoughtwith a view to the 

introduction of syntheticantimalarials. 

Clinicalexaminationrevealedcorrectedvisualacuity of 10/10 in the right eye and 10/10 in the 

left. Biomicroscopy of botheyesshowed infiltration of the lowereyelids, and examination of 

the retinarevealed diffuse cottonwool spots around the vessels, a sharplyexcavatedpapillarated 

0.4 on the right and 0.3 on the left, good-calibre vesselswithoutvascularsheathing, and good 

macularreflexion. Fluoresceinangiography of botheyesshowed no signs of retinalischaemia (at 

the posterior pole and retinalperiphery) or diffusion at any time during the examination.  .  

The patient wastreatedwith hydroxychloroquine, dermocorticoids and local care for the skin 

lesions. The first monthwasmarked by an improvement in skin signs, with stabilisation of the 

cottonwool spotson the fundus. However, dry keratoconjunctivitisappeared, leading to the 

prescription of a wetting agent and a vitamin A-basedhealing agent. 
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Introduction  

Lupus is a chronicsystemicautoimmunedisease in whichophthalmicinvolvementoccursin 3.3% 

to 28.1% of cases during the course of the disease [1]. The mostfrequentophthalmological 

manifestation is adry keratoconjunctivitis. Occlusive retinalvasculitis in lupus is rare, acute in 

onset, and linked in almost 70% of cases to the presence of anti-phospholipidantibodies. We 

report a rare case ofearly-onsetretinalinvolvement in lupus. 

 

Case presentation 

 

A 25-year-old female patient with no previouspathologicalhistorypresented 15 daysagowith 

non-itchyerythematousmaculo-papularscalylesions of the face in the shape of a 

butterfly'swing (Image 1), evolving in a febrilecontextwithalteredgeneral condition, 

constipation and memory problems. 

 In view of hersymptoms, the patient wasadmitted to internalmedicine, where a 

laboratorywork-up wasperformed. An inflammatory syndrome wasobserved, CRP: 25.3; 

normocyticnormochromicanaemia : Haemoglobin: 8.5 g/dl; Leukocytes = 2600; Neutrophils 

= 1400; Lymphocytes = 900. Anti-SSA antibodies: positive, Anti-nuclearantibodies: positive 

with a speckled nucleus. However, anti-native DNA, anti-SSB, anti-cardiolipin and lupus-

type anticoagulant antibodies all came back negative. A skin biopsywasalsoperformed, which 

came back in favour of lupus. A diagnosis of systemic lupus erythematosuswas made, and 

treatmentwithsynthetic anti-malarialdrugswasadopted. An ophthalmological opinion 

wassought in view of the introduction of syntheticantimalarials. 

Clinicalexaminationrevealedcorrectedvisualacuity of 10/10 in the right eye and 10/10 in the 

left. Biomicroscopy of botheyesshowed infiltration of the lowereyelids, clearconjunctiva, 

clearcorneawith no fluoresceinuptake, deepopticallyemptyanteriorchamber, good iris 

trophicity and colourationwith no iris nodule, The lens and vitreouswere transparent. 

Examination of the retina (Images 2 and 3) showed the presence of diffuse Cotton wool spots 

around the vessels, a papillawith a clear excavation edgerated at 0.4 on the right and 0.3 on 

the left, vessels of good calibre with no vascularsheathing, and a good macularreflection. 

Fluoresceinangiography of botheyesshowed no signs of retinalischaemia (at the posterior pole 

and retinalperiphery) or diffusion at any time during the examination,  

 An angiographic OCT (Image 4) centred on a lesionwasperformed and showedCotton wool 

spots(hyper-reflective intra-retinalmaterial and posteriorshadowcone), and no neovessels. 

The patient received hydroxychloroquine at a dose of 400 mg per day, dermocorticoids and 

local care for the skin lesions. The evolutionwasmarked by an improvement in the 

cutaneoussigns, withstabilisation of the Cotton wool spotsin the fundus. A dry 

keratoconjunctivitisappeared, leading to the prescription of a wetting agent and a vitamin A-

basedhealing agent. 



 

 

 

 

 

 

 

 

Image 1: non-itchy, erythematous, scalymaculo-papularlesions of the face in the shape of a 

butterflywing, with infiltration of the eyelids. 

 

 

 

 

 

 

 

 

 

 



 

 

 

Image 2:Retinophotograph of the patient's right eyeshowing a papillawithclear contours, excavation at 

0.4, vessels of good calibre, presence of Cotton wool spots on the vascularpaths, good 

macularreflection. 

 

 

 

 

 

 

 

 



 

 

 

 

Image 3:Retinophotograph of the patient'slefteyeshowing a papillawithclear contours, excavation at 

0.3, vessels of good calibre, presence of Cotton wool spots on the vascularpaths, good 

macularreflection. 

 

 

 

 

 

 

 

 

 



 

 

 

Image 4 :OCTangiography of the right eyecentred on a cottonwoolspotsshowingthickening of the 

innerlayers of the retina. 

 

 

 

Image 5:Resolution of skin lesionsafter one month of treatment. 

 

 



 

 

 

 

 

 

 

 

Discussion  

Systemic lupus erythematosus (SLE) is an autoimmunedisease in whichretinal damage is an 

ophthalmological emergency becauseit affects visualprognosis, hence the need to 

interveneearlier in order to preservevisualfunction. The incidence of retinal damage in SLE 

ranges from 3.3% to 28.1% [1, 2], while the incidence of vasculitisislower. 

The pathogenesis of retinal damage isuncertain, but the effect of circulating immune 

complexes on retinalvessels has been suggested [3]. A complex interaction betweengenetic, 

hormonal and environmentalfactorsisthought to beinvolved. The mostcommonfindings are 

diffuse and extensive arteriolar occlusions, capillary non-perfusion, severeretinalischaemia 

and subsequentneovascularisation. In the majority of these cases, botheyeswereaffected, as in 

our patient. The pathogenesis of vaso-occlusive retinopathy in SLE isthought to involve an 

immune complex-mediatedvasculitis. Histologicalstudies have revealedfibrinoid changes 

withthrombosis in the vesselwalls [4]. 

Lupus can affect all organs. The mostrecent diagnostic criteria have been formulated by the 

Systemic Lupus International CollaboratingClinics (SLICC) [21]. In the eye, all structures can 

beaffected [20].  

Damage to the microcirculation with occlusion of the precapillaryarterioles, givingrise to the 

classicdysoric nodules or "cottonwool spots". The cause maybe damage to the vascularwalls, 

a change in bloodviscosity or an embolism. They are characterised by the presence of 

cottonwool spots, as in our patient, and flaminghaemorrhages, whichgenerally have no effect 

on visualacuity. Othersigns of lupus vasculitis:deep dry exudates; 

superficialretinalhaemorrhage; microaneurysms; accentuation of arteriovenouscrossings; 

narrowing of retinalarterioles; localised or generalisedoedema; venousstasis; 

exudativedetachments [5]. Involvement of the large arterial and venoustrunksisrarer [6]. 

Retinalvenous occlusion or occlusion of the central retinalarterymaybeobserved. 

Retinalvasculitisislinked in almost 70% of cases to the presence of anti-

phospholipidantibodies [7], whichwerenegative in our patient. 

Retinopathygenerallycorrelateswith SLE diseaseactivity [4,8] and these manifestations of SLE 

retinopathy are generallyassociatedwith a good prognosis for vision. In contrast, the 

severevaso-occlusive retinopathy of lupus is a rare form of retinopathy, which tends to 

involvesmallerretinalarterioles and has a much more profoundeffect on vision 

[10].theprevalence of vascular occlusion isthought to increase in the presence of anti-

phospholipidantibodies [11] , but it can occur in the absence of theseantibodies [4] . The 

naturalevolution of ophthalmological damage couldbetowards occlusive vasculitis [9] 

withretinalischaemia, with the risk of neovesselsdeveloping [12], leading to blindness [18, 



 

 

19]. Even aftertreatment, remodelling of the retinalvasculaturemayoccur.  This type of 

vasculitisis rare and acute in onset, and maybeaccompanied by cerebralvasculitis, which can 

be life-threatening [13]. Ocularimagingsuch as fluoresceinangiography and macular OCT are 

necessary to monitor retinal damage [22]. 

Visceral damage, particularly to the eyes, in the course of lupus requirescorticosteroidtherapy 

(methyl prednisolone) in bolus form for threeconsecutivedays, followed by a dose of 

prednisone 1mg/kg/day, thengradual and cautioustapering off. 

Earlytreatmentimprovesprognosis. In severeforms, immunosuppressive drugswillbeoffered, as 

they are becomingincreasingly important in the management of lupus [14]. 

Earliertreatmentwouldalsoavoid the need for aggressivetherapy, as in ourpatient's case. 

Retinalpanphotocoagulationisnecessary in cases of ischaemicretinalneovascularisation. 

Central retinalvein occlusion is a known complication of systemic lupus [15,16]. In 

oedematousforms of central retinalvein occlusion, intravitreal injections have proved effective 

[17]. 

  

 

Conclusion  

The role of the ophthalmologistisnecessary in the follow-up of a lupus patient, both for the 

diseaseitself and for monitoring retinal damage caused by 

treatmentwithsyntheticantimalarials. Larger-scalestudieswillbeneeded to assess the efficacy of 

syntheticantimalarials in veryearlyophthalmologicalforms of the disease. 
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