
Jebmh.com Case Report 

 

J. Evid. Based Med. Healthc., pISSN- 2349-2562, eISSN- 2349-2570/ Vol. 4/Issue 76/Sept. 21, 2017                                             Page 4503 
 
 
 

A CASE REPORT OF RETINAL VASCULITIS IN SYSTEMIC LUPUS ERYTHEMATOSUS 
Shivakumar Mallappa1, Kaushal Kumar2, Soumyadeep Hazra3, Moumita Hazra4 

 
1Professor, Department of Ophthalmology, Rajarajeswari Medical College and Hospital, Bengaluru, Karnataka, India. 
2Professor and HOD, Department of Ophthalmology, Rajarajeswari Medical College and Hospital, Bengaluru, Karnataka, India. 
3Postgraduate Student, Department of Ophthalmology, Rajarajeswari Medical College and Hospital, Bengaluru, Karnataka, India. 
4Assistant Professor, Department of Pharmacology, K. D. Medical College Hospital and Research Centre, Mathura-Delhi Road, 

Uttar Pradesh, India. 

HOW TO CITE THIS ARTICLE: Mallappa S, Kumar K, Hazra S, et al. A case report of retinal vasculitis in systemic lupus 

erythematosus. J. Evid. Based Med. Healthc. 2017; 4(76), 4503-4506. DOI: 10.18410/jebmh/2017/898 
 

PRESENTATION OF CASE 

A 25-year-old patient presented with complaints of swelling 

of both the eyes, which was insidious in onset, painless and 

was gradually progressive since last 1 week, which was 

associated with painless gradually progressive diminution of 

vision. She also complained of painful oral ulcers and few 

rashes over the face involving the cheeks and forehead since 

one week. 

She gave a history of typhoid fever 1 month back, which 

was associated with difficulty in breathing and swallowing. 

On examination, vision in both eyes were reduced to 

counting fingers from 2 metres with pinhole improvement of 

6/24. Anterior segment showed periorbital oedema, swollen 

eyelids along with congestive conjunctiva and grade 2 

chemosis. Cornea was clear with no cataractous changes of 

lens in both the eyes. Pupil was round, regular and reactive 

for both the eyes. Schirmer's test showed 12 mm and 10 

mm wetting of the paper after 5 minutes for right and left 

eye respectively, which indicated mild dryness of eyes. 

Fluorescein staining was normal confirming absence of any 

corneal epithelial defect. Diplopia charting, noncontact 

tonometry and perimetry findings were within normal limits. 

On fundoscopy, there was severe arteriolar attenuation 

along with presence of few cotton wool spots, hard exudates 

bilaterally and mild tortuosity of vessels in left eye without 

any signs of vitreous haemorrhage or retinal detachment. B-

scan and OCT scanning findings were normal without any 

signs of haemorrhage or detachment. On fluorescein 

angiography, there was capillary dropout, vessel wall 

staining and leakage from vessels. Systemic examination 

was normal with no palpable lymphadenopathy. 

On blood investigations, ESR (75 mm/hr.) was elevated 

and Hb level was 9.8%. On RFT, blood urea was 49 mg/dL. 

RA factor, CRP, ASLO and ANA were positive. Chest x-ray, 

ECG, TSH, pulmonary function test and creatinine 

phosphokinase were normal. CRP was 1.15 mg/dL. MRI 

brain was normal. ANA titre was 5.92. Serum creatinine level 

was 2 mg/dL. 

 

DIFFERENTIAL DIAGNOSIS 

Given the protean manifestations of Systemic Lupus 

Erythematosus (SLE), the differential diagnosis is 

correspondingly broad. While it is beyond the scope of this 

review to provide a comprehensive list of all possible 

alternative diagnoses, we present several here. 

 

Rheumatoid Arthritis (RA)- Joint deformities in SLE are 

often reducible in SLE. Some manifestations like serositis, 

subcutaneous nodules and anaemia are more common in RA 

patients with more severe or advanced disease. Presence of 

anti-cyclic citrullinated peptides (CCP) are more supportive 

of the diagnosis of RA. ANA maybe positive in up to one-half 

of patients with RA, whereas Rheumatoid Factor (RF) maybe 

present in approximately one-third of SLE patients. 

 

Rhupus- Patients with features of both SLE and RA are 

termed rhupus. Few may have an erosive arthropathy that 

is atypical for SLE. 

 

Mixed Connective Tissue Disease (MCTD)- It is 

characterised by overlapping features of SLE, systemic 

sclerosis and polymyositis and by the presence of high titers 

of antibodies against U1 Ribonucleoprotein (RNP). 

 

Systemic Sclerosis (SSc)- Presence of both Raynaud 

phenomenon and gastroesophageal reflux is typically 

observed in SSc, which may also be seen in patients with 

SLE or healthy individuals. A positive ANA, anti-double-

stranded DNA (dsDNA) and anti-Smith (Sm) antibodies, 

which are more specific for SLE are not commonly observed 

in systemic sclerosis. 

 

Sjogren’s Syndrome- Patients with Sjogren’s syndrome 

and SLE both can have neurologic and pulmonary 

abnormalities, but presence of xerostomia and characteristic 

findings on salivary gland biopsy distinguishes Sjogren's 

syndrome from SLE. 

 

Vasculitis- Patients may present with overlapping features 

of SLE, skin lesions, neuropathy and renal dysfunction. 

 

Behcet’s Syndrome- Male patient, ANA negative and 

vascular involvement of any size are more commonly a 

feature of Behcet’s syndrome rather than SLE. 
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Infections- Cytomegalovirus (CMV) and Epstein-Barr Virus 

(EBV), Human Immunodeficiency Virus (HIV), Hepatitis B 

Virus (HBV) and Hepatitis C Virus (HCV) can also produce 

symptoms of SLE. 

 

Multiple Sclerosis (MS)- Unilateral optic neuritis and 

pyramidal syndrome detected by MRI are characteristic of 

MS, whereas though rare, cranial neuropathies are generally 

present in patients with SLE. 

 

Malignancies- Leukaemia or myelodysplastic syndromes 

may present with haematologic and constitutional symptoms 

similar to those of SLE. 

 

Thrombotic Thrombocytopenic Purpura (TTP)- 

Patients with TTP have microangiopathic haemolytic 

anaemia, acute renal insufficiency, fluctuating neurological 

manifestations, which are not seen in SLE. 

 

CLINICAL DIAGNOSIS 

Systemic Lupus Erythematosus (SLE) is a relatively rare 

autoimmune disorder that may affect multiple organ 

systems including the eye. The most common ophthalmic 

manifestation of SLE is keratoconjunctivitis sicca (dry eye 

syndrome).1 The incidence of retinal involvement in SLE 

varies from 7-26%.2 It affects predominantly women in their 

reproductive years. The median age of onset in Indian SLE 

is 24.5 years and the sex ratio (F:M) is 11:1. 

Retinopathy maybe associated with microangiopathy 

due to arterial occlusion and is less common among children. 

Other ocular manifestations (e.g. uveitis, scleritis, 

episcleritis, choroidopathy) may occur as well.1 SLE can lead 

to loss of vision, which can be caused by severe 

keratoconjunctivitis sicca, cataract secondary to 

inflammation, vitreous haemorrhage, central retinal vein 

occlusion, branch retinal vein occlusion, choroidal infarction, 

exudative retinal detachment, optic neuritis and cataract 

secondary to inflammation. 

Retinal vasculitis can involve both arteries and veins, 

however, the arteries are more frequently affected in SLE.3 

Ophthalmic examination findings of retinal vasculitis include 

the presence of vitreous cells and sheathing of retinal blood 

vessels. Retinal vasculitis may manifest with cotton wool 

spots, intraretinal haemorrhages, optic nerve head swelling 

and macular oedema.3,4,5 In later stage, patient may present 

with microaneurysms, neovascularisation and tractional 

retinal detachment. Fluorescein angiography and retinal 

photographs highlights the leakage produced by damage to 

vessel walls (which form the inner blood-retinal barrier).3 

Optical coherence tomography is done for characteristic 

macular oedema. 

SLE retinopathy recognition is important for assessment 

of morbidity and prognosis, since it may lead to functional 

loss of vision in late stage. In this case report, we 

emphasised the importance of early diagnosis and 

appropriate treatment to reduce the morbidity of eye. 

Approximately, 88% of patients with retinal vasculitis have 

active systemic disease and 50% ends up with severe 

diminution of vision. The survival rate of these patients is 

significantly decreased compared with patients with SLE 

without any retinal involvement.6 

Some theories suggest that the underlying disease 

process of retinopathy of SLE involves microvascular 

occlusion associated with circulating immune complexes.7 

Furthermore, studies have demonstrated the correlation 

between the presence of antiphospholipid antibodies and 

retinopathy.8,9,10 Antiphospholipid Antibody Syndrome (APS) 

is associated with arterial and venous thrombosis and 

Asherson et al described that patients with SLE with elevated 

antiphospholipid antibody levels have an increased risk of 

developing vaso-occlusive ocular disease.9 Tests of 

antiphospholipid antibodies should likely be performed in all 

patients with SLE as well as in patients that present with 

vaso-occlusive retinopathy. 

SLE retinal vasculitis often manifests as an arteritis 

associated with cotton wool spots, microinfarction, which 

then results in leakage of dye surrounding the vessel walls 

in fluorescein angiography.11 In this case, fluorescein 

angiography showed leakage of dye confirming the presence 

of microinfarction. 

Occlusive vascular disease due to immune complex 

deposition in retinal vessels leading to thrombosis is less 

common, which when involves central retinal artery causing 

painless vision loss. Without rapid restoration of circulation, 

the vision loss is likely permanent due to infarction of the 

inner retina.12 Neovascularisation maybe present, which may 

result to tractional retinal detachment and vitreous 

haemorrhage.8,9 In the above case, though painless vision 

loss was present, but other occlusive features including 

neovascularisation was not present. 

The diagnosis of SLE is based on a combination of clinical 

findings and laboratory evidence. Familiarity with the 

diagnostic criteria helps clinicians to recognise SLE and to 

subclassify this complex disease based on the pattern of 

target-organ manifestations. Standard laboratory studies 

when SLE is suspected are CBC with differential, serum 

creatinine, urinalysis with microscopy, ESR or CRP level, 

complement levels, liver function tests, creatine kinase 

assay, spot protein/spot creatinine ratio, autoantibody tests, 

CT scan, MRI brain and joint radiographs. 

 

 

 
Figure 1. Malar Rash 
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Figure 2. Eyelid Oedema, Severe 

Chemosis and Periorbital Oedema 

 

Fundus Examination 

 
Figure 3. Bilateral Arteriolar Attenuation  

with Few Cotton Wool Spots Seen 
 
DISCUSSION OF MANAGEMENT 

The mainstay of treatment for SLE retinopathy involves the 

use of systemic glucocorticoids plus other 

immunosuppressant therapies.13,14 In the acute SLE-

associated retinopathy setting, patients are often treated 

with intravenous steroid therapy plus a cytotoxic agent such 

as cyclophosphamide. Multiple uncontrolled studies have 

demonstrated the benefit and relative safety of rituximab, a 

chimeric monoclonal antibody that depletes CD20+ B-cells 

for the treatment of severe or refractory SLE.15,16,17,18 

Unfortunately, randomised controlled trials have not 

substantiated, this observed effectiveness of rituximab.19,20 

Uncontrolled studies have demonstrated the effectiveness of 

rituximab specifically for the treatment of retinal 

vasculitis.21,22 A recent case report described the rapid 

improvement in bilateral retinal vasculitis in a woman with 

SLE following rituximab therapy.23 In the above case, 

intravenous and topical steroid therapy along with rituximab 

and cyclophosphamide were given, which showed a rapid 

resolution of ocular inflammation and improvement in visual 

acuity. In view of the central role of B cells in the 

pathogenesis of SLE, selective B-cell depletion of rituximab 

is an attractive therapeutic target. 

In this study, the patient was diagnosed with systemic 

lupus erythematosus and was started on steroid therapy 

topically with a combination of gatifloxacin 0.3% w.v. and 

prednisolone acetate 1% w.v. one drop each eye six times a 

day initially, which had to be tapered and stopped. IV 

methylprednisolone 1 g was given OD for 3 days. For dry 

eye, she was started on combination of sodium 

carboxymethyl cellulose 0.5% w.v. and glycerine 0.9% w.v. 

q.i.d. She was monitored for a week and improved 

symptomatically. After this, she was referred to 

immunologist where she was treated with Rituxan 

(rituximab) 1 g for 4 weeks and monthly Cytoxan 

(cyclophosphamide) 10 mg/kg IV every 2 weeks for 2 

months following which vasculitic changes were 80% 

resolved. Her vision improved to 6/60 and 6/36 in right and 

left eye respectively within 2 months. At 12 months follow-

up, the visual acuity improved to 6/36 and 6/24 in right and 

left eye respectively with no significant ocular signs. 

 

FINAL DIAGNOSIS 

Based on the clinical presentation, slit-lamp biomicroscopy 

and fundus evaluation, our patient was diagnosed with 

retinal vasculitis in systemic lupus erythematosus. On further 

evaluation with fluorescein angiography, it strongly 

suggested retinal vasculitis in systemic lupus erythematosus 

with capillary dropout, vessel wall staining and leakage from 

vessels. So, our final diagnosis was systemic lupus 

erythematosus with retinal vasculitis of both the eyes. 
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