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INTRODUCTION

Systemic lupus erythematosus (SLE) is an autoimmune connective tissue disorder. It
has a relapsing and remitting course.! It is found to be more common in Asian and
African population. It is more common in females than males. Usual age of onset is
between 15 years and 45 years.2 It occurs in one third of patients with SLE and is
associated with morbidity. SLE can involve eyes, joints, brain, kidney, skin, serosa,
ears, lung, and gastrointestinal tract. Manifestations in SLE occur due to recurrent
vascular injury, which is secondary to immune complex deposition, thrombosis,
leukothrombosis.3

Thrombotic complications are found to be more common in Caucasians.* Ocular
manifestations can be seen in one third of the population with SLE.15 Triggering
factors such as exposure to sunlight, use of sulphonamides, pregnancy, infections, and
contraception have been known to exacerbate the disease.2¢

Hallmarks of ophthalmic involvement in SLE include severe tear deficiency,
retinal vasculopathy and scleral inflammation.3 Most common ocular presentation is
keratoconjunctivitis sicca.”

Fundus examination in the eye is the only part of the body where the vasculature
can be directly visualized and hence SLE retinopathy indicates the amount of
systemic vascular damage, retinopathy indicates high disease activity in patients with
SLE and hence indicates a poor survival of these patients.2 Most patients with SLE
develop secondary Sjogren’s syndrome.

PRESENTATION OF CASE

A 24 year old female patient came with complaints of defective vision in both eyes
since 10 days, recently diagnosed as SLE 1 month ago. On presentation her BCVA in
right eye was 6/6 and left eye was 6/9. Anterior segment in both eyes were within
normal limits. Fundus examination in right eye showed Normal disc, arteriolar
attenuation, cotton wool spots in inferior and superior arcuate pattern around
macula, foveal reflex present (Figure: 1). Left eye showed normal disc, arteriolar
attenuation with venous irregularities, cotton wool spots at the macula, scattered
micro aneurysms at macula, dot haemorrhages superior to macula, foveal reflex
present (figure: 2). Oct macula showed macular oedema in both eyes (Figure: 3,
Figure: 4).

Fundus fluorescin angiography (FFA) showed right eye arteriolar and venular
blockage in macula with collaterals (Figure 5). Left eye showed arteriolar and venular
blockage in macula with ghost vessels extending temporally, Retinal ischemia
temporally (Figure 6). Patient was started on Hydroxychloroquine (HCQ) BD, oral
prednisolone, which was gradually tapered, Tab. acetazolamide 250 mg BD x 1 week,
eye drops nepafenac TDS, left eye inferior and temporal Pan retinal photocoagulation
(PRP) was done. After 8 months’ patient came with sudden, painless loss of vision in
the right eye, both eyes anterior segment was normal, Colour vision was defective in
both eyes. Right eye showed central vitreous haemorrhage obscuring disc and macula
(Figure 7). Left eye showed disc pallor present, posterior vitreous detachment (PVD)
present, vitreous band present superior to the disc, macula FR dull, arteriolar
attenuation present, laser marks present inferiorly and temporally, sheathing of
veins nasally (Figure 8).
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‘ DISCUSSION OF MANAGEMENT

Since there was vitreous haemorrhage in right eye, 2 doses of
intravitreal ranibizumab were administered in both eyes.
Vitreous haemorrhage resolved gradually (Figure 11).
Injection cyclophosphamide 6 cycles have been administered
over 6 months. Sectoral PRP was done in both eyes. Injection
methyl prednisolone 500 mg for 3 days was given followed by
prednisolone 30 mg / day. Patient is feeling better and is now
on regular follow up.

DISCUSSION

SLE is a chronic, autoimmune, multisystem, inflammatory
disorder.! Its prevalence in India is 3 in 1,00,000.8 Ocular
involvement is rare and is seen in only about one third of the
SLE patients.5 Ocular manifestations in SLE are due to
deposition of immune complex in the blood vessels of
conjunctive, ciliary body, basement membrane of cornea,
retina, choroid, sclera, peripheral nerves of conjunctiva
leading to vasculitis and thrombosis. Ocular manifestations
include periorbital oedema, vasculitis, myositis, and
panniculitis, keratoconjunctivitis sicca, Episcleritis, Corneal
epitheliopathy, Lupus retinopathy.1910 Most common
presentation of SLE is keratoconjunctivitis sicca, which if left
untreated can lead to scarring, ulceration, corneal
epitheliopathy, filamentary Kkeratitis.”11 Rarely peripheral
ulcerative keratitis can be seen. They usually present with
proptosis, enophthalmos, orbital pain, blurred vision,
chemosis, and restriction of extraocular movements. Discoid
lupus erythematosus may be seen on the eyelids. Pro
inflammatory markers such as IL - 17 may be seen in the tear
film in patients with SLE. Systemic association is more
common in children with episcleritis than adults. There can be
non-perfusion of globe and extraocular muscle due to
vasculitis. There can be irreversible visual loss due to optic
nerve ischemia and neovascular glaucoma.l2 Vasculitis of
retinal capillaries with local microinfarction is the
characteristic finding of lupus retinopathy.5 Large vessel
occlusion ( branch or central, arteriole or vein) is more
common in SLE with APS (anti phospholipid antibody
syndrome).5

Ocular manifestations are not included in the diagnostic
criteria but it accurately indicates active, occult or overt
lupus.5 It has been noted that survival rate is significantly
reduced in SLE patients with retinopathy than SLE patients
without retinopathy.2 Most common fundus findings in SLE
are retinal haemorrhage, cotton wool spots, optic disc oedema
and vasculopathy.3131415 SLE affecting the smaller retinal
arteries and arterioles cause a relatively rare form of severe
vaso-occlusive retinopathy, histologically it has been found
that there were no signs of true inflammation but the presence
of fibrinoid change in the vessel wall.3

Most common cause of vision threatening complication of
SLE is lupus retinopathy, which is seen in about 29 % of
patients with active disease.! Most common manifestation of
lupus retinopathy is microangiopathy, where small
intraretinal haemorrhage and cotton wool spots can be seen,
this occurs due to deposition of immune complexes in the
vessel wall along with micro emboli.’> On fluorescein
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angiography it is seen as increased permeability of arterioles
and venules with capillary non perfusion.1.16

There can be neovascularization which can lead to
tractional retinal detachment and vitreous haemorrhage.
Early and aggressive management is essential in such cases to
save the vision of the patient. A few differential diagnoses
include vasculitis, mixed connective tissue disease,
rheumatoid arthritis, cytomegalovirus infection, rhupus,
systemic sclerosis, Sjogren’s syndrome, Bechet’s syndrome,
myelodysplastic syndrome.1?

Treatment options for SLE include NSAID (nonsteroidal
anti-inflammatory drugs), corticosteroids, antimalarials,
immunomodulatory and biologic agents.!  Systemic
management should be started in cases with severe ocular
inflammation, retinal vasculitis, choroiditis, scleritis, and optic
neuritis. The main objective of the treatment is to reduce the
autoantibody level and suppress immune activity.! Mainstay of
treatment for SLE is corticosteroids.1819 They inhibit both
innate and adaptive immune response. A high correlation has
been seen between CNS vasculitis and retinal vasculitis.20 and
choroiditis and nephritis.1.2! Antimalarials such as chloroquine
and hydroxychloroquine are more commonly used. Other
treatment options include azathioprine, cyclosporine A,
methotrexate, mycophenolate mofetil, cyclophosphamide and
chlorambucil.! Presence of choroidopathy and retinopathy is
considered a poor prognostic factor in both systemic and
ophthalmic morbidity.!

CONCLUSIONS

Posterior segment findings are common in SLE and is a direct
reflection of the systemic vascular damage and hence is very
important in the management and prognosis of the condition.
SLE can manifest with retinal vasculitis causing ischemic
retinopathy. Early detection of retinal vasculitis can help in
preventing vision threatening complications.
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