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Figure 3: (a) The presence of cystoid macular edema for the second 
case at initial presentation and (b and c) the subsequent decrease in 
cystoid macular edema after intravitreal bevacizumab injection
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Figure 4: (a) Areas of duodenal erosions with scalloping of duodenal 
folds and loss of villi, (b) histopathology of duodenal biopsy showing 
signs of atrophic villi, decreased villous/crypt ratio (<1.1), crypt 
hyperplasia, increased intraepithelial lymphocytes, and lamina propria 
showing moderate infiltration with plasma cells, (H and E, ×200)
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Case
A 15‑year‑old female presented with diminution of vision in 
the right eye following high‑grade fever for 18 days which was 
associated with skin rashes, severe myalgia, and arthralgia 
[Fig. 1]. She was extensively investigated for the cause of her 
febrile illness, which included a negative serology for dengue 
and chikungunya. Best‑corrected visual acuity (BCVA) was 
20/200 in the right eye and 20/20 in the left eye. Slit‑lamp 
examination of the right eye revealed a quiet anterior chamber 
and anterior vitreous. Fundus examination of the right eye 
showed a circumscribed area of retinal whitening, abutting the 
fovea nasally and inferonasally with optic disc edema, marked 
venous tortuosity, few intraretinal hemorrhages, and cotton 
wool spots [Fig. 2a]. Fluorescein angiography showed early 
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and late hypofluorescence due to hypoperfusion of retinal 
arterioles and capillary non‑perfusion corresponding to the 
area of retinal whitening along with late disc staining [Fig. 2b 
and c]. Extensive laboratory workup under the guidance of 
a multidisciplinary approach revealed positive anti‑nuclear 
antibodies with Hep‑2 immunofluorescence, positive 
anti‑double‑stranded DNA antibody, and negative anti‑B2 
glycoprotein 1 antibody. A  diagnosis of systemic lupus 
erythromatosus  (SLE) was made by rheumatologist and 
she was started on oral prednisolone 1  mg/kg/day and 
hydroxychloroquine 200 mg once a day. At 4 weeks, the BCVA 
improved to 20/40 in the right eye. The disc edema resolved, 

Figure 1: (a and b) Hyperpigmented maculopapular rash on the face 
and palm of the patient
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and hemorrhages and retinal whitening reduced along with 
narrowing of the arterioles [Fig. 2d–f].

Discussion
SLE is an autoimmune, multisystem disease of unknown 
etiology which may affect the eye in up to a third of patients.[1] 
Purtscher‑like retinopathy (PLR) is relatively rare but has been 
reported in patients with SLE. PLR is classically characterized 
by cotton‑wool spots, few to moderate number of retinal 
hemorrhages, optic disc edema, and Purtscher flecken. Purtscher 
flecken is an area of inner retinal whitening with a clear 
demarcating line between the affected retina and contiguous 
normal retinal vessels. Although the majority of the cases have 
been described in previously diagnosed patients with SLE,[2] there 
are reports of PLR presenting as initial manifestation of SLE.[3]

Conclusion
It is of paramount importance for the ophthalmologists 
to be aware of this dreaded sight‑threatening condition of 
SLE. Ocular involvement with multiple cotton wool spots, 
retinal hemorrhages, and retinal whitening with macular 
edema following a febrile illness with severe myalgia 
may lead to a misdiagnosis of viral retinitis, if a thorough 
systemic examination and laboratory investigations under 
multidisciplinary approach are not carried out.

Figure 2: (a) Color fundus photograph of right eye shows a circumscribed area of retinal whitening abutting fovea with hyperemic and edematous 
optic disc, marked venous tortuosity along with retinal hemorrhages, and cotton wool spots. Fluorescein angiogram of the right eye showing 
widespread arteriolar occlusion and capillary non‑perfusion persisting in (b) early and (c) late phases. (d) At 3 weeks, disc edema resolved, 
hemorrhages and retinal whitening reduced along with narrowing of the arterioles, with improved perfusion of the arterioles and capillary 
plexus (e and f)
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Alport syndrome is a rare inherited disease characterized 
by progressive renal failure, hearing loss, and ocular 
abnormalities.[1] It is caused by mutations in type IV collagen. 
The progressive damage to the basement membrane containing 
mutated form of type 4 collagen leads to microscopic hematuria, 
sensorineural deafness, anterior lenticonus, and progressive 
kidney dysfunction leading to end‑stage renal disease.[1]

Case
A 26‑year‑old female was referred to our institute with a 
history of gradual, painless progressive diminution of vision 
in both eyes since 1  year. The best‑corrected visual acuity 
was 6/60 (−12D Sph/−1D Cyl 20°) in right eye and 6/18 (−8D 
Sph/−0.50D Cyl 180°) in left eye. Slit‑lamp examination in the 
right eye revealed a clear lens with anterior lenticonus [Fig. 1a] 
and posterior lenticonus  [Fig.  1b]. Retinoscopy revealed a 
central oil droplet reflex  [Fig.  1c]. Slit‑lamp examination 

of the left eye revealed anterior capsular opacity  [Fig.  2a]. 
She also gave history of progressive hearing loss. Fundus 
examination showed grade 4 hypertensive retinopathy in both 
eyes  [Figs.  1d and 2b]. Anterior segment ocular coherence 
tomography (OCT) of the right eye showed a conical protrusion 
of the anterior lens capsule  [Fig.  3a] and left eye showed a 
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Figure 1:  (a) Right eye slit section showing anterior lenticonus,  (b) 
right eye slit section showing posterior lenticonus, (c) right eye anterior 
segment photograph showing oil droplet reflex, and (d) right eye fundus 
picture showing mild optic disc edema, severe arteriolar attenuation, 
increased arteriovenous crossing changes, and multiple intraretinal 
hard exudates around the macula
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