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One after another retinal involvement in lupus

A 30-year-old woman was admitted to our hospital because of fever, arthralgia, butterfly erythema, al-
opecia, and acute deterioration of the right visual acuity, which was 20/1,000 on ophthalmologic ex-
amination. She had no history of hypertension or diabetes mellitus. Laboratory findings on admission 
showed thrombocytopenia (9.9´104/µL) and lymphopenia (580/µL), but abnormal urinalysis and renal 
dysfunction were not observed. She possessed several autoantibodies, including antinuclear antibody 
(1:320 with speckled pattern) and anti-Sm antibody (100 U/mL). She was diagnosed with systemic lupus 
erythematosus (SLE) as she fulfilled the Systemic Lupus International Collaborating Clinics classification 
criteria (1). Furthermore, funduscopic examination revealed cotton-wool spots, narrowed branch retinal 
arteries, and retinal hemorrhage in her right eye (Figure 1). These findings were indicative of lupus reti-
nopathy.
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International License. Figure 2. a, b. Fundus examination (a: right eye, b: left eye) shows increased cotton-wool spots 

and narrowed branch retinal arteries (arrows) in the left eye 1 month after the first methylpred-
nisolone pulse therapy.
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Figure 1. a, b. Fundus examination shows cotton-wool spots, narrowed branch retinal arteries 
(arrows), and retinal hemorrhage in the right eye (a), and no lesions in the left eye (b).
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She was treated with methylprednisolone 
(mPSL) pulse therapy (1,000 mg/day for 3 days) 
followed by 60 mg of oral prednisolone (PSL), 
and her right vision showed significant im-
provement (20/40) on day 28 from admission. 
However, she rapidly developed left visual im-
pairment (20/50), and her visual acuity of the 
right eye slightly worsened (20/50) 1 month 
after the initiation of immunosuppressive ther-
apy, and cotton-wool spots were observed 
similarly in her left eye (Figure 2). We initiated 
treatment with 1,000 mg of mycophenolate 
mofetil (MMF) twice daily to inhibit further 
disease progression, but it did not sufficiently 
improve her visual disturbance. After discon-
tinuation of MMF, we administered intravenous 
cyclophosphamide (IVCY) (500 mg, monthly) 
with concurrent second mPSL pulse therapy 
(1,000 mg/day for 3 days), because we judged 
that immunosuppression with PSL and MMF 
was insufficient to control the disease activity 
of SLE. After 2 months, funduscopic findings 
(Figure 3) had dramatically improved. Her both 
visual acuities were also almost recovered 
(20/25) at day 90, and she was discharged. She 

was subsequently treated in our outpatient de-
partment for 12 months, and PSL dose could 
be tapered to 7 mg/day without recurrence of 
the ocular lesions.

Lupus retinopathy is a potentially vision-threat-
ening complication, which develops in up to 
29% of the patients with SLE with active sys-
temic disease (2). In most cases, it is not the ini-
tial manifestation; however, in this case, acute 
deterioration of the visual acuity was one of 
the first presentations at the time of SLE onset. 
Therefore, it is important to evaluate the ocu-
lar lesions carefully as SLE might cause severe 
damage to the organs. In addition, the pres-
ence of retinopathy is usually suggestive of 
high disease activity (3). Notably, this patient 
developed lupus retinopathy particularly in the 
left eye even after treatment with high dose of 
PSL, which was successfully treated with mPSL 
pulse therapy followed by IVCY. This clinical 
course indicates that lupus retinopathy might 
occur in the normal eye even after the initiation 
of induction therapy for SLE unless the disease 
activity is well controlled, because retinopathy 

can mostly occur in the activity phase of SLE 
(4). Accordingly, in patients with SLE compli-
cated by severe retinopathy, early intervention 
with potent immunosuppressants, including 
IVCY, should be considered to prevent lupus 
retinopathy–induced permanent loss of vision.  
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Figure 3. a, b. Fundus examination (a: right eye, b: left eye) shows improved cotton-wool 
spots and narrowed branch retinal arteries (arrows) in both retinae 2 months after the 
intravenous administration of cyclophosphamide.
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