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Ischemic vaso-occlusive retinopathy as an initial manifestation is rare in pediatric systemic lupus erythematosus (pSLE). A 
13-year-old girl presented with two months’ history of papules and crusts with fatigue, weight loss, and abrupt hair loss. 
Pancytopenia and findings compatible with SLE, including positive direct Coombs’ test, antinuclear antibody (Ab), anti-double 
stranded DNA Ab, anti-Smith Ab, anti-ribonucleoprotein Ab, lupus anticoagulant, anti-β2 glycoprotein Immunoglobulin G, 
and anti-cardiolipin Ab, were detected. Bi-nasal hemianopsia was detected. Initial visual acuity was hand motion in the right 
eye and 15/20 in the left. Fundoscopy showed massive exudation around the optic disc with macular edema, vascular sheathing 
with perivascular hemorrhage in the whole retina, and ghost vessels in the peripheral retina. Intravitreal triamcinolone injection 
and dexamethasone implant injection were administered. Visual symptoms improved but did not recover. Methylprednisolone 
therapy and photocoagulation improved visual acuity and fever. Early intervention for retinopathy in pSLE can help prevent vi-
sion-loss. (J Rheum Dis 2022;29:52-55)
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INTRODUCTION

Pediatric systemic lupus erythematosus (pSLE) is a 
chronic autoimmune inflammatory disease involving 
multiple organs, with a prevalence of 3.3∼24 per 100,000 
people, and its clinical course shows more severe pattern 
than adults [1]. The clinical manifestation of pSLE is de-
pendent upon multiple organs, characterized by in-
flammation due to autoimmunity and immune dysfunc-
tion [1,2].
Abnormal ocular findings are detected in one-third of 

SLE patients and may be present at the initial manifes-
tations or appear during the clinical course [3,4]. These 
ophthalmologic manifestations can be clinically silent for 
several months and are correlated with disease activity. 
Keratoconjunctivitis sicca is the most common ocular 
finding, while retinal and choroidal involvement is asso-

ciated with vision loss [3,5]. Ocular involvement in pSLE 
is rare and shows a more aggressive phenotype with 
worse outcome than adults [6,7].
The most serious ophthalmologic presentation in SLE is 

retinopathy accompanied by micro-vessel disease, which 
is also characterized by a cotton wool patch with or with-
out intraretinal hemorrhage [3-5]. Retinopathy is very 
rare among pSLE patients, however its incidence has not 
been published [8]. Moreover, some patients might ex-
hibit severe vaso-occlusive retinopathy, which progresses 
to irreversible blindness in pSLE [9]. Therefore, the ini-
tial detection of ocular manifestations in pSLE may be im-
portant, because vision loss may develop despite ag-
gressive treatment. 
Here, we report a case of vaso-occlusive lupus retinop-

athy as an initial manifestation of pSLE.
This study was approved by the Institutional Review 
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Figure 1. Macular optical coherence tomographs. Massive exudation at both eyes with macular edema was noted. Right eye (A),
left eye (B).

Figure 2. Fundoscopic findings showed vascular sheathing 
with perivascular hemorrhage at whole retina and ghost ves-
sels at periphery retina at both eyes.

Board of Seoul St. Mary’s Hospital (KC21ZAS10288). 
Informed consent was waived by the board.

CASE REPORT

A 13-year-old girl was admitted with dizziness for a 
month. She had a two-month history of papules and 
crusts on the face and extremities with fatigue, weight 
loss, and abrupt hair loss. The patient had no significant 
medical history or a specific family history. 
She had not presented fever before hospitalized, her 

body temperature was 38.3°C on admission. She com-
plained of myodesopsia that binasal hemianopsia was ob-
served on eye examination. Blood tests revealed pan-
cytopenia with a white blood cell count of 2,260/μL, he-
moglobin of 7.0 g/dL, and platelet count of 93×103/μL. 
C3 level was 60 mg/dL (86∼182 mg/dL). The baseline 
study showed positive direct Coombs’ test and several au-
toantibodies including antinuclear antibody (Ab) (1:2,560, 
speckled), anti-double stranded DNA Ab (52.8 IU/mL, 
normally less than 27 IU/mL), anti-Smith Ab (strong 
positive), anti-ribonucleoprotein Ab (153.5 U, normally 
less than 20 U), perinuclear anti-neutrophil cytoplasmic 
Ab (p-ANCA, immunofluorescence assay), lupus anti-
coagulant (LA) (50.5 seconds, normally less than 38 sec-
onds), anti β2-glycoprotein 1 immunoglobulin (Ig) G 
(86.1 CU, normally less than 20 CU), and C1q immune 
complex (5.05, normally less than 3.2 μg/mL). Rheumatoid 
factor, anti-Lo/SSA Ab, anti-Ra/SSB Ab, anti-Jo-1 Ab, an-
ti-centromere Ab, anti-cardiolipin IgG/IgM, anti-myelo-
peroxidase Ab, and anti-proteinase 3-antineutrophil cy-
toplasmic Ab (PR3-ANCA) were negative. Clinical symp-
toms and laboratory findings were compatible with SLE 
according to the Systemic Lupus International Collaborating 
Clinics criteria. 
On ophthalmic examination, visual acuity was hand- 

motion in the right eye and 15/20 in the left eye. The eye-
lid, conjunctiva, cornea, and iris were found to be normal. 
Fundus examination revealed exudate at the optic disc 
rim, mildly edematous macula, and vascular sheathing 
around retinal vessels (Figure 1); perivascular hemor-
rhage was found around the ghost vessels in the whole 
retina of both eyes (Figure 2). Magnetic resonance imag-
ing of the orbit showed no abnormal findings in the optic 
nerves or brain. 
On the third day after admission, the patient presented 

with sustained fever, and pancytopenia persisted on fol-
low-up laboratory data. She was treated with oral hydrox-
ychloroquine with high-dose intravenous methylpre-
dnisolone of 20 mg/kg/day (1 g/kg/day) for 3 days as a 
systemic treatment. Triamcinolone was injected into the 
right vitreous body for four days, and dexamethasone in-
travitreal implant (Ozurdex; Allergan Plc, Dublin, 
Ireland) was inserted into the left vitreous body.
Her symptoms did not improve significantly after the in-

itial treatment, and she was again treated with additional 
methylprednisolone therapy. Panretinal photocoagulation 
was performed on hospital days 9 and 11 in order to pre-
vent vessel neogenesis in the ischemic retina. 
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After treatment, the patient’s clinical manifestations 
and visual symptoms improved, confirmed by laboratory 
findings. The patient was discharged with a plan of fur-
ther follow-up in the future.

DISCUSSION

Although the prevalence varies considerably between 
studies, approximately one-third of SLE patients are re-
ported to have ocular complications [3]. Occlusive retin-
opathy, which is a severe form of ocular complication, is 
known to have a prevalence of 3%∼11% among the adult 
population and is reported to be rarer in the pediatric pop-
ulation [8,10]. Due to the low prevalence in children, 
many pediatricians do not pay attention to the ocular in-
volvement in pSLE patients.
As shown in previous studies, the occurrence of retinop-

athy as the initial symptom of SLE is rare. From a retro-
spective case control study in Chinese adult SLE patients, 
ophthalmic complications can occur at any stage of dis-
ease progression, with a median duration of 12 months 
[11]. Several adult patients with retinopathy have been 
reported in South Korea as well [12,13]. 
Ocular complications and visual defects have been re-

ported in several pSLE patients worldwide. According to 
a study in Brazil, two patients showed blindness after the 
diagnosis of pSLE [9]. One of them had photophobia, 
pain, and impairment of visual acuity one month after the 
initial diagnosis with systemic methylprednisolone treatment. 
Another patient suffered from blurry vision and photo-
phobia 13 years after the diagnosis. In another case re-
port, two pSLE patients developed acute unilateral vision 
changes after the diagnosis [8]. Patients who are diag-
nosed and treated early have superior visual outcome. In 
a recent study in China, a patient was checked by an oph-
thalmologist and no abnormal findings were found at the 
time of the initial diagnosis of pSLE [14]. However, the 
patient complained of sudden vision loss in the left eye on 
the fourth day of hospitalization and was diagnosed with 
retinopathy.
The visual prognosis of retinal involvement depends on 

the pattern of retinopathy. Some patients develop mas-
sive obstruction of retinal arterioles or artery branches, 
causing ischemic lupus retinopathy with retinal ischemia 
and angiogenesis, usually leading to poor visual outcome 
[5]. According to a study by Jabs et al., about 50% of SLE 
patients with vaso-occlusive retinopathy have a vision 
worse than 20/200 [15]. Thus, patients suspected of hav-

ing an ophthalmologic complication require immediate 
proper ophthalmologic evaluation and intervention.
The association between antiphospholipid Abs, such as 

LA or anti-cardiolipin Abs, and lupus retinopathy has 
been proven by numerous studies. In Italy, 21.3%∼

23.3% of SLE patients presented positive results for anti-
phospholipid antibodies [4]. Along with the vasculitis 
caused by SLE, the coagulating tendency of anti-
phospholipid antibodies explains the increased risk of 
vessel obstruction. In this patient, LA and anti-β2 glyco-
protein 1 IgG were positive, which might be related to 
vaso-occlusive retinopathy. 
Ophthalmologic complications of SLE are closely re-

lated to disease activity in general [3]. Controlling sys-
temic symptoms may be helpful in alleviating the oph-
thalmologic symptoms. Conventional medications for 
SLE include antimalarial drugs, immunosuppressants, 
and steroids. Systemic steroid therapy is required in pa-
tients with SLE accompanied by severe vaso-occlusive 
retinopathy. The goal of the SLE retinopathy treatment is 
to prevent angiogenesis and vitreous hemorrhage to im-
prove visual outcome; panretinal photocoagulation and 
vitrectomy are useful in this process [3,4]. 
In this case, the patient complained of myodesopsia and 

underwent ophthalmic evaluation at the time of 
diagnosis. Her ocular symptoms improved with combina-
tion therapy, including systemic and local treatment. As 
ocular involvement may remain clinically silent or show 
symptoms that are not too uncomfortable, all patients 
with SLE should undergo an ophthalmologic evaluation 
at an early phase of the disease progression, regardless of 
the presence of symptoms, to prevent vision-loss. 

SUMMARY

We report a case of a pediatric SLE patient with vaso-oc-
clusive retinopathy, which is a rare symptom, at the time 
of diagnosis. Therefore, we recommend that every patient 
must undergo ophthalmic evaluation regardless of the oc-
ular manifestation.
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