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Autoimmune optic neuropathy as the first
manifestation of systemic lupus

erythematosus
Neuropatia óptica autoimune como primeira
manifestação do lúpus eritematoso sistêmico

Maria Helena Lopes Amigo1, Emmanuel Casotti Duque de Bárbara2, Wagner Ghirelli3

ABSTRACT

We described a 35 years old female patient with bilateral visual loss and pain on eye movement, mild
papillary edema in acute phase, arcuate scotoma and complementary test positive for antinuclear antibodies that
did not respond to corticosteroid therapy. The lack of clinical criteria for systemic lupus erythematosus (SLE) didn’t
prevent the institution of the specific treatment with corticosteroids and azathioprine. After seven months the diagnosis
was made after a skin manifestation of the disease. This case shows the value of the ocular complaints in systemic
diseases. And how the ophthalmologic exam can help the clinician elaborating a diagnosis. It is also very important
for ophthalmologists and rheumatologists due to the fact that it calls the attention to another diagnostic hypothesis in
patients with nonspecific optic neuritis, even with inconclusive laboratory tests. Maybe some ocular findings deserve
to be included to the diagnostic criteria already established for SLE.
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RESUMO

Descrevemos  caso de um paciente de 35 anos do sexo feminino, com perda visual bilateral associada à dor
à movimentação ocular, edema papilar moderado na fase aguda, escotoma arqueado e exame
complementar positivo para anticorpos antinucleares, que não responderam à terapia com corticosteróides. A falta
de critérios clínicos para o lúpus eritematoso sistêmico (LES) não impediu a instituição do tratamento específico com
corticosteróides e azatioprina. Depois de sete meses, o diagnóstico foi feito após uma manifestação da doença de
pele. Este caso mostra o valor das queixas oculares em doenças sistêmicas e como o exame oftalmológico pode
ajudar o clínico na elaboração de um diagnóstico. Também é muito importante para oftalmologistas
e reumatologistas, devido ao fato de que chama a atenção para outra hipótese diagnóstica em pacientes com neurite
óptica não-específica, mesmo com os testes laboratoriais conclusivos. Talvez alguns achados oculares merecem ser
incluídos com os critérios de diagnóstico já estabelecido para o LES.
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INTRODUCTION

S ystemic lupus erythematosus (SLE) is an
inflammatory autoimmune disease that can affect
multiple organs and systems. Its prevalence is

higher in young women and some antibodies are found
in accordance with the systemic involvement, such as:
anti-DNA, anti-Sm, anti-RNP, anti-Ro (SS-A) and anti-
La (SS-B), anti-histone, anti-membrane and
antiphospholipid(1).

The most frequent ocular findings in SLE
described in literature are: dry eyes, corneal epithelial
erosions, mainly in the lower third of the cornea, and
changes in the retinal pigment epithelium and macula(2).
Other common fundoscopic findings are the cotton wool
spots, arteriolar narrowing, followed by increases in
excavation and optic disc pallor(3).

The cases described in literature presenting optic
neuritis as the first manifestation of SLE had already an
advanced systemic disease with retinal vascular changes,
or a severe vision loss resulting in a poor visual
prognosis(4,5).

We report below a case of optic neuropathy as the
first manifestation of SLE in the absence of the diagnostic
criteria of the disease(1).

Case report

A 35-year-old woman was admitted at Centro de
Oftalmologia Tadeu Cvintal with pain and blurred vision
in right eye (OD) for five months and pain on movement
in the left eye (OS) for three months. She had no history
of ocular problems. But she had history of migraine for

18 years and endometriosis. The patient also denied
having high blood pressure and diabetes mellitus.

The ophthalmologic examination revealed a best
corrected visual acuity (BCVA) of 0.30 LogMAR (20/
40) OD and 0.10 LogMAR (20/25) OS. In external
examination, the ocular motility was normal and
pupillary reflex were symmetric, but a slow reaction to
light was noticed in both eyes. The slit lamp examination
showed no alteration in cornea, iris, lens and vitreous.
The applanation tensions were 15 mmHg OD and 12
mmHg OS. Ophthalmoscopy revealed optic disc atrophy
in the right eye and a papillary edema with arteriolar
narrowing in the left (Figures 1 and 2).

The patient underwent the following tests: com-
plete blood count (normal), erythrocyte sedimentation
rate (ESR) 16mm/1hr, antinuclear antibody (ANA)
tested positive at a titer of 1 / 160 and C-reactive protein
<5 mg/L. Doppler ultrasound and magnetic resonance
imaging of the orbit were normal. The Humphrey
automated perimetry showed a superior arcuate defect
affecting nasal and temporal quadrant in both eyes, but
deeper in the right eye (Figures 3 and 4). After these
results, the patient was treated with deflazacort 60mg/
day.

Two weeks later, as the ocular pain and the visual
impairment persisted, mainly at left (BCVA OD 0.40
LogMAR (20/50) and OS 0.30 LogMAR (20/40)) and
the patient reported dry mouth sensation, the deflazacort
dose was increased to 120mg/day. One month later,
despite the treatment, the patient had no improvement
on VA and pain. The papillary edema and vascular
narrowing associated with the results in visual field
suggested optic nerve ischemia, leading us to the

Figures 1 and 2: Optic disc atrophy OD, papillary edema and narrowed arterioles OS
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suspicion of an optic nerve vasculitis. The patient was
then referred to the rheumatologist with the suggestion
of specific treatment for SLE despite the lack of clinical
criteria for the diagnosis. And she was treated with
prednisolone 2.5 mg / day deflazacort 30 mg / day and
azatioprona 50 mg / day.

After one month of the specific treatment the
patient reported VA improvement and lack of pain. The
BCVA was 0.30 log MAR (20/40) OD and 0.18 log MAR
(20/30) OS. The puppilary reflex remained slow, but
ophthalmoscopy revealed no edema.

Five months later the patient had the diagnosis of
SLE by a skin biopsy and hydroxychloroquine was added
to the treatment at a dose of 400 mg / day.

After 10 months of specific treatment she had
BCVA 0.18 LogMAR (20/30) OD and 0.10 LogMAR
(20/25) OS. A punctate keratitis was present and
ophthalmoscopy revealed bilateral optic disc atrophy.
The visual field was unchanged.

Four years later, the patient presented positive
tests for anti-SSA (anti-Ro) and anti-SSB (anti-La) and
the ANA was positive at a titer of 1/640. The BCVA was
0.10 log/MAR (20/25) OD and 0.00 log/MAR (20/20)
OS. The visual field was still unchanged.

Over the next nine years, the patient remained
stable despite the advent of the keratitis. And the OCT
revealed the loss of the nerve fiber layer in temporal

and inferior quadrants, nine years after the onset of the
disease (Figure 5).

DISCUSSION

The main cause of visual loss in patients with SLE
is the retinopathy, clinically characterized by vasculitis
(arteritis and periphlebitis), flame-shaped hemorrhages
and cotton wool spots. Arterial and venous occlusions
may be present. Such changes are found in up to 50% of
patients with SLE, and these patients usually have
advanced systemic disease(6). The diagnosis in
these cases becomes more difficult especially in
the initial frame of the disease often
presenting an evolving and often dragged atypical(7).

 Fernández Fernández et al. described a case si-
milar to ours of optic neuritis as the first manifestation of
SLE. The patient had pain on ocular movement and no
clinical data suggesting lupus activity. But the delay in
diagnosing SLE has led to repeated attacks of optic
neuritis with 50% loss of visual acuity(5).

The patient we described complained of vision
loss but showed no sign of important retinopathy. The
symptoms were due to the optic neuritis, well
characterized in opthalmoscopy, pupillary reflex and
visual field defects. Despite the suggestive clinical signs
of an idiopathic optic neuritis, the mild papillary edema

Figure 3: Automated perimetry of the right eye showing superior
arcuate scotoma affecting nasal and temporal quadrant

Figure 4 : Automated perimetry of the left eye showing superior
arcuate scotoma affecting nasal and temporal quadrants, less
intense than OD
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and visual field changes suggested an ischemic optic
neuropathy affecting both eyes within a few weeks,
pointing to the diagnosis of an inflammatory vascular
disease.

The optic neuritis secondary to SLE is a rare
manifestation, present in approximately 1% of these
patients, most of whom with some degree of systemic
involvement by the disease(6,8,9). The main findings in
these patients are the visual loss, the pain on ocular
movement and a neuropathy caused by an ischemic
process as it was observed in the present case.

There are some reports in literature of rare cases
with the vision loss as the first symptom noticed by the
SLE patients. In these reports, at the time of
ophthalmologic examination the patient already had
laboratory abnormalities consistent with the diagnosis
of the disease,(8-11)  which differs from the case we reported
and makes it even more interesting because, in this
patient, the ocular changes preceded even the specific

Figure 5: The papillary OCT revealing the loss of the nerve fiber layer in temporal and inferior quadrants, nine years after the onset of
the disease

exams for SLE and the diagnostic criteria were only met
about 7 months after the first ocular manifestations.

Autoimmune optic neuropathy can occur as a
manifestation of a vascular connective tissue disease. It
responds well to corticosteroid therapy and can become
steroid dependent, unlike our patient who did not respond
to massive doses in the treatment. Another difference is
the symptoms, where the autoimmune optic neuritis
usually is not accompanied by orbital pain(12,13).

This case shows the value of the ocular complaints
in systemic diseases. And how the ophthalmologic exam
can help the clinician elaborating a diagnosis.

It is also very important for ophthalmologists and
rheumatologists due to the fact that it calls the attention
to another diagnostic hypothesis in patients with
nonspecific optic neuritis, even with inconclusive
laboratory tests. And maybe some ocular findings deserve
to be included to the diagnostic criteria already
established for SLE.
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