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CASE REPORT

Atypical severe central serous chorioretinopathy in a patient
with systemic lupus erythematosus improved with a rapid

reduction in glucocorticoid
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Abstract A 36-year-old woman was diagnosed with sys-
temic lupus erythematosus (SLE). Seven days after beginning
glucocorticoid treatment, she developed reduced visual acu-
ity, and atypical severe central serous chorioretinopathy
(CSC) was confirmed. Since glucocorticoid use is an impor-
tant risk factor for CSC, the PSL was reduced, tacrolimus was
added, and the visual acuity improved rapidly. Reduction in
glucocorticoid combined with the use of immunosuppressive
agents is one option for preventing a deterioration in atypical
severe CSC while still controlling SLE.
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Central serous chorioretinopathy (CSC) is an unusual
complication of systemic lupus erythematosus (SLE), and
there are only a few reports of it [1], especially the severe
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variant of CSC. CSC is characterised by an accumulation
of subretinal fluid, which is accompanied by neurosensory
retinal detachment and impairment of the barrier function
of the retinal pigment epithelium (RPE) [2, 3]. Vascular
hyperpermeability or circulatory failure of the choroidal
vessels are predisposing factors [2, 3]. Typical CSC usually
occurs in 20-50-year-old males, affects one eye, and
improves spontaneously. Stress is an important risk factor.
The severe form of CSC is associated with multifocal
leakage on fluorescein angiography, usually affects both
eyes, and the prognosis for visual acuity is sometimes poor
[3, 4]. Glucocorticoid use is an important risk factor for
multifocal, atypical severe or chronic CSC, which is clin-
ically indistinguishable from multiple posterior pigment
epitheliopathy (MPPE) [2, 3, 5, 6]; discontinuing or
reducing the glucocorticoids is an effective way to prevent
exacerbations, and aids retinal reattachment [3, 6].

Here, we report the case of a Japanese female with
atypical severe CSC that developed after starting gluco-
corticoid treatment for SLE.

A 36-year-old woman visited our hospital because of
eruptions on her face and back. She also had photosensi-
tivity, stomatitis, polyarthralgia, diarrhoea, and anasarca.
The patient’s blood pressure was 102/76 mmHg and her
blood count was normal. C-reactive protein was negative
(0.20 mg/dL), and the total protein and serum albumin
levels were low (4.5 and 1.8 g/dL, respectively). Antinu-
clear and anti-double-stranded DNA antibody tests were
positive [59.6 index value (normal range <20 index value)
and 32 IU/mL (normal range <12 IU/mL), respectively].
Complement activity was low [<14 U/mL (normal range
32-53 U/mL)]. Proteinuria was 0.28 g/day and renal
function was normal. Computed tomography (CT) showed
aright pleural effusion and ascites. A diagnosis of SLE was
made. Methylprednisolone 500 mg was administered for
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3 days and oral prednisolone (PSL) (40 mg/day) was
started. Her symptoms improved gradually, and the
oedema decreased with albumin and diuretics. Seven days
after beginning treatment, she developed reduced visual
acuity and metamorphopsia in both eyes. The fundus
examination revealed subretinal fluid and optical coherence
tomography showed neurosensory retinal detachment in
both eyes (Fig. 1). Fluorescein angiography showed mul-
tiple granular leakages in the macular and extramacular
areas (Fig. 1), and atypical severe CSC was confirmed. As
glucocorticoid treatment can cause CSC, the PSL was
reduced to 20 mg/day for 8 days, and tacrolimus was
added at 3 mg/day; visual acuity improved rapidly (Fig. 2).
The pleural effusion and ascites also decreased, and the
SLE disease activity was well controlled.

In this case, glucocorticoid therapy was thought to have
triggered the severe atypical CSC because the visual dis-
turbance followed the glucocorticoid treatment. As in
previous reports, either oral or topical glucocorticoid
treatment can trigger CSC [5]. Furthermore, endocrine
disorders that increase endogenous catecholamines and

glucocorticoids, such as Cushing’s syndrome and steroid-
producing tumours, have also been reported to be risk
factors [7, 8]. A case—control study of the risk factors for
CSC, including classic and chronic CSC, indicated that
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Fig. 2 The clinical course of this case. mPSL methylprednisolone,
PSL prednisolone, TAC tacrolimus

Fig. 1 Optical coherence tomography showed neurosensory retinal
detachment in the right (a) and left (b) eyes. After reducing the dose
of prednisolone, the pigment epithelial detachment improved in both

eyes (¢, d). Fluorescein angiography showed multiple granular
leakages in the macular and extramacular areas in the right (e) and
left (f) eyes
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systemic steroid use had the highest odds ratio (odds ratio
37.1, 95 % confidence interval 6.2-221.8) [2]. Increased
plasma cortisol aggravates the vascular permeability and
capillary fragility in the choriocapillaris [3].

Although laser photocoagulation therapy contributes to
retinal reattachment, retinal reattachment was possible only
after discontinuing the glucocorticoid in 87.5 % of atypical
severe CSC eyes without laser photocoagulation therapy
[3]. Therefore, discontinuing the glucocorticoid is the first
step in treating severe atypical CSC. However, discon-
tinuing or reducing glucocorticoids can be fatal if the SLE
is not controlled. In this case, the SLE treatment had just
been started and her SLE activity had not been controlled
completely. We decided to reduce the PSL carefully and
add an immunosuppressive agent which could act rela-
tively quickly. Tacrolimus was reported to reduce pro-
teinuria and the SLE disease activity index (SLEDAI)
faster than oral cyclophosphamide or azathioprine in
patients with lupus nephritis (class V) [9]. Suzuki et al. also
showed that SLEDAI improved within 4 weeks after
starting tacrolimus in SLE patients with mild active man-
ifestations [10]. Thus, we added tacrolimus 3 mg/day and
reduced the glucocorticoid dose rapidly to 20 mg. This
treatment improved the atypical severe CSC while still
controlling the SLE.

Clinically, lupus choroidopathy is similar to CSC, and is
often associated with severe SLE activity [11, 12]; addi-
tionally, it can cause typical CSC [1]. Immune complex
deposition in the choroidal vessels [13] and autoantibodies
against the RPE are pathological conditions [14], and
intensive glucocorticoid therapy is often effective [11, 12].
We believe that our patient’s atypical severe CSC was not
directly related to the lupus activity, but potential lupus
choroidopathy might have been present. Furthermore,
severe hypoalbuminaemia and anasarca were accompany-
ing factors, and these affect the vascular hyperpermeability
and circulatory failure of the choroidal vessels. Lupus
choroidopathy and choroidal circulation impairment are
considered potential causes, which were aggravated by
glucocorticoid therapy and led to the development of
atypical severe CSC.

Ophthalmological examinations should be performed
before starting glucocorticoid treatment to detect lupus
choroidopathy and other conditions. After starting gluco-
corticoid treatment, atypical severe CSC is a rare
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complication of SLE; however, once it occurs, permanent
visual loss can develop. Glucocorticoid reduction com-
bined with immunosuppressive agents is an option to pre-
vent a deterioration of atypical severe CSC while still
controlling SLE.
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