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ABSTRACT

Introduction: Acute posterior multifocal placoid 
pigment epitheliopathy (APMPPE) is a retinal 
disease which is often preceded by flu-like 
illness and sudden vision loss associated with 
central and paracentral scotomas. The disease 
is funduscopically characterized with multifocal 
flat yellowish-white lesion at the level of retinal 
pigment epithelium (RPE) associated with 
macular edema. The aim of this article is to 
report a case of APMPPE that was successfully 
treated with oral steroid. Case Report: A 28-year- 
old woman presented with suddenly decrease 
in her visual acuity in both eyes from three 
days. She experienced mild fever and malaise a 
week ago. Best-corrected visual acuities (BCVA) 
were 20/70 in the right eye (RE) and 20/80 in 
the left eye (LE). Anterior segment was normal 
except conjunctival hyperemia in both eyes. 
Ophthalmoscopy examination showed multiple 
sub-retinal yellowish-white placoid lesions and 
edema with slight detachment of macula at the 
level of retinal pigment epithelium. Fluorescein 
fundus angiography showed initially with 
hypoflourescein followed by hyperflourescein 
with multiple placoid lesions after several 
minutes in both eyes. Optical coherence 
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tomography (OCT) revealed epithelial and retinal 
detachment on both eyes. Initial treatment with 
oral steroid 48 mg/day for one week then tapered 
every three days to dose of 2 mg/day, the patient 
gained a clinical improvement and better visual 
acuity but again VA dropped to 20/70 in the RE 
and 20/60 in the LE when dose was nearly ended. 
Therefore, the oral steroid was reloaded from 
its initial dose for one week and tapered every 
one week. Three weeks follow-up period showed 
improvement with BCVA 20/25 and 20/30 in 
the RE and LE respectively and she remained 
stable after steroid therapy was completely end. 
Conclusion:  This case showed that treatment 
APMPPE with single oral steroid resolved the 
macular thickness leading to visual acuity 
improvement.

Keywords: Acute posterior multifocal placoid pig-
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INTRODUCTION

White dot syndrome is defined as a group of idiopathic 
multifocal inflammatory conditions characterized by 
appearance of yellow-white patches on the fundus, 
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involving the retina and the choroid. This disease 
comprises of acute posterior multifocal placoid pigment 
epitheliopathy (APMPPE), birdshot chorioretinopathy, 
multiple evanescent white dot syndrome (MEWDS), 
acute zonal occult outer retinopathy (AZOOR), multifocal 
choroiditis and panuveitis (MCP), punctate inner 
choroiditis (PIC), and serpiginous choroiditis [1].

The disease usually manifests with a sudden onset of 
visual blurring or flashing lights in a patient younger than 
30 years of age without sex predilection. Older patients 
have occasionally been reported. In some patients, 
flashing lights precede the visual loss by several weeks 
[2].

The pathogenesis of APMPPE remains unclear. 
A delayed type hypersensitivity associated vasculitis 
suspected as the main cause of APMPPE [3]. Vasculitis 
then affects the choroidal terminal lobules and systemic 
vasculature causing obstruction at the level of the 
choroidal terminal lobules and then induce ischemic 
changes in the outer layers of the macula. Vasculitis 
mechanism is supported by the association of APMPPE 
with other vasculitis (cerebral angiitis, thyroiditis, 
nephropathies, and erythema nodosum) [3, 4].

CASE REPORT

A 28-year-old female patient presented with sudden 
vision loss in both eyes for three days. Initially left eye 
and then followed the right eye. There was history of 
mild fever and malaise for a week. Initial visual acuities 
were 20/70 and 20/80 in right and left eye respectively. 
Normal anterior segment was found except of conjunctival 
hyperemia. Fundus examination showedmultiple sub-
retinal yellowish-white placoid lesions, predominantly at 
the posterior pole of retina Figure 1 (A–D). A dome shape 
of macular was observed presumably slight detachment 
of macula or retinal pigment epithelial in the both eyes. 
The early phase of fluorescein fundus angiography (FFA) 
showed hypoflourescein followed by hyperflourescein 
with multiple placoid lesions after several minutes in 
both eyes Figure 2(A–D). Optical coherence tomography 
(OCT) of central region on right eye demonstrated 
exudative detachment of retinal pigment epithelium. 
Similar condition was found in the left eye with central 
macular thickness was 405 µm (Figure 3).

Oral Steroid therapy was started with 
methylprednisolone (1 mg/kg/day) 48 mg/day for one 
week then tapered every three days, but after up to dose 
of 2 mg/day, the visual acuity dropped to 20/70 and 
20/60 in right and left eye respectively. Therefore, the 
oral steroids reload from initial dose (48 mg/day) for one 
week and tapered every single week. Three weeks follow-
up period showed improvement of visual acuity to be 
20/25 and 20/30 in the right and left eye Figure 4(A–D). 
Clinical and anatomical improvement was confirmed by 
OCT examination. 

Figure 1(A–D): Fundus photograph of A and B showed 
multifocal placoid yellowish at the posterior pole of retina. 
Multiple yellowish-white placoid lesions, predominantly at the 
midperiphery the right (C) and the left (D) of retina.

Figure 2(A–D): Fluorescein fundus angiography (FFA) in the 
early phase hypofluorescein of the right eye (A) and left eye (C), 
then became diffuse hyperfluorescein of the right eye (B) and 
left eye (D) at the level RPE.

Figure 3: Optical coherence tomography of right and left eye 
showed exudative detachment of retinal pigment.
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DISCUSSION

The diagnosis of acute posterior multifocal placoid 
pigment epitheliopathy is principally clinical, and is 
based on examination of the posterior pole and on the 
progression of the symptoms over time. In our case, 
the diagnosis was confirmed by clinical findings such as 
visual deficiency accompanied by the presence of plaque-
like lesions which were found by indirect ophthalmoscopy 
examination, the presence of hypofluorescein areas 
in early phase then hyperfluorescein which is the 
characteristic of this disease. 

Furthermore, white dot syndromes along with other 
conditions come into the differential diagnosis of this 
disease, include serpiginous choroidopathy which should 
be considered in recurrent, chronic cases, relentless 
placoidchorioretinitis which should be taken into account 
in severe and recurrent cases still possible in this patient, 
MEWDS, Birdshot, and sarcoidosis [2].

Gass described the early-phase lesions as 
hypofluorescein, and later on in the study there is 
progressive, irregular hyperfluorescein staining of the 
lesions the has been mentioned above was a hallmark 
in our patient’s fluorangiographic examination. As the 
process becomes inactive, hyperfluorescein can be seen 
corresponding to window defects in the pigmented 
epithelium of the retina where the staining phenomenon 
is no longer evident [5, 6].

With regard to the existing connection between 
this disease and HLA-B7 and HLA-DR2 positivity, it is 
possible to assume that a genetic predisposition exists [6, 
7]. HLA-B7 and HLA-DR2 were not examined because of 
psychological trauma of the patient’s experience due to 
side effects of FFA examination.

Initial treatment of oral steroid therapy 48 mg/day 
was given for one week then tapered every three days. 
Visual acuity started to improve after several days but 
after tapered dose of 2 mg/day, the visual acuity decreased 
again to 20/70 and 20/60 in right and left eye. Visual 
prognosis of APMPPE affected by the presence of initial 
foveal involvement. Flore et al reported full recovery only 
happen in 53% of eyes with initial foveal involvement and 
in 88% of eyes without initial foveal involvement [8].

Jabs et al published a guideline based on clinical 
studies that were rated according to the quality and 
strength of available evidence to treat. The guideline 
uses prednisone as the main therapy for chronic ocular 
inflammation, starting from 1 mg/kg/day and then 
tapped every 1–2 weeks [9]. Based on this guideline, 
we suggest that the reduction of visual acuity caused 
by rapid tapering of the steroid treatment and also by 
severity of this case with RPE detachment. Therefore, 
the oral steroids were reloaded–started again from initial 
dose (48 mg/day) for one week and then tapered every 
one week. After three weeks follow-up period, the visual 
acuity showed improvement to BCVA 20/25 and 20/30 
in the right and left eye, confirmed by improvement in 
OCT examination.

The use of steroid therapy remains controversial. 
Some authors believe that steroid therapy would be 
useful to shorten the duration of visual recovery in some 
cases. Tanigawa et al reported a case of APMPPE without 
systemic association that has been treated with combined 
intravenous methylprednisolone (1000 mg/day for 3 
days) followed by oral prednisolone for 17 weeks. Macular 
lesion was also found in this case [10]. Different from 
our case, this showed prolonged visual recovery until six 
months of therapy. 

Immunosuppressants and intravenous steroids were 
recommended in cases with systemic associations, such 
as inflammation of the central nervous system. Çomu 
et al suggested stopping immunosuppressive therapy 
after 6–12 months. Steroid was used for 2–3 months 
and azathioprine as immunosuppressive therapy for 12 
months, which closed monitoring of ophthalmological 
and neurological evaluations should be performed at 
3-month intervals [11].

CONCLUSION

Steroid therapy for APMPPE remains controversial 
since APMPPE has been known to resolve spontaneously. 
This case showed that treatment APMPPE with single 
oral steroid resolved the macular thickness leading to 
visual acuity improvement. Mind the time for tapering 
the steroid therapy, since rapid tapering may leads to 
reactivation of disease. In this case, reloaded therapy can 
be done and showed satisfactory response.

Figure 4(A–D): Complete resolusion of subretinal fluid after 
treatment with oral steroid (C) and (D) of right and left eye 
compared with before treatment (A and B) confirmed by Optical 
coherence tomography.
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