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DISCUSSED CLINICAL CASES

Acute posterior multifocal placoid pigment
epitheliopathy with complete visual recovery
after treatment: case report
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ABSTRACT

Here, we report a case of acute posterior multifocal placoid pigment epitheliopathy (APMPPE) that
was treated satisfactorily with oral and topical corticosteroids, along with topical non-hormonal anti-
inflammatory drugs, with complete visual recovery. The patient presented with significant visual
impairment and multiple perimacular yellowish-white placoid lesions; and evaluation of multimodal
imaging revealed significant changes and the patient responded suitably to the proposed therapy.
APMPPE is an idiopathic retinochoroidopathy that causes a sharp, acute, and painless visual loss and
often leads to visual sequelae that may even affect the central nervous system. Better visual prognosis
can be ensured by differentiating this disease from white dots syndrome and administering treatment
in the early stages of the disease. However, there is no well-established treatment for APMPPE thus far.

RESUMO

Relato de um caso de Epiteliopatia Pigmentar Placoide Multifocal Posterior Aguda (EPPMPA) que
foi tratada satisfatoriamente com corticoesteroide oral e tépico, associados a anti-inflamatério nao
hormonal tépico, com recuperacdo visual completa. A paciente se apresentou com baixa visual
importante, multiplas lesdes placoides branco-amareladas perimaculares e alteragées significativas na
avaliacao de imagem multimodal, obtendo excelente resposta a terapia proposta. A EPPMPA é uma
retinocoroidopatia idiopatica que causa perda visual acentuada, aguda e indolor e frequentemente cursa
com sequelas visuais que podem até acometer o sistema nervoso central. A diferenciacao da sindrome
dos pontos brancos e o inicio do tratamento precoce resultam em um melhor prognostico visual. Seu
tratamento ainda néao esta bem estabelecido.
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INTRODUCTION

Acute posterior multifocal placoid pigment epi-
theliopathy (APMPPE), first described by Gass in
1968, is an inflammatory, idiopathic, and self-limited
ophthalmological condition characterized by the acute
onset of multiple yellowish-white placoid lesions in
the posterior pole region and mid-peripheral retina'.
It is included in a group of idiopathic retinochoroi-
dopathies called “white dot syndromes®.” This con-
dition is often preceded by flu-like symptoms such
as fever, headache, or malaise, and may subsequen-
tly even affect the central nervous system?. The etio-
logy of APMPPE remains unknown, but its associa-
tion with viral infections and vaccines suggests that
it may be an autoimmune process*. Initially, it was
assumed that this disorder mainly affected the reti-
nal pigment epithelium (RPE)°. However, subsequent
evidences suggested that it primarily occurred in the
choroid®. Typically, APMPPE affects healthy indivi-
duals, regardless of their gender, aged 20-30 years,
particularly in myopics?. It is characterized by pho-
topsia, followed by sudden and painless visual loss
with central and paracentral scotomas. The disease
is usually bilateral but can also be asymmetric. Visual
acuity may be normal or severely impaired depen-
ding on the location of the lesions®’. The prognosis is
generally favorable, with excellent visual acuity reco-
very from weeks to months, although most patients
may have some visual sequelae>®”.
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CASE REPORT

The patient was a 27-year-old female civil en-
gineer from Araguaina-TO. She sought care at the
Centro Brasileiro de Cirurgia de Olhos (CBCO) on
11/21/2019, complaining of spots in the visual field
bilaterally, particularly worse in the left eye, that had
appeared one week prior. She did not have a family
history of any ocular or systemic diseases. During
examination, she presented with best corrected visual
acuity (BCVA) in the right eye (OD) 20/100 (-0.50
-0.25 x 170°) and left eye (OS) 20/80 (-0.25 -0.25 x
170°), anterior segment without changes and the pre-
sence of trace cell in the anterior vitreous of both eyes
(OU). Funduscopic examination revealed yellowish-
-white plaques in the perimacular and nasal regions
(Figure 1). Intraocular pressure was 15mmHg (OD)
and 14mmHg (OS). In the multimodal analysis of
images, the fluorescein angiography (FA) presented
with lesions with early hypofluorescence and late
staining (Figure 2), autofluorescence (AF) showed 3
hypoautofluorescent lesions in O.U. that suggested
chronicity, and 5 lesions in the O.D. and 4 lesions
in the hyperautofluorescent O.S. that indicated acute
injuries (Figure 3). Finally, indocyanine green (ICG)
showed hypocyanescent lesions (Figure 4). Optical
coherence tomography (OCT) showed slight neuro-
sensory retinal detachment, with the presence of the
inflammatory material below the internal retina and
involvement of the ellipsoid zone (Figure 5). The pa-
tient also underwent electroretinogram (ERG) and

Figure 1. Retinography in OU with multiple white lesions, of creamy consistency and confluent plaque-like struc-
tures in the posterior pole and extending to the mid-perphery retina. Nasal periphery, bilaterally. Atrophy and
hyperpigmentation in the macula are also observed.
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electroculogram (EOG), both without alterations. prednisone 60mg orally, with weekly regressions, for
She was consequently diagnosed with APMPPE, and 6 weeks was initiated. On 02/20/2020, her VA reco-
treatment with topical ketorolac tromethamine every  vered to 1.0 in both eyes along with an improvement
6 hours, fluormetholone acetate every 2 hours, and  jp the funduscopic aspects of the lesions (Figure 6).

Figure 2. FA of the OD and of the OS showing lesions with early hypofluorescence (left images) and late staining
(right), which are the typical findings of APMPPE.

Figure 3. FA showing hyperautofluorescent lesions in OU that correspond to recent lesions, and it is also possible to
observe hypoautofluorescent lesions that correspond to scarred lesions, which are typical of this pathology.
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Figure 4. ICG allows visualization of hypocyanescent lesions in OU, which is characteristic of this inflammatory
disease.

Figure 5. OCT B-scan in OU demonstrates hyperreflectivity of the external retina (extending from the outer plexiform
layer to RPE), compatible with inflammatory material. Additionally, there are discrete sensorineural detachments
while maintaining the retinal thickness.

Figure 6. Funduscopy examination outcome demonstrating improvement of the lesions in OU, with the presence
of a few slightly whitish spots.
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DISCUSSION

APMPPE is a disease that may be preceded by
flu-like symptoms, such as fever, headache, or ma-
laise®. In addition, it may affect the central nervous
system, and may lead to the occurrence of diffuse
headaches or complications such as cerebral vascu-
litis or meningoencephalitis'®. Burés-Jestrup A. et al
reported 3 patients in a series of 16 cases who had
nonspecific viral symptoms!'. Our patient only pre-
sented with a mild headache.

Funduscopic findings compatible with the disease
are characterized by multifocal placoid yellowish-white
lesions, with varying dimensions and located in the
posterior pole and mid-periphery. This characteristic
aspect was well visualized during the funduscopic
examination of our patient. In addition, these lesions
gradually evolve into areas of hypopigmentation and
pigment accumulation due to atrophy and focal pro-
liferation of RPE!?,

The use of complementary imaging tests can
help in disease diagnosis and treatment indication. In
fluorescent angiography (FAG), the lesions presented
with early hypofluorescence due to internal choroid
perfusion abnormalities with late hyperfluorescence
(early blockade, with late staining). RPE atrophy may
concurrently produce window defect hyperfluores-
cence'’. Furthermore, we noted two previously repor-
ted conditions in this case report. In the case series
reported by Burés-Jestrup A. et al., all the patients
presented with identical pattern characteristics of
APMPPE!"!. In AE hyperautofluorescence is observed
in areas with active inflammation that, with healing,
has the hypoautofluorescent aspect!®. The first outco-
me is observed when the patient arrives at our ser-
vice, and second when the condition is resolved and
the patient shows visual recovery. ICG (indocyanine
green) is superior to FAG in showing capillary perfu-
sion failures, and the acute lesions appear hypocya-
nescent. Additionally, it shows gradual improvement
as the disease is eventually treated'“.

OCT shows heterogeneous accumulation of su-
bretinal fluid in the early stages of the disease, evol-
ving to the development of hyperreflectivity in the ex-
ternal retina, caused by a rupture process in the inner
segment layer and external segments, along with RPE
hyperreflectivity that can last for up to three months'!¢.
We found that in the reports of Xerri et al., 3 of the 20
eyes had subretinal fluid and 7 eyes had alterations in
the external segments of the retina'’.

By observing the images of this case report, it
is possible to conclude that this is a classic case of
APMPPE. This diagnosis is based mainly on clinical
and funduscopic examination, and is complemented
by the abovementioned imaging exams. Differential
diagnoses include evanescent white dot syndrome,
multifocal choroiditis and panuveitis, internal punct-
tata choroidopathy, serpiginous choroiditis, Birdshot
retinochoroidopathy, acute retinal pigment epithe-
litis, multifocal retinal metastases, and intraocular
lymphoma’.

The indication for treatment for patients with
APMPPE remains in debate. We treated our patient
with a combination of topical and oral corticoste-
roids, along with topical non-steroidal anti-inflam-
matory drugs, owing to the fact that some authors
recommend indicating treatment in the presence of
macular or central nervous system involvement. In
these cases, oral corticosteroids are preferred at the
initial dosage of 1mg/kg, following which the dosage
can be regressed within a few weeks!!16/1819,

The patient presented in this case report showed
a particularly characteristic condition of APMPPE.
The clinical evolution was favorable and there was
a complete recovery of the VA, which was similar to
the outcomes of other similar reports.
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