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Atypical Presentation of Multiple Evanescent White Dot
Syndrome with Optic Atrophy, Macular Thinning, and

Arcuate Scotoma

Optik Atrofi, Makiiler Incelme ve Arkuat Skotom Gibi Atipik Klinik
Bulgular Gosteren Coklu Gegici Beyaz Nokta Sendromu Olgusu
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ABSTRACT A 57-year-old man presented with a sudden loss of vi-
sion, central scotoma, and photopsia in the left eye. Grayish-white
spots localized in the deep retina around the macula and optic disc
were observed in the left eye on funduscopic examination. We ob-
served a hyperfluorescence in a wreath-like pattern with late staining
in retinal lesions during the early stage of fundus fluorescein angiog-
raphy. Disruption was observed in an ellipsoid zone in optical coher-
ence tomography. Multiple evanescent white dot syndrome was
diagnosed based on findings and followed up without medication. The
visual acuity of the left eye improved from 1/20 to 6/10 after a 7-week
follow-up. Dilated fundus examination showed optic atrophy, and vi-
sual field examination revealed an arcuate scotoma.
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OZET Elli yedi yaginda erkek hasta, sol gézde ani gorme kayb, sant-
ral skotom ve fotopsi sikayetleri ile klinigimize bagvurdu. Funduskopik
muayenesinde, sol gozde makula ve optik disk etrafinda, retinanin derin
katlarinda lokalize olmus grimsi beyaz lezyonlar gézlendi. Fundus flo-
resan anjiyografi erken dénemi boyunca retinal lezyonlarda gézlenen
celenk benzeri hiperfloresans, ge¢ boyanma ile devam etti. Optik ko-
herens tomografide, fotoreseptor i¢ ve dis segment tabakasinda harabi-
yet goriildii. Mevcut bulgular esliginde hastaya, ¢oklu gegici beyaz
nokta sendromu teshisi kondu ve ilagsiz takip edildi. Yedi haftalik takip
sonrast hastanin gérme keskinligi 1/20’den 6/10’a yiikseldi. Dilate fun-
dus muayenesinde, optik atrofi ve gorme alaninda arkuat skotom olus-
tugu gozlendi.

Anahtar Kelimeler: Beyaz nokta sendromlart;
optik koherens tomografi; floresan anjiyografi;
optik atrofi; skotom

Multiple evanescent white dot syndrome
(MEWDS) was first described by Jampol et al. in 1984,
and manifests as a different clinical entity with subjec-
tive, clinical, demographic, fluorescein angiographic,
and electrophysiological characteristics.! The main
symptom is acute unilateral visual loss. Almost all pa-
tients present with photopsia (floaters or flashes of
light). Usually, patients state that they have had a pro-

dromal flu-like episode before the development of
symptoms. '

Ocular discomfort and headache accompanying
visual symptoms are rarely observed.** In this study,
we report a case of MEWDS with atypical clinical
characteristics such as a delay in the arterial phase
alongside early and late arteriovenous phases of fun-
dus fluorescein angiography (FFA), atrophy of the
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optic disc, macular thinning, and arcuate scotoma in
the visual field.

I CASE REPORT

Written informed consent was obtained from the pa-
tient for publication of his case details and images ob-
tained through medical imaging techniques. The

patient is a 57-year-old man presenting with an acute
visual loss, photopsia, and central scotoma in the left
eye starting a day ago. Ophthalmoscopic examination
revealed a best-corrected visual acuity of 10/10 in the
right eye and counting fingers at 2 meters in the left
eye in the Snellen chart. Intraocular pressure and an-
terior segment examination results were within nor-

FIGURE 1: Color fundus image findings; (A) the right eye was normal; (B) irregularly bordered grayish-white lesions in size of 100-300 um localized in the deep retina aro-
und the macula and the optic disc in the left eye. On color fundus image performed at 7-week follow-up showed that; (C) the right eye was normal; (D) the lesions in the
left eye were resolved without any trace and optic atrophy developed. Fundus fluorescein angiography showed; (E) the right eye was normal, and a hyperfluorescence in
a wreath-like pattern during the early stage of fundus fluorescein angiography; (F) at 1.08 and (G) 1.43 minutes and a delay in the arterial phase and early and late arte-
riovenous phases of fundus fluorescein angiography; (H) a delay in the late arteriovenous phase of fundus fluorescein angiography at 3.47 minute and late staining in the

lesions especially around the optic disc in the left eye.
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mal limits. Dilated fundus examination revealed that
the right eye was normal and there were multiple ir-
regularly bordered opaque grayish-white spots local-
ized in the deep retina around the macula and optic
disc in the left eye (Figure 1A, B). The color fundus
photograph and FFA of the right eye were unre-
markable (Figure 1C, E).

Hyperfluorescence in a wreath-like pattern with
late staining in retinal lesions during the early stage of
FFA, and a delay in the arterial phase and early/late ar-
teriovenous phases of FFA was observed (Figure 1F-
H). On optical coherence tomography (OCT), we
observed a disruption at the junction of photoreceptor
inner and outer segments (ellipsoid zone) and a mild

macular thickening (Figure 2B). A hyperreflective ap-
pearance was observed in the inner retinal layers due
to edema caused by retinal ischemia. The central mac-
ular thickness (CMT) was 240 um and 246 um in the
right and left eyes, respectively. From retinal nerve
fiber layer (RNFL) analysis, the average thickness in
the right eye was 80 um, while that of the left eye was
113 um, implying a mild optic disc edema (Figure 2E).
The OCT examination of the right eye was unremark-
able during the disease (Figure 2A, C).

MEWDS was diagnosed based on existing find-
ings and followed up without medication. The visual
acuity of the patient improved to 1/10 at the 2-week
follow-up, 5/10 at the 4-week follow-up, and 6/10 at
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FIGURE 2: Findings of optical coherence tomography; (A) the right macula was normal; (B) there was a mild thickening and a disruption at the junction of photoreceptor
inner and outer segments in the left macula (red arrow). Optical coherence tomography performed at a 17-month follow-up showed; (C) the right macula was normal; (D)
disruption at the junction of photoreceptor inner and outer segments in the left macula was recovered but a generalized thinning developed in the left macula; (E) in retinal
nerve fiber layer analysis, at the beginning of the disease, while the right average thickness was 80 um, the left average thickness of 113 um was implying a mild optic disc
edema; (F) in retinal nerve fiber layer analysis performed at 7-month follow-up showed that the right average thickness was 80 um and the left average thickness of 51 pm
was implying the development of optic atrophy; (G) in retinal nerve fiber layer analysis performed at a 17-month follow-up showed that the right average thickness was 81
pm and the left average thickness of 49 um was implying the development of optic atrophy.
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FIGURE 3: Findings at 17-month follow-up; (A) an arcuate scotoma developed in 30/2 visual field of the left eye; (B) the right eye was normal; (C) a central, paracentral,

and temporal scotoma developed in 10-2 visual field (D) the right eye was normal.

the 7-week follow-up. On color fundus images per-
formed at a 7-week follow-up, lesions resolved with-
out any trace but optic atrophy developed (Figure
1D). At the 7-month and 17-month follow-up, the vi-
sual acuity was still 6/10, and macular thinning and
optic atrophy were observed on OCT (Figure 2D, F,
G). CMT was 241 pm and 207 pm in the right and
left eyes, respectively. On RNFL analysis, the right
average thickness and left average thickness were 81
pm and 49 um, respectively (Figure 2G). An arcuate
scotoma developed in a 30/2 visual field, and a cen-
tral, paracentral, and temporal scotoma developed in
the 10/2 visual field (Figure 3A, C) while the right
eye right eye was normal (Figure 3B, D).
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I DISCUSSION

In this study, we report a case of MEWDS present-
ing with atypical clinical characteristics such as a
delay in the arterial phase, early and late arteriove-
nous phases of FFA, atrophy in the optic disc, mac-
ular thinning, and arcuate scotoma in the visual field.
Until now, a delay in the phases of FFA in the active
period and arcuate scotoma, atrophy in the optic disc,
and macular thinning after the recovery period were
not reported during MEWDS. MEWDS usually pres-
ents with an acute unilateral visual loss. The visual
acuity of the patient ranged from 10/10 to 1/20. Vi-
sual loss may be accompanied by central scotoma
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and photopsia in MEWDS.’> Our patient presented
with complaint of acute unilateral visual loss. He
complained of central scotoma and photopsia at the
time of presentation.

The typical fundus examination finding is the
existence of multiple nummular grayish-white lesions
with a size of 100-300 um beginning from outside
the macula and extending to the mid-peripheral
retina.’ Also in the fundus examination of our case,
there were the same typical lesions, but they were ir-
regularly bordered and not nummular. FFA shows a
hyperfluorescence in a wreath-like pattern with late
staining in areas corresponding to the white spots.”
Similarly, in the FFA in our case, a hyperfluorescence
in a wreath-like pattern with late staining in areas cor-
responding to the white spots was observed. In the
study performed by Nguyen et al., the authors
demonstrated that there was a disruption at the IS/OS
junction in all eyes affected by MEWDS.® We also
observed a disruption at the IS/OS junction in the
evaluation of our patient after performing OCT.

In the study performed by Gross et al. with five
MEWDS patients, the authors reported that this dis-
ease was a chorioretinopathy according to data ob-
tained from the retinal and choroidal images.” As it is
in many posterior segment inflammatory disorders,
the degree of retinal and choroidal involvement in
MEWDS shows great variance among patients.’” The
common feature among all of these variants is the
pathology of the peripapillary circulation caused by
the disease. The peripapillary circulation is largely
nourished by the ciliary arteries that communicate
with the retinal circulation.” The condition accounts
for the characteristic enlargement of the blind spot
observed in this disorder.” We attributed the devel-
opment of a delay in the phases of FFA, atrophy in
the optic disc, macular thinning, and arcuate scotoma
in the visual field to the disruption in circulation
caused by intense inflammation in the peripapillary
and macular areas. Our patient presented with the
most severe expression of the MEWDS spectrum
with a more severe disease course.

The following differential diagnoses should be
considered: punctate inner choroidopathy, acute pos-
terior multifocal placoid pigment epitheliopathy, ser-
piginous choroidopathy, birdshot chorioretinopathy,
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acute zonal occult outer retinopathy, and multifocal
choroiditis with panuveitis. The majority of these
syndromes are bilateral and the presence of retinal le-
sions, disruption of the IS/OS junction, and hyper-
fluorescence in a wreath-like pattern with late
staining in retinal lesions during the early stage of
FFA (characteristic features of MEWDS), made our
diagnosis much easier.

Although all signs and symptoms were resolved
completely during the natural course of the disease,
cases of chorioretinal scar, peripapillary atrophy, and
choroidal neovascular membrane have also been re-
ported.> To the best of our knowledge, there is no
case presentation in the literature reporting a delay in
the phases of FFA in the active period, and develop-
ment of atrophy in the optic disc, a generalized mac-
ular thinning, and an arcuate scotoma after the
recovery period during MEWDS. Only Dodwell et
al. reported that an arcuate scotoma developed in a
case of MEWDS during the active period of the dis-
ease, but this condition resolved completely later.®

Therefore, our case contributes significantly to
the literature on these atypical clinical features.
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