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CASE REPORT
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Abstract: A 64-year-old male presented with sudden onset of decreased vision with a central blind spot and shimmering visual symptoms without
significant inflammatory findings, and was noted on optical coherence tomography to have localized loss of photoreceptors, which spontaneously
resolved after two weeks. This recurred subsequently three times spaced by months of recovery with normal vision and normal photoreceptors. In
the fourth episode, the patient developed an arcuate-shaped area of outer retinitis more typical for acute syphilitic posterior placoid chorioretinitis,
and the diagnosis was made serologically. With subsequent treatment for syphilis, there was not any recurrence after the treatment and vision
recovered to 20/20 with a normal photoreceptor layer.
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1. INTRODUCTION

Sudden vision loss associated with localized damage to the
photoreceptor layer on Optical Coherence Tomography (OCT)
without  significant  inflammatory signs  is  an  unusual  clinical
presentation, especially when there is spontaneous resolution
with the recovery of normal vision and a normal photoreceptor
layer  on  OCT.  Acute  Zonal  Occult  Outer  Retinopathy
(AZOOR)  is  an  idiopathic  disease  with  acute  damage  to
photoreceptors  with  minimal  funduscopic  findings.  It  is
associated  with  photopsias  and  is  usually  found  in  young
females.  Acute  cone  photoreceptor  vision  loss  was  recently
described  as  a  presenting  sign  of  AZOOR,  but  the  findings
persisted  and  were  associated  with  decreased  signal  in  the
photoreceptor layer on OCT [1]. Differential diagnosis includes
other  acute  inflammatory  diseases,  such  as  acute  multifocal
placoid  pigment  epitheliopathy  or  unilateral  acute  idiopathic
maculopathy, and infectious diseases, such as tuberculosis and
syphilis, sarcoidosis, and intraocular lymphoma.
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2. CASE REPORT

A 64-year-old Caucasian male presented with shimmering
visual  phenomena  and  a  central  blind  spot  in  the  left  eye.
Visual acuity was 20/25 in the right eye and 20/50 in the left
eye.  Slit-lamp  examination  was  normal  without  iritis,  and  a
dilated fundus exam revealed a focal intraretinal hemorrhage in
the macula in the left eye without vitritis. The OCT of the left
eye  showed  diffuse  loss  of  the  photoreceptor  layer  and
increased choroidal thickness (Fig. 1A). At two weeks, vision
in  the  left  eye  spontaneously  improved  to  20/25  with
spontaneous recovery of the photoreceptor layer on OCT (Fig.
1B).  The  fundus  exam  of  the  right  eye  was  normal  without
hemorrhage or inflammation (Fig. 2A). The OCT of the right
eye showed no edema or loss of the photoreceptor layer (Fig.
2B).

Eleven weeks later, he complained of decreased vision in
the left  eye with vision decreased to 1/200.  The funduscopic
exam showed retinal whitening and fundus autofluorescence,
fluorescein  angiography,  and  OCT  angiography  findings,
which  are  noted  in  Fig.  (3).  OCT displayed  subretinal  fluid,
disruption  of  the  subfoveal  cone  photoreceptor  layer,  and
choroidal thickening (Fig. 1C). At one month follow up, there
was spontaneous recovery of vision to 20/30 with the recovery
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of the photoreceptor layer and resolution of subretinal fluid and
outer retinal changes without intervention (Fig. 1D).

Five months later, he complained of central blurring in his
left eye with visual acuity of 20/25. Slit-lamp examination and
posterior examination were unremarkable with OCT in the left
eye showing attenuation of photoreceptor mostly nasally and
choroidal  thickening  (Fig.  1E-1G).  The  patient’s  vision
spontaneously  recovered  again  with  the  recovery  of  the
photoreceptor  layer.

Fourteen months after the initial presentation, he reported
blurry vision in the left eye with visual acuity of 20/40. Dilated
fundus  examination  revealed  an  arcuate  pattern  of  retinal
whitening (Fig. 4). OCT showed disruption of the outer retina
with marked loss of the photoreceptor layer. Due to a suspicion
of  syphilitic  posterior  placoid  chorioretinitis  with  this  more
significant presentation, serology was performed for syphilis,
which  showed  a  positive  FTA-ABS  and  VDRL  (1:64).  HIV
testing by the infectious disease consultant  was negative.  He
was  treated  with  two  weeks  of  intravenous  penicillin  G
followed by  2.4  million  units  of  intramuscular  Bicillin.  Two
years  after  the  last  episode,  his  vision  is  20/20  in  both  eyes
with no recurrences in the left  eye and recovery of  a  normal
photoreceptor layer (Fig. 1H). His VDRL decreased from 1:64
to 1:4 after treatment.

3. DISCUSSION

This case demonstrates the unusual finding of symptomatic
vision loss  without  clinical  signs  of  active  inflammation and
with  loss  of  the  ellipsoid  layer  on  OCT,  which  rapidly  and
spontaneously  resolved  without  treatment  on  three  separate
episodes  with  the  recovery  of  good  vision  and  a  normal
ellipsoid  layer.  Additional  findings  included  choroidal
thickening and decreased flow on OCT angiography isolated to
the left eye. Specifically, in the first episode, there is prominent
choroidal  thickening  and  an  intact  External  Limiting
Membrane (ELM) and disruption of the ellipsoid zone on OCT.
While the posterior segment examination did not fit the clinical
picture  of  Typical  Acute  Syphilitic  Posterior  Placoid
Chorioretinitis  (ASPPC),  which  usually  presents  as  a  large
yellowish placoid outer retinal lesion, it does suggest an outer
retinopathy associated with choroidal  inflammation targeting
the  outer  retina.  The  isolated  clinical  picture  of  loss  and
recovery  of  the  photoreceptor  layer  on  multiple  occasions  is
unique  in  this  case  and  not  previously  reported  with  ocular
syphilis. OCT angiography in the second episode showed flow
voids in  the choriocapillaris,  suggesting associated choroidal
inflammation.  The  last  episode  presented  a  yellowish-white
outer  retinal  lesion,  which  was  very  suggestive  of  ASPPC,
leading to a definitive diagnosis. After the final episode, there
was positive serology for syphilis and ASPPC was diagnosed
and  treated  through  infectious  disease  consultation  with
intravenous  penicillin  and  intramuscular  penicillin  with  no
recurrent  episodes  following  appropriate  antibiotic  treatment
over two years.

The  imaging,  in  this  case,  highlights  the  acute  damage
resulting in outer  photoreceptor  dysfunction,  photopsias,  and
decreased  vision.  The  associated  choroidal  thickening  is
suggestive of  acute inflammation that  may play a role in the

pathogenesis  of  this  disease  .  Evidence  in  this  case  for  cho-
roidal inflammation includes increased choroidal thickness and
punctate hyperreflective dots on OCT and flow voids on OCT
angiography at  the level of the choriocapillaris.  There is  one
case  report  by  Tsui  et  al.  that  supports  this  notion  that  flow
voids  may  be  seen  in  ASPPC  on  OCT  angiography  [2].  In
another  case  report  by  Brito  et  al.,  they  observed  choroidal
thickening with loss of the ELM and photoreceptors on OCT in
unilateral  ASPPC  [3].  Pichi  et  al.  specifically  looked  at  the
OCT findings  in  ASPPC and  found  that  there  was  choroidal
hyperreflectivity  in  14/30  eyes  (46.6%)  again  supporting  the
involvement of the choroid in the pathogenesis [4].

Fig.  (1).  Optical  Coherence  Tomography  (OCT)  of  each  separate
occurrence at presentation and at follow-up after resolution. (A) OCT
of  initial  episode  showing  diffuse  loss  of  the  photoreceptor  layer
centrally  (arrows)  with  choroidal  thickening  (B)  OCT  after  vision
recovery two weeks later showing recovery of the photoreceptor layer.
(C) OCT on presentation after sudden vision loss eleven weeks after
first episode. Note the diffuse loss of photoreceptor layer temporally
(arrows)  and  serous  detachment  under  the  fovea.  The  second  flare
shows choroidal thickening, subretinal fluid, punctate hyperreflective
dots (arrows) and outer photoreceptor disruption (C) with spontaneous
improvement  (D)  one  month  later.  The  third  flare  shows  choroidal
thickening,  punctate  hyperreflective  dots  (arrows)  and  loss  of  the
ellipsoid layer in the nasal macula (E) with spontaneous recovery (F).
The  fourth  flare  displays  outer  photoceptor  loss  (G)  with  resolution
after systemic treatment (H).

Spontaneous recovery of ASPPC without initial treatment
for syphilis has been previously reported [5, 6]. However, acute
loss and then spontaneous recovery of the photoreceptor layer
spaced by months of asymptomatic periods with normal vision
and photoreceptor recovery are unique presentations of ocular
syphilis demonstrated by this case, which mimicked findings
seen  in  acute  zonal  occult  outer  retinopathy  [1].  The
uniqueness of the ocular immune privilege environment may
play a role in the ability of the pathogen to elicit an immune
response and then resolve spontaneously [4]. Additionally, the
pathogen  itself,  Treponema  pallidum,  is  characterized  by
phases  of  latency  and  its  systemic  clinical  manifestations
follow  a  path  defined  by  current  immune  status,  site  of
infection, and timing/duration of disease [7]. Similar is the case
with the eye that this pathogen is capable of exacerbations and
periods of inactivity.
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Fig. (2). Color fundus photograph (A) and OCT (B) of the uninvolved
right  eye.  Note  the  lack  of  inflammation  or  edema  in  the  color
photograph.  Note  the  normal  and  intact  photoreceptor  layer  on  the
OCT.

Fig  (3).  Multimodality  imaging  from  the  second  flare  demonstrates
retinal whitening and intraretinal hemorrhage on fundus photo (A) with
hyperautofluorescence of the nasal macula on fundus autofluorescence
(B)  with  patchy  choroidal  filling  and  delayed  perfusion  along  the
inferotemporal vein on fluorescein angiography (C) and flow voids in
the left eye on optical coherence tomography angiography (D).

Fig (4). Fundus photo (A) of the fourth flare displays retinal whitening
extending from the optic nerve and into the macula with corresponding
fundus  autofluorescence  (B)  showing  hyperautofluorescence  and
stippled autofluorescence in the superotemporal macula of the left eye.

CONCLUSION

This  case  highlights  the  unusual  presentation  of  outer
retinal  damage  with  loss  of  the  photoreceptor  layer  on  OCT
with  complete  spontaneous  recovery  for  extended  periods

between  episodes.  Prior  to  the  diagnosis  of  syphilis,  the
presenting findings were considered an unusual variant of acute
zonal  occult  outer  retinopathy  with  central  involvement.
Understanding  the  potential  presenting  clinical  spectrum  of
recurrent  and  spontaneous  resolving  outer  retinopathy  as  a
possible  presenting  pattern  of  syphilis  is  important,  as  the
treatment  of  syphilis  has  now prevented any recurrence with
follow-up for over two years while preventing other systemic
complications of syphilis.
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