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Introduction:

A 23-year-old female presents to
our clinic reporting issues with
her vision for the last month.
She reports seeing objects
“shaped like jellyfish” in
the center of her visual
field. In addition, she
reports a headache of
variable intensity for the
last month. All these
symptoms were proceed-
ed by a recent viral respi-
ratory illness lasting for two
weeks. Her past medical and
ocular history is unremarkable.

Exam:

On exam, her visual acuity was noted to be
20/20 OU with normal intraocular pressures and no
afferent pupillary defect. Her anterior segment exam
was unremarkable and her vitreous was notable for rare
cell in both eyes. Her posterior segment exam was
notable for mild disc edema in the right eye and multi-
ple hypopigmented lesions scattered through the poste-
rior pole, sparing the macula, with variable stages of
pigmentation (Figure 1). Her right eye was affected
more than her left. Based on her presentation and exam
findings with associated headache, a preliminary diag-
nosis of acute posterior multifocal placoid pigment
epitheliopathy (APMPPE) was made. She was immedi-
ately sent from our clinic to the emergency room for
head imaging to rule out concomitant cerebral vasculi-
tis. Additionally, a laboratory workup was started to
rule out common causes of ocular inflammation includ-
ing tuberculosis, syphilis, and sarcoidosis which all

Figure 1: Hypopigmented lesions
in the right eye.

came back normal. She
was started on high dose
IV steroids with neu-
rology consultation.

Following a tapering
of her steroids to oral
10mg  prednisone,
she was seen two
weeks later with
slight worsening of
her vision in her right
eye. She was found to
have new posterior pole
lesions now affecting the
macula in her right eye and
new peripheral lesions in her left
eye (Figure 2). A fluorescein
angiogram of the right eye was notable for
early blockage with late staining of her chorioretinal
lesions (Figure 3). OCT of the macula through the
lesions was notable for outer retinal irregularity with no
intraretinal or subretinal fluid (Figure 4). Fortunately,
her visual acuity was preserved at 20/20 OU. Her oral
steroids were increased back to 60mg. At her subse-
quent visits, she was noted to have stable exam findings
but became increasingly intolerant of the side effects
associated with her steroid course. Her steroids were
reduced to 40 mg and on subsequent follow up a week
later, she was noted to have new lesions in her both eyes
(Figure 5). Her vision remained 20/20 OU and she was
subsequently increased on her oral steroids and coun-
seled to follow up with rheumatology to initiation of
steroid sparing immunotherapy. Given her relapsing
course of new chorioretinal inflammation shortly after
cessation of steroids, she was given a diagnosis of
ampiginous or relentless placoid choroiditis.




Discussion:

APMPEE is a rare (0.15 cases per 100000 persons) bilat-
eral ocular inflammatory syndrome affecting the
choroid and retinal pigment epithelium that can even-
tually lead to outer retinal atrophy and vision loss. 12 1t
generally occurs in young healthy individuals and is
often times proceeding by a viral prodrome. Generally,
this disease is monophasic with spontaneous resolution
in 1-2 months. However, inflammation associated with
APMPPE can also be present in the central nervous sys-
tem as cerebral vasculitis. Thus, any patient with sus-
pected APMPPE and neurological symptoms should be

Figure 3:
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Figure 2: . New
posterior pole
lesions now
affecting the
macula in right
eye and new
peripheral
lesions in the
left eye.

evaluated with appropriate cerebral vascular imaging
to rule out intracranial inflammation. When lesions
recur or new lesions develop in spite of immunosup-
pressive therapy, as with our patient, a diagnosis of
ampiginous choroiditis (relentless placoid choroiditis)

e ]
should be suspectec}."'6 This name derives as a combi-

nation of another more serious ocular syndrome: ser-
piginous choroiditis, which presents as bilateral asyn-
chronous chorioretinal inflammation emanating from
the optic disc often leading to central vision loss some-
times despite immunosuppressive therapy.7 Patients
with a suspected diagnosis of ampiginous choroiditis
should be thoroughly worked up for infectious




etiologies such as tuberculo-
sis and syphilis and consul-
tation with a rheumatologist
is recommended for initia-
tion of long-term steroid
sparing immunotherapy.
The visual prognosis in this
condition is guarded and
variable depending on the
degree and location of chori-
oretinal lesions and patients
must be followed closely with multimodal imaging for
the development of recurrent inflammation.

References:

1. Maamari RN, Stunkel L, Kung NH, et al. Acute
Posterior Multifocal Placoid Pigment Epitheliopathy
Complicated by Fatal Cerebral Vasculitis. ]
Neuroophthalmol. Jun 2019;39(2):260-267.

2. Holt WS, Regan CD, Trempe C. Acute posterior mul-
tifocal placoid pigment epitheliopathy. Am ]
Ophthalmol.
A p T
1976;81(4):403-

A2 Figure 5:

After steroids

were reduced

3. Jones BE,
Jampol LM,
Yannuzzi LA,
Tittl M,
Johnson MW, follow-up one
Han DP. Davis week later, the
JL,  Williams
DE. Relentless
placoid chori-
oretinitis: A

to 40 mg, on

a subsequent

patient was
noted to have

new lesions in

both eyes.

new entity or
an unusual
variant of

Case of the Month Supported by:

m m Retina Research &
DIE Development Foundation

Figure 4: OCT of the macula through the lesions was notable for outer retinal
irregularity with no intraretinal or subretinal fluid

serpiginous chorioretinitis? Arch Ophthalmol. 2000
Jul;118(7):931-8.

4. Jyotirmay B, Jafferji SS, Sudharshan S, Kalpana B.
Clinical profile, treatment, and visual outcome of
ampiginous choroiditis. Ocul Immunol Inflamm. 2010
Jan;18(1):46-51.

5. Gupta V, Agarwal A, Gupta A, Bambery P, Narang S.
Clinical characteristics of serpiginous choroidopathy in
North India. Am ] Ophthalmol. 2002 Jul;134(1):47-56.

6. Nazari Khanamiri H, Rao NA. Serpiginous choroidi-
tis and infec-
tious multifocal
serpiginoid
choroiditis.
S u r v
Ophthalmol.

2013 May-
Jun;58(3):203-
32.

7. Nussenblatt
RB. Serpiginous
choroidopathy.
In: Nussenblatt
RB, Whitcup
SM,  editors.
Uveitis. ed 4.
Edinburgh:
Mosby;  2010.
pp- 373-382.

Did you miss the 2021 Spring Retina Update?

View the entire conference on our website
tri-stl.com in the Referring Section.

CME credits not available for watching the replay.

THE 2201 Brentwood Blvd.

E RETINA St. Louis, MO 63144
INSTITUTE (314) 367-1181

tri-stl.com

Kevin J. Blinder, MD

Sabin Dang, MD

Alia K. Durrani, MD
Nicholas E. Engelbrecht, MD
M. Gilbert Grand, MD

Daniel P. Joseph, MD, PhD
Thomas K. Krummenacher, MD
Gaurav K. Shah, MD

Bradley T. Smith, MD




	COTM - Page 1 copy
	COTM - Page 2 copy
	COTM - Page 3 copy

