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Antiphospholipid Syndrome of Bilat-
eral Nonarteritic Anterior Ischemic
Optic Neuropathy Patient Deterio-
rating Over Time

Dear Editor,

We reported the case of a patient with antiphospholipid
syndrome (APS) in bilateral nonarteritic anterior ischemic
optic neuropathy (NAION). APS is an autoimmune dis-
ease affecting various organs, associated with hypercoagu-
lability and vascular thrombosis [1]. APS rarely accompany
NAION, and the invasion of both eyes is unknown as far
as authors know.

A 70-year-old male reported painless reduced vision in
left eye suddenly occurred 2 days ago. There were no un-
derlying diseases, and corrected visual acuity was 1.0 in
right and 0.1 in left eye. Relative afferent pupillary defect
was observed in left eye. During funduscopic examination,
mild inferior focal disc swelling in right eye and overall
disc swelling with inferior flame shape hemorrhage in left
eye were observed. During visual field examination, in-
creased superior blind spot through sensitivity degradation
in right eye and blind spot along horizontal line were ob-
served. Focal disc leakage and nonperfusion in right eye
and overall leakage in left eye were observed from fluores-
cent angiography (FAG) (Fig. 1A-1G). Magnetic resonance
imaging revealed no clear high signal in optic nerve region.
Erythrocyte sedimentation rate and C-reactive protein
were normal. One gram of methylprednisolone was ad-
ministered daily for treating suspected severe NAION and
optic neuritis in left eye. During the treatment, laboratory
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tests for blood coagulation factor were prothrombin time
(PT) 16.6 (11.9-14.3 seconds), PT 64 (86—127%), PT 1.35
(0.8-1.2 international normalized ratio), and activated par-
tial thromboplastin time 44.1 (29.1-43.5 seconds). Fluores-
cent antinuclear antibody showed positive findings. An ad-
ditional antibody test was performed after rheumatologist’s
consultation. Rheumatologic evaluations resulted in no
positive results. Anticardiolipin test showed positive IgM
with high titer. I[gM positivity in the anticardiolipin test
was observed again 12 weeks after the previous test, which
confirmed antiphospholipid antibody syndrome. Also,
bone marrow study for differential diagnosis of cancer and
other diseases resulted in normal. As hematologic abnor-
malities were observed during treatment, warfarin (Ku-
farin, Hana, Seoul, Korea) 3 mg was used. Left eye disc
swelling and hemorrhage improved, but visual acuity did
not recover. Corrected visual acuity remained at 1.0 on
right eye, and was 0.06 on left eye.

During the observation of the outpatient course after
steroid tapering, sudden loss of vision occurred in right eye
1 month after the steroid treatment, and corrected visual
acuity was 0.1 in right eye and 0.06 in left eye. Upon ex-
amination, exacerbated focal disc swelling with flame
shape hemorrhage was observed in right eye (Fig. 1H-1J).
After consultation with rheumatologist, 60 mg of enoxapa-
rin (Clexane, SA, Seoul, Korea) was administered intrave-
nously twice a day, and tapering was conducted after
re-administering 1 g of methylprednisolone for 3 days.
One month after the treatment, right eye hemorrhage and
disc swelling improved, but there was no improvement in
vision. After 1 year of observation, optic nerve became
pale, and nonperfusion areas were observed in both eyes
from FAG (Fig. 1K-IN). Corrected visual acuity was 0.1 in
right eye and 0.06 in left eye, showing no improvement in
vision.
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Fig. 1. Fundus photographs, visual field, optical coherence tomography spectralis in axon mode and fluorescent angiography of the pa-
tient. (A) Right eye showing mild inferior disc swelling at the first visit. (B) Left eye showing total disc swelling and inferior flame shape
hemorrhage at the first visit. (C) Right eye showed focal disc leaking and nonperfusion at the first visit (captured at 2 minutes 45 seconds).
(D) Left eye showed overall disc leakage at the first visit (captured at 1 minutes 3 seconds). (E) Right eye showing increased superior
blind spot at the first visit. (F) Left eye showing blind spot along the horizontal line at the first visit. (G) Right eye showing mild inferior
focal focal disc swelling and overall disc swelling in left eye at the first visit. (H) Right eye showing exacerbation superiotemporal and in-
ferior disc swelling and improved disc swelling in the left eye 1 month after the treatment. (I) Right eye showing exacerbation disc swell-
ing with flame shape hemorrhage 1 month after the treatment. (J) Left eye showing improved disc swelling and flame shape hemorrhage
1 month after the treatment. (K,L) Both eyes showed overall disc nonperfusion area one year later (captured at 1 minute). (M,N) Both
eyes showed pale disc 1 year later.
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NAION is discovered with a painless loss of vision ac-
companied by optic disc edema. It needs to be distin-
guished from optic neuritis. The authors believed that vi-
sual acuity did not respond to sudden vision loss treatment.
In addition, splint hemorrhage and focal swelling on disc
with focal perfusion decrease from FAG were observed.
Also, no magnetic resonance imaging contrast enhance-
ment showed symptoms appropriate for the diagnosis of
ischemic optic neuropathy [2,3].

Ophthalmologically, APS can make various invasions
such as vitiritis, hemorrhage, leakage, and edema from an-
terior to posterior [1]. However there are few reports in
which it appears as NAION. In APS cases reported by Ser-
rador-Garcia et al. [4] and Tugcu et al. [5], NAION oc-
curred unilaterally. However, no study reported bilateral
NAION caused by APS.

Standard treatment strategy of APS is reducing throm-
botic risk [1]. There are reports about use of warfarin, anti-
platelets, anti-inflammatory drug and hydroxychloroquine,
after APS diagnosis [5]. Authors also started using warfa-
rin after confirming blood abnormality, and intensively
used antithrombotic agents intravenously at the second ep-
isode, but the prognosis was poor. Intravenous steroid
treatment in NAION is controversial, but authors used this
for optic neuritis treatment. If NAION occurs in both eyes
of old age and does not respond to treatment, APS should
be suspected and related systemic examination might be
necessary. Also, the prognosis of visual acuity can be poor
despite active treatment.
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