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Abstract

Takayasu’s arteritis is a rare inflammatory vascular
disease affecting mostly the aorta and its proximal
branches. The diagnosis of TA is a challenge,
particularly in its initial phase. Here we report a
case of a 20-years-old female presented with
painless and sudden vision decrease in the left eye
secondary to anterior ischemic optic neuropathy.
After systemic examination and magnetic
resonance Angiography of vessels, the diagnosis of
Tkayasu's arteritis was made. She was treated with
steroids, Azathioprine, and Tocilizumab. At 3
months of follow-up, there was no improvement in
the visual acuity of the left eye and fundus
examination showed atrophy of the left optic disc.
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Introduction

Takayasu’s arteritis (TA) is a rare chronic
inflammatory disease of unknown origin, involving
the aorta and its branches leading to narrowing and
obliteration. Ocular manifestations are common in
TA. Nevertheless, anterior ischemic optic
neuropathy (AION) has been rarely reported. Here
we report a case of a young female presenting
unilateral AION as the initial manifestation of TA.

Patient and observation

A 20-year-old female presented with a painless and
sudden vision decrease in the left eye (0S). On
ocular examination, she had best-corrected visual
acuity of 10/10 in the right eye (OD) and 1/10 in the
OS. Arelative afferent pupillary defect was noted in
the OS, while slit-lamp examination and tonometry
were normal in both eyes. The funduscopic
evaluation revealed optic disk edema, peripapillary
cotton wool spots, and multiple retinal micro-
aneurysms in peripheral retina in the OS while the
OD was normal (Figure 1). Fundus fluorescein
angiography (FFA) revealed in the OS a delayed arm
to retina time, microaneurysms, telangiectasia,
extensive area of peripheral capillary nonperfusion,
and fluorescein leakage in the optic disk in the late
stage (Figure 2). In the OD, FFA revealed some areas
of peripheral capillary non-perfusion. Systemic
examination showed a 20-mmHg difference in
blood pressure between arms and vascular bruits in
the right carotid and subclavian arteries. Results of
the erythrocyte sedimentation rate and C reactive
protein were normal. Magnetic Resonance
Angiography of vessels showed regular, diffuse, and
circumferential thickening of the two carotid
arteries, a very tight post bulbar stenosis of the two
internal carotid arteries, a left ophthalmic artery
hypertrophic, and narrowness of the right
ophthalmic artery (Figure 3). The diagnosis of TA
was made after satisfying four of the six criteria
described by the American College of
Rheumatology. She was treated with steroids
(intravenous Methylprednisolone 1000 mg/day for
3 days followed by a course of oral steroids),

Azathioprine  (150mg/day), and intravenous
Tocilizumab (480mg). Cardiovascular surgeons did
not indicate surgery or endovascular
revascularization. We realized photocoagulation of
the area of capillary nonperfusion in the OS. At 3
months of follow-up, there was no improvement in
the visual acuity of the OS and fundus examination
showed atrophy of the left optic disc.

Discussion

Takayasu’s arteritis is an inflammatory vascular
disease affecting more females than males. It
usually begins in the second or third decade of life
and involves primarily the large arteries. It was first
reported in 1908 by Takayasu, a Japanese
ophthalmologist [1]. While the disease has a
worldwide distribution, Asian populations are
generally the most affected [2]. The diagnosis of TA
is a challenge, particularly in its initial phase. In fact,
systemic symptoms occurred in only a third of
patients, erythrocyte sedimentation rate lack
sensitivity, and there is no diagnostic serologic
test [3]. According to The American College of
Rheumatology [4], three of the following criteria
are mandatory to retain the diagnosis of TA: onset
before 40 years, decrease in the brachial pulse in
one or both arms, claudication of the extremities,
audible bruit on auscultation of the aorta or
subclavian artery difference of 10 mmHg or more in
blood pressure measured in both arms, narrowing
at the aorta or its primary branches on arteriogram.
Ocular changes in TA were the consequence of the
progressive narrowing of major vessels of the neck
and resultant ocular hypoperfusion. The most
frequent manifestation was Takayasu’s retinopathy
which had been classified into four stages by
Uyama and Asayma [5]. Our patient presented an
extensive area of retinal ischemia in the OS and was
classified in the fourth stage. Other ischemic
manifestations have been infrequently described
like central retinal artery occlusion, ocular ischemic
syndrome, and AION [6-8]. The rarity of ischemic
optic neuropathy in young patients suffering from
TA might suggest a protective role of the
peripapillary capillary changes, which are a
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hallmark of the disease [6]. Treatment of TA is
based on the use of anti-inflammatory therapy like
steroids and/or methotrexate to decrease or to
stop the inflammatory activity. Recently,
Tocilizumab, an interleukin-6 receptor monoclonal
antibody, has proven its effectiveness in the
treatment of TA and may reduce the incidence of
relapses [9]. Both surgical and endovascular
treatments may be risky and achieve poorer
outcomes if they are undertaken during the period
of inflammatory activity [10].

Conclusion

AION may represent the inaugural sign of systemic
disease in young patients such as TA. We reported
a rare case presenting with acute visual loss
secondary to AION, without other systemic
symptoms, revealing TA. Our case highlights the
necessity of systemic investigations to make rapidly
the diagnosis. Multidisciplinary management is
mandatory for a favorable outcome.
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Figures

Figure 1: fundus photograph of the left eye. Optic
disk edema and peripapillary cotton wool spots

Figure 2: fundus fluorescein angiography of the left
eye. Nonperfused areas (A); arteriovenous shunts
(B); telangiectasia of the peripheral retinal vessels
(C); fluorescein leakage in the optic disk in the late-
stage (D)

Figure 3: magnetic resonance angiography of
vessels (T1 fat-saturation sequence). Regular,
diffuse, and circumferential thickening of the two
carotid arteries
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Figure 1: fundus photograph of the left eye. Optic disk
edema and peripapillary cotton wool spots

Amine Zahaf et al. PAMJ-CM - 3(117);16 Jul 2020. - Page numbers not for citation purposes. 4



|
|

PAMJ

= Clinical Medicine

Article §

=1

Figure 2: fundus fluorescein angiography of the left eye. Nonperfused
areas (A); arteriovenous shunts (B); telangiectasia of the peripheral
retinal vessels (C); fluorescein leakage in the optic disk in the late-stage
(D)

Figure 3: magnetic resonance angiography of vessels (T1 fat-saturation sequence).
Regular, diffuse, and circumferential thickening of the two carotid arteries
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