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CASE COMMUNICATIONS

Giant cell arteritis (GCA) is a chronic 
idiopathic granulomatous inflamma-

tion of intermediate and large blood ves-
sels. It rarely affects individuals younger 
than 50 years of age and its mean age of 
onset is 70 years of age. The prevalence 
of GCA in individuals over 50 years in 
the United States is 204/100,000 [1]. 

When the branches of the carotid ar-
tery are involved ophthalmic manifes-
tations (e.g., blurred vision, visual field 
disturbance, amaurosis fugax, or diplo-
pia) occur in up to 25% of patients with 
GCA [2]; 20% of patients will present 
with unilateral or bilateral visual loss and 
without any systemic symptoms [3]. The 
vision loss in GCA is usually the result of 
inflammation of the short posterior ciliary 
arteries (PCA) or of the central retinal ar-
tery (CRA) resulting in arteritic anterior 
ischemic optic neuropathy (AAION) or 
in central retinal artery occlusion (CRAO) 
[2,3], respectively. Branch retinal artery 
occlusion (BRAO) or hemi-central retinal 
artery occlusion (hCRAO) are scarcely re-
ported as a manifestation of GCA.

We report a case of GCA manifested 
as an hCRAO.

PATIENT DESCRIPTION

A 64-year-old woman was referred to the 
ophthalmic emergency department (ED) 

with complaints of constant visual dis-
turbance in the left eye superior visual 
hemifield appearing one day prior to pre-
sentation. She denied any ocular pain or 
diplopia, headache, masticatory claudica-
tion, temple or scalp tenderness, unintend-
ed weight loss, or fever. Her past medical 
history is relevant for menopausal hormone 
replacement therapy. During her stay in the 
ED, she complained of an episode of tran-
sient visual loss in the right eye lasting 15 
minutes and resolving spontaneously. 

ED comprehensive ophthalmic exam-
ination revealed visual acuity of 6/6 on the 
right and 6/12 on the left. A left relative af-
ferent pupillary defect was noted and ante-
rior segments were within normal limits.

Left fundoscopic examination re-
vealed a pale non-edematous optic disc 
with attenuated arterioles in the inferior 
hemisphere. Fluorescein angiography 
revealed a marked delay in arteriolar per-
fusion in the lower hemisphere arcades 
on the left in a pattern consistent with 
left hemi-central retinal artery occlusion 
[Figure 1A].

Laboratory work revealed mild anemia 
accompanied by mild platelet elevation and 
markedly elevated inflammatory mark-
ers. Hemoglobin 11.1 g/dl (normal range 
11.7–15.7 g/dl), white blood cells16.4 
× 103/mcl (normal range 4.0–11.0 × 103/
mcl), platelets 474 × 103/mcl (normal 
range140–450 × 103/mcl), C-reactive pro-

mg/L), erythrocyte sedimentation rate 70 
mm/h (normal range 5–20 mm/h). An-
ti-nuclear antibody was positive in high 
titer 1:160 (diffuse fine speckled pattern), 

anti-neutrophil cytoplasmatic antibodies 
were negative.

A neurological exam including 
non-contrast brain computed tomog-
raphy was performed and showed no 
pathological findings.

The patient was admitted to the in-
ternal medicine ward and was started on 
high dose intravenous methylpredniso-
lone and aspirin 100 mg daily. Contrast 
enhanced computed tomography of the 
chest and abdomen did not find a space 
occupying lesion or aortitis. A left tempo-
ral artery biopsy was performed to aid in 
diagnosis of giant cell arteritis.

After these initial treatments and in-
vestigations, the patient was discharged 
with treatment including oral prednisone.

Left temporal artery biopsy demon-
strated a fibrotic artery without evidence 
of inflammatory cell infiltrate. However, 
because of a high index of suspicion, a 
right temporal artery biopsy was conduct-
ed. The results showed prominent chronic 
inflammatory cell infiltrate with scattered 
giant cells in the artery wall that was con-
sistent with GCA [Figures 1C and 1D]. 

The patient continued treatment with 
oral prednisone 50 mg/d with slow taper, 
and at her last follow-up, both CRP and 
sedimentation rate were normal. The vi-
sual disturbance in the left superior hemi-
field did not return to normal.

COMMENT

GCA is an inflammatory process that af-
fects mainly medium and large arteries 
[3]. Classically the branches of the carot-
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id artery are affected including the PCAs 
and CRA. Rarely a cilioretinal artery, 
which is a continuation of a PCA, is af-
fected. Hayreh [4] suggested that branch 
retinal arteries (e.g., the distal portions 
of the central retinal artery beyond the 
first bifurcation) are arterioles that lack 
a continuous muscular layer and an inter-
nal elastic lamina. Therefore, he did not 
believe in real arteritic BRAO [4] and 
considered the described cases of GCA 
related BRAO as a misdiagnosis of cilio-
retinal artery occlusion (CLRAO). 

However, in our case, a branch reti-
nal artery occlusion, as a manifestation 
of GCA, affected the entire lower hemi-
sphere of the retina [Figure 1A].

In two large case series [2,3], the prev-
alence of BRAO was null. Dumont and 
colleagues [2] reported 104 patients with 
GCA related ophthalmic manifestations 
in which fundoscopy revealed AAION 
(45%), CRAO (15%), or PION (2%) as 
the pathological cause. Chen et al. [3] 
reported a similar trend with AAION, 
CRAO, and CLRAO leading to visual loss 
in 85%, 1.6%, and 0.4% respectively. 

The gold standard for the diagnosis of 
GCA is temporal artery biopsy. Temporal 
artery biopsy should not delay the initi-
ation of treatment with glucocorticoids, 
which can still yield positive results for 
granulomatous inflammation for up to 6 
weeks after the beginning of treatment 
with high dose glucocorticoids [1]. In 
recent years the use of color Doppler ul-
trasound (CDUS) of the head, neck, and 
upper extremities and positron-emission 
tomography/computed tomography im-
aging has gained favor by many [1]. 

The standard treatment of GCA with 
ophthalmic manifestations is intrave-
nous methylprednisolone 0.5–1 grams 
for 3 days followed by oral prednisone 
60 mg/d with a slow taper over a pro-
longed period. A novel treatment with 
tocilizumab, a humanized monoclonal 

Figure 1. Hemi-central retinal artery occlusion due to giant cell arteritis

[A] Fluorescein angiography of the left eye 
showing non perfusion of the inferior branches 
of central retinal artery 

[C] Right temporal artery biopsy shows chronic 
inflammation within media and adventitia 
layers. (×4 H&E staining)

[D] Chronic inflammatory cells infiltrate 
including giant cells (see arrows)

[B] Normal fluorescein angiogram of the right eye
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antibody against the interleukin-6 recep-
tor is available and should be considered 
as first line steroid-sparing agent and for 
refractory or relapsing disease [1,5]. 

CONCLUSIONS

We described a rarely reported case of 
pathologically proven GCA manifested 
as hemi-central retinal artery occlusion.
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Too often I would hear men boast of the miles covered that day, rarely of what they had seen. 

Louis L'Amour (1908–1988), American novelist and short-story writer


