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ABSTRACT 
 

Birdshot chorioretinopathy is a well-known yet poorly studied form of posterior uveitis characterized 
by multiple, distinct, hypopigmented choroidal lesions and strongly associated with human 
leukocyte antigen (HLA)-A29. We report the case of a 54-year-old woman with no particular 
pathologic history who was admitted 3 weeks ago for visual acuity decrease with floaters in both 
eyes. Ophthalmologic examination revealed visual acuity of 6/10 on the right and 4/10 on the left, 
bilateral hyalitis without signs of anterior uveitis, which was confirmed by further examination and 
especially by fluorescein angiography showing bilateral papilledema and signs of vasculitis with 
intertwining of the vascular axes and diffusion in the late phase. Optical coherence tomography 
(OCT) showed cystoid macular edema in the left eye. Biological tests such as serologies 
(toxoplasmosis, syphilis, cytomegalovirus), tuberculosis tests, angiotensin converting enzyme, HLA 
B27, B51, which are all normal. Cerebro-orbital MRI was normal. Depending on the retinal lesions 
and angiographic aspect, HLA A29 was requested with positive results. Considering this finding, 
bilateral disease, fluorescein angiography images, and positive result of HLA A29, the diagnosis of 
Birdshot chorioretinopathy was confirmed. The patient was treated with immunosuppressants and 
systemic corticosteroids. 

Case Study 
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1. INTRODUCTION 
 
Birdshot retinochoroidopathy (BRC) is a chronic 
bilateral posterior uveitis characterized by the 
presence of multiple hypopigmented spots on the 
fundus, reminiscent of the eye resembling lead 
shot. This rare disease, which was distinguished 
from the other causes of uveitis in 1980, 
represents 0.6% to 1.5% of all uveitis cases and 
6% to 7.9% of posterior uveitis cases, but it can 
also occur unilaterally. We report a case of 
Birdshot retinochoroidopathy in a 54-year-old 
woman. 
 

2. CASE REPORT 
 
A 54-year-old woman with no particular 
pathologic history was admitted 3 weeks ago for 
visual acuity decrease with floaters in both eyes. 
Ophthalmologic examination revealed visual 
acuity of 0.60 on the right and 0.40 on the left, 
bilateral hyalitis without signs of anterior uveitis, 
and examination of the posterior segment 
revealed bilateral papilledema with yellowish oval 
spots (Fig. 1), which was confirmed by further 
examination and, in particular, fluorescein 
angiography, which revealed bilateral 
papilledema and signs of vasculitis with 
intertwining of the vascular axes and diffusion in 
the late phase. Optical coherence tomography 
(OCT) showed cystoid macular edema in the left 
eye (Fig. 2). Biological tests such as serologies 
(toxoplasmosis, syphilis, cytomegalovirus), 
tuberculosis tests, angiotensin converting 
enzyme, HLA B27, B51, which are all normal. 
Cerebro-orbital MRI was normal. Depending on 
the retinal lesions and angiographic aspect, HLA 
A29 was requested with positive results. 
Considering this finding, bilateral disease, 
fluorescein angiography images, and positive 
result of HLA A29, the diagnosis of Birdshot 
chorioretinopathy was confirmed. The patient 
was treated with immunosuppressants 
(ciclosporin) and systemic corticosteroids with 
good progress in visual acuity and ocular fundus 
(Fig. 3). 
 

3. DISCUSSION 
 
Birdshot retinochoroidopathy is an autoimmune 
disease of the posterior uvea that results in 
inflammation of the retina, choroid, and adjacent 
tissues: Optic nerve, retinal vessels and vitreous. 
[1]. The very strong association of HLA-A29 

(especially the subtype HLA-A2902) with BCR 
was first described by Nussenblatt in 1982 [2]. 
More recent studies have confirmed that this is a 
true association and that the HLA-A29 gene itself 
plays a central role in the pathogenesis of the 
disease [3, 4]. Other HLA phenotypes have also 
been associated with the development of the 
disease: HLA-B12, B44, and B45 [5]. Analysis of 
vitreous samples from patients has shown the 
presence of autoreactive CD4+ and CD8+ T cells 
with a Th1 [6] or Th17 profile [7], providing a 
strong argument for the autoimmune origin of the 
disease. The average age at onset of the 
disease is 50 years [5]. A slight predominance of 
females is observed (54.1%) [5]. BRC is a rarity 
in pediatrics [8]. Overall, 92.3% of patients had 
visual complaints, although central visual acuity 
was preserved [5]. The main complaint was 
blurred vision in 83.3% of cases, followed by 
myodesopsia in 40% of cases [5]. Other 
symptoms could be reported independently of a 
decrease in visual acuity: Night blindness, 
photopsia, photophobia, loss of peripheral vision, 
fluctuant vision, loss of depth of field or relief 
vision, and metamorphopsia [5]. Interestingly, 
these symptoms may precede the characteristic 
ocular fundus lesions by several years,  
indicating their importance in the diagnostic 
armamentarium [9]. Ophthalmologic examination 
in the typical form of this disease is classically 
devoid of retrocorneal precipitates [5]. However, 
a Swiss study [10] suggested that the presence 
of retrocorneal precipitates should be removed 
from the exclusion criteria because 3 cases of 
BRC with retrocorneal precipitates with a 
granulomatous appearance were reported [10]. 
Posterior synechiae are usually not present [11]. 
Fundus lesions are the most important signs. 
They must be present in both eyes and have the 
features described by the consensus conference 
[11]. They can occur up to several years after the 
onset of the first symptoms [9]. Vitreous 
inflammation is classically always present. 
However, there is no anti-egg or ice pack 
appearance [5,12]. Papilledema or the presence 
of papillary hyperfluorescence on fluorescein 
angiography are not uncommon. Retinal 
hemorrhages, posterior pole periphlebitis, and, 
less commonly, narrowing of the retinal arterioles 
may also occur [13]. Vasculitis may also affect 
the peri-macular capillaries, resulting in vascular 
leakage and classic cystoid macular edema [13]. 
The website OCT is critical for initial evaluation, 
follow-up evaluation and for assessing response 
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to treatment, as in most cases the decrease in 
visual acuity is due to the presence or 
exacerbation of macular edema. Macular               
edema is thought to occur in early forms of the 
disease, while macular atrophy, which                   
mainly affects the outer layers of the retina [14], 
is a poor prognostic factor for later forms [15]. 
The EOG (electrooculography) and ERG 
(electroretinography) are altered and the curves 
are attenuated. These examinations can help to 

distinguish Birdshot from other pathologies that 
produce a similar picture of the ocular fundus 
[14]. The natural history may lead to 
spontaneous recovery after several relapses. 
This disease consists of a series of inflammatory 
phases and phases of improvement that 
alternate. When inflammation is severe and/or 
vision declines, often due to macular edema, 
corticosteroid treatment is given, although the 
significant side effects are sometimes of                   

 

 
 

Fig. 1. Retinography of both eyes with bilateral papilledema with yellowish oval spots. A: right 
eye/B: left eye 

 
 

 
 

Fig. 2. Macula OCT showing cystoid macular edema in the left eye 
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Fig. 3. Photoreinography of both eyes after 4 months of treatment with corticosteroids and            
ciclosporin A: right eye /B: left eye 

 
great concern [16]. In case of failure, ciclosporin 
A is used, a very effective but renal toxic drug 
that requires careful monitoring of renal function 
and blood pressure [16,17]. Currently, there is no 
consensus on the modalities of monitoring. The 
lack of codified rules concerns not only the type 
of examinations to be performed but also their 
frequency. Several clinical and paraclinical 
methods have been proposed, but none has 
been validated by a prospective study. Rather 
than a single component, surveillance for CRB 
should be based on a combination of clinical and 
paraclinical investigations, and the frequency of 
surveillance should be tailored to the stage and 
severity of the disease. Clinical criteria for 
monitoring include functional signs such as 
quality of life scale, visual acuity, vitreous 
inflammation, macular edema, and fundus 
blotches [5]. However, these criteria may develop 
independently, so one alone is not sufficient to 
provide a comprehensive overview. Of the 
complementary examinations, some provide 
information about inflammatory activity: OCT 
evaluates the presence of macular edema, and 
fluorescein angiography can reveal vasculitis, 
vascular leakage, or choroidal neovascularization 
[12]. ICG (indocyanine green angiography) could 
be used, but no study has been performed in this 
sense. Fardeau et al. suggested that 
hypocyanotic stains on ICG might disappear with 
treatments [18]. 
 

4. CONCLUSION 
 
Birdshot retinochoroidopathy is a potentially 
blinding eye disease for which there is no 
codified treatment or follow-up. Visual acuity is a 
poor monitor. Comparison of clinical and 

paraclinical elements over time allows better 
assessment of the form and evolution of the 
disease. Prolonged anti-inflammatory treatment 
should be considered if there is evidence of a 
poor prognosis. 
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