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Coarsening of choriocapillaris on optical coherence tomography 
angiography as a sign of acute idiopathic blind spot enlargement 
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A B S T R A C T   

Purpose: Acute idiopathic blind spot enlargement is a rare syndrome that is classified within a spectrum of 
primary inflammatory choriocapillaropathies with circumscribed outer retinal dysfunction. 
Observations: We observed coarsening of the choriocapillaris on en-face optical coherence tomography angiog-
raphy when compared to the fellow eye in a patient with suspected acute idiopathic blind spot enlargement. 
Conclusions and Importance: Increased granularity of the choriocapillaris as imaged by optical coherence to-
mography angiography may assist in the diagnosis of acute idiopathic blind spot enlargement, particularly 
during a global pandemic when access to electrodiagnostics is limited. This finding supports the current evidence 
of choriocapillaris hypoperfusion in the pathogenesis of acute idiopathic blind spot enlargement.   

1. Introduction 

Acute idiopathic blind spot enlargement (AIBSE) syndrome is a rare, 
peripapillary retinopathy first described by Fletcher et al., in 1988 as a 
temporary steep edged scotoma centred on the blind spot in the presence 
of normal fundoscopic findings.1 It was later classified within the Acute 
Zonal Occult Outer Retinopathy (AZOOR) spectrum of diseases that also 
comprised of Multiple Evanescent White Dot Syndrome (MEWDS) and 
Acute Macular Neuroretinopathy (AMN).1 

AIBSE typically occurs in the third decade of life, with a female 
predominance. Clinical features include photopsia, and acute unilateral 
onset of scotoma or enlarged blind spot in the absence of optic disc 
oedema. It may cause a relative afferent pupillary defect as the disease 
affects the peripapillary retina.1 Fundus fluorescein angiography (FFA) 
may be normal, or may show peripapillary hyperfluorescence.1 Fundus 
autofluorescence (FAF) discloses peripapillary hyperautofluoroscence.1 

Optical coherence tomography (OCT) features of AIBSE include ellipsoid 
zone disruption during the acute phase of the disease1 and discontinu-
ation of the external limiting membrane temporal to the macula.2 

Multifocal electroretinography (mERG) demonstrates attenuated re-
sponses in the peripapillary area corresponding with the enlarged blind 
spot on automated perimetry.1 The natural history of AIBSE is variable, 
however visual acuity may improve over several months, however blind 
spot enlargement generally persists.1,3 

To date, there have been limited studies on the features of AIBSE on 
OCT angiography (OCTA). In 2020, a Spanish study reported chorio-
capillaris changes in a patient with AIBSE using OCTA.4 Numerous 
studies have described OCTA findings in MEWDS. More recently, Tang 
et al. reported changes in the retinal and choriocapillaris layer during 
the acute phase of MEWDS. We present a rare case that shows coarsening 
of the choriocapillaris on OCTA as a sign of AIBSE.5 

Case report 

A 31-year-old female presented with a 1-week history of left sided 
blurred vision, photopsia and headache, on a background of a mild 
respiratory illness 3 weeks prior. At presentation, left visual acuity (VA) 
was 6/7.5, with normal intraocular pressure and full Ishihara colour 
vision testing. Bilateral anterior segment examination was healthy. 
There was mild vitritis, disc hyperaemia, and a granular macular 
appearance in the left eye. The right posterior segment was normal. 

FAF revealed patchy peripapillary, and temporal macular hyper-
autofluorescence (Fig. 1), corresponding to areas of ellipsoid zone 
disruption on OCT (Fig. 2A and B). OCTA showed a coarsening of the 
choriocapillaris when compared to the fellow eye (Fig. 3A and B). 

Humphrey visual field testing was unreliable due to high false neg-
atives, but showed diffuse field loss with a visual field index of 23%. FFA 
showed non-specific changes of mild disc stain and mild, patchy capil-
lary leak with no angiographic evidence of vasculitis and no focal 
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lesions. 
The patient underwent systemic workup, yielding negative syphilis 

and Epstein Barr virus serology, normal angiotensin-converting enzyme, 
and a negative vasculitis screen. A full blood count and electrolytes were 
within normal limits. Inflammatory markers were elevated including 
Erythrocyte sedimentation rate (ESR) 47mm/hr [0–12] and C-reactive 
protein (CRP) 10.9 μg/mL [<3]. MRI/MRA brain was undertaken given 
the headaches and was normal. 

The patient was initially diagnosed with MEWDS and a period of 
observation recommended, however, visual acuity reduced to 6/30 and 
her symptoms subjectively deteriorated with increased blurring and 
photopsias. Her OCT remained stable. 

The patient was commenced on oral prednisolone 60mg daily with a 
weekly taper; however, this was self-ceased after 2 weeks due to intol-
erable side effects. No response to treatment could be demonstrated after 
the 2 weeks of treatment. 

A presumed diagnosis of AIBSE was made and the patient was 
referred for electrophysiology. Unfortunately, the referral coincided 
with increasing cases of COVID-19, and statewide lockdown. The elec-
trophysiology was deferred until statewide restrictions eased, however, 

clinical improvement commenced prior to lifting of restrictions. 
No further deterioration was observed, and the clinical picture 

remained constant over several months with VA stabilising at 6/30. Four 
months following onset of symptoms, spontaneous recovery was 
observed and the ellipsoid zone integrity was re-established on OCT. At 
5 months, while the patient reported persisting light sensitivity and 
photopsias and the blind spot remained enlarged, VA improved to 6/6 
(Fig. 4A and B). 

2. Discussion 

The specific pathogenesis of inflammatory choriocapillaritis, 
including AIBSE is still unknown but two hypotheses have been postu-
lated. Firstly, photoreceptor impairment can be secondary to a primary 
choriocapillaritis. Secondly, a primary inflammation of the photore-
ceptors also known as “photoreceptoritis” leads to outer segments 
attrition.6 

There has been limited research on the features of AIBSE on OCTA. A 
Spanish study published in 2020 reported well-defined foci of hypo-
perfusion at the choriocapillaris layer in a patient with AIBSE using 
OCTA.4 The authors also observed peripapillary hyporeflectivity with 
adjacent hyperreflective points at the level of the ellipsoid zone on the 
en-face image of the OCTA.4 OCTA features in MEWDS and AZOOR have 
also been described. Two initial studies reported unremarkable flow 
changes on OCTA in patients with MEWDS.7,8 In 2020, Tang et al. 
described features of OCTA in MEWDS using quantitative analysis. They 
described a diffuse, significant reduction in flow densities in the retinal 
deep capillary plexus and choriocapillaris, which recovered during the 
convalescent phase.5 

Burke et al. described the use of OCTA to characterise chorioretinal 
lesions in acute posterior multifocal placoid pigment epitheliopathy 
(APMPPE). They found significant hypoperfusion at the level of the 
choriocapillaris in all active lesions, supporting growing evidence that 
choriocapillaritis is the primary process in the pathogenesis of APMPPE, 
followed by the development of retinal pigment epithelium and outer 
retinal changes secondary to the hypoperfusion.9 

Our study describes a novel finding of asymmetry of en-face OCTA in 
the choriocapillaris layer. This can be best described as “coarsening” of 
this image on the affected side. This finding is consistent with the 
postulated mechanism of choriocapillaritis with choriocapillary 
ischaemia and compensatory dilation. This study supports the findings 
of the previously published Spanish study, however is the first study to 
describe changes objectively as “coarsening”. Our paper adds to the 
clinical utility of OCTA in the evaluation of AIBSE. 

We suggest the utility of OCTA in assisting diagnosis of AIBSE, 
particularly in a pandemic era, when access to electrodiagnostics is 
reduced due to lockdown restrictions. 

3. Conclusion 

OCTA can play an important role in diagnosing as well as providing 
clinical information to aid in the understanding of the pathogenesis of 
inflammatory choriocapillaritis, in particular AIBSE. 

Patient consent 

The patient consented to publication of the case in writing. 

Funding 

No funding or grant support 

Authorship 

All authors attest that they meet the current ICMJE criteria for 
Authorship. 

Abbreviations 

AIBSE Acute idiopathic blind spot enlargement 
AMN Acute macular neuroretinopathy 
APMPPE Acute posterior multifocal placoid pigment 

epitheliopathy 
AZOOR Acute zonal occult outer retinopathy 
CRP C-reactive protein 
ESR Erythrocyte sedimentation rate 
mERG Multifocal electroretinography 
MEWDS Multiple evanescent white dot syndrome 
MRI Magnetic resonance imaging 
OCT Optical coherence tomography 
OCTA Optical coherence tomography angiography 
VA Visual acuity  

Fig. 1. Left fundus autofluorescence demonstrating peripapillary and temporal 
foveal hyperautofluorescence. 
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Fig. 2. (A) and (B) Left optical coherence tomography. A is papillary and B is a macula-centred image. Note areas of ellipsoid zone disruption that corresponds to 
hyperreflective changes around the optic disc and temporal to the fovea (red arrows). (For interpretation of the references to colour in this figure legend, the reader is 
referred to the Web version of this article.) 
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Fig. 3. Optical coherence tomography angiography (OCTA) of the right (A) and left (B) macula. There is coarsening of the choriocapillaris in the left eye relative to 
the fellow eye. 
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Fig. 4. (A) and (B) Left and right Humphrey visual field (30− 2) respectively at 5 months. Note persistent blind spot enlargement on the left.  
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