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Multimodality Diagnostic Imaging in Unilateral Acute Idiopathic Maculopathy
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Purpose: To report multimodality diagnostic imaging in a case of unilateral acute idiopathic maculopathy.

Case summary: A 32-year-old woman with reduced vision in the right eye had experienced fatigue and flu-like symptoms, includ-
ing sore throat and fever a few days before. Her best corrected visual acuity (BCVA) was 1.0 in the right eye. There were no cells
in the anterior chamber and vitreous. Fundus photographs of the right eye on presentation showed gray-white thickening of the
fovea and retinal hemorrhage next to the fovea. Fluorescein angiography demonstrated ring-shaped mottled hyperfluorescence
in the early phase and dye pooling in the late phase. Spectral-domain optical coherence tomography (OCT) showed abnormal
hyper-reflective thickening at the level of the outer retina and retinal pigment epithelium (RPE) and detachment of the neuro-
sensory retina in the foveal lesion. The inner segment/outer segment junction and photoreceptor elevation/disruption was noted.
Nineteen months after onset, the BCVA of the right eye was 1.0 and fundus photographs showed increased retinal pigment hy-
perplasia, and residual RPE changes resembling a bull’s eye maculopathy. The OCT of the right macula showed that the inner
segment/outer segment junction elevation/disruption almost completely regressed. The patient was diagnosed with unilateral

acute idiopathic maculopathy.

Conclusions: We report a typical case with flu-like symptoms of unilateral acute idiopathic maculopathy. It is a very rare macular
disease and a case such as ours with long-term follow-up using multimodality diagnostic imaging has not been previously

reported.
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Figure 1. (A) Fundus photographs of the right eye on presentation showed gray-white thickening of the fovea (white arrows)
and retinal hemorrhage next to the fovea (black arrowheads). (B) Fluorescein angiography demonstrated ring shape mottled
hyperfluorescence in the early phase and dye pooling in the late phase at the initial visit. (C) Spectral-domain optical coher-
ence tomography showed abnormal hyperreflective thickening at the level of the outer retina and retinal pigment epithelium
and detachment of the neurosensory retina at the foveal lesion. The outer plexiform layer swelling was noted. The inner seg-
ment/outer segment junction and photoreceptor elevation/disruption was noted with preservation of the external limiting

membrane and inner retina (black arrows).
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Figure 2. (A) Nineteen months after onset, fundus photographs of the right eye showed increased retinal pigment
hyperplasia and these residual retinal pigment epithelium (RPE) changes resembling bull’s eye maculopathy
(white arrows). (B) Fluorescein angiography demonstrated mild hyperfluorescence staining of the central macula
in the early phase (upper left framed) and the late phase. (C) Indocyanine green angiography showed hypofluor-
escence in the macular area. (D) Autofluorescence imaging showed hypoautofluorescence corresponding to the
clinically significant lesion on funduscopic examination. (E) The spectral-domain optical coherence tomography
of the right macula showed the inner segment/outer segment junction elevation/disruption almost completely re-
gressed, but slight elevation of RPE and outer retina was remained (black arrows).



Figure 3. Optical coherence tomography (OCT) evaluation of the macular region in the vertical plane of the right
eye at initial presentation (A), and at one month (B), 19 months (C), 22 months (D) of follow-up. OCT showed
abnormal hyperreflective thickening at the level of the outer retina and retinal pigment epithelium (RPE) and de-
tachment of the neurosensory retina in the foveal lesion at presentation (A). One month follow-up presentation
(B), it showed decrease in size of the lesion. 22 months after onset (D), RPE elevation was much decreased.
Outer plexiform layer swelling was noted at presentation (A) and it decreased at one month after onset (B). The
inner segment/outer segment junction and photoreceptor elevation/disruption was noted with preservation of the
external limiting membrane and inner retina at presentation (A). Nineteen months after onset (C), the OCT
showed the inner segment/outer segment junction elevation/disruption almost completely regressed, and 22
months after onset (D), the OCT showed the inner segment/outer segment junction elevation/disruption disappeared.
Outer photoreceptor segment irregularity was still remains.
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