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DESCRIPTION
A 10-year-old girl presented with blurred vision in
her right eye since birth. Birth, developmental and
medical histories were otherwise unremarkable.
Her best corrected visual acuity was 20/30 and
20/20 in the right and left eyes, respectively, with
bilateral mild myopia (−3.5 dioptres). Anterior
segment, lens, ocular motility, Ishihara test and
intraocular pressure were normal. Relative afferent
papillary defect was negative. Normal fundus was
found in the left eye. Right fundus photography
revealed large peripapillary atrophy (deep cupping
surrounding optic disc especially in the inferior
side) with 6 disc diameters in width surrounded by
pigmented ring with normal retinal vasculature

(figure 1). There was no overlying central glial
white veil on the disc and it was not associated
with choroidal coloboma, excluding possibilities of
morning glory syndrome and optic disc coloboma.1

Staining of peripapillary atrophy was found by
fundus fluorescein angiography (figure 2). The
patient was diagnosed as peripapillary staphyloma.
The spectral-domain optical coherence tomography
(RTVue, Optovue, New York, USA) demonstrated
deep excavation between fovea and disc, 2.1 mm
in depth. There was normal foveal structure
without accompanying serous macular detachment

Figure 1 Large peripapillary atrophy (deep cupping
surrounding optic disc especially in the inferior side) with
6 mm disc diameter in width surrounded by pigmented
ring with normal retinal vasculature on fundus
photography.

Figure 2 Staining of peripapillary atrophy was found
by fundus fluorescein angiography. Figure 4 Visual field showing mild upper field defect.

Figure 3 Spectral-domain optical coherence
tomography demonstrated deep excavation between
fovea and disc, 2.1 mm in depth, but normal foveal
structure.
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(figure 3). The visual field showed mild upper field defect corre-
sponding to deep inferior optic cupping (figure 4). Kim et al2

described the largest case series, including 19 patients with

peripapillary staphyloma. Two patients (11%) had bilateral
involvement. Variable visual acuity and refractive errors can be
present. Other ocular and systemic abnormalities may be found
among these patients. There was one case of a 4-year-old boy
with peripapillary staphyloma reported to be associated with
macular schisis and serous macular detachment found on
spectral-domain optical coherence tomography.3 To the best of
our knowledge, this is the first case report associated with such
findings of spectral-domain optical coherence tomography.
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Learning points

▸ Peripapillary staphyloma is a rare congenital disease, having
deep fundus excavation of chorioretinal atrophy surrounding
a relatively normal appearing optic disc, and normal retinal
vasculature, without retinochoroidal coloboma.

▸ Peripapillary staphyloma is mostly unilateral, sporadic and
non-hereditary, and results from developmental failure of the
posterior sclera from neural crest cells occurring around the
fifth month of gestation.

▸ Peripapillary staphyloma may be associated with macular
schisis or serous macular detachment, which can be
demonstrated clearly on spectral-domain optical coherence
tomography.
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