
Sir,
Characteristics of segmental optic nerve hypoplasia

The optic disc is prone to various congenital anomalies,
among which, segmental optic disc anomaly can be
shown in superior segmental optic hypoplasia, an optic
pit, and an optic coloboma. Here, we present a case of
segmental optic nerve hypoplasia with detail descriptions.

Case report
A 32-year-old woman presented with an inferior visual
field defect. Her best-corrected visual acuity was 0.8 in
the right eye and 0.3 in the left eye. Manifest refraction
was sph. � 0.75 cylþ 0.50 axis 5 in the right eye and
sph. � 0.75 cylþ 0.25 axis 180 in the left eye. Intraocular
pressure in both the eyes was 15mmHg. Anterior segments,
including the cornea, iris, and lens, were normal in both
eyes, and the right optic disc showed normal findings.
Fundus photography revealed a segmental defect in the
superotemporal quadrant of the left optic disc (Figure 1a).
Fluorescein angiography revealed no leakage around the
optic disc and showed normal vasculature, except for the
absence of microvasculature around the segmental optic
disc defect (Figure 1b). Optical coherence tomography
(Cirrus HD-OCT, Carl Zeiss, Jena, Germany) showed that
the retinal nerve fiber layer in the right eye was normal;
however, the thickness of RNFL was decreased in the
10 o’clock to 2 o’clock region in the left eye. Humphrey’s
visual field analysis showed an inferior altitudinal defect,
which corresponded well with RNFL loss (Figures 2a and b).

Comment

Skarf and Hoyt1 classified optic nerve hypoplasia (ONH)
into three groups. Group 1 consisted of patients with
bilateral ONH, poor vision, and nystagmus. Group 2
comprised patients with bilateral segmental ONH and
moderate to good vision. Recently, patients with superior
segmental ONH with bilateral ‘topless’ discs were

included in Group 2; inferior field cuts and normal visual
acuity are detected in a unique form of segmental ONH
that is distinguishable because of its association with
maternal diabetes.2 Group 3 comprised patients with
isolated unilateral ONH, as in the present case. Hoyt
et al3 reported another case of typical ONH, in which
chiasmal hemioptic hypoplasia produced focal loss of the
nasal and temporal nerve fiber layer; the chiasmal
hemioptic hypoplasia was distinguishable owing to its
association with unilateral lesions of the optic radiations.
In conclusion, the present case is the rare form of ONH,
presenting as unilateral segmental ONH with decreased
visual acuity.
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Figure 1 Optic disc photography. (a) A quarter of the segmental defect is shown in the superotemporal quadrant of the left optic disc.
Peripapillary pigmentation is noted and retinal vasculature emerges from the center of the disc. (b) Fluorescein angiography revealed
no leakage and no vasculature around the disc defect area.
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Figure 2 (a) Using optical coherence tomography, the RNFL defect is noted from 10 to 2 o’clock in the left optic disc. (b) Avisual field
test shows that the altitudinal inferior visual field defect corresponds well with the RNFL defect in the left eye.
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