










Localising patterns ofoptic nerve hypoplasia-retina to occipital lobe

Fig. 6 Case 6. A: Incidentalfinding ofa left homonymous hemianopia led to a porencephalic cyst ofthe right occipital lobe.
B: Both optic discs are hypoplastic, the left (associated with the temporal hemianopia) showing a relative loss ofdisc substance
and associated peripapillary nervefibre layer nasally and temporally.

pellucidum was demonstrated, implicating destruc-
tive influences not confined to the visual system.
The 'bow-tie' or 'figure of 8' optic disc appearance

in the eye opposite the occipital lobe dysplasia, with
optic nerve hypoplasia in the other eye, seen in case 6
points specifically to a cerebral locus of in-utero
damage, affecting the optic nerves transsynaptically.
Hoyt et al.38 described the characteristic retinal
appearances in congenital cerebral hemisphere
lesions, which may act primarily on the optic tract or
transsynaptically. The resultant homonymous retro-
grade axonal degeneration causes hemiretinal
ganglion cell loss with an asymmetrical appearance of
the discs known as homonymous hemioptic hypo-
plasia. The contralateral disc to the lesion demon-
strates the horizontal band of hypoplasia, while the
ipsilateral disc may vary from a normal appearance to
frankly hypoplastic.
The cases presented provide collective evidence

that ONH may result from lesions occurring at any
level of the visual pathway.

Professor Philip Aitken, of Burlington, Vermont, kindly allowed us
to publish case 3.
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