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Nystagmus as a first sign of optic nerve glioma
Nistagmo como primeiro sinal de glioma do nervo óptico
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We hypothesized that nystagmus could be a sign of neurological disease. This 
study included a 9-months-old boy presenting with eye twitching for 3 months. The 
child was born at normal delivery without intercurrences and with good neurologi-
cal development.

The examination revealed a centered Hirschberg test, good tracking of objects, 
and a fine, fast-frequency, low-amplitude intermittent nystagmus (Video 1). The 
photomotor reflexes were slightly reduced and a slight pallor of the optic nerves was 
noticed.

Cafe au lait stain on his right leg (Figure 1).
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Video 1. Child with intermittent nystagmus
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Figure 1.  Cafe au lait stain.

Figure 2. Chiasmal thickening.

Figure 3. MRI revealing tumor reduction.

Based on these findings, an MRI examination was 
requested, which revealed a thickening of both optic 
nerves in the chiasm region (Figure 2). Thus, an optic 
nerve glioma hypothesis was confirmed and the child 
was referred for chemotherapy treatment.

After 5 years, the child underwent significant 
tumor reduction (Figure 3), maintaining nystagmus 
(Video 2) and presenting with a 20/25 visual acuity in 
both eyes. In the fundus picture, a temporal pallor of 
the optic nerve can be observed (Figure 4).

This study revealed a patient with acquired and 
early nystagmus. In these patients, it is important to 
conduct a neurological investigation with neuroima-
ging that defines the diagnosis. Optic pathway glio-
mas (OPG) are low-grade neoplasms that affect the 
precortical visual pathway and are most common in 
children and adolescents, representing 2-5% of all 
cases of childhood central nervous system tumors1. 
They can either occur sporadically or in association 
with the tumor predisposition syndrome2.

Among children with neurofibromatosis type 1 
(NF1), approximately 20% develop OPG3. The pre-
sented video confirmed the diagnosis of glioma/NF1 
association as the child had a cafe au lait stain. The 
diagnosis of ONG can usually be made based on 
neuroimaging and a comprehensive clinical exam. 
Furthermore, sporadic ONGs only involve one optic 
nerve, while those associated with NF1 can be unila-
teral or bilateral. 

When tissue is obtained, the most common his-
tology is WHO grade I juvenile pilocytic astrocyto-
ma4, as observed in the presented case.

Video 2. Posttreatment of nystagmus.
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Figure 4. Posttreatment fundoscopy.
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