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A 2-month-old baby presented with variable right-sided
ptosis (without fatigability or maternal myasthenia) and
recurrent unexplained central apneas since birth. On
sucking, there was a right Marcus Gunn phenomenon
with temporary left-sided ptosis (figure; video on
the Neurology� Web site at www.neurology.org).
MRI brain and EMG were normal. She was
heterozygous for a polyalanine expansion muta-
tion in the PHOX2B gene, indicating congenital
central hypoventilation syndrome (CCHS).

The Marcus Gunn phenomenon, associated with
congenital ptosis, is recognized in CCHS, probably re-
flecting congenital cranial dysinnervation from disrup-
tion of normal PHOX2B expression in the oculomotor
nucleus.1 Associated alternating ptosis has once been re-
ported2 and could be explained by Hering’s law.
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Figure Marcus Gunn phenomenon and alternating ptosis

Left: waking state, not sucking: right ptosis. Right: waking state, sucking. Right-sided Marcus Gunn jaw-winking phenome-
non (see video) and temporary left ptosis, which resolves when sucking ceases.
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