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Background

Myelomeningocele is virtually always associated with
Chiari II malformation of the brain. The Chiari malforma-
tion can be associated with a variety of symptoms includ-
ing cranial nerve palsies, central apnea, quadriparesis, and
cerebellar abnormalities. Vocal cord paresis is a known
finding that can be associated with symptomatic Chiari
malformation.

Materials and methods

This is a case series from a large, urban, academic medical
center in the United States. In 2007, the author identified
three infants with myelomeningocele (MMC) who pre-
sented with stridor as the first manifestation of hydro-
cephalus or symptomatic Chiari II malformation. The
three charts were reviewed.

Results

Case #1

E.M. was born with MMC, closed the day of birth. Dis-
charged home from the NICU at 13 days of life with stable
mild ventriculomegaly. Parents reported intermittent stri-
dor starting at about 2-1/2 months of age and increasing
in frequency and severity. After about 6 weeks, was evalu-
ated by ENT and found to have vocal cord paresis.
Referred to neurosurgery and had VP shunt placement fol-
lowed one week later by Chiari decompression.

Case #2
M.S. was born with MMC, closed the day after birth. Dis-
charged home for the NICU at 7 days of age with stable

moderate ventriculomegaly. Hospitalized at 1 month of
age with stridor. Diagnosed with laryngomalacia and viral
upper respiratory infection. Stridor persisted and VP shunt
was placed about 1 month later. Stridor resolved.

Case #3

M.T. was born with MMC, closed the day after birth. A VP
shunt was placed at 11 days of age. Developed stridor at
about 3 months of age. Was seen by ENT and diagnosed
with larygomalacia. Had increasing reflux and feeding
intolerance. Found to have chronic lung disease and
admitted at 4 months of age. Had Nissen fundoplication
and gastrostomy. At 6 months, had worsening stridor,
requiring intubation. Had Chiari decompression. Dis-
charged home 1 week later on room air without stridor.

Conclusion

Stridor due to vocal cord paresis can be seen as initial
manifestation of hydrocephalus/symptomatic Chiari II
malformation, but correct diagnosis can be delayed due to
lack of familiarity of parents and pediatric providers, fur-
ther delaying definitive treatment.
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