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Abstract

Congenital central hypoventilation syndrome (CCHS) is a very rare disease characterized by
apnea during sleep. There are few studies on the developmental prognosis of patients with CCHS.
In Europe and America, ventilation via tracheotomy is the main treatment administered to these
patients. In Japan, there is no guideline for respiratory management of CCHS. Many children are
cared for by noninvasive ventilation methods such as bilevel positive airway pressure(BiPAP).

However, prevention of the central nervous system complications caused by the anoxia that often
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occurs soon after birth is important. We found that a group of patients treated using positive
pressure ventilation via tracheotomy in the first three months of life had better developmental
prognoses than a group of patients managed via tracheostomy after three months of age and a
group of patients treated using ventilation by mask BiPAP.

[Key words]  Congenital central hypoventilation syndrome(CCHS), intellectual development,

tracheostomy, bilevel positive airway pressure(BiPAP)
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