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and there is no national patient registry or shared protocol; this leads
to important inequalities in the distribution and quality of this
treatment on a national scale [5,6].

Despite the limited numbers involved, this population engenders
high costs for the health services [1,2,7,14], partly as a consequence of
the severe comorbidities usually involved [1,3] that make it necessary
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sample was much lower than in other studies concerning pediatric
populations on LTMV-H [1-8,10-12,31-35]: the Canadian studies [3]
describe a sample with a mean age of 9.5 years, and the other Italian
reports concern samples with a mean age of 8 years [6]. As for gender,
the distribution in our cohort revealed no major differences among
patients requiring LTMV-H, with only a slight prevalence of male
gender (55%), as reported elsewhere [13].

The percentage distribution of the various diseases and disorders in
our sample was only partially consistent with other reports
[1-8,10-13,31-36]: while the percentages relating to NMDs and CCHS
were similar, there was a much lower rate of lung and airway diseases
(bronchial dysplasia, malaria, ciliary dyskinesia, OSAS, and other
respiratory diseases with chronic hypoventilation) in our sample, with
3.6% as opposed to 25-35% in the literature [1-6,8,9,11-13,31-36]. This
may relate to patient care and clinical or organizational factors
particular to our setting: patients are only referred to the regional
reference center if they are under 18 years old and have complex, life-
threatening diseases posing very complicated care issues. As reported
elsewhere in the literature [1-3,13,37], our patients all had severe
comorbidities, whereas their frequency was lower in the samples
described in British studies (67%) [2,37].

The age at the time of starting ventilator support was a mean 3.9
years; it was lower in children whose ventilation was initiated in acute
conditions (2.6 years), and higher for those whose ventilation was
started electively (7 years). By comparison with other reports in the
literature, our patients were very young when they started on
ventilatory support (the Canadian studies reported a mean age of onset
of 9.6 years), though the distribution by type of ventilation adopted
was consistent with the literature [3,6,32], i.e. at 10.6 years old in the
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