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Abstract 
 
Introduction. It is well know that progressive neuromuscular diseases affects muscles from entire body, 
including the ones responsible for breathing. Spinal Muscular Atrophy (SMA) is among the most common 
rare disease in children that affect respiratory function.  
Type I SMA is the most grave and lead to very weak intercostal muscles with a very soft and flexible chest 
during the first year of life, especially diaphragm, that is the primary muscle used to breath.  
Due to the respiratory muscle hypotonia, the patients can’t breath/ cough efficiently, thus not being able to 
eliminate the secretions that contribute supplementary to the respiratory insufficiency.   
Materials and Methods. We studied the evolution of 8 patients with SMA type I, that received in different 
moments of their lives the correct management of respiratory tract. Some of them had very early non-invasive 
ventilation during sleep, others received it only after they suffered respiratory infections.  
We observed the evolution of the chest perimeter during inspire every 4 months. 
We measured the pulsoximetry, respiratory frequency and CO2 exsufflation during the sleep in order to 
observe any improvements. 
Results. Only 2 of them had used early non-invasive ventilation, cough assist machine or a suction device for 
the secretions. 
2 of the patients were tracheostomized, due to the lack of respiratory protocols among the intensive unit care. 
1 of them died at the age of 14 months, even she had received 2 doses of Nusinersen treatment (anti-sense 
oligonucleotide that enables survival motor neuron protein). 
1 patient received good respiratory management during a pneumonia episode and had no motor/ respiratory 
regress after the acute disease. 
Conclusions. The respiratory management is very important and it is absolutely necessary in all patients with/ 
without treatment. 
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