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Follow up Survey of Non-invasive Intermittent Positive Pressure Ventilatory Support in Patients with

Neuromuscular Diseases
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Objective: To report an overall survey of the application
state of non-invasive intermittent positive pressure ventilator
(NIPPV) in patients with neuromuscular diseases who were
managed successfully in this hospital.

Method: To estimate current state of NIPPV application,
chart review and telephone survey were performed in
neuromuscular patients who applied NIPPV successfully
from March 2001 to January 2006 in this hospital.
Results: Among 161 patients who once tried NIPPV, 100
patients applied NIPPV successfully. The composition was
66 patients with myopathy, 20 patients with amyotrophic
lateral scoliosis, 6 patients with spinal muscular atrophy, 3

patients with cervical cord injury, and 5 patients with other
neuromuscular diseases. Among them, 12 patients who had
undertaken tracheostomy were switched into NIPPV, how-
ever 3 ALS paients who had first applied NIPPV suc-
cessfully were taken tracheostomy later.

Conclusion: NIPPV is an equally effective and safe tool for
ventilatory support, which can be used as an alternative
method of invasive ventilatory support for patients with
advanced neuromuscular diseases. We assume that more
neuromuscular patients can improve their quality of life, and
prolong their life span through application of NIPPV. (J
Korean Acad Rehab Med 2007; 31: 427-433)
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Table 1. Results of Pulmonary Function Assessment among Different NMD Groups

Myopathy ALS Misc Total

DMD (n=33) Others (n=33) (n=20) (n=14) (n=100)
Age (yr) 21.7+4.6 29.5+15.4 50.6+9.9 29.2+20.2 27.5+14.7

Male/Female 33/0 23/10 18/2 9/5 83/17
VCsit (ml) 682.8+263.4 920.3+528.6 1,318.6+455.5 702.9£668.6 890.61506.2
VCsup (ml) 638.84299.2 742.5+503.6 1,064.7+330.9 588.3+427.2 752.5£432.8
PCF (L/min) 160.3£39.5 175.5+58.2 218.5£67.0 187.5+143.8 182.3+73.4
APCF (L/min) 219.3%£60.9 231.3£44.0 262.5£74.6 146.7+73.7 228.5+65.0
MIP (cmH;0O) 24.5£10.9 27.9+16.7 26.2£10.2 28.2+11.4 26.5+13.8
MEP (cmH;0O) 21.7£10.6 35.8420.5 35.5+18.2 43.8+29.7 32.1£19.5

Values are meantstandard deviation.

NMD: Neuromuscular disease, DMD: Duchenne muscular dystrophy, Others: Fascioscapulohumeral dystrophy, limb girdle dystrophy, Becker
muscular dystrophy, metabolic myopathy, congenital myopathy, polymyositis, myotonic muscular dystrophy, undetermined progressive
muscular dystrophy, ALS: Amyotrophic lateral sclerosis, Misc: Spinal muscular atrophy (n=6), cervical cord injury (n=3), Guillian-Barre
Syndrome (n=1), central alveolar hypoventilation syndrome (n=1), Klippel-Feil syndrome (n=1), kyphosis (n=2), VCsit: Vital capacity in
sitting position, VCsup: Vital capacity in supine position, PCF: Peak cough flow, APCF: Assisted PCF, MIP: Maximal inspiratory pressure,

MEP: Maximal expiratory pressure
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Table 2. Application Time Changes during Follow-up Period in
Survivors of NIPPV Users

NIPPV application Follow-up
time (hours) period
Initial ~ January 2006 (months)

DMD (n=32) 95+58  12.8+72  24.1%15.1
Other myopathy (n=29)  7.8+2.8 92+45  225+14.1
ALS (n=12) 103462  18.5+7.0 1514152
Misc (n=14) 73+15 8.4+3.0  17.9+8.0
Total (n=87) 6.7£58  102+82 215142

Values are meantstandard deviation.

NIPPV: Non-invasive intermittent positive pressor ventilator, DMD:
Duchenne muscular dystrophy, Other myopathy: Fascioscapulohu-
meral dystrophy, limb girdle dystrophy, Becker muscular dystro-
phy, metabolic myopathy, congenital myopathy, polymyositis, myo-
tonic muscular dystrophy, undetermined progressive muscular dys-
trophy, ALS: Amyotrophic lateral sclerosis, Misc: Spinal muscular
atrophy (n=6), cervical cord injury (n=3), Guillian-Barre Syndrome
(n=1), central alveolar hypoventilation syndrome (n=1), Klippel-
Feil syndrome (n=1), kyphosis (n=2)
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