CCHS

(CCHS)

CCHS

(Ventilatory Respiratory Response to CO2: VRCOz)

(Electrical activity of diaphragm: Edi)

(40.4+ 14.8)

VRCO., CCHS
14 1 25
(24.0+ 10.0)
7.4
CCHS
17
VRCO:2
VRCO:
Edi
Edi
Edi peak
4.8+1.9 pV) Edi peak
EtCO. 9.7
Edi CCHS
VRCO: Edi

CCHS

17
2.9 mL/kg/min/mmHg

(19.2+ 9.8)

CCHS 8.0

8.0 cut off

14
VRCO:
R=-0.69 R=-0.62
CCHS

3
EtCO:
(15.6+2.7,
(4.8+1.9, 10+4 nV, P<0.001)

Edi peak




(CCHS)

CCHS

(Ventilatory
Respiratory Response to CO2: VRCO2)

(Electrical
activity of diaphragm: Edi)
2
CCHS
B.
VRCO:;
CCHS
VR CO, 17 12 5
14 1
25 14
3 18 20
25 PHOX2B 25PARM

(Polyalanine Repeat Expansion Mutation) 6
26PARM 5
27PARM 3
33PARM 1
5 12

30PARM  31PARM

Read
95%
VR CO,
CCHS
VRCO2
VR CO;
113
33
19
Edi
CCHS
Edi 6
SpO2
EtCO;
4 2 13
25PARM 26PARM
Edi Edi

Edi

5%

VR CO;

cut off
14

2012

PHOX2B
27PARM



Edi

Edi
Servo-i Maguet Sweden
Edi
Servo-i Edi
3 Edi EtCO.
SpO,
2 Edi
30
10
20
VR CO,
VR CO; Edi
Edi peak
Edi pesk  EtCO»
Edi peak
166 nV 10+4 pVv
( )
VRCO: Edi
C.
VRCO;
2.9 mL/min/kg/mmHg 14
3.5 mL/min/kg/mmHg
40.4+ 14.8 mL/min/kg/mmHg CCHS
29 36 33
24.0+ 10.0 mL/min/kg/mmHg
19 19.2+ 9.8

mL/min/kg/mmHg

CCHS VR CO; CCHS

CCHS cut off
4 CCHS 1
CCHS

Cut off
8.0 mL/min/kg/mmHg

CCHS

14 10 4
VRCO:2 13 1-40
PHOXZB 25PARM 33PARM
5
9 VRCO:
3.5mL/min/kg/mmHg
VRCO:2
R=-0.69 95
Cl -0.89 -0.26
VRCO:
R= -0.62 95 CI -0.87
-0.13 VRCO:
5 6
VRCO:2
PARM

PHOX2B
VRCO:2
R=
-0.36 95 CI-0.75 -0.21
VRCO. PHOXZ2B
7

Edi

Edi 113
27PARM 8
Edi

EtCO2 Edi
3 Edi 1
Edi pesk 15.6+2.7
uv Edi peak 4.8+1.9 pv

Edi peak

P <0001 ECO. 3



6.4 1 2 Edi
3 1 2
Edi 10pVv
20 3
3
SpO. 88
2 VRCO;
Edi 113
27PARM 9
EtCO., 9.6 Edi peak
Edi peak
72 43 96 v 3 Edi
2 3
Edi
Edi peak 14.3uV
EtCO,
D.
VRCO;
113
15
CCHS
CCHS VR CO:
CCHS
CCHS
29 36
CCHS
VR CO,
CCHS

CCHS

VR CO;

8.0 CCHS

VRCO:

VRCO:

CCHS

PHOXZB
CCHS

PARM

cut off
8.0 mL/min/kg/mmHg

CCHS
26
cut off
CCHS
PHOX2B
CCHS
PARM
VRCO:2



26 27PARM PARM

Edi
Edi peak
Edi peak
Edi
EtCO;
VR CO,
Edi

Edi

CCHS
CCHS

CCHS

VR CO;

VR CO;

Edi
VR CO,

Edi

Edi

CCHS
Edi

Edi

VR CO;
NAVA

SEervo

SpO,
85

Edi
CCHS

E.
CCHS

VRCO:. Edi

CCHS VR CO;
CCHS

CCHS
CCHS

cut off
8.0

Edi

CCHS
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