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[ Abstract)

racterized by degeneration of alpha motor neurons in the spinal cord and abnormalities of neuromuscular junction which

Spinal muscular atrophy (SMA,5q — SMA) includes a group of autosomal recessive disorders cha-

can develop myasthenia and amyotrophy. The respiratory system is also involved with pathophysiological changes, resul-
ting in a series of respiratory complications such as hypoventilation,impaired cough, poor airway clearance. Respiratory
failure is the leading cause of death among children with SMA. Recently, with the advent of published standard multidis-
ciplinary care consensuses on SMA and approved new drugs for the treatment of SMA , pulmonary management strategy
of SMA will be changed. This consensus is organized by the Pediatrician Branch of Chinese Medical Doctor Association
and Subspecialty Group of Respiratory Diseases, Pediatrician Branch of Chinese Medical Doctor Association to summa-
rize domestic and international guidelines/consensuses as well as related clinical studies by relevant experts, combined

with the clinical characteristics of the Chinese population,and finally reached a consensus to promote the standardized

,rT ﬁf

B e T

pulmonary management of SMA patients.
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A TRIESE SMN2 f5g SMINT 7255 7 SN 5 T 17 75
HIE5(c. 840 C>T) , AT AFKIKL 10% (9 BA IEHIIRE
4K SMN . SMN2 $5 DB AN SMA 51 A
T, 55 SMA £ R LR HA MM, — B SMN2
F¥E VRG2S | B IR 2 B ES ; 240 1 A SMA (L
(¥ SMN2 JE[H 5 D <2( 1) 1P,

1.2 GRS E SMA i FEFHEEERERIA « 1530
MEIGRITER IR 1L & & S, S B
JIFIEESE " SMN )2 FATEHUAR 22140
DRI SMA AR J5R 2 —Fif 22 0 4 B 19 R G M0 o
W BRI R T B R 8 R G IR R S LR S
ARG SR R RS SMA B 1 & G 4E
Iy GREIR KB S IhRE, T R R 0 ~ 4 Y
(%:z 1 ) [1,12,14] .

2 SMA MR RGRIEEENT
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SMA LB RAFR 10 #IE ™ i B, 32 iy TP L
JUL 3355 i W 7 36 00 T LGRS S D AR LI 1) &
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B G IR S B BRI | — 25 BRI 1 i
ke BT IRRMIICTT  HLAR RIS AL B i AR
TR, RBR R

1.2 70 SMA 8L T gk A A2 55 I 22 21
il EA Ay €y e o A <0010 N 8 v ) M
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Table 1 Clinical classification of spinal muscular atrophy
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3.1 mEMBEEES GETE SMA BH R L
PR BRI R, T SMA S AR BAAAERFIRALZ )
SR R, B A sl R BE AR ] (rapid eye movement,
REM) 1 BURIE o B L2282 s i UM R S 0L
RITCTT , 75 H O I P 3K Bl 555 DA B P LI T
i N 1 W i (IS 2 U R R N L
PP I = B TR ILAE , 1 PR A SRR 3K 55
H E RS /T B REAR . B ILTC ) 4 3 g, REM
R R B E PO S IR BEAR B (non — rapid eye
movement, NREM) , -5 & Jf y H RHIRIE <o 7ETHAR
SETFOLT AU REAS A UEE , (E7E A A i A Sk e i R ot
PRSI RAE B NI , AEE AR ) t SR ety
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JULTIG 325 i3 353 W AR S5 33 1) I 225, 88 100 3 6 0 TR g XL
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SRIGAE T ToKTT Il 2 SR T o T SMA F8 % T4
TEWFIR JILTC T B35 , Tk 56 A SO sl , Al
G- UAIE RE AR , 2470y 28 =B, T [ ik
162 B3 B SMA B BA0WFE 12 DI, R U
77 (maximum expiratory pressure, MEP ) F1 B I 1 37 3
(peak cough flow, PCF) s I , e HH BRI ™
3.3 FRRHEE  FATIAE R TYER AR S
T BRI e RO S, ARG T, AR A A UE
IR TR SOE A BT (WA 99 S Ak 42
B AR FEM . (AR ELRAETS , SOE R 4
W 22 LT BIRFRITAEZ 0 WK ARE 1 AN 2, 2RI B
TAIE, 5 E DTS 20 M R AR ) 3R R TR
IR o 1 SMA S5 28 JL I s W03, 8 A IR 1Y
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14 <6 1A AREM AL JEEL) 4 BRI 0aR , S BTG g KEIFG <2 % 40% ~50% 1~3
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B AAG S R FBMIR , 162 S B 4R
TEI2E A ST IR N, o T80 8 TE I RS e, i 1 JR e
WiTa] 22 B2 W X JK 77 (sniff nasal inspiratory pressure,
SNIP) FINZMKE & PN & ( gastric pressure, Pgas ) /K T it
E 50% B, T 1598 Y BEL 2 1 o 7o B ARI DG
3.4 REERW XT SMA B ENE S8 KN
( gastroesophageal reflux disease, GERD) , 7EAE K )L &
L ) M BRI 1 A (- s eI AR ('
W) v WS B8 I 1o i 2l R0 ) 5 AN BORLRE AR A Mg
I PR I . R AR TRl LY
RN NIRRT ER N =L I S NI NRS A R N VAN Ny eit]
INERE E sl 3 R ENAY N SN GRS N
RAEPERAE AR P PSR SR MR A IE S
A MR B0 S e T AR A B BRI JULOT 7
Eaizg) ERIERANITITEE R, SMA & H T
FEAEPGN AR5 48, F 3 7 W ) ™ B R A, BRI 5 1%
WA P XSS A, T O T L ) N A A i A T
TR, 5 R 38 R AP B IR BT A Be A
ISP, R GEER"" . JLTFTG 1 R SMA L1
2t BT () 1B ROKAFS & ) R L MR T e
N SRR, B AN S TR R 2
13 R SMA (B, 2 62% 1 23% A7 AE G WARE RS , 38 T
KINEFA R BT 8 AT 48 1 2 26 X
B2, ARRERAR A SMA HLAE A1 IS Bk B A i
BRZAZRREOUT , S X & B B As i,
TR A H A 5 (WFIRGE A MR R ) |, 40
FIEAEAEIRIL o
3.5 BANSK AN SR A v S S B A e
D, B P FEE P ZE il ZH 2152 1558 e
R IIIGREE, T SMA SEAFAE WIS , o i
ASSOGIK A 73 WU B IR, 21 VR PH 2 A I, AT
AT . A, SMA S22 LA Y £8 o AL T PR L
PZEARFIAEAE Y 2R SO R &, 7 AR il &R 38, 5 I
RIAGK . 55% 1 1 ~3 B SMA f8 5 A A K, 4F &
TFAe R, AR o 25 B W s BB . 5 A E SR
BALBESMBE T, 25 174 B EBE ZERE RN, 5
F SRR & BRI
3.6 MEMFRIERE S PGEIRYLETE 1 AR AR
SR b T EIGE R 10 UL T L, H S R
FRAESE . SMA E IR ICHE A USRI /W, 17
TERR MR PHLIE | S it 5 1 W 55 (1) 8L, 3 SO0 T IR e 11 70
WA LA S s S B OB B TR, B A LB B T R
R, TENFIIE RG], T RN B S
ST LARAEAT 880U S 485 T SMA B8 5 AAAE P I ILTE
T, IR T O B KU . 69% 1) 1 R SMA L
T2 BTS2 RUFI 3 R SMA [, 20 10%
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4 FERRORAEXEN 51T

4.1 FRHEERSEE SMA BEWRRSRIG KRR
A, TG FNZE AR A8 B 52 W), S5 A T IR 0 A6
05 YA P B AR 9 0 70 L A e R gl HE AR A
e WHFTRRER AR BT 3 N H T 1 AR A
A, R PP I 2 A BE (pulse oximetry ,SpO,) \ —
A ALy . partial pressure of carbon dioxide,PCO,) ¥
MRHEhRE , HNA T A DL T il & BRI DL X T RE
MhAe ANRESh G JI 6 D AT | K A, HE AR
HTENT I REFIE I ILILT (55 "ZWRENRE) o X T RES
[ SMA [EEATHERE LK) REFN I W SR Y O PEAL
FFARAT AT R AR IR 15 B0 AN R FOAEAR, PFAT e 35
FAEFEVER 1 ARECT IR R L, SMA B L T
UL 3555 , WP 2R 456 S G 555 PR BB b 2 AR B
N, Ty R IR (BHIE 2 W g, PRI R AR
PRGN SRR T 4 S e sR B R (Fe 2) P,
4.2 HFEWESITEME A8 SMA BN E BT T Im
PRV, BAAS R , DAGE B i) 2 BRN T T0AH G 9 i
AR ke T S ) RS S B R A Ak
A T ARG IR ) A 3 R R ) L L S R B
WA JE VIR S B AT RERE AL AR T B
JREI 5, (& 4t B ), S DAl IR 10 2 R 4 {1t B AR
5170, 1R SMA B LAE H AR B0 I M P 35 A 5 24
Mgl Sk HE <0. 85, R BULKE T3 A MSET ™
4.3 BEFMBEERSE

4.3.1 RMEX %R TEEE AL, B X LR
FELR KNt R, BT T T R G 2
SMA F8 5 Hh BURF IR A 2k A A REIR I, 1A T i
= v = [V 7 T D e S T R S
WY ST B, A BT S o A B S A
PP S MBI AT AT CT A, X T FE A AL O™ 5 P il
LR SMA (B3, NATEAE X e Fr LAPPAl A A A
IR SRR

4.3.2 FWHIhEE 4 iEH A HIIEEXT T A RES AR 1Y
SMA F8JLARH B2, BLLIA R MRS A D BE h & 57
LHRAT AR VEAS , G048 BEAE 7F 7 i 18] F0 07 =0 10 s
MR SR EE L) 28 TR T R DURE 5, ANtk B S g |
Y TS SE . A AFTEW IR TE ) % Z R Bl
REFTEIR , AT AT WA 21y 2535 0 5 5 3 52 A6 2 (videofluo-
roscopic swallowing study, VFSS ) 3k 25 I R ¥k K i W 1
B AR AR AR T 2 VESS TG A
BAAEEYIARE AL R R4S T g R
() A0 25 W PRI 00, o T 5 A W R i S D10 B 3R
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(videofluoroscopic dysphagia scale, VDS) Logemann’s 1
A A AT DI RESR A WA= i 0 it 22 (ALSFRS-R bul-
bar — related subscores and swallowing scale, SWAL-
QOL) Rosenbek 117 1M it 22 L P BRI A MR 25
& %% ( neuromuscular disease swallowing status scale,
NdSSS) S5 HEATRE FEPPAE 2 oAb, W F/INMER 4L A
AEMC G 0 7 A4 8L AT SR w85 23 HE I (high resolution
manometry , HRM ) {4} 11 535 0 ik A VR B 14 7
X FREAAL Y SMA [ 4 A7 e A M AR SR RXE L F 2
M NZ SERE RN 24T VESS ; T REAUAG 1) SMA f8 5 I
RIRE SR )RR T JHE B B B IR B AR ST &
5, —JRARHETT VESS™?

4.3.3 R SMA B RS L A GERD SRR
TR HERF 24 h &% pH-FHBTIEI , %) T GERD [ 3
DETEal pH I, [R] ) ] oA B i B 2 (U
Uit B SR G S ) RIS (R B AR L)
BABGFL A A 52, GERD F83% 1Y BLalhG J7
FIFEIRAE Ah Rk S TEEAT B A B IR & AR
i, HEFHEA T M EIH A TE R A, B T B D REVEAL 21,
PRI A T PO MR, TR L {HAE
SMA £ v 1) o FH o B 22 B 2 iR

4.4 MRIIREKESITM

4.4.1 BEERFPIRMEI 2 S HEAR I ( polysomnogra-
phy , PSG ) A] 252 i) 28 5 1) BB AR 100, DRI 2 75
FRAERURMIA I SpO, FRE o By | Bz 2 8 SMA
AILCASEAREARL IR AL T ) 612 ) , Y5 i1 T PSG
W LA 30 2 B IS A R o PSG A
X FARE M AL 1 R LSE y E 2, AT R LS A
PR TCAE SIAYT . — H 8 B AR AR A
SECIMAE , U P W AL Bl IR 7 [ 2R F XUK P
1E %3 <, ( bilevel positive airway pressure, BiPAP) |, i
— W7 H GRS &R . PSG il % W ik
B IR UL GO S S MiEiE 51 . SpoO),
PR 55 46 B, I 45 M P 7 45 IR 3 <98 %X (apnea
hyponea index, AHI) | BH Z& 1 °F: 0 87 {5245 %% ( obstructive
apnea index, OAT) , LA 4> T P-4 E W JILTE 7 AR B0
R T PSG, id AR FIWF IR0 (A B 1L 4% (respiratory in-
ductive plethysmography ,RIP) il 5% Sp0, . & iz PCO, . &
TR FIHE % (oxygen desaturation index,ODI4) (AHI FlIfE
MR REIS Bl (HALFR) %, 508 PSG il RIP 251y
M CO, s, 1B AT SR BRI A A R R m ™
HHY Sp0, FRE

4.4.2 SFRFMES CO, HTEREIMHLT SpO, Wil , A
AT LA TR I AT SR — A6k 3 e (end — tidal
carbon dioxide partial pressure, Py CO, ) Wi ", 24

Sp0, <0.94, $&7R Al A 2, B 558 3 B - i)
THB) 524 Sp0, <0.92 5 PCO, =50 mmHg(1 mmHg =
0.133 kPa) B, R 455 JGA1]38 X, ( noninvasive ventilation ,
NIV ) WP SRR Y ) 5 24 R LAE NIV RIS R R YT
TIRASRELER S G I, I T 5% A B LG R) 7 o
4.4.3 ZHPKkIM = (arterial blood gas,ABG) fr=&M:
TN, BAE B &5 i SpO, M1/ 8 Py, CO, HYFER 47
ABG far . il il U7 S8 i SR A IR DA i
M52 6k 481 16 L. %7 1 3 pH < 7. 3 5 PCO, =50
mmHg, W Z 825 T NIV SCRRAYT . NIV G, BARSIEE
ABG WFIARBEFI— A5 B0 , AT A fife , vl 3 s A 2]
AUEEE IR I LA T LR B, 4n ™ EE AR AU ILAE |
M A Bk i (fraction of inspire O, ,Fi0,) >0.5 PO, <50
mmHg "5 CO, I B8 W] Sk W15 R e <03 43 W TG 1
TR IR BT 45, I ] RS Sl AT U SRR
7o T ABG R ATERS AT , IR T AE 2 R EUR
5 B R S AR R ST R
4.4.4 FfiTheE SMA FBE RO ThRERE 5 32 2 FR 4
A IIRERERT " o i A (vital capacity, VC) JERIZE L
PG AR I FE B, T 5% 78,2 B 3 B SMA &
H F 71 finG B (forced vital capacity , FVC) % i i {EL 435
TE5 ~13 B F18 ~13 % DL 4. 2% /F-H 6. 3% /F- 1) &
T . 2 VC B FVC 45 1 B AT 0P ik (forced
expiratory volume in the 1 s, FEV,) [, i FEV,/FVC
TEH BN i 2 25 1 35 (tidal breath flow volume curve,
TEV curve ) HIFRIS/N, $E 78 SMA B8 25 77 76 0 L
1o TEH AT 1f B0 VC Bk G R TS UL JE
BT PRI T JC 3248 R0 s % T IR LS RE Fe e i 47
A A A FAI M, VO, BB T B >25% SR I ILTC
12 e KK SMA HLI AR AR RIRERE G 1 B TTA
PRI, PRLIE , o 90t 368 <y A Iy v 0 745 %) fii ) e 45
FAFTERL I BRI, AR SE 42 s e (8 L SEBrad I eIk
o BEREVER B LBREUIRES I SRR T AR
THREVEAL S5 5 T 5 I R SE PRy SpO, SEFabrAlZs & it T
GaFEIE.

4.4.5 [RIRALALAT  PRURVUVL BPEALER 1 al Dhidsd
MBI AR A VC A, 38 AT LA 2ok oA TG Y 25
AT HE KA T 2 L TSR T 5 35 7 B A 5 , {H e
WP S BEECA A, X 8 & UL L SMA BIL(Z
N2 ~3 B SEMEE R, IRV 324
5 KW S s 77 (maximal inspiratory pressure, MIP )/
MEP SNIP W< i 04 {E ( peak expiratory flow, PEF) &
PCF %5, MIP/MEP $5 0 </ WA 28 1 RFIN % 7
T A S R AS e W UL 0 3 AS 20 A R Ak T

R & (residual volume ) fif Fl fifi 2 & (total lung
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capacity ) (VI & MIP A1 MEP, P L3 3030 v]
DA SNIP, 306 T 3 ~4 % K LA 119 SMA i LB faj{
P47 o TERREMUE R I8 S S R A AL
AbI TS AFRAE SNIP, MIP % SNIP J Bemg <Ly
MEP Sz UILTT . PEF 248 R0 U5 FH 0
SRR IR IR 370 34, 24 A AR g DR 14y < O i A ( D
PCF) Sy m] {iff FME45% S B A (R i i it
PLIFAL o 24 FRFEARIR T U (R, B PSS E A7 AE R UL
TSy o AARHER R, SA7 AL BB A DL, RV
PR UL IE & AT AT A F A A SNIP {51
WZKAE QAP LN B e 8y . — Pty
B, PCF <160 L/min 8§ MEP <45 ¢mH,0 (1 emH,0 =
0.098 kPa) I}, Jo i 58 MU MK, X T ICHE L & 1Y 22 4)
L AT RN &7, BT RS T2V E &R E
ANTE (HME 2.1 mm) F1HE ) A% 84, Rl 2 8 N e
( esophageal pressure , Poes ) 1 Pgas, Pgas 5 Poes 2L
FUAE (APgas/ APoes ) [ e T it S I P LS AR A FH AR
FE A APgas/ APoes < —1;24 — 1 < APgas/ APoes < 1
I B, H R , 1d I s K e WL A
FHABOR, B LB 1 T80y 24 APgas/ APoes = 1 ], 1]
ELE I 5 58 S PR IR WURR IR o % T e 4 19 JL 3 i
SNIP ASBETEAA DAL 0 W AILIIL g i, 7 3 — 20300 de K
LS Poes 1 Pgas , At I A4 ) 5 NZ WK IR Pgas F158
BB 2 B IR s 7 (transdiaphragmatic pressure , Pdi) fiil DA
Belo Pdi THE AN Pgas J8 2 Poes, HIFIRIILIC T
IF 33K 26 18 A 24 AR, L Ak, W W% L% 55 ( respiratory
muscle fatigability, RMF) i3, 7] 52 ie] SMA F & 1) R 1 3y
BB, PEIR i 779032, ( respiratory endurance test, RET) 0] J#
T AR IR CRH T 738 o 8 R ) S s (R DA e i
W SFIRAS
5 MREHE
5.1 BEREN SMA BE AP BEZ H bR g K
AR IR BN IE B RS, T2 M B P18 ] 8T, S 4S J
FAP PR A] B E AR TR B, RN i R e Sl
TS S B, BRI R B U T I B
T2 EREVENLZELAAE HAE I IRCIR GRS ) IR i 5 2 5 )

e B, 1995 4 % 2006 4 b 1980 4F £ 1994 4F 1 A=
9 1 788 SMA SEULAEAF ) 35 S, 5 HUBRGE U 1 1
PESEAT BT P O B FRARE T o R TR 20 TR LA
Kiz ) AR 1) SMA 85 H AT BESRE 45 57¢ , HAR R4
B3V N5 R o) A 1 2 SRR IO, AN BB A
HB IR 5 A E R I, R R A T A A W Y R
MR AT IR, T 45 I R A R BB 0 5 244 1 B0a <A 2
N, 0 S ISR Il SR R A 5 AN HERE AR HiE
ARAT BTG BRSPS o AT REM G, 2 1
PRI S5 I IR T Ja e i () V3 A=, 37y
WA BE TP 5 64T SR A U R T (2 2) .
5.2 EMEE
5.2.1 BREE NIV GBI WAL GE IE R
DAZERR L 08 (130 i AR 2330 S i, AR AR S
I IE A A L AR . AR s H e <
SERBAREM AR ) SMA &R AT NIV, DLSEZE
WERE IR Ul B W G s A I e B A R,
DR WAL XTI I D RE RS Y SMA A
ARV I TE SR S 8] T T NIV R] 22 A I W e
AR BEARIFIR 7 40, HEFFSE ] BIPAP #E4T NIV, AT 5y
WA T S FERIF AR T AGRAIERF I JLTG
RENFIRFE R o AR EANHERE PR 2 IE E R R
(continuous positive airway pressure, CPAP) , ZE I F &
JIRRETTRIA 3N NIV, 206 6 (I PR Ry S5 i
BN R (R R A

X NIV A JE LSS, sGi50E AT NIV A9 AR
H AT AR E VIR A RS . KA Al
AR I AE DG T I RCAR O L 19 R A= 17 o £ 1 L it
b xS EREENGIE
5.2.2 MRESWIER  UEREBORHE R AUE
TEBRBOR Chl B B il Bl S AR F A B <
BOR) F/INVIETHERBA [ MR ARG il P P
%18 <, (intrapulmonary percussive ventilation, IPV ) Fll &
AR REIR B A ] o X T A AN RE I AR & R R
TEBR G/ INVIETERRBOR , Bl 1 S0 T BRI 20

Table 2 Pulmonary assessment and management principles of the patient with spinal muscular atrophy

H BN TR BRGVRS AR B
A AL # Onzmkae 1 OB R Ot ; QRIS O R @B IR © 83 MAUAT  HBIE0RsS EAR , T BUREAT 08 2 )

WA IRE; O

@R E I
WP G
AEM AL OL L2
BRI OFAEMOT AT O OmoRd L E R E; 1K
i O A

e

e JiiLoacy

BRI @2 A RFAR — 4 1R
MRS Ok L s @M D R s O Wnint i

I QB AR Ol QA A OREIRIFR N D2 KA 56 AT

OWHRE ) s QBI BEAKR OF s QPR R I RE ; W X REAEREAT 1R

TR RPN B R, T 75 U D RE BB s 2
H B A 10 B L S

RRUEAEIRA T B I B S 0
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