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BHETENLIZE 46 5E (spinal muscular atrophy, SMA) J2&—Ff i
Fiz s 2o G A 1 (survival motor neuron 1, SMNI1) Hlt2k
B R S HGE B 4 JCAF T (survival motor neuron, SMN) 25 H
BeZ BT 1R Y g MR BT 8 AL, RO R 2 1/10000 ~
1/6000, 3% A FEREA 3R 2y 174210 S B4l LA UL I BO8E p:
et 2 — 1 o AR A I AR I R T 3 B 9 IR K2 Bh D ik
SMAR] 432 0 B (R T A= 1 ANgETs) 1 A8 AL ANV
BYBRIVALSE, T~ ALY T L i R 3 B Sy 30 o J 4%
FAR WA IEIUTE ) S U 40, o A P AL S 2
FEINE T E R A R OBRE S I RE, A R BE AT
R ULE fAH

H 2016 FFAER T 1> SMA #L 1A YT 290 IR A # kAt b
T LK, SMA (IRYT OB R, (8 & T e &, 12 3)
DIREA 5 i F s R R BE 1 2E A R (quality of
life, QoL) 34" . QoL J&—Fh A F5 py 7 1 L Ja& A 3% Wl 28
JE L E IR KAt 2 (8 52 A4 56 SR 1A 104 7 28 £ B DT A 48
b, AT AR BT RE A IERIEE AL s TIRE R A (T BE S S L R
WA AR IR L , 5 36 A0 23 B0 A 48 45 4% G 5 o I 2 8 A A
FE, QoL RETH 4> I 7 W S Ik #8311 L ST fk R L7, B SR R
W1, QoL B FH TPl SMA [ BRy7 75 ok 5 F P& sk ik fe
TE—E R b R a T AR, v SMA RAELE LR
BETIRARAMES . HEH T PRl SMA B3 QoL iyl & T.H
e 4 AT, 53 A R AR A7 B & (health-related quality of life,
HRQoL) MG H R JEI7AHC TR | H W AL ARG R MBI
PG ERD . AR SO 25 R T AR K SMA FR# QoL it 3 Y 1 JH
LIERMAS

HH SMA £ EREFHER

— HRQoL H12¢H %

HRQoL J&:—/> Z 4 FEE S il A X A B BE 12N
fiE At 23ThBE AT BE S S HEA DG S IR p
ARG WIRIT T IR QoL, HRQoL A 36 i 32 A0 5 3538 ok
FRCGEER) MRS R (H AR R) P2 % is
Pt S T 3 S A, A T SO ARE S R
P UL FH TR0 R O , T SR o R P R SR R DR 2R
FRER T EME R SMA F IS M AL 36 10
T W 4R FROIR I 95 2 22 ( medical outcome survey 36-item short form
health survey, SF-36) flJLEAAF & &3 4.0 M HE O 2
2% ( pediatric quality of life inventory 4.0 generic core scales,
PedsQL 4.0) , FrtEF2 L PedsQL 3.0 M 45 L PR S o A b 2
% (pediatric quality of life inventory neuromuscular, PedsQL 3.0
NMM) F R % H

1. SF-36:SF-36 i 1 T 14 %/ L B ARERE FRARBLIFAG 95
o 0 VT O R R OEAR B2 T TN B L EE ) QoL
ROV, 12 R AT A R | B AR AR PRI BE 2R R
AE 6 1 A RUARE A2 TRE RS AR 8 ANHERE AT 4 DR
SRR BRAERE | J5 4 2 B2 Sz A 140 BR AR BE L 75038 7
FW QoL B AE " SF-36 JRAT FH T4 2 WL Z 89 QoL A,
Reenen 211137 ] SF-36 1A 1 62 il i 4F SMA H3 ( Qol., 4%
Hl 7R SMA T/ IV 2Y £ 5 1) iz S DI REAS 73 SR 8 | (EL 1 IR
HARE AL B AL FRE DT 43 4 1 25K T iz S RE 0 485 19 SMA T -l a
RURE 185 Wb/ IV AL e 0 BRI R 22 AH G, #27 J
QoL 32175 4 U B Im) 5L 52 W A5 K T 5 328 Bl Dy e Ot L K
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W, AN ST HE— LW T a8 sh i R S AR R R A G
P, 25 R A R 2 Bk R T S B0 95 185 AR A LR 15 4%
TN F22 5ERRAR, QoL B R TR JRERE sh T fedh,
SMA & (.0 PRI TR A5 315G

2. PedsQL 4.0:PedsQL 4.0 &£ AE R JLEE QoL 1 Z G Pl
BT E JEE N AMR 2 0 RS L R iR
FALFEE AR (8 M4 H ) EERIIRE (5 M4 H) AESTIRE(S
ANEH) M EINEE(S DA H) 4 AR, TR 5 Jr il 4% sy
7 (Likert scale) Z7RITARZE R /0808 & 100 43 (AAS Hi [l 1)
O (R ), A5 5 R B R D BB B4, Tannaccone
58T FH PedsQL 4.0 R M 176 i) SMA JL# H1 1134 41 fi
HEILER) QoL,ﬁ@dﬁHﬂ EL I ( Cronbach o) R BUFIAH & R4
ZE)7EE UFSE T PedsQL 4.0 3R 16 SMA Fiw b F b R A9
TR EehE X0 SR AU N R A SMA fR L K f B L
HY QoL $EHE T HIS ARG, BLAM, PedsQL 4.0 (NI, £ £
T SMA I RIS B IS8 T RAFEIE"S"

3. PedsQL 3.0 NMM : PedsQL 3.0 NMM J& PedsQL 3 251
TN LR QoL MITAL 3%, 7T 5 PedsQL 4.0 15k
B, ZERDL 2~ 18 B LT S Z K e B, 45 L
[ PR NGRS B 4Y, o 2 LB I (17 A 2%
H) BEIFIRS Ry (3 N4 H ) KR BE T FBRIR (5 4%
H )3 AERE A, B AT SR R R nT AT (5 AR B A
FNHIET . Weaver 252" i Fl PedsQL 3.0 NMM Xf 58 {5i] SMA
JLER QoL AT 7 &k, 45 R WK A 43 A SMA JLZE R QoL
e 522 5 W R TR VPR AE Bl id < S v IR 2k 4 24
YIAIT S T BT s B35 QoL 7R PedsQL 3.0 NMM A ]
TRl [ SR 1 SMA 19 QoL if Al ¥ A 6] 36 77 T B xit
QoL YSE . Yao 55" ¥ Yk #E [ P i F] PedsQL 3.0 NMM Xt
SMA FB#H HEAT QoL WAL , 25 SRR WA I K FS AL SMA ¥
QoL fAfE ik E 25 B shBESIKF Ak RGE T REREAT |1 i ey
TSR M R ME AT B AR QoL T HER U4k , 4Rl 5
AT F it AT R R QoL TS 1 UKIIESE T PedsQL
3.0 NMM L T A SMA AHERYA R,

TIPS S

I 55 SR AU sl A T AR 9 1 N, 2 2 LY
PRI 14— I T B AR AR AR bR . 9% 95 WA R AL = LRSI AR
FEIENE L IR B R D BB ASIE | IR DAk 9 =2 o0 00 % A A f B
FI QoL 28 X E K2 WHFT R W, SMA H 3 (9% 55 & /1 %3k
60% ,ILIC T TG 2h 32 B I A ] A8 1k 5 07 7 S R A5 4 ]
BN 57 2 B R 9 S T BRAGE BhBE 1 DAt & 5 5 8 ki
FEAR QoL 9% 57 43 Ry TR 57 ( B 32 WL 57 ) 1 B AR 9% 55
(RIS ) , P45 LI SL 0 SCH AT Sl IR 55 5 52
P LB VAT S50 FH DR 38 R R MG I i 55 DL A1 5 o, 8 ) ek e A 4
PedsQL ZHERZ &R ( PedsQLTM multidimensional fatigue
scale, PedsQL™ MFS) 5 ¥ 55 /™ ® 2 & & & (fatigue severity
scale, FSS) , By 55 WA 5 A B BEAH ¢, I R e F T &
6 S8 4TI (6 minute walking test, 6MWT) ,

1. PedsQL™MFS; PedsQL™ MFS % T & 2 % LI I &
HAT LA B ST HR A, iR L EE [ AR AR )
e AL BRI ST (6 ) BRI/ R B I% 57 (6 1) FAKIE 57 (6
i) 3 18 AT H A543, B 95 A OCHE R A D HRQoLL

B A 2014 AR N R OSORBE g R Y e ST IZ N
FF Z R0 2 DL A, OF B R 05 B 5 B,
Dunaway ) I ] PedsQL™MFS 4% T 32 ] SMA (3 (199% 57
TR, S5 R R T A R S AR AN [ R BE A S R 55, O 50
DB R W AOE AR B 0 B R 7 BN AR S G RN
KARRMBRIG T, s o B AR ES S AT
IR IR 57

2. FSS:FSS iR FR AT PPAL B MBI 55 F, th 9 4
T H 2B, VAR A SR EUAR R 2 s BRI R Sr B0 e 9% 57
FRBER 0, 2007 4F i i w3k 2 A E S R H T
VA AS TS 9 7 B RS T B R R — Bk, HORTTE
SMA H S T AR AR T 28 ] SMA AR B 4
W PEIRA 4R YT AT JE 1Y FSS PEAL S5 IR, BB 6 G A,
BE IS IR F T, B A% 05 R 2 R SR T i
X 95 YU A SR Y

3. 6MWT.6MWT & 4 B 35 E i &} 2% 2 ( American Thoracic
Society, ATS) 4658 , Z I EH UK 25 m B EHZLATE 6 min, M H
SRt T IR 3 R RS KRR A i AR AT IR o AR AT AR 1 A A
J5 15 Bh IR B 22 (B R 55 B, A AL R ROR , IEfEAR
RAAEREDT ) EAMEEAER RN R 42 T 8/
I PR B B 22 S (X — 46 45 , W ITAE B S AT E BE T SMA B3
(32 B RE S AR AL PR AL T T SR AR . OMWT J@ B k9% 55
WrE 3R, WE ST et mEE ML, & HArZgs 6174l SMA
HREIE ST | R B R T A RO TR0

= HETESHCER

H % 42 16 1 3l (activities of daily living, ADL) J&3§ AfTH
THOEHH C R VB AT, DR N T A B s R AT i S Y
FEDX TG B BT LT 10— RGN A FEA TR 2 BRI AT T B
i ZhRe I iR , w2 WU B B H T L ADL B ) 2 IR,
QoL ki 25 m *

135 s R 174 7 3 (activity limitations scale, ACTIVLIM) .
ACTIVLIM J& — i FHl T3Pl i 22 LA B0 JL2E (6~ 15 %) Rl
AN (16 %) HH G s Z BRAF O 04, % 22 4 Hrp
ILERFEG SR E 4 A4, ARSI 6 H 4 4~ A % H 14
Ao MRYE R E BB AMREE TR AT B 58 iy B W& 30, 4
NAHTRESERL(0) SERRME(1) AS5E(2) 3 N, %k
R BE BB B AE— 095 e 245 BIRAH 124 Bl p 2 L 5=
P (% SMA A 13 A5 L3 14 ) 9 BF 58 15 2 58
WE RSO — ST, De 46 R ACTIVLIM % 1A
T 48 B 11 ~ VYR SMA R SR, A B4 32 U PR A B IR T
JG B TR | T8 sh Wk KL 15 2 0] 4R e R A
T TEAR A ANAE A SMA JAIT o B A S B

2.Barthel $5 % : Barthel $5%02 F il i3 % A9 ADL 8871 A4
R, RN TIGEHE R BRSRRER AANTA.
A e APAT BB A OB AR /ME R A% 10
2R ST 5E B RE 1117 Barthel 35 A (LA I 7 84 AT
17 BEFN AR i SO0 A, 318 m UG 7 4O A B [ U
W ST UESZ W] 0 0 T SMA R0 ADL R J1 3P4l 1447

3 BEME TLZE 46 E 37 i 2 (the SMA independence scale,
SMAIS) : SMAIS EFEIFAL FIIC 5% SMA 5 19 H & A4 1% D g 42
b, FEEMT 2 2 L EARMENSEE, BRAFRE/ T
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A AR IREFOK RSPk SRR 3 K5 FIHEAL 55 55
7 A5, 29 A3 G i PR T A 0 Sl T B R
JEARVES), SMAIS 2 H i iFAl SMA 9% QoL Ay = T ik %, X}
T SMA BAFIBIFSE HAT R 4B R AR5, F AT B2 A3 18 7
WEFE e I PR A R

W EPEITE R

122 UL PR A ) L B S0 e i L ) M B e, L RR
ACRER I BRI, B P8 VE A 0T O B FRPPA 2 R A SR AR s
#FE, I QoL 1R 2 HILE A TN .

1A 22 L PR 9 R 5 22 36, 3Tl £ 2 (assessment of care-
giver experience with neuromuscular disease, ACEND) ; ACEND &
— AT TR LA B B B R AR E TRt 7
AR F 41 AT A, T 4 F8 0 9 A BRID AR JZ I, FL A
MR/ Ad e (6 DMIE ) A2/ BUE (5 AU H ) Rk (5
WH) FEshtE (7 NTH ) 35 3 B B E N —RIG,
FEETR] (4 ADTH ) AR ATH) F 55 (5 ATH ) |, a] R
T 4~ 18 B K[Aliz sh D e B9l 2 LA 0 F8 2 RO Il . Matsu-
moto %1 Xt 61 HIAAE SMA £ N 14 1 28 fIL I 05 H # J AL+
JFRET ACEND PFAk , IF B0 iE T 3% B R 1947 &, 5 ACEND 7
RAEARETE P A A Rt — I,

2L H A& N - )L R 9 7 2 £ (pediatric evaluation of
disability inventory computerized adaptive test, PEDI-CAT) . PEDI-
CAT JZ7F 1992 4F th i (1) JLTE 7R 1T = ( pediatric evaluation of
disability inventory, PEDI) &l & 1T TR & FF 20 % LI F L
FORAERR A 06 BE 0Pl ARz shae s H w6 3 42/
N TEAE 4 A TJ7 T, 4 BR e 5 B2 B2 43 o T 1 58 1 AR ME A A
ME B2 5 FAAESL 5 A%, AHFFER W, PEDI-CAT Al
T I/ ML SMA B35 1915 2 e 1 A H 515 2l g PE A, (5 P
I RE I Y TR F8 8 AR R AEAREONE , e b JB D BE B9 4 A 2
AEZZ AL T RETCIE AR B, PR 0 12 3 ) SRV 5 o S T A 75 a0
— w5

3. BBE P LS 45 0E U RE 3T F 12 3 (SMA functional raling
scale, SMAFRS) : SMAFRS J&7E JJIL 25 45 il 3% 6 {0 AE D) 8 1 7 &k
F JLEIREM L PRI E B R IEERL FAB VT MR 0 T BT =
R, LT ITAN E B AT T B Ak R S g B 4 2 il Y
SMAFRS HAu$E 10 AR, BAN R L 5 43041 (0~ 4 43) A2,
Horb 4 3 3R S8 ML/ B M EPIRES 0 73 W 7R 58 M
WTCEMFUARES . Elsheikh 551 13 i SMAFRS ¥4 32 {3 {3
BT EYIBERY SMA [, KL SMAFRS W S5 ULA R ER A £
SR 6 MWT LK RUE 526 WL P Sh g o Ao Wk 32 52 EAH
K, $E78 SMAFRS 1EOR BATEDIRERY SMA AR Z VAL h HA
B, TN I PRVFAN T8 PUIR A= 60 25 9036 7797 50 o) —
#hIE

nHE

5 B LS A AE 2 FRE 55 40 (SMA health index, SMA-HI)
118 AN EH i, ¥ M SR B B 41 | B IR T RE 15 4 f BE 9%
A P T AR AL S R A 16 S i, A U 0~ 100 41,
100 433 55 ™ H A T HH 0 43 3878 JC s T 40 i B3R 1Y
AU EEA R MR IO AE 12 % KLU L SMA &+ E
THFNAUE | I RATE 8~ 12 1 LF P R IEFE R A R IF

SMA EEMAEGFREARUARFIEE

QoL 2 N7 B= A A A A4 17 7™ A 1) A R e, B 5 1 75 08
FEPRAORLTS , SO S LA A i U, AT S Sy 4 T b S i R
BfEREIR AL, H AT, SMA B QoL W 5% £ 4 fp T 3 PR 7 .
S R AT BAt Sz R U 2R, ki
Sy RE R I R S AT PEGR | H %S sh D e S 4k S rE 1 3%
B, SRR T SR L S G 22 5 S 30, o S s &
HE Y E B A B RGBT BE A2 B, oF 5 T
QoL | AT BB ST UE 52, FF 25 036 97 H 5 B9 QoL ¥
AT I DT, A BT 2 WM SMA X B ISR, 4 7535
ﬁqlﬁ%ié\ﬁ'ﬂ-}&ﬂ] R

WA RIE 7R, PedsQL J2 5 % F A9 374l 1 3%, 40% (1)
SMA #3413t PedsQL 4.0 il PedsQL3.0 NMM 47 Qo il
PECT L E RGN B QoL [ PedsQL 3.0 NMM 5 14
FE QoL [ PedsQL 54, 4311 SMA X i # KB H QoL 1Y
SN A5 UESE T 3k A e b RO SE I E ) (R
Z PN E ST T EI SN Qol. 17134 , 1 26 76 [ N A RE P A
fhERATE M e — I, EAh, Anfaf7E SMA I BRIFAA Fh LI
i QoL 3% i A ik IR R R FIHF K3l & E SMA A HF
QoL MYITT T ., F B LA 1 AU E SMA B
QoL R ALFIIS MR M R TS 5

2 £ X #t
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