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= i"ﬁ*"ﬁ% FLiE 2 2. Tk {?}EJ:" 4554514 SMA % I/IIT A
J % & * nusinersen (& 18§ 3 Gy 1t hi g A 4T ﬁ%(Corattl »2021) [18]~1 £ 7
B nusinersen * 3T B A4NIL R E &R T A& BA L& TG ER S SR ?}E%
(Hagenacker » 2020) [20]~ 1 % 3 g p 3 -}?amav /1T 3] SMA V2 ¢ * nusinersen
BERHL RS EEY v REg (Shm 1 2023) [21]0 % 1 %% Ic 3 I
Al SMA i 4 # * nusinersen &2 v % % > L # w pEE% (Lusakowska >
2023) [22] °

AR i F 4L - Hagenacker (2020)% Coratti (2021)F7 7 % % & 4 %] & IR
2021 &9 % & 2022 & 6 7 FHPHFREFL T L Fif o T i & 4F i Shin
(2023)% Lusakowska (2023)2 # 7 % % o

Shin (2023) [21]#= % # % 30 = SMA % IVII 315 4 # & 3 » FF (T 5 # R
A5 16 T/ 14 Ay g A 2 T EE LS 1.2 koo TR AT FE
5229 % e 2 54 20 A (97%)E FHRRIE 0 T 22 A (73%)4 L B ¥ i ] g
LphE s BB N e 7P R E N L S(intrathecal) ~ CT-guided ' J1 o4 ~ G430
/A #f(transforaminal) & & F¥ /2 %f(interlaminar) ° %87 7 5% % &7 i + 2 HFMSE
B 6514222 260w BEF L > Tt B G 21/29 A (72%) ~ 20/28
A (71%) ~ 21724 ~ (88%)% 12/14 4 (86%) > T35 tg i & W] 5 2.104£3.27 (p <
0.001) ~ 2.88+£3.94 (p < 0.001) ~ 4.21+4.45 (p < 0.001)% 5.2945.33 (p = 0.001) > 4p

MY p AR s e Rish LB 4k 5 HEMSE « RULM2 6MWT o & % Af 7 %48
:ﬁfs A ‘& ignusinersen; & 6 HFMSE - RULM 2 6MWTH#c 2355 & ¥ :c & > » **HFMSEZ 6MWT
BRI RE Ao Rp A HLRE R FREFLA(p < 0.0001) 0 A RULMa‘p g * &
E# 2 SMAA G| {8 > ok E %/r),éfﬁga AHTERIEFLE(Pp=0.025-
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MAfird = o % 22 5 0 £F 19(63%) p A H2 7 2T R 22 aF oy
CERBIM ARERRLVEM ¢ SR FRACREEF R 2R
SRl o B A T O UM REL W REHE I FRRLEY  REE] ¥ 5 ¥
s B KT SHE R SRR MR F ) AR 0 A kT R

EHAPMAT T B 5% o

#. = Shin (2023)F 3 ¢ * Z{s 2 H Hp 4p b ch HFMSE e & 484t

i LE{S 6m LEL 14dm | BES22m | BES20m
(n=29) (n=28) (n=24) (n=14)

Bt B(%) 21/29 (72%) 20/28 (71%) 21/24 (88%) 12/14 (86%)

I 5 HFMSE 7.83+10.98 8.96+11.95 11.00+£12.44 14.57+£14.77

g Ap 2

o 2.10£3.27 2.88+3.94 4.214+4.45 5.29+£5.33

v{;‘—:!; ’f’&')i

P& <0.001 <0.001 <0.001 0.001

Lusakowska (2023) [22]# 7
111 ’jt']-‘])% A(Ic 12 A/IT19 A /IIT 89 A

s BB E N 120 42 E Bie R SMA § e

;67 9

:H_,S?, fj_-&.}i)i’g:f—?/}*% o rer‘ﬁ }?‘5 A

BAHEEY S SAM I GE A S A(8 5 105 A 4 0 L 88%) BRERL 6
330 @2 li’:”’%f:]}%-'&&é‘j; 67 B ? » TIHEE 4 Brdr gL 324 > He ’ﬁ
67 A (56%)& % faipl% > ¥ 5 13 A (11%)5F = ﬁé%"ﬁfﬁ" IE sl i R R (I
10~14~18~22~26~30 i * 3 =i% pF > }?5 2. HFMSE % 3 33t F B ¥ ezt (p<
0%D§G@RNHWD%T¥3O%Eﬂ%%&mvm—ﬂ’mfﬁiﬁmﬂm
k2 (Wilcoxon # Z_p=0.12 > @ Student-t & T_p=0.024) > H ApFF BTG S 5% ¥
7 B ¥ (p < 0.001) ; RULM B —«wﬁ{. oL tgRAEF 5 A OMWT R 5 %
m~m~m%8ﬁgﬂwwém?& AR P <005 M EEIEie - F7

TR e A dpiRdieh g LA L SR A S PSR AoR T o 21
G o0 F 1% 4 e B E S I LEAL Y {11 R #(PLPS) > ¥ § BB T CT &
C-arm fluoroscopy # 8% %5 % < PLPS % 24 b *& B ¥ 140 & ¢ 24 52 (11% vs. 22%;

p < 000001) T3l ANBERL IR RRE R DM IR LR 4 PR
™ %% JF‘&&,,;,Loﬁ’rJgg* e ﬁzzﬂ;};&,t_ﬁ,gg&ﬁ?g‘; CHP LR Fr R & 2

koL RApIR T 3 3F SR 4 ATk DIy 0 T 358 © /s CHOP-ATEND
PLEP AL AR IO F Y RHRBE ARV EE LM

# v Lusakowska (2023)F7 7 ¢ #15 & iR A Hpdpt e L AR

;}F] i Month of treatment

TO T6 T10 T22 T26 T30

T14 T18
HFMSE (n) 73 4 72 4 66 65 £ 63 4 56 4 43 4 28 4
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FiE Month of treatment
o TO T6 T10 T14 T18 T22 T26 T30
, 2543, | 3.583. | 3.944. | 4544, | 4.7+4. | 5.0t4.
| L -
g A W Ape p 2 | 3 5 g 5.1+4.6
P - <0.001 | <0.001 | <0.001 | <0.001 | <0.001 | <0.001 | <0.001
CHOP-INTE A A A A A A A A
ND (n) 44 44 41 38 37 26 17 5
, 2242, | 2942, | 3.613. | 4.7+4. | 5.1+4. | 5.614.
| L -
g2 2L 8 Ap p 2 4 0 ) g 9.4+7.4
Wilcoxon,
P - | <0.001 | <0.001 | <0.001 | <0.001 | <0.001 | <0.001 | & %
p=0.024
RULM (n) |51+ [ 204 [ 204 [ 34+ | 434 [ 374 |34+ | 234
, 0.6x1. | 0.3+1. | 0.8+1. | 0.9+1. 1.1+2. 1.3+2.
¥ H d L -
g A W Ape 0 5 7 9 0 ; 2.0£2.4
P i - 0.047 0.370 0.001 0.003 0.001 | <0.001 | <0.001
GMWT (n) | 27 4 | 154 [ 14+ [ 19« [ 22« [ 18+« [ 16+ | 124
EERIE I ) 54436 | 22.1+2 | 16.6+3 | 18.1+4 | 9.9+50 | 24.0+6 | 27.0+6
4 6.8 2 3.3 S 1.0 7.1
P i - 0.288 0.007 0.041 0.028 0.449 0.078 0.204
# 1 Lusakowska (2023)F 3 ¢ LA ipthETRAE T R AL (F BF) Tp L v
) Month of treatment
itk
T6 T10 T14 TI18 T22 T26 T30
48 (n) 72 A 66 4 65 £ 63 £ 56 4 43 4 28 4
HFMSE F },E?;—‘ﬁ(n) 26 4 354 40 4 384 354 26 4 20 4
K 5%",5 (%) 36 53 62 60 63 60 71
EERB() | 444 | 414 | 384 | 374 | 264 | 174 | 5+
CHOP-INTEND | /,’T%Aﬁ(n) 94 154 194 23 A 16 4 114 4 A
k )f%'*ﬁ(%) 20.5 37 50 62 62 65 80
48 (n) 20 4 204 34 4 43 4 374 34 4 234
RULM Fl,%jﬁ(n) 54 24 94 114 84 134 10 4
k )f%'*ﬁ(%) 25 10 26.6 25.5 22 38 43.5
48 (n) 154 14 £ 194 22 A 18 4 16 4 124
O6MWT F},E?;—'ﬁ(n) 54 44 54 7 A 7 A 7 A 64
K ﬁ%"ﬁ(%) 33 29 26 32 39 44 50
48 (n) 120 * 116 4 | 1104 | 104 4 89 4 64 ~ 47 A
PGI-1 F },E?;—‘ﬁ (n)| 954 90 4 82 4 78 £ 68 £ 56 A 40 4
K ﬁ%"ﬁ(%) 79 78 76 75 76 87.5 85

‘1}?'\‘2, : PGI-I, Patient global impression - improvement:}l;; A RE foic L o
“& 31 F ¥ €& 5 HFMSE (= 3 points) - CHOP-INTEND(> 4 points) » RULM (= 2 points) * 6MWT (= 30 m)
fePGL-I (ix 0 4 e ) -
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TR Fadp A 18 ke e 13 SMA 5 4 (A 3k FFALit 4 ) o

AEG R & 2L 6 o g Ry R R 2 S g 24787 Coratti
(2021)% Gavriilaki(2022) » ¢+ 2 £ 7 .4% ko R AR v 2022 F 6 0 %
S22 FRAFHFREL AR B RET 0 5 I A ¥ I 3] SMA 5 4 X
nusinersen ;o GHY AT F P T OUBRLRDE R 8 gl > T %/r}%‘;ﬁ e R
v g maf e 107340 ¥ nusinersen 5 i ARECE ¥ E A g § B
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1.6.4. Nusinersen (4v Spinraza)-risdiplam (4 Evrysdi): (109/7/1~109/10/1~112/4/1 ~

112/6/1 ~ 112/8/1)
1o g 4R B 4 P B 2 MLPA(Multiplex Ligation Dependent Probe
Amplification) 2 NGS ##] SMNI1 £ F1% L 2 B %> 2 SiEd a3 R &
R ERTZ VIR E %5 (Spinal muscular atrophy, SMA)J5 * > - %
ST~ (2) (3) ~ (4) ~ (5)~ (6)ix i — B iEE 1 (112/4/1 ~ 112/6/1 ~ 112/8/1)
(D5 3 ®(7)"™ SMN2 AF|FE fle> GAT2 QR THFHL B F > W

¢ * nusinersen ° (109/10/1 ~ 112/4/1)

(2) Nusinersen "2 * *% 3 A p g HFEy - L Bdpio G E##AR 7 g o
(112/4/1)

(4) Nusinersen *2i¢ * 3 & p % }}% FELE B iniohE88 7 ;;_‘ﬁ s ¥ Tk T
fe 38 B 74 5 a‘ﬂ # RULM > 15 2. SMA & % - (112/4/1)

AWMTAIFR S mn R B R eERL G AP AR Y >
£ R TR A EATY e

(DFEF2AETINRAEEF SMA FALARBBRELFF AHE2 AR
REF2ZFF(NFRIES Z tarbyuskd KT b 2P a4

4%
R BE T T B 0 CORINIURRE B e 0 R F BF s BLR

BN Z FEAUR BEE %)

(2) 3 B(F)™ SMN2 A FH5 b die2 Togd s 2 %k ik deip
i MLPA & NGS & 712 %7 pedp 2 o (112/4/1)

Qe B ERF & -

(4)1% % & § 7 7¢ =% (CHOP INTEND -~ HINE section 2 ~ HFMSE -~ RULM -~
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WHO motor milestone ~ MFM32 ~ 6MWT)482 2. 82 % - (112/4/1)
3&%&&:
SMA 5 » 2.2t PEMATREP R R 30 X (F)U L E Benfd b ¥ & X 47iF
12 ] P -
4 AT S N R RS
(D% 3F Fo 74 5 770 PF 4
I. Nusinersen g risdiplam ;5% # ° (112/4/1)
II. & 4 #| loading doses 0~14~28~63 % ){s>& 4 B ¥ ¥ £ nusinersen maintain
dose i o (112/4/1) -
(2)’}E WiF #5305 0 F d 4% & nusinersen 2 risdiplam i o 2o -] 24 G & AL -
‘,qu'i?? FREH T 5 & rai®ih 1 B 3 n B % (112/4/1)
I. CHOP INTEND
II.HINE section 2
[I.HFMSE
IV.RULM(A2 4505 f % il 7 fard v B 3E)(112/6/1)
V.WHO motor milestone
VI. MFM32 (112/4/1)
VILOMWT(* i # 3+ ¥ {3 ii:}}% B)(112/4/1)
(3)P5 FF #% % # % nusinersen 2 risdiplam ;5 2. iR B F® # TG AR 2 B o
(112/4/1)
(4)P5 EW # 2 3% < nusinersen # risdiplam i fr 22 SMA 5 % 0 & & E R R AF
iz_%a_g Fdor 3R S N E R BB o (112/4/1)

(S)ML R e REYRL B PFE @ gl g A g
fﬁﬁ‘fﬁkﬁifﬁﬁ EELREY 8 N
(6)?5 FF #% % $& % nusinersen ;p % 2. SMA }]% Ty RRE R S TR R LR

,,¢,/E,§thrF —J‘_,p;;.g;sz§o
l%%{&ﬁ‘ﬁ;("ﬁ G R z & SMA }?‘5&;& £ ERER R F'**JL f,,) » %]gim

3 58 3F & 7 5 7= % (CHOP INTEND ~ HINE section 2 ~ HFMSE ~ RULM -~
WHO motor milestone ~ MFM32 ~ 6MWT) » & 3 3% & fic# =T #5930 42 4
e R EE RS 2% 1 K= e e (112/4/1)

6. % AFE LT RABR AL TEIRALE LN B B B
Wb R B E AR % - (109/10/1)

7. Nusinersen ' risdiplam #¢ onasemnogene abeparvovec I - & * > ¥ 72 {83
oo (112/4/1 ~ 112/8/1)
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PubMed (€& p ¥ 12024 # 1% 10 p)
#1 spinal muscular atrophy OR "SMA" 37,653
#2 "nusinersen" OR "Spinraza" 774
#3 | #1 AND#2 731
44 #3 AND ((systematicreview[Filter]) OR ("Systematic Review" ’3
[Publication Type]) OR (systematic review))
45 #3 AND ((meta-analysis[Filter]) OR ("Meta-Analysis" 10
[Publication Type]) OR (meta analysis))
#3 AND ((randomizedcontrolledtrial[Filter]) OR ("Random
#6 | Allocation"[Mesh]) OR (allocation, random) OR (randomization) 33
OR (randomized) OR (randomised))
#3 AND ((clinicaltrial[Filter]) OR ("Clinical Trial" [Publication
w7 Type]) OR (clinicalstudy[Filter]) OR (comparativestudy[Filter]) 11
OR ("Comparative Study" [Publication Type]) OR ("Case-Control
Studies"[Mesh]) OR "case control")
#8 | #4 OR #5 OR #6 OR #7 144
EMBASE (¥& p # 12024 #1 % 10 p)
#1 'spinal muscular atrophy'/exp OR 'spinal muscular atrophy' 73,212
#2 | 'nusinersen'/exp OR nusinersen 2,044
#3 | #1 AND#2 1,804
#4 #3 AND [systematic review]/lim 44
#5 #3 AND [meta analysis]/lim 16
#6 #3 AND [controlled clinical trial]/lim 18
#7 #3 AND [clinical trial]/lim 138
#8 | #4 OR #5 OR #6 OR #7 194
Cochrane Library (& p # 12024 #1 % 10 p)
#1 spinal muscular atrophy OR "SMA" 1,735
#2 "nusinersen" OR "Spinraza" 86
#3 | #1 AND #2 85
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