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7. (Diacomit Hard Capsules 250mg / Diacomit 250mg

powder for oral suspension in sachet)

BF--3 23 NUSIEJEN

AL 4R 2

R EG L ERE-EEEY | TR

B L Diacomit Hard Capsules 250mg = 4 | stiripentol
/ Diacomit 250mg powder for
oral suspension in sachet
@‘Fi‘f*ﬁ FRAPFPHELFG AP
BEFTVEEFIR | FARAPFPEHERFG AP
7 EARRAA 250 % & 250 E VA )-8 PicE 2|
A WMET R | * B2 BE R #1280 (SMEL Dravet's syndrome):]}% A

PR * clobazam % valproate # ;% “v /A ¥R (TR > & ¥
Diacomit ¥ 5 & 24 J5 B ¥ /s e > £ M 5 8 L P F 0F

(generalized tonic-clonic seizure) °

BRI RS2
BTE M F

* v R a4y B e 8 1R (SMEL Dravet's syndrome) s £
PR * clobazam % valproate & j# “v 4 ¥R (TpF 0 & %
Diacomit % % # 5 5 $tio ch > & M55 B PP P (T

(generalized tonic-clonic seizure) °

ER LR

E R AR

_Ed
(13 >
Stiripentol &| & 11 & 2> 7€ * § (mg/kg)it & = p AHE RA

= 2 8 3 I PR* o — B4 stiripentol & * clobazam £ valproate

e B Ry 2 iR W Ao E 1 2R E 50 mg/kg/ day o jE_20
mg/kg/day B 4-— B & H 0 # ¥ 30 mg/kg/day - B & H > 2 {8

BED D R EY M 6 A RE BA R Z EH A 20

mg/kg/day > = ¥ { i£ DR A £ 50 mg/kg/day ; i3t 6 kI 12
A2 E RF FH 4 10 mgke/day » o FE PR AE S0
mg/kg/day ; 12 & (3 ) ™} = 3 4 Smg/kg/day > E I| Tk

HE T b A HE o RWE RN EHE  F I
kA L h | S RALTRTE
%A AIRTAT % et AlATAT#
En B ed |WMEkss (i) EREdEL
dupsr®Es |} Exti CEAR E 7 pARASH
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FRPEFGHELGR

RERP

-~ 3E R RFET R ATC 4 5AE ~ TR dpslE sk~ ARFT B - B
A5 2 R R TS 0 AEL 305 & % F % Diacomit (stiripentol ) 3>t A
n#‘ﬁ’gl}%a{%&%%ac

S ARFRAHKER LR B LR R S
S pEErEE A (AR )

(- ) Stiripentol * % Dravet Jx iF ¥ 2. 1 & Fdp k p >t 2 7 % = ) 125 :#% STICLO-
France 2 STICLO-Italy > @ &5k F 40 0087 3 K3 > 325 g A %~ R ~ £ @A
RGPk Fkpr 3 &3 18 k5 Dravet i > E£<60 kg » &%
clobazam 0.5 mg/kg/day & #& valproate 30 mg/kg/day 7% * 3 > 4 = > £ AL §
RV eR - B Il #i B4 4 stiripentol 50 mg/kg/day 4p+ % &
2 AP R B & 2t o

(D) A RBREZKABHR X 42 A (HP 1 A g2 )8 23 LN 4 %3 stiripentol
BB A e o F Fiuzlimj PN e S RN RS I i) R i )

(2) @ 78 #E2% % % & stiripentol 4p #&> % & 17 5 # 225 % 4 I clobazam
valproate> § B ' bl AR B - B 2L PP N5 E LR PR (T 8
A AR RS 50% 1 (A &R #dp ) ¥ stiripentol 2 iE 5 & )T&}}% A REE
P30 % Al o A% >0 o ostiripentol F B A L FE % “%’ i~ G AT N B
T CHMER S ZBREE/ R FAKRE A LTI ERERARE K
E‘_“%’E@*J“"‘l* AT SHMEREFRS CAEFEFLCFHEG O OHEFRVERE
Wi o AR X > BIRIE & Aois & o

ERF T &P |2 OFL - X
iR F R b EpgTAEF|2OFL - AR
It LIS 50% B | £ RE R
STP PBO STP PBO STP PBO
STICLO-France 71% 5% 71% 5% 29% 15%
#5% (STP 221 |
' f ) £ 35 66%,
A& A e 20 p < 0.00002 -
p < 0.00002
L)
STICLO-Italy 3 |  67% 9% 73% 11% # #

a ¥ F A RTEF SR R > topiramate ~ levetiracetam ~ clonazepam % perampanel & B iR vk &
¥ e ’i;’i\fi—— 7 Dravet JE iF#if g > fad AT EREFTH ¥ 1;315—%»]{;\7
cannabidiol » 7 A A FWF st LY 5 o
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% (STP & 12
L EAlE 11| £ B % 58%, p=0.009 AAR 2 -
A
GEFRAEL B2 B BN iR 2PPERA PR LN (v R AR AR
FOR S0% 1 T FIROR E AR AT SRR e~ BT B 20 N BB E (e B A ot

B e S0%:2 15 S A AR R T B e ALE S0% 0 T GBER B F - B0 R RDRE (0 ke
v $| A # P o STP: stiripentol 2558 » PBO: % & ez H o

(2) i P bR MR T LA TMBRRR ~ B 2R RDTEG 2B

() - BT FufEp £ 4 o % Dravet Jp i 3ot Sy 2x 2 af £ fLenie L 8 2 47
(FHEAD I2& 17 ) 5r 8 FHHREHFERE 680 L4 > H%
kg stiripentol +* cannabidiol 7 # B 8 F s Rk F & (OR=14 07, 95% CI: 2.57
t0 7687 ) 2 FEFF A m Ry FFE i AF AL R o Stiripentol 4p 3
cannabidiol 3 #2 8 b &% 2 TP 3 2 L %2 (OR=75.72,95% CI: 3.59 to 1598.58) >
stiripentol +* cannab1d101 P T FE P IR d ¥ EE% (OR=0.08,95% CI: 0.01
t0 0.61 ) 2R m » P ‘«ub AT TR AT LN O BT Y R RERE R
AP 24 TERLRRE (7, AT R AR A HHE TR S
YRR TR -

o FRHGE P TR AR AN TAT BT S A B2 ke AELH
BF R PR (S g2 CADTH * B SMC) 3= 47 4 e 4 R A2
T&&fﬁ*ﬁf‘.—ié«l%m%* °

(-) B & L4591 > Dravet g i HADR# (FBcE 2 Bopd] o g 4 B2 IRE R
BE ﬁ)};«,a 2 # p AR E X > ¥ Dravet i 3§ “{’?R@.ﬁ%i dop BPoE &
A A HEALL TR ARG 2 A

(= ) Dravet Jr i ¥ ¥ 7 »c#E 5 hF Lo Am 0 F A
EGHB L B LTI TR S EERLH ‘}é»"f,%? ’ “{%#w%ﬁ»ﬁﬁd
E@/.iéﬁ'%‘:,nﬁ\,ifig gﬁi:fj‘»j:g@’%‘:c

T~ ARF L

sl
RIS
AN
&
&
f@
_s_.
N|
%w
i
)
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<
@

(=) 44+ CADTH * 103 & 10 ¥ 22 » i & 374 45 {5 2 % % Bf 7 » stiripentol & #
clobazam, valproate #p #** clobazam, valproate 2. ICER & 3 104,491 4¢ %2 /QALY
gained ° % = Az F B & % 50,000 4c/QALY gained > i ciE R T

(250mg 44 % 4e ' 6.37 ) - stiripentol f "% % %) 50% 1 it #+ & = ArcF o

(=) ®E»PBAC* 109 & 3 " =2 » iy Jf 42 1% stiripentol & % clobazam, valproate #p
3 % A & & clobazam, valproate 2. ICER & 4 »* 15,000 I 75,000 ;£ % /QALY
gained 2 F » PBAC 335 H = A2xF 5 7% F P 2R o

S~ P AR
(C)ERETF AR SHEEEERG SR ATHEY L & HISRET R
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clobazam i¢ * B & > ¢z WA E R &4 ok o t‘—‘,i;ﬂ,uﬁﬂ,:}i:}]%is’;igﬁ
B ~DSH A F (1/30,000) % — 5K F RAPEVHE R BB
PIR%H I L%‘%ﬁé‘282\’%\4ﬁi‘g4c2 ToMASETEE LY F Y
33 mg/kg/day 4 iz & 5% § cERHMEAKRT £ (1132 117 &) A5 * X
BiF-FENTAIFRTIESS A AEEREF L ¥ - ﬁ2873}m;y_=)v ¥-2
12143}’“’%‘?“%““ ¥ U chclobazam E R 15 0 B R MR N 5 F - £ 286
$7E 12128 =~ o

g\

-

W

E SR e 52’}‘?71712‘? Fhcozikags DS #2522 - A Figx
%’iDSxHﬁzﬁﬁu EARF S A DS 4 F 5 1/20,000 0 F K ¥
% clobazam, valproate i ¥ 57 & s ¢ ”ngﬁi?‘—f—‘s‘?’\mf,%“ i
(113,]_117-&)%\?;’4%?&&“"‘ E23A 357 #B80A 0 AFHE
EREY -&398@’“;%;-&1,781@"4”—‘% ?7]7}2”‘# £ 355 g~3
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FRFIRAZAEIN EABAET BF2ZERT 0 AF LR
EAFRT AL 5 - E31A25T 2804 FpMirs- 24798
%7 & 17348 ~ o
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Diacomit R T S g
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A
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A /
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stiripentol 250 mg —

Ny

A3 e K| BERA S ORI B

WHO/ATC # | NO3AX17 o

2OFREET | TR 8 B E s kR (SMEL Dravet's o

#F R syndrome):}}ia A [WPR* clobazam % valproate #
E LA Fp AR 1TpF > @ % Diacomit ¥ i #
Se R E s e > B g T o g B IF

(generalized tonic-clonic seizure) °

W | R -

R | T -

o HERAE | (1) = p - 4B E : Stiripentol HE & 27 o?f'
#*

&
% £ (mgke)tE & pREERS 2
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e 3 =RPR* o — B 4p stiripentol & * clobazam
22 valproate ey B4Ry 2 iR 9 3 4o B £
23 H £ 50 mg/kg/day - £ 20 mg/kg/day F’B
4o— B & HP > 4% ¥ 30 mg/kg/day - B & #P o
DA Ry ES MY 6 Kk
s = iiﬂg 4¢ 20 mg/kg/day > = ¥ i £ 7|
é%ﬂﬁS%@&ﬁw:ﬁ%6%i12%
2% BF 33 4 10 mg/kg/day » v iFiE )i
Fi;f’?l] 50mg/kg/day; 12 % (72 ) 1} =
FH 4 Smg/kg/day B 3| TRk H 9T T B if A

B o

)& p B~ HE:
mg/day °

2_ {8 e vR| £

A% EREfoR TN EHE > FE R

v

FHAETR

% wEREY (GG ivv?)

£ RGER

(head-to-head comparison )

ERER
(indirect comparison )

TEK RS HA R N RSB

IRV REE FE S Rk

NSk %jﬁjrr-'rlf__i’—),%* R R R L AT
F"LF'* }%‘ BTl _ﬁ(l& ﬂF‘ 1%7\ |pj§\ °
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2o AERFRPETRERZ B FER

xR BATIE 122 3R

AR 103 # 10 % 16 p = 2 323k %  stiripentol £2 clobazam
% valproate & & i * 1T 5 ff 45K * 3t L ¢ @ % clobazam
fo valproate - i ¥ s b 2 & 55 £ £ $ g (refractory
generalized tonic-clonic seizure ) % 1% 1% A JEif & $24] 88 524
B ve £ 5 —‘fﬁ,‘ ( severe myoclonic epilepsy in infancy [Dravet

CADTH/pCODR

syndrome] ) HR LT A
(1) ynrome]) 75 *

() A F BAd i ﬁi?ﬁ FRRREZ T INR o
(2)% M fert e d & Ak 3 7 4RL DA o
[2:252d ): 3 S5 "8 9 B E% % % B o7 stiripentol 7 Fuzt
A ¥ "8 11 Dravet Jg i ¥ 5 ABURE TS > B AZ IS Ak
B oo
AR 109 £ 3 7§ Rk 0 BRI stiripentol * A5 &
B o B e #1%m (SMEL 4% Dravet syndrome )
F Men> s $ ] (generalised tonic-clonic ) 7 i 4|
(clonic) s 1% 2 @2 d 5 SUp K 5 3 F15 9 o 4 o
BREAENTIER
PBAC (;£#) (DA efy 2l dni a2 LR 2 8
benzodiazepine fr valproate 75 {4 B @ A JE i & 541
(2)stiripentol ‘f i® & benzodiazepine fv valproate =i B4 J5 Ry o

[L* RILd ]t Em A LG AR TRAF &0 @ stiripentol
R orr b iR % @3‘?"' 2T EFH V- e o
stiripentol AR B & OB T E G o* A F o
NICE (# R) AR 112# 117 28p 2 > A EAPMIFL -

E-0%
I

+ : CADTH % Canadian Agency for Drugs and Technologies in Health 4c £ + # 5.2 %5 e TR B

pCODR % pan-Canadian Oncology Drug Review 4t £ + Mg & & 3= B B EhEE R 0 2T 2010 £
F 225 CADTH ch & (v » 3 & | §3RATERES, DRk #EHRE + 222E S

PBAC % Pharmaceutical Benefits Advisory Committee % 5% 3539 4 R € m‘ ;
NICE % National Institute for Health and Care Excellence B 7it & TR § 4557 7 Ix m‘qﬂ B oo
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[£ 28 E 250 3 2 /£ 2B RS A 250 3 2]

BRI
FLEBRA CMBEZAFES LR CFEPR TR
LA pY: ARI2E 127 05p
FE KR RS FRPEFEEIR R ATEATFHEA AR S
o G G R F R TR F A o B A R R ARAL - f%ﬁﬁﬁ
28 r f S v A R BRI 5 SATHE B AR R R AN
REZ-BECBP I P EPFREOFRPREGHN . HABE A FESAR
e (T AR ) RFELARTIIA R HNE R v A AR &t
%%%%(UTﬁﬁ%%%)%ﬁmi%Eﬁﬁﬁfﬁ EREE P I g
%&@’*42%B@%P%$ﬁﬁﬂfﬂklwﬁ (T AEREE ) B 22
R RS FRESLAEL Y BN R R OB L BHT S R AL
?%%%iﬁﬁw\wd?ﬁ%wﬁo
AFLRER LR FRARTR EFHARERTTL TR H S
Eko FPEFH LR TR R RAE TR E aﬁ¢¢ e
BRE T EF R BRI o ¥ AL 2 R fhras 7 W4 HrEREHE
FErap FalY S HFRE R R A m@ﬁ%&fﬁﬂ%@imm%
% o

7/

o

-

Rl

- S BRISR RS

5 & 1% ¥ (Dravetsyndrome > f§ #DS) £ - BAFI¥ R & < Tk ELmRiE
Fodk 0 X FE A B8 BE e ¥ (Severe Myoclonic Epilepsy in Infancy -
fAESMEL) °» i Flz - 5 % Fadd 5wt 4 33 3o (voltage-gated sodium
channel, alpha—l subunit » SCN1A) A FIR R » R F R F L BEfpips
FEHAp o @drRid AL ERA 21 "ﬁtkm o Dravetfg g ¥ cgF 4
¥ % 1/20,000 % 1/40,000 > %= - %3 F 9565 21+ % iz = [2] e Dravetjt i AT
2018# 57 30p E 4 A F LA )]35 (ICD-10-CM % #5G40.311 » 2023 # 12 17p =
2 kB 1237 5 G40.803 % G40.804) [3]: Ry MR ¥ F LA }?31? B &t
1202397 S > WARBEHLS 1054 > F= i 14 [4]

bopLm iE T 1978 & d 2 F | 24 g5P¥ f* Charlotte Dravet 7 /& 45 it » % 1989 & 7| » F*Z 42
ROMTE 2R A AT o d NIRAH A A § NI PR R T R R AR R DN 2
T d BB oPpFEroipd I rd - 4 52001 #FFREFERIME 10T/ o N R QD
B o SR e g I&—'ﬁ&i'& ¢ %o { &% Dravet (4 ) jmig#[l]-
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L ERGHEET ML EH B LA PR Al & M BB LA
FTBES] WAART A LD F B GRaAR ) b1 AT HRAR
2 L R od & fhag E 4 35 (generalized tonic-clonic seizure ) » i ¥
» BB E A (status epilepticus » ff 4 SE); % = 9 (BRe® )01 2 4 K&
B SRR - ¢ R B (K D) 2 A4
(R LR MR iR 2 SF SRR LHMRE 2P0 5 7 AR
HivgmEy F ui > © 4 &3 B (psychomotor development ) & % 7R % iF
PR FZ B (HEFD) AR IGEE S A RN RIS P
# 3 gz 11,6 -

$ERGEHER L LROREREY P F A 0 LR R T LAY RS
('sudden unexpected death in epilepsy, SUDEP) 2 i & f4% & [5] ieh * & 4
RO RORE PRSI RR LR S P R d W r B HE DA TR
SHYIAFFHADT M LR T B AT S IR pRR B -
FOORMGSR R CRRE FOE RS AEMRE R ke e
s (Patternstimulation) » B # 4o B ~ 4 b oF i B 4~ B WL~ Aot
BB F R ARARKS RS TS BLGE R T TR A
BFE s F TR AEINE B[, 5]

Dravetje i # 2. B % /o = a2 :FP ERRE ¥ U b0

(-) BE*Z+Rm e e (International League Against Epilepsy, ILAE) 7o 4p 3
(2015 ~ 2017 & ) [7, 8]

ILAE**2015# 4 # 44+ 28 2% % (infantile seizure ) 2 f¥ 22 3R[7] » 4p 91
Wa s PoF&ERI T AF SBBEHAFERPEIEL VIR DR -
M 4 Draveti iF H 2 ik BF 2R 2 2R % A (4vk = ) s #E 5 L & stiripentol
& * valproate % clobazam % 3 #%ip 7 > 33 7 45 £ #¥topiramate ~ zonisamide ~ valproate ~
bromidest 2 fit 4c & (ketogenicdiet) % ¥ iv 3 »xinfr 0 @ BT 4N G i ip pe E A
shlamotrigine - carbamazepine - phenytoinP| Jf # ¢ & * - F|H F @ ¢ B SR #
EHE 3¢ o iyt Rl 23R 4p 51372015# J15% 0 X @ 7 cannabidiol # fenfluramine % 4p
REY SEg= T

# = ILAE4E & © 3 £ 77 7 424 8 525 § cndulgl £ 4 (154 Dravett iz ) [7]
PR E 4 Y e R 2 R AANzE 3%k 5.°

¢ AAN % # R# ;%5 £ ¢ (American Academy of Neurology ) ﬂﬁ’i’, HI }ﬁ%‘}*}é‘ﬁﬁ’i? E R
B e T [7]

level A | 7& = (established) & & F»c ~ 7 B~ £ i 4 0 & 5§ 2%/3 B (predictive) ~ & 7%
/& FE R

q

o
a4y

level B | {&¥ it (probably) = & Fr2x ~ 2 B e~ B i 5 & 5 5 sn/FR RIS « & /& IF R

¥

level C | ¥ it (possibly) 5 & Frrz ~ 7 E s~ B 342> & 5 5 »/FRRl1E ~ & e/ & TEiRlE

>
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Stiripentol? } 2% 58 Level A
Topiramate T 33 Level C
Zonisamide ¥ iy % 33 Level C
Valproate S 33 Level C
Bromide ¥ iy A% 33 Level C
Lamotrigine Syl B 5% Level A
Carbamazepine Syl B % Level A
Phenytoin eyl B 8 Level A

(=) Dravet Jz iz ¥ £ ¢ (Dravet Syndrome Foundation, DSF ) Dravet Jz i ¥
rer s 2Tk E A (2022 &) [9,10]

d DSFz. &1 i) & ,gigégk?éﬁi65@‘¢deMf“%€%§ (%3 H =20
[had F?EW 24 9w}3€)ép"kf)“rﬁ‘ > S T I,%‘Dravet)iu;r‘%zl_&]m Eas H o9 o4 iﬁ-Dravet
EEFHRER Y TR EE R, @ F«Valproatew’ Ph - ISR (RmEE)
clobazam if 2 % — & % = /5 R ("" EW)H B v - M FKERS IR
fenfluramine (%éﬁ B E L F!@}ép’i LA Sk )  stiripentol ( Tﬁ?*" e F!@)ép

H s E DN Tﬁ )%5‘ Zcannabidiol i & % — & = /5% (PRAR X R F?EWJ& @)
topiramate £ 3 (T3 % - % - & % = ‘?ﬂ W o £ ¥ 7 223k lamotrigine * ** Dravet

ﬁ@ﬁ@i(ﬂE#%%
1. - &gz

(1) B34 8% - SPRR B 0B 4 el - 2R BA PGS

(2) = & ;5K & 3% valproate ~clobazam -~ stiripentol~ # fit 4c & ~fenfluramine ~
cannabidiol % topiramate % pzié » B3 gk 44 § q‘ | o

3) ieFEpend £ pEE I8 4 2R % 3t Dravet Jg i 3 0 4od A 48 2 B
i (corpus callosotomy ) % f# ¥ 7 ",f = (temporal lobectomy ) °

2. BFEdmpaE v

(1) % #% (focal ) & 2 ¥ 4+ BB i (generalized convulsive ) 4 (7> 12
* valproate -~ stiripentol # fenfluramine # 3 »x °
(2) £ 4! |+ (absence ) J@Jp 4 i > ¢ * valproate # ethosuximide # 3 »x o

llevel U | ApMdicdh 7 4 S LR P 5% ~ sk d 2 5% %

4 Stiripentol Z #fic valproate %2 clobazam @ * -

¢ L 5% Dravet Jg iz 3 & FFEEF O cRBRMEROE - MESE YR 2B 4R
LR R e d B2 £ 20 e

f 4 DSF i% 1% ®*% Dravet I H R A E ®EAE D
M2 ad ~2h0W s B/ ed A o 2P

g 11.«~au HIER3 M E3 L
9 i 5 S
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(3) #¥rei g1+ (myoclonic) v 3 iF » & * valproate % 3 #x o

(2) T RE 7IE B EREL A& 7 K (National Institute for Health and Care
Excellence, NICE ) Jgpe i % 4n 51 (2022 &) [11]

# BINICE*2022#4 7 = 4 2 Jgp o 4p 31 (NG217) » #-¥f Dravet/i i # 4p
BE 4w it € BRAE 0T

1. % - &5k

(1) % Jg & * sodium valproate /% % % — &Ry o @ * 305 d&dF+ 2 5 5
L~ EHES > e FDravetg G H B E 2 AL H B G k- AL E
# g 0 viE 3R 4 sodium valproate i 5 % — ¢ * o

(2) & % - S H * sodium valproate»z ¥ # & » ¥ g = Z & * (triple
therapy ) ¥ +4c » stiripentol 2 clobazam » ¥ & % — & # #* (add-on) /5>
B0 o) s 4o (titrate) P RY B DB E X F RALISRTE > T HEE
BACAEEE & R T o

2. % Mk
FEEEY R ORI G o 2 e &2 #k » % g cannabidiol & *
clobazam ¥ 3 % = #8550 o

3. (oMLK EIR
(1) #% - 8= 2o ® ok miz 3 oradpdl ‘*“Zﬁ«}gsAm;I;;,s; K- &
e 2 ORFIR2E R A dmit s e i A R4 8 (ketogenic
diet) B Ff 2% & 75 R o el & ﬁifﬁ?ﬂ”‘%’*'f s 4e A 10 E - B IE
T2 s i5F - A k4§ -~ levetiracetam ~ £ topiramate ° § w0 i iE —
AP F R LA ¥ - B AR
(2) FH @ ok EI &> ¥+ g i * potassium bromide o

4, B ok3 £
AFLTEIBRT A § 2oyl p i & ¢ carbamazepine ~ gabapentin
lacosamide - lamotrigine ~ oxcarbazepine - phenobarbital ~ pregabalin ~

tiagabine - vigabatrin °
(z) % B% 7 Dravet i i ¥ foh F 4445 51 (2022 £ ) [12]

1€ W Dravet i i ¥ 5k F 7445 31 4% & Dravetyg i # 4= 45 ~ 2 1f ~ A & 2 3@ 4
@ % 2 FURp e (T# 4 (anti-seizure medication » ASM) o EH - ¥ 4
ERET e B ROT P A R R R %EW%%E& Fm 7 E‘E’ﬁ Lryiﬂ )

¢ % Y FEEFLRA > ¥) sodium valproate £ F RFFSAPLIFE T R DO K oo
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ALV N
SIS I A

1. #4275 (initial therapy ) : valproate ( VPA ) ~ clobazam (CLB > % 4 ¥ %
i§, * ) o

2. 2 F#isf (escalation therapy ) @ il ¥ i¥ % valproates* clobazam gy B2

(addon) inf » H ¥ » B34 M2 P HBRERERL R ER?

7 @ * stiripentol (STP ) , valproate ( +clobazam )~ % i* cannabidiol (CBD )

% fenfluramine (FFA) 5 & 45 # #3332 F A% E & ¢ 7 clobazam ~
topiramate (TPM ) ~ bromide% 2 fit 4x & o

3. H ¥ 5% iE# | levetiracetam ~ brivaracetam ~ zonisamide ~ ethosuximide

perampanel 2 1 4 4 45 1% o

4. ¥ F B 2 ;5K E % carbamazepine - eslicarbazepine acetate ~ gabapentin »
lacosamide ~ lamotrigine ~ oxcarbazepine ~ phenytoin ~ pregabalin - tiagabine ~
vigabatrin °

5. d % % & ;5% (polypharmacy ) & Dravetjg ig 3 iR ¥ & 0 3 BEHE
MR R s e s & FE2STP,.CLB (“*Bi) STP, VPA (5 *5:if #
% i)~ CBD.CLB (*}p&) + CBD,VPA (W*gaga A%< % ) - FFA.STP
(FFARIZ > )~ 11 2 VPA, TPM (P 1/ % & o g ) °
) 1%

IR N \ﬂmi,?Dravet)iu? 290k B o R B - %‘? e E €
2 & * valproate » £ i * clobazam o % = 3R % 5 5% E # o “ﬁt‘ clonazepam ~
Biph ™ 3o
2 > B ¥ ¥ B i@ * perampanel ~ rufinamide - AiEHE L P F - RE T L S
Lo i pF > ¢ L3 $#stiripentol & # valproate{rclobazam » 2 2 5 A TR R
TR EHER -

topiramate - levetiracetam ~ stiripentol2_ “t > 4 R &g 8 p w1 » ¥ 5 %

\ |

)

RUEER EREIRAE RIIE- WAL I & SRR 2 B R LY & L . |
M * valproate # clobazam'> & 2 § sy dRRE (TR PIER Y S E S N AT R
— S EL 5 0 ¢ dEvalproatetclobazam & * stiripentol ~ cannabidiol £¢ fenfluramine »
H s F NiE I & Ftopirimate ~ 2 fik 4C & -~ levetiracetam ~ zonisamide ~ bromides -
clonazepam ~ ethosuximide ( 4*¥f% # {4 Jp ) ~ brivaracetam - perampanel SR
AN G E TV Ll T R B AR T Ayl h R E v 2 fump %

h‘j'}":\«‘/?ﬁk%f'ﬁgj%‘ mff‘)‘ﬁ};iﬁ]i??}%"ﬁ”ﬁ—ﬂpﬁ g }’ﬂ‘é‘“;-;xq}?ﬁ‘;fﬂ“;/}ilﬁ
EREBERE L% r-t«'}[pﬂf:pi»%ﬂ“v‘] TFE*E5 % ’?nﬁ“*#galfﬁb‘\@‘«léﬂ*
BEFELE -

PP RIS EH B A AR DB T A AR DB o
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¥ o & 7433 il g fe % carbamazepine ~ eslicarbazepine acetate ~ lacosamide -
lamotrigine~oxcarbazepine~phenytoin 12 2 82 38GABAx ¥ Jk & 1%l #|gabapentin-

pregabalin ~ tiagabine - vigabatrin ~ phenobarbital & -

SRR RFENARZLPRR

(-) *RESN X5
A % # 7. Diacomit®2_ i =& 4~ % stiripentol o ({2 A5 {130 & S EH F 2 E

+ 5 F LA FicR ES13] 0 @ Bk 1415 =T % 328 st g€ e B R
(SEMI, Dravet's syndrome)s + » &R * clobazam % valproate & i* v & 24
% (epF > % Diacomit 1% 5 #8425 Fr¥inen> £ s 8 W $ 44 5% 1% (generalized
tonic-clonic seizure) o | (22 p # X: 108 &£ 7 7 18 p ## & F % 1081406808 5o
a2 5 Fv p 110 &E S5 Y 18 p FINFE ’:?-*ﬁsal—? % 000067 % 000070 &) °

g5 0 B sz o stiripentol (7% {5 4% B E & 65 dr N P 000 R B e o
gamma-aminobutyric acid (GABA v FL g4 "o 7 1 & chdprd |24 S @ EH F)
ER Vo a5 iEPrd) R P (synaptosome ) #:{t GABA - % /& #r4] GABA
transaminase ° % & & $ * &% & i ¢ o stiripentol ¥ 14 H 3 GABAA % 8833 &
2 BE . F 4 GABAA XM F 45 W if 2 THOFE T (L3 BRI F )
% % 4% 2 barbiturate #g 17[15] o

AAERERFEREFL AR RER L FBMFT R R X AT 2R
(AR SR B E

(Z) BAZELL G Aok m2 BE

ZHEy hiEd e %‘« ZFrR G2 2 & ¢« (WHO Collaborating Center
forDrug Statistics Methodology ) 2. ATC/DDD 4 #g#5[16] » * % % % stiripentol 2.
ATC 7 5 NO3AX17 » B> Fush ## (NO3A, antiepileptics ) ¥ ehE & Fupp 8
#|(NO3AX, Other antiepileptics )o #t — 4 ”/é; S ’ﬁ 19 78 = & (2023/1/23 € #7)>
HY EARBERIPMFY I REZ 25+ 113 > ¢ % lamotrigine ~ topiramate ~

pheneturide - levetiracetam ~ zonisamide ~ stlrlpentol » lacosamide ~ perampanel -

PRl p pENE N FELE P 2 3T kg 5 ' Stiripentol £7 clobazam % valproate i
3R L2 B E v R (SMEL Dravet' s syndrome ) & Jﬁ PRI PR E
g4 5% 7 (generalized tonic-clonic seizure ) » F] g F @IR* clobazam % valproate & i “v 4 47
FURR A T e

kmiﬂﬁté%ﬁwﬁiﬁ@vwaéﬁﬁ*Eﬂ:?vBﬂ'#%ﬁ EASEE

' NO3AX 2. 1938 & 4 ¢ » g A WF 5257 2 H # 878 & 4 3 sultiame~phenacemide -~ felbamate
carisbamate ~ retigabine ~ cenobamate ~ fenfluramine # ganaxolone °
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brivaracetam~cannabidiol 3 beclamide- 3t ",% g v Jy| Dravet Jg i ¥ 4% (lamotrigine ~
lacosamide ) % © x4l % 5. (pheneturide ~ beclamide) 8 » & 2 12T 73 = 4

* Topiramate ( i %45 I’—J B IREE R A (F)

* Levetiracetam ( i %5 & > B 30 R & 15 0 12 2 v B BR 3 17)

* Zonisamide ( & iF % ﬁ‘ 3 a"&* e 1F)

* Stiripentol ( & % % &)

e Perampanel ( %4 G 3 B ICERE F12 k0 b 22 M5 LSRR )
* Brivaracetam ( £ %45 130 4 g 12 b R IR A (7016 02 ¢ il 8 T

BRE AL -
* Cannabidiol (&% ALH » WHFHF L H p,uiiﬁfi%-‘)i Ty ERC K2
Dravet jz i ¥ (Dravet syndrome ; DS) » & & /& - & 2. % & |44 it Jz (Tuberous

Sclerosis Complex ; TSC)efups 4 » 1% 5 322 £ A BURE (T2 2t ins o )
 BLEHROSERRRE (R PRE - §EREHT L
2F ”ﬁﬁi‘ﬁé "EE b HAEARE S

R EFEE 22 FnbdR0 e (5 1 &4 5 0B ) 1.3.2 Fopm i
A AFIET[17] 2 $45% § 4ol Dravet i 3 ¥R hBF &-05 0 7 0 008 R B &
AR ERL T @ ¢ 7 valproate (i S | SRR TR E AR

i) e

*4p2 00 MDravet ~ " & | £ g Mt A FLATIN S R EFF
¥ o2 2 F% L H > ¥ {773 stiripentol ¥2 cannabidiol ; ¥ 1 4p B 4EF A 39 0T
2L REFLER L L AEEFHIRES

* #T&?’H‘/r%‘#ﬁ 51 ¥ * 3% '—Dravet :)iu;:‘ ;J _V%-r\::'r'lﬁ:‘ T ﬂL /r'f,?‘m#&i d\r'r'
z_¢k > & ¢ 7 clobazam -~ fenfluramine ~ bromides ~ clonazepam ~ ethosuximide - #

? > fenfluramine - bromides ~ ethosuximide ** 2% B & 7 Jam4p B 35 ¥ 3§ g > @
clobazam - clobazam it %2 et » A ¥ 378 R L o

/

FroOARLpFE R E AFTELE 5 ApITis e 0 ¥ % 3 Dravet Jg %
H2_ AR S st1r1pentol ( ~ %) ~ topiramate ~ levetiracetam ~ zonisamide ~
perampanel ~ brivaracetam ~ cannabidiol ~ valproate ~ clobazam ~ fenfluramine ~ bromides »
clonazepam ~ ethosuximide % 13 58 = 4 > # ATC £ %5 ~ 37# ¥ { g ~ #FR
FHHEEEIRMFTRARETL=Z o
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XA 2 NREFV G RRE A CH>ZE | BERFHGER
|
* 3B Loy B E ve § 1 (SEMI, Dravet's
NO3AX17 syndrome)f % > PR * clobazam % valproate | %% & ~ v PRR %
Stiripentol B2 LA g lEoRE (TR @ % Diacomit 1% | 45 ] 1 250 ~ 500 | iR A T
(AR | P iahip ot nd L $HH T | mg

(generalized tonic-clonic seizure) °

Srdedz ~ A SRR A A2 A R
Y23 A %R et @ 3 Lennox-Gastaut Jg iF 3
ZRERE RAFE R PR L SRl

1.— Sgadh Bs (1) 2 H B R E R G T
ivf > * >t Partial Onset Seizure J & 2 ¥ - Ve dx o 4z ] S PR ik E IR , W AR A ’F ’
Fiof s B B 15025550+ | DT URDRE T2 g 2 i (add on therapy)st i
,ﬂ‘/r‘..‘/‘ \’!F{ l _EF{,‘a’ o ‘fg]. ~ ~ ~ . )
Mz H - By 2)% A3 2o 3
N03AXI1 BEER g L s LA 2 A 9 | 100 mg: A | = Foie i (2% AR BERR 200 F 1 (F)
Topiramate 52 o 32 , 2.5 ¥ DR N H W PR F R 2 oordn L
Fa 3% ~ 8 % Lennox-Gastaut g i 3 2 R | %% £ 2550~ —
LR U ¥ IPPR o o 3R 1T 2 @ B4 5 F (add on therapy) 2t T 5 % = 4
R 2 e 3L BT engf 24 is 2. 100 ~ 200 mg - Eii
BN A2 2 kL b S2F B REJp (Partial =~ R LI
Onset Seizure)z. 8 — 240 5% 3.% 30 12 g 12
P RE IR A
MR d o~ PR AR B A E G v RS | R 4t 250 ~ | L- AR A (1) 2 H B U RSP R G ok
TR e o 2 A SR~ 3 S A L s | 5001000 mg 5 3 :}""fH o FRBTROE 1T 2 3 B4 4405 7% (add on therapy) 2t 1F
F}P‘S% ars;;g;ﬁy@x;f(mﬁ an;y,w;xy} ,fsﬁ”fgi;:@gf:i«@ L HR Rz H- g;,fﬂ,r;% (2)4_—}%up%,ﬁl_;,;\4
NO3AX14 PEBFE)ZEBISRK o R A &2 A | 500 750mg 5 P :;153 ,&Lamg@ﬁgﬁ_,@?@@x T2 B e o
Levetiracetam | 5 & 2 /o $0RR 3 (F(H 5 &7 B § g (PR R & 0 100 | 2.8 e MR E A TR v S R b om B2 R IV

Lgie), PR g EES AR 2
MERERE T LAk RS
ARy R MR DR R

mg/mL ; 3 547 -
100 mg/mL ; /i &%
A TS5~ 10

T T2 BRI
3.¢ PR AR v H s FuRR E R E G o2 A
TR R (2 4 B4 1205 % (add on therapy) ©
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ATC / 4575

4 Ll s B E R | EERALE S
|
GRS 2 LR AEY) 15mg/mL ; AL A VR RRRB LR D B ENTHY 2 -
FERORR GRS R R R R % @& % : (1)$ phenytoin it 5t @& % & & i# L %
TR T2 W RS o phenytoin & £ * * g * v JR levetiracetam 2 5 & °
() i 5 17 (Seizure clusters)2 5 &  3)ER £ 4
i (Status epilepticus)2_ 5 & -
ZONEGRAN i * *t 3725 %= X K IR % 1%
2 H - B ok E S A R INER A (T2 g e o
) PR TR A w3 G PR B B R G Rl b SRR I
NO3AX15 7o ©°ZONEGRAN i * 7 5 pe 3 (T8 3¢ ‘
o ¢ o l ¢ o W4z 0 100 mg | 2o 4 24400 (add on therapy) 2t 1% 5 AT ¥ 4 k3
Zonisamide | & ¥0F 17 1 LH ¥ 42 5 I0EDRE 1T 247 fe it s o - B s
y s | B Z_ - K ‘/‘:/\ o
B 3CRORE F 0 3 R SRR P E 2 2 6 " ¢
FLaE 3 AL
l.- sz AR E & 0 W b R e, E2 T oy
T4 s A R IVERE TEE GO A 120 B %% R 172 i B4 4475 % (add on therapy) °
2 . W24z 22~4mg; ,
NOSAX22 | H AW BSE FL R BT TRy g5 | EIERELE (DRT R SRR R esdl
® R A :
Perampanel | 4 REF A 2 L LRFRE TEH G R | /l L fp NG A 17 2 g 24 425 5 (add on therapy) © (2)12 & 12
B L W isR o mg/m J,;uaa%,53‘&Jﬁ@@;yigﬂﬁ_ﬁﬁxg‘_g%ﬁ%ﬁ
qﬁﬁ%ﬁib%ﬁzﬁymﬁo
AR E A (DA 4/ gk B U
92 g BRIVIACT i * 3% 4 & 12 b B 2580 L2 (1) A o %, =
5 (e h?‘ [F;yg;,fn {$ mﬂjﬂﬁJ St IEA- L B f't‘:}l;;&m_ﬁf
Z ﬁ?:]ﬁ M- "
g4z 0 50~100 | - K iE B4 1475 % (addon therapy) » (2)= p g * 2
03 A3 1 543 © BRIVIACT /Lo if % » 16 i % 12 . Vi\gm 10| 8 Tk R Py} - ) |
m y LB . S
. : F’Wﬁﬁfﬁf’?lf)ﬁﬂ rig o (AW Arz o [Do TR -
Brivaracetam mg/mL ; v PRE | 2.3 BA] 1P AT 16 Fon b )%ﬂﬁyfi}lis ﬁ,_ i Jn,i. E

£ 4 @ * BRIVIACT i1 8fig ih% 2 12) ¢
v R A BRIVIACT if * *t 4 & 12 b B 3%
:}Fg@’i ﬁ?:l)’;‘i A m/r’}% °

A 10 mg/mL

* (1)¥ phenytoin /i & %| &
phenytoin &| (¥ * ¥ & ;2 v JR bivaracetam 2 :Ilis % 0(2):);?@
g 3 7 (Seizure clusters) 25 & © G)ROR € #% &

Z_ - F],%q,}
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ATC A %78

U ARHFT R A HErZE | RERFLHER
|
Status epilepticus ) 2 & ©
TR R 100
N03AX24 ARAT EaTE T ) i e A e
Cannabidiol mg/mL
F’P«/Fiu ?'J‘#/ﬁ—r L 11%%‘?' R R m&)ﬁy}i}%ﬁ,gﬁ s e s T 67—-JEB
FE P FEREL R FERER ORI A~ 4F
o o i * 1.4 phenytoin I &+#|& »c & & ;2 L % phenytoin
NO03AGO1 s AR IR CERARN 2 | e B o s e
R LA ¥ BoR A S Ak r by | T ;%MFWVmWNMﬂL%&°2%ﬁ@$%
Valproate TEMRIE TR I =5 )%F)Miﬂ ° LRI REE - SpE R i . . e T
’ ) ) ] ) € (Seizure clusters) 2 5 & ° 3.8 £ ff & & (Status
R VI SRR R WE P Mgl 87 Wil 1 S I SN WA B llepticus) 2. 7 £,
epilepticus)z. 5 & ©
R &
NO5SBA09 . ‘ . . st .
ERAE ~ B R B R o &A1 10 mg e T AV TTREHRT
Clobazam
NO3AEO1
B o £ 0.5~ 200mg | ke Joit 0 AV TR HRE -
clonazepam
/,"},.\ K § 24 "‘I }_‘4 é = }— sL
NO3AX26 iﬁaﬁ)ﬁr#ﬁ Merv R BEGFT #AH 5 A | A A
Fenfluramine | % > © 314))
NOSADOL | x4 sz - _ PN E
ethosuximide
oy g L (FF G REAAS S R
NO5CM11 #%TFMF' Bare f BmRGFe f Rm s s i | R -
bromides &) -

mﬁﬁwimimé%&#?ﬂ%rﬂ% FREH

poas) [13]

TR RE A TR E

T 5 3% = i‘F'—)f}‘? A )%"fr?}?‘ T2 #Bé/r}ﬁf

FEICGHREHFVELA BT
# % = f 2 Dravet jg iz ¥ (Dravet syndrome ; DS) » & & % — & 2
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E TR (FYRTHRFEER)

*3F4 1 & %% CADTH/pCODR-~PBAC % NICE 2z %{%ﬁizjﬂsz—féi EA
%ﬂii”7:x*’ﬁiﬁiﬁﬁuﬂ'“f%%iﬁjﬁpL%iF**
Cochrane/PubMed/Embase 4p i ~ )gk » VUBF iR & F& B HER e ?x‘ i
2P AR TRRA Y B e

& i FFEp
CADTH/pCODR 2014 & 107 16 p 222 A%B ol 2 5L o
(4r£=)

PBAC (;£:) 2020 # 37 22 B AFERAM 2 TRAFL o

NICE (% &) £2322023 & 11" 28p AR EEAZTERAPM 2R
W oo

e FBEp SMC (FH: W) F A4k Rdrs o+ 2017 & 9 7 11

padiaikipMzFRaEd o
Cochrane/PubMed/Embase = & % -
@‘éi—‘ﬁﬁf#—? TR 352023 £ 10 7 27 p iz o

32 SMC % Scottish Medicines Consortium gt i #4- £ i § 0455 -
(- ) CADTH/pCODR (4 £ %) [18]

> CADTH z. 2 B 4 T 4& ~ B 43 stiripentol » & JE— »3> 2014 & 10 * 16
Pod o EARERAH L =RFL[18] -

(1) LR §28

CADTH *r £ ~ #4 % %&£ A ¢ (Canadian Drug Expert Committee, CDEC )
2R stiripentol & clobazam % valproate & & & * (¥ 5 #ps L F o * At A w
¢ ¢ * clobazam {r valproate » e ¥fr;st > £ 55 B L MR (refractory
generalized tonic-clonic seizure ) % %1% K JE§ & ¥4 h8 528 e v $ R

( severe myoclonic epilepsy in infancy [Dravet syndrome] ) Jat oo R AT EE
AR A S F R REL T R
el A AR IV RL AR -

Q) HEd
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A. % 78T ¥ R 2% ( STICLO-France, N = 42; STICLO-Italy, N = 23 ) % 7+
stiripentol ¥7 clobazam % valproate & & ¢ * » Azt P EEF L L ¥ 5k b

7 & & > Dravet syndrome s 4 SHogrfes (F4F 5

B. ;£** CADTH #%  Z 4 % 4 (Common Drug Review, CDR ) f fz > stiripentol
AR A - BEEE A EETRE A & (quality-adjusted life-year, QALY )
s = & (incremental cost) % $104,491 “4c i » CDEC % stiripentol & %
3T (250 mg/AE/ e 46 5 $6.37 4e k> 12 S00me/E/ ¢ fa 5 $12.73 4o
) A E-JER G R Ak s o

() Tohids®

CDR s 5423 & ¢ 42 fck Dravet & i #5 £ 503 71 @5 % R4S og
¥4+ PR 2% © STICLO-France (N =42) % STICLO-Italy (N =23) - & 3 &5
EAp o ¥ 5 v stiripentol B % F# & & @ * clobazam v valproate s 3
_,"fiuz DB AEES33 I8 ME <60 kg %75 Dravet J iF #op 4 o
# % clobazam 0.5 mg/kg/day & & valproate 30 mg/kg/day m=+ * I - 4 = > £ 7]
W N B S MBS T (generalized clonic or tonic-clonic seizures ) °

BIEFAL Ed - B AFEDEAL HEF PN XL THE D clobazam (0.5
mg/kg/day, maximum 20 mg/day ) ' % valproate (30 mg/kg/day &2 F ); H =% A
B R R (v PRILA stiripentol 50 mg/kg/day &
valproate ) ; B 15 5 — B 7 BN X > L4 3 HFY 48 —‘ﬁ stiripentol ( 4c }
clobazam % valproate) jpf i & iESR M B R ER D EL (5 3B ) By
FRErw (A2 ar BiRE D A 8@k B LERY (532
) ”E’Eﬂ}”ff’ e LR U ag B O PR TEHE SR 0 > 50%n2E v B S 2,
Ep® (%238®7) *&ﬁﬁﬂ“ CRRE T Beh g i 5 3T IR ha @t

Bl 4R T A (% 1B HF) F4pk A ESEPERF ;5.5 >
{dcy o STICLO i# R % & ~ I#%k A8 s 4 2 B ibdets 4

i & * clobazam 2%

STICLO i & STICLO % + 4]
STP % [ STP % A
(N=21) (N=20) (N=12) (N=11)
# # Mean(SD) 9.4 (4.0) 9.29 (4.9) 9.2 (3.6) 8.7 (4.4)
7 1 n(%) 6 (28.5) 11 (55.0) 8 (66.7) 5(45.5)
8 # (kg) Mean(SD) 31.8 (12.7) | 30.5(14.4) | 31.9(11.7) | 29.2(9.04)

- }@J“ (non-responder) = & : & AHipt - FR P % 3B AL EP AR ELELER
w 'F*i?—v FU R 50% 5 FUEOR E AR T RS R E 20 X pOBDRE (Tt B A AR
VR 50%00 5 S A AR R TR B AT S0% 0 2 AR 1B P RORE T
THAT IR o
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STICLO i# & STICLO % + 4|
STP % R STP % [§ A
(N=21) (N=20) (N=12) (N=11)
T A A (A T eh
)
5% B LSRR
H il 4 1 4 5
B iR 18 19 10 9
PRI IREE- 11 9 3 5
UL 10 11 13 11
@ 2 4 1 1
AP LEEER | 17.9017.3) | 18.5(17.0) | 33.6(28.2) | 27.4(28.6)
7% 1% 3 Mean(SD)

TR KR 4 £ 5 CADTH f24 % & 47 £ [19]
OF £

A.STICLO-France ® # 9 (45% )~STICLO-Italy * 3 3 =(27% )i * stiripentol
SRR A R Y D B BRORE (0 R A% BALLG A S
EZR 30— = arE $(clonic) s 53 B "L ¥ (tonic-clonic )4 Er( A 3F 2 p & )e

B. Stiripentol :% ¥|/5% & & (responders) e A R AT I - SR

B e

a. STICLO-France : stiripentol &7 3 15 = (71.4%) > < @#e? 3 1 =
(5.0%); A 2ok 28 5 66.4% (95% CIP 42.2% t0 85.7% ) °

b. STICLO-Italy:stiripentol &7 5 8 +(66.7% )> &% F# &? 5 1 2(9.1%);
BEFAREAR S 57.6% (A2 95%CI) -

C. Stiripentol J & BEp # 0% = 1 " B Jp A (T > 10 S0%hE iR A v
TRt R F R A e

a. STICLO-France:stiripentol 2. ¢ 3 15 (71.4% ) % &l e ?® 3 1£(5.0%);
P <0.00002 -

b. STICLO-Italy : stiripentol ¢ 3 8 = (73%) > * @& e? 3 1 = (11%) ;
A3REL PE o

CARFATHEF RAEE I A2B FRHIRE 2 PPEPRN 2L MR PF T e A
I AR RGP 50%0 S FIRORE R RN RR S LR BRI 20 2 P R Tk
S AR H 4 50%00 b 5 g AL AR R TR B e AiE S0% 0 F AR N - B
PN BB T ok w I A A o

P Confidence interval » i ¥ %
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BETBEE - B SRR (T e B R

S

a. STICLO-France : 7% stiripentol e civfgype 3 (7% Hi8_17.9 K> 3 2.7 =% »
% A e P E4E_18.5 S 4 D 23.8 % (A B p E£<0.001)-

b. STICLO-Italy : % stiripentol & s g3 (7= #i€ 33.6 T " 8> 4.7 = » &
XA e EAE 274 B D 29K (B e/ p E<0.05)-

AR AP o stiripentol A BER B % - B0 SR 17T Boe o iRy

X A e

a. STICLO-France : 7% stiripentol e civgype 2 (FX $#i€_17.9 > 1 5.2 % »
A% A R EE 185 K0 3 13.8 % (& R p E<0.002)-
b. STICLO-Italy : #_ stiripentol e crvgp % (T=x #/& 33.6 > 1 9.8 = » &

LA e EAE 27401 167 & (B 2R &

¢£ 2L 1

ST L

MEid)e

STICLO 2 STICLO & * 4
STP X A STP X A
(N=22) (N=20) | (N=12) | (N=11)
3R (BERIRERF 9/20 (45) 0/16 3/11 (27) 0/9
TF n/N(%)
3 FRBE Y 5 /N (%) 15/21(71.4) | 1/20 (5.0) | 8/12(66.7) | 1/11 (9.1)
2R ELR2%O5%CI),PiE 66.4 (42.2 to 85.7) 57.6 (NR)
P<0.00002 P=0.009
FZBIEREFITFREOS 15/21(71.4) | 1/20 (5.0) | &/11(73) | 1/9 (11)
50%n2 g p A4 n/N P<0.00002 A & 3 (NR)
(%), P &
AR Tt PR
A8 (% 1 )m(SD) 17.9 (17.3) | 18.5(17.0) | 33.6(28.2) | 27.4(28.6)
Er#(5% 2% ”?)m(SD) 2.7(4.1) |23.8(36.6) | 4.7(7.3) |29.0(35.6)
(n=21) (n=20) (n=12) (n=11)
¥ lvs® 23" ,PiE <0.001 <0.05
BEa (% 3 ®?)m(SD) 52(7.7) | 13.8(7.3) | 9.8(10.0) | 16.7(11.3)
(n=20) (n=16) (n=11) n=9)
$ lvs % 3®",PE <0.002 & k2t F B F(NS)

FAL kR : 4 £~ CADTH foik % & 2R 2 [19]

G) £F (F2p2aIR)
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A GBI - X PcE? A F # (serious adverse event) e £ 1 B

a. STICLO-France : stiripentol £ 5 28.6% > &% &2 5 15% o
b. STICLO-Italy : # fc® 7 2% 24 2

B. 20 dRE - 7 AT 4 o bl

a. STICLO-France : # stiripentol % % 100% > %% &2 5 45% °
b. STICLO-Italy : % stiripentol % 5 83% » &% & 25 27% o

C. 7% 2% 2 i¥d35%

a. STICLO-France :

. stiripentol 2 5 4.8% > &% & e 10% °
b. STICLO-Italy : %

% stiripentol £ 5 8.3% » A% & 2L 0% o

D. &= STICLO-France :#5 ¥ - stiripentol % # ¥ 43R 2 97 2 F 2 & é“’ﬁ P
(drowsiness) ~ & 5T '} (appetite loss) SEREECE R A STICLO-Italy EE R

stiripentol TE R “” pE-(sleepiness) ~ 7 & L&t

w o Ay R

(behav1our disorders ) ~ #& & f§ o

STICLO 2 STICLO # = 41
STP X A STP X A
(N=21) (N=20) | (N=12) | (N=11)
? 2 F #(AEs)
FAE- 3 2FEF N%) 21 (100) 9 (45) 10(83) | 3(27)
¥AAAEEZ (>10%)
*§ PE(drowsiness) 15(71) 2 (10) NR NR
F’%’ pE(sleepiness) NR NR 7(58.3) | 1(9.1)
WEEE b 5(24) 0 2(16.7) | 1(9.1)
(hyperexcitability/agitation)
st 7 % (aggressiveness) 3 (14) 0 2(16.7) | 1(9.1)
L 5k 4 T (hypotonia) 2 (9.5) 1(5) 3(25) 0
£ A% 33 (ataxia) 3(14) 1(5) 1(8.3) | 2(18.2)
¥7 4 (tremors) 3(14) 0 0 1(9.1)
8 #5 T "% (appetite loss) 7 (33) 1(5) 6 (50) 1(9.1)
v o /rR ek (nausea/vomiting) 2(9.5) 1(5) 3 (25) 0
€ T % (weight loss) 6 (28.5) 0 2 (16.7) 0
£ 3 & (weight gain) 5(24) 4 (20) NR NR
RIS Ty 3 (14) 0 NR NR
(neutropenia)
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STICLO 2 & STICLO % = 41
STP & /A STP X &

(N=21) (N=20) | (N=12) | (N=11)

BE # 2% 2 (SAEs)
- BREF AT N%) 6 (28.6) 3(15) 0 0
¥ 2 SAEs B E AR BE R AL 2
(SE) ~ BcE7f |~ 24
pho/ i 3k 4| R £
MR E R | FAR R
SRR T | F RER
Bi7a A | #IiF

"

2%, N(%) 1(4.8) 2 (10) 1(8.3) 0
9% R T SE e it *f P T
SAEs o
EiS

FAL KR ¢ 4 £ CADTH T2k § & 4% % [19]
6) #®idmE g

A.3#% ¥ clobazam ePH|E | 5t4e £ X TRfk - & % uE kAR o A stiripentol 5
4v clobazam % norclobazam (clobazam & £ X #t ) = ’J‘ e kR Vo
PR Y stiripentol i 2 o Fpt > AR X 4 £ X fRA& TR * clobazam |
7 m.flis A @ o or2 stiripentol iF G B BY ISR TR S E ALR ELF P FE D o
B. Stiripentol ¥4 m* ¢ % P450 (cytochrome P450) F # fi# (isoenzymes) * &
W RERECFRRESOL RRAE > 2 TRFAFHE -
C. »E e 7 ek Al > "G 38 itk 24 5 @ o Dravet Jg i 3
LF LA R T B g & F PR
D;*%“%E%%‘d x’;éjﬁ/ FEJ& i piEp TiesE pié‘ R (TR 5 o pt 2 3N en
HRAGREF AR -

(=) PBAC (&) [20]

> PBAC 2. o> B 4 | 4 ~ B 45 stiripentol » & JE - 3> 2020 & 3 # =4
fAKE AR 244 [20]

(1) %

PBAC 2™ f§ i* % % & 7 ;% (the Authority Required ( Streamlined )
listing)) % 1 stiripentol * ;5 &2 B s2 8 B € v 8RR (SMEL ™ %
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Dravet syndrome ) 7 B s> 2453 3 "L % 4] (generalised tonic-clonic ) £2 "L % 7]
(clonic) s 1% » & & d W SUnR @ § 32415 dup L e

@) oA B H iR

A A i 2P s g3 2 PP L RAROR - T X benzodiazepine fr
valproate 7o {5 BgJp 7 A B % 424 0 1 E

B. Stiripentol & 7 i¥ 5 benzodiazepine {v valproate i B4 ;5 R o
(3) PBAC 3% 4L

A. PBAC 23| ¢ & * 5 & i ¥ 5 (multiple anti-epileptic drugs, AEDs ) {7
FH S RER - RO Hop Ao Ot e R B L G TRk g R &
7% % stiripentol B PR N AERT LG 2 AxxF o PBAC b £ EATFR =
% B ¢ (Economics Sub Committee > 2 * #§# ESC) & 2 > ‘a.‘u?:» stiripentol
LR v BT E AR L% 2T A o

B. 7% stiripentol & {8 ;%8 % 5.25 7 % (TGA approval ) # » j® i"""-‘}ﬁa A )‘]*u ¢ ik
$rulia ~ 4] (Special Access Scheme) P~F & &> @ § % @ 4 £d 22 F
[N

C. 2019 # 9 * 13 p Stiripentol ** ;2 E+% /8 B 5 17 185 00T §A52 g 8t
e 8 E B oy B ER (Dravetsyndrome ) §OBE 2 2 E s B L
Al g2k P AR 0 ¥ 2 benzodiazepine (i ¥ % clobazam ) ¥ valproate iy %
AR AR e R #5353k ¢ (Advisory Committee on Medicine )
ot RBEREY REBREL - Ko Rm PBACH - 18 3 Ww =it
F 3T 82 o A X stiripentol Jp fy BRI A 22 Valproate fr clobazam &
Bink o His ¥ L& H SR E & 3 topiramate ~ levetiracetam ~ valproate
clobazam ( ¥ 1 %] ¥ stiripentol & & ;2% ) [21] ° F#* » PBAC 325 & i i it
)f%*&% stiripentol ’f ¥2 benzodiazepine, valproate & 5 & * (PBSI¥ K %

clobazam ) -

D. PBAC /% & stiripentol ¥+3% % # i A e TR IS R R (standard of
care ) LB RE S 2 H @ SR & (AEDs ) 2 % 11 valproate (VAL) %
benzodiazepine 1% 5 # B4 5 cynfk > 3N o ¥ — 3 @ 0 & stiripentol J5 R & BT
BoRNBEARARTRE  BET 2 BR g m A D 25 R
¥R i % 2. % E.P| ¢ 3 topiramate - valproate - levetiracetam o

E. ¥ #5E@yFed hfp  #85 184& » £ PBAC33 % SMEI 4
ACEFER G o e qphk P UGG 18 T 3 ¥ i * stiripentol ¥ 7 i & 0
BB T AR T E B o

F. PBAC 7 ¥ REF 3F 5 chdumg R £ 5 fois > ¢ 35 topiramate %

4 Pharmaceutical Benefits Scheme » £ & =% 143+ %
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| o
\\\Xr

levetiracetam » ¢ _& if ehi & %% F.o Rm o L g h %k ¥ 3t SMEI 4
E LG U @ FEER A E & (& E valproate {r clobazam) ¥ i TRk v
FAeS AR %4 5 - PBAC /L LTI SEMI 5+ & 7 B Z & @ L8
FEA BB APE > TR ESC eahd Lo 3k stiripentol £74 AL
2oF Yy o e (T L BT stlrlpentol g e o Sl (A U R e
ﬁi;F.’”":F‘JL °

G. ESC dp &t » SMEL 5 4+ "2 7 2 S fap 3 WL 7] &0 2 S 420 R ARDR 3 £7F
FE VARG RS EADRERY FTERY f;?" RO U G N b S U
7 ¢ PBAC LTI R R

H. PBAC ;& 3] » f@? STICLO #3% ¥ X [ eits :}Iis A 3% clobazam #| & 7
% (sub-therapeutic » * E B HE )> & 4 & focdpie e 7 2 Ll $4)

2 T L ALRER 0 ST clobazam frH E R Fr (norclobazam ) s

J" POkReE B A7 8% AR stiripentol frkF Rt E A o F odds
ratio 51 & p 34.5 [p<0.01]*%# & 18.2 [p< 0.01] » PBAC 733 5 stiripentol
2% AR AR R B %iﬁ'ﬁ °

I. STICLO i#5 &% &g Ap> 2> &% - 3 ? P& stiripentol 2 )3 72%% 75%
g A i B RS50%BORE (TS S PBAC AR Y PR v bt i
3 %% 5% ot stiripentol (5 57 7 0 22%3 80% ) & topiramate (7% 7F >
20%3% 78% ) ~ levetiracetam (3 3E#7 7 > 11%3 64%) = 8 = & i% & Mfdeip
FrenZhl AT T S % 0 - RePBAC 3L 5 o Hedp 7 4 35 %5 i stiripentol
guEiR o

J. PBAC /1 g Fl4ps>t = & (& * valproate, clobazam ) % - stiripentol ( & *
valproate, clobazam ) 2 f %«ﬁa fh A S EE R LE o & stiripentol & >
¥ E Ay fl- R oo F #EOTEsk N Bl $® > PBAC F & ESC Rk
LRS- i st1r1pent01 B2 AT SFERErOHE 2 BLE
¥ F 2 A m’)}é‘_% °

K. PBAC 4% & % F#L ¥ $3% stiripentol 03 5 & * £ > ¥ 335 stiripentol £_*
feipfrm F AP R i 4 & stiripentol {6V RS T RALR R
T AFast P e d a7 a0 iR o

L. Stiripentol £ % & (% & * valproate, clobazam ) 2. ‘' #2582 % > M i
4’% z 41\719 oot

sns o | e 1P ¥ R *& RR ¥ /100 *° b *& # RD
(95% CI) STP | PBO (95% CI)
B 2
3 Aol
STICLO-;# 15/22 | 1/20 | 13.64(1.98,94.09) | 68.2 | 5.0 | 0.63(0.42,0.85)
STICLO- % 8/12 | 1/11 | 7.33(1.08,49.58) | 66.7 | 9.1 |0.58(0.26,0.89)
Yol e | 23/34 | 2/31 | 10.5(2.7,40.8) 67.4 | 6.5 |0.61(0.43,0.79)
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¥ B %4 RR X £/100 +* k% £ RD

R STP | PBO
(95% CI) STP | PBO (95% CI)

F32
CLEERS 1
STICLO-:% 21/21 | 9/20 | 2.22(1.37,3.61) 100 45 1 0.55(0.33,0.77)
STICLO- 10/12 | 3/11 | 3.05(1.13, 8.29) 83 27 ] 0.56(0.22,0.90)

SR8 247 | 31/33 | 12/31 | 2.43 (1.55,3.81) 94 39 1 0.55(0.36,0.74)
*h P
STICLO-;2 15/21 | 2/20 | 7.14 (1.87,27.34) 71.4 10 | 0.61 (0.38, 0.85)
STICLO- 7/12 1/11 | 6.42 (0.93, 44.16) 583 9.1 ]0.49(0.17,0.82)

SLE 47| 22/33 | 3/31 | 6.89(2.29, 20.74) 66.7 | 9.7 |0.57(0.38,0.76)
STk
STICLO-:= 7/21 1/20 | 6.67 (0.90, 49.45) 33.3 5 0.28 (0.06, 0.51)
STICLO- % 6/12 1/11 | 5.50(0.78, 38.76) 50 9.1 |0.41(0.08,0.74)

S A4 | 13/33 | 2/31 | 6.11(1.50,24.90) 394 | 6.5 |0.33(0.14,0.52)
WET
STICLO-:= 6/21 0/20 | 12.41(0.74, 206.86) | 28.6 0 0.28 (0.09, 0.48)
STICLO- 2/12 | 0/11 | 4.62(0.25, 86.72) 16.7 0 0.17 (-0.04, 0.38)

RELYT | 8/33 0/31 | 7.73 (1.01, 58.85) 23.7 0 0.24 (0.10, 0.39)
T4 %k : PBAC public summary document-stiripentol[20] ° ‘ﬁﬁ’i’, : STP : stiripentol ; PBO : % &
Al CI: i3 # % ' confidence interval ; RR © 4p ¥+ & '& & relativerisk ; RD @ b *& £ risk difference °
V‘%’Eﬁi,‘% drowsiness # sleepiness © * : B L BFF 12 B > §F AP G FAERE FHEI(E0R
WSRO (T 2R A A A 0T RIVERF 1) 0 2 STICLO & iy salg & e 7 245
LR ARORE T e

(Z)NICE (¥ §)

£1 2023 # 11 % 28 p ok » & NICE 2 = B 3 | & » B 45 stiripentol » X
LEEAFEAM 2T ERL[22]

(2) 263 HTH

R T
(1) SMC (@&# )

3 SMC 20 = B 4 | 4 ~ M 45 stiripentol> & - 32017 & 9% 11 p =
F o B A RAPM L F AP HGERF[23]

A. B iER
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SMC 3k # stiripentol & * ** NHS #¥:## » il ok 5 "% clobazam %
valproate & iH & * 1% 5 @ B2 /5F » * At A m ¢ @ * clobazam v valproate 75 2
B gy B d e 14 (SMEI Dravet syndrome) » e 17 & it i & #2435 14
REBEH T EEHRR G 4 0 BHIZD S 43 K d S 7 clobazam
% valproate ;s v e & 7 I 55 4 SR et (7 SMEI }ﬁa:ﬁ_ s FREANE A &
& @ * stiripentol ¥ 5 clobazam % valproate 2 #f B4 5k > v Si3t 1 BEF U
e

HRAL (T % 284

a. Stiripentol % ** 2001 & T j& 17 EMA ( European Medicine Agency) ¥4 #% 52
g o ¥ ivE- 23 SMEI i g eh#E 5 & SMC =& % T ¢ 3t NHS
Scotland %8 s # & * o

b. SMC i3 STICLO i 735 W% 2 & e 3 LR A& > L L $A1E0R
B DAFRE S iR TR L L% B I EF  STP-1 &
STILON 4 Wit k- £ & 5 & ,r.'f,%* sk F Py 0 2R @ o stiripentol Jp fr ¥ 12
% i¥ (psychomotor ) £ 3247 it 3 B (cognitive development) £ F 3 B2 581w
EFHRT EER o

c. SMC 4 ! sitripentol e7f# k= :#5% 233 I8 FKRZE > ¥R A Z 3 RMNT N
P R F 3 AT IREET 5 SMELJE A 0 P B BT £ Rk
FERY%G T L_Tf EF % ir B E‘T 14 stiripentol i {7 #8575 R o SMC 22 3% ot 3%
s Ji ik PR 7 H (summary of product characteristics ) TR o

d. SMC i 5 stiripentol £_1% 5 4 153 FURR 2 &2 't o o FIU Tk

L g
2. RFFHEARE © pR
(1) &=
AR 2 * > 30F Cochrane/PubMed/Embase T + F AL R 2. 2 j2 P 4o

7/

T 7] PICOS M zd0F i5it » TiF S L A ERITELHiEET 2 P A
¥ (population ) ~ ;% = ;* (intervention ) ~ % »x ¥ P& & (comparator ) ~ F »<ip| £
in % (outcome) % #7333+ > 2 (study design) » # H0F i i FIL 4o !

Population Dravet syndrome

Intervention Stiripentol

Comparator FRV ]
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Outcome 3K T

% = B AE % % B 2 % (randomized controlled

trial )~ % s }]?e w R (systematic review )~ tt &

Study design

/47 (meta-analysis )

% pe + it 2. PICOS » i% iF Cochrane/PubMed/Embase % < 1;%’”?’“‘#& » 3% 2023
&£ 10 7 27 p 2k » 2“Dravetsyndrome” ~ “stiripentol” i » B 4 F & (T HF > F
Rk -

(2) F %
AT R AR

%> PubMed ~ Embase 4 %W|3F 3| 12 2 37 K "€ ¥ R #FE% » »> Cochrane
Library $0& 3] 52 jg 3¢5 > Qi L TR EATEF & B - 207 247 ~ 75m L
iiﬂﬁiﬁﬂﬁﬁﬁiéﬁﬁ’iﬁ%%@%lﬁ§$%%%$égzgé
Je o & 8] 5 STICLO-i# W3#5([24] » 2 STICLO-i B2 & < I35 & # & 41 (&
FEFER) [25]

B}&ﬁéﬁwﬁﬁﬁgbﬁ

%+ PubMed ~ Embase 2 Cochrane Library # %3 &F 3] 11 2 42 § %2 3 K s st
By prw R T A ATAR N Y o BT TR R B 2 LA Y
o B 4K A RE R ER R R & A IR B 2 g e
HRR 22 FURR 2 47 [26] ~ R & 4 9 8405 Dravet i i 3@ ok k£ 2
M2 B 4ot §[27] ~ FURR #F 4 0 245 Dravet g i B s E & 22 R
& 4 15[28] ~ 2 Dravet Ji i ¥ % 4= /0 4" 18 H PR AR P R L E 4 47[29] -

FL LRSS o 0T gpi STICLO 3% » 1% 4 B4R A=

ASTICLO %35 [24,25]

STICLO )k 7385 = % AIHE ~ R ~ 57 why = i lss -
2B 0 STICLO-France 5% 2 % Jf =+ fedicf[24] ) @ % it 4 & Fop L4
P e S4R2 & & ¢ © B STICLO-France ¥ STICLO-Italy %% 2 35 3k 3+ 2
W E R 0 Ft AR AR A0 2023 & 2 sksk & B A 47 BR[25]

B rclicdy ko & e 4 172 (intent to treat> ITT» & b & 47 50 » 975 X2 F )
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3 14 &34 % &~ 47 (per protocol, PP » % = )%ﬁ_—'ﬁ Ao R IERE T
W feR Bt ol (ROME O 28 2 250%) § A8 ch® 1t 0 7 & RFIR# I+
FU>T5%3% 100% (TP A 3 iF seizure-free) 35 o % T RAcis & > Ko7
stiripentol Jof & ke BiE o AR E AR ey B RF LR (AT
L ALy

ITT PP
STP PBO STP PBO
GTCs % iT#p 5 1= (Ap# i)
P —84.4% —5.8% —87.5% —6.5%
T —66% 4.3% —71% 0.2%
P iE p<0.0001 P<0.0001
U R AR A TR >50% | 69.7% 6.5% 74.2% 8%
P iE p<0.0001 p<0.0001
# 0 GTCs 3 T84 F>75% 54.6% 3.2% 58.1% 4.0%
P iE p <0.0001 p <0.0001
ErPs- B PRFaE GTCs % 36.4% 0 38.7% 0
13 PE p =0.0002 p =0.0005

Tﬁ P GTCs @ 2 £ 1438 B L $ 4 1% generalized tonic-clonic seizures ; ITT » i 5% & & & $7%# »
PP : # &332 £ 47 % ; STP : stiripentol ; PBO : % 4|

B. i 3uft= Ip‘% ¥ g — Antiepileptic drugs for the treatment of infants with severe
myoclonic epilepsy (Brigo, 2017) [26]

LB G 2015 #E A &k St é}*kw;éj% { F7H% & P e Vg stiripentol £2
Hu g%y (¢ H2AMES) ﬂ‘/rh?‘ Dravet Ji i # iy 2 & ff < 2 o & %
&2 2016 # 12 7 20 p - % ~ LS HRER DT HE T 738%
- BIURRE S 2 b f E R e X RIS A i AR o R
Apths M TR 50% M~ @RRE (T3 LF 2 T ARR 62
&8 o t# 3 d Cochrane 4! F ©

b

z
L
2L
=%
2

L
Ao

S % B74 0 stitipentol ¥ & BESG B HBEEK VTR AR
stiripentol 5 8 §1 PR 3RS (& 64 ¢ fa“_) ' iE WY G AP AEIELR R o
REL LI TEL A 2 #E v STP ‘e (T4F 3 "% ™ 50% 17 F v b kg
Fw (22/33vs2/31 5 RR=10.40 > 95% CI12.64 t040.87 ) » & faip % (T bk ¥
B (12/33vs1/31; RR=7.93>95% CI1.52t041.21 ) i3 385" 5| 2 fF & &g
A3 (2/33vs8/31;RR=0.24>95%CI10.06t01.03) > - RF%EMPrrdR2 2 2
¥ 2 STP 25 7 L F &y iR 3% @& 2 (100% vs 25% ; RR=3.73 » 95%
CI 1.81to 7.67) - 1245 GRADE #-# > -'},%:ax;fﬂ %%eﬁib%\w%’ré LA SR N S AE
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o

C.F # ' #& — Comparative short-term efficacy and safety of add-on anti-seizure
medications in Dravet syndrome: An indirect treatment comparison (Devi, 2021)
[27]

%

BB 5 3 Dravet J i ¥ & * o 2 b p £ F (add-on anti-seizure
medications ) 4P $HR pe & 2R R E S TR BT Y - A R opondp ik
(primary efficacy outcome ) 3 s (F4F 5 ' 11 50%17 b~ & 2R E IR
¢ dien? 2 F ¢ (treatment-emergent adverse events, TEAEs ) o 12 #g & 3zt
(frequentist approach) & H E H 2 FREHRT & M LB (networkplot) - £ &
A FFE T AT 5 ff (surface under the cumulative ranking curve, SUCRA )
P-score & (T A o (T E T EBE W T & KR -

5MNE PR % £ 565 & Dravet g i 3 4 (#8410 220 ) X%

REA| & 0T iz~ a8 % $ (stiripentol ~ cannabidiol 2 fenfluramine ) o 4p #3t 4r » %
BA e 4o r gz A2 LHp fp e ' 5 %8 K30 35128 1T (convulsive seizures )
#E 5 > B¢ o stiripentol F # B 5 5 "F 1w $5 18 TTHE & 50%4 + (stiripentol &2

cannabidiol 5 & 1* OR=20.2; 95% CI: 2.1 to 198.0 ; stiripentol #? fenfluramine
e OR=2.73;95% CL: 0.25t030.21 ) » 12 2 5 # % # 5% # = TEAEs (stiripentol
£ cannabidiol 57 OR=53.9; 95% CI: 1.4 to 2079.8 ; stiripentol ¥ fenfluramine
OR=21.70; 95% CI: 0.48 t0 985.70) » H =t % % % fenfluramine > cannabidiol - @ %
4 BcE€ TEAEs 8% i & & st1r1pent01 » cannabidiol » fenfluramine - d *% stiripentol
W2 AET AN I N AV REEDER FRTDEERF -

BE FR gt B 3 | 3 % R fenfluramine % stiripentol 3 #F i fr 2% i
fenfluramine § §o4# % 2477 T > i TEAE- ¥ - = & > cannabidiol e »c4p
g 23 Jid TEAE 5 M > R FEMa 5 > SRR F A5 i
BB~ P 2 FURRE 4 F 9T A oo B ¢h o stiripentol 2. fRk ik d T A E
P G AP R e A BT R T RS Z T A

e FE S o

D. & 3= IF‘% ¥ AE T 3 & 4 7 —Efficacy and safety of adjunctive antiseizure
medications for dravet syndrome: A systematic review and network meta-
analysis.(Wu, 2022) [28]

~4

W B 5% Dravet Jg i ¥ i@ * i 2t Fugp # 4 (stiripentol ~ cannabidiol
fenfluramine % soticlestat) #p ¥ »c2 & 2 M enF iV BT > A B ER S
AT RES R ERES 0 &2 MES s R A & 4 #7 (random-effect meta-analysis )
W g B 23N 4 W A7 7 (open-label extension study, OLE) = i & J »cdp 1% 5 Bop 4 1%
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—

F‘~

=
Ja‘»

PR S50% M 0 & 2 gtk A e R R A F 2 (adverse events , AEs) #
4 &z & 72 2% & (serious adverse events, SAEs) # # & » ¥ 17 SUCRA # &
PR AR e

S

7 RS 634t 4 o~ A7 0 SUCRA 1 % B dp 00 %

oo DINw 3F EE L LR AR F R MURR A IFHE 0 soticlestat (T E L G
R T & 50%12 + (soticlestat ¥7 % & #| ek % vt & RR=19.32; 95% CI: 1.20
to311.40) > # =t & stiripentol fv fenfluramine  Stiripentol 4p %4>+ K #p e 2 1€
#E %% 1 100% (RR:12.33;95% CI: 1.71t089.17 )~ ixfe i o P B 4 2 F 25 4
F (RR:3.73;95% CI: 1.65t0 8.43) % & # X 25 4 & (RR: 4.76; 95% CI:
0.61t037.28) e F B g - ¥ - > 5 » 2381038 OLE#= 7 £ 1,121 2 I
AT R E A S SRR MR TS S50% M PSR LRE G
fenfluramine (0.715, 95% CI: 0.621 to 0.808) ~ stiripentol (0.604, 95% CI: 0.502 to
0.706), cannabidiol (0.448, 95% CI: 0.403 to 0.493) ; # 2 F # F R 2 & K 3
fenfluramine(0.832, 95% CI: 0.795 to 0.869) > cannabidiol (0.825, 95% CI:0.701 to
0.950) - stiripentol (0.823, 95% CI: 0.707 to 0.938) - soticlestat (0.688, 95% CI: 0.413
t0 0.890) = d ** stiripentol #k * #cilf | » B %k PMFEiE € L L o

R A 2 o B3 518 % B ot cannabidiol Rk : & 2T TH B 3
g FURER # 0 @ soticlestat ~ fenfluramine % stiripentol ff sttt Z B 2 % 5 (e
soticlestat f- fenfluramine g $+% 2> » P B H B L W FK 3k X 2Pt R B S - Ko

E. s 3% /f’c ¥ ER T 4 %30 & A 7 —Pharmacotherapy for Dravet Syndrome: A
Systematic Review and Network Meta-Analysis of Randomized Controlled Trials
(Lattanzi, 2023) [29]

R AR e RS & 17 (network meta-analysis, NMA ) = fugp 2 4
(antiseizure medications, ASMs ) 7% Dravet Ji i ¥ et s 222 @2 42 o A7 3
% 4 % p Universita Politecnica delle Marche( Marche Polytechnic University, Italy )-
PR FRRAL 2023 & 10 o o TR HE R A E R T TR
TR DU - B ES AR e A S H 6 ASM- &4 ASM 7 F
E‘f' € /o Dravet Jgig # a7 3 o Focdpth s IF p & A Ap  mpE T8 &
FoRt 50% CRoRF &) M2 2 100% (&R (F) @ ttdgthe 29 03 %
be Tf'] FAEed AF E b s B (effectsize) M FhHap it A7
7o
8 75 & R AT R = o~ 680 Lo 4 o RSk F W i 24 s ¥ & (active
add-on treatment ) % # % 3% % 5% A #ick W] 5 stiripentol (2 385 33 4 )~ %5 2 5
cannabidiol( 3 &5 228 * )~fenfluramine hydrochloride( 2 :#2% 122 + )% soticlestat

30/57



112CDR10065_Diacomit

(13226 4 ) & * % &% 271 * o 3% &7 cannabidiol +* fenfluramine 7
R A B (%5 5 v OR=0.20, 95% CI: 0.07 to 0.54 ) » stiripentol ** cannabidiol
3 B R F B (OR=14.07,95%CL: 2.57t076.87 ) > % I+ ASM ¥ &+ & fap 3 (F
F @ E ¥ AR - Stiripentol ** cannabidiol § & M F F)ix P12 d 4 b 2% (drug
discontinuation ) (OR=0.08, 95% CI: 0.01 to 0.61 ) » cannabidiol ** fenfluramine 73
i F g4 Eea 2E 2 (OR=0.22, 95% CI: 0.06 to 0.78 ) - stiripentol #p $& 3
cannabidiol 3 # B h '& % 2 T ® AE(OR=75.72,95% CI: 3.59 t0 1598.58) » e % %t
& & 7 PURR % 47 05 f Dravet i ik 3 20 Ap o 3 2 a2 M Bcdpdg & 4o fs &

| stiripentol | cannabidiol | fenfluramine | soticlestat
BB £ 5% K>50%
stiripentol — — — —
cannabidiol | 14.1 (2.6, 76.9) | — — 10.4 (0.5, 199.6)
fenfluramine | 2.8 (0.5, 17.8) | 0.2 (0.1, 0.5) — 2.1 (0.1, 43.5)
soticlestat 1.4(0.1,38.1) | — — —
% J A 31.8(63,161.2) | 2.3(1.4,3.7) | 11.2 (4.8, 26.5) | 23.4 (1.3, 432.0)
#& FEpd it (seizure freedom )
stiripentol — — — —
cannabidiol | 6.4 (0.4, 100.7) | — — 1.0 (0.0, 39.0)
fenfluramine | 4.0 (0.2, 82.2) | 0.6 (0.0, 164.5) | — 0.6 (0.1, 29.9)
soticlestat 6.6 (0.1,318.9) | — — —
= A 19.9 (2.4,164.5) | 3.1 (0.5, 18.5) |5.0(0.6,42.9) |3.0(0.1,77.2)
% ot 325 % (discontinuation for any reason )
stiripentol — — — —
cannabidiol | 0.1 (0.0, 0.6) — — 0.2 (0.0, 1.6)
fenfluramine | 0.2 (0.0, 1.2) 2.1(0.5,9.7) — 0.4 (0.0, 3.1)
soticlestat 0.5(0.0,5.7) — — —
& A 0.3 (0.1, 1.5) 351.1,11.0) | 1.7(0.6,4.6) 0.6 (0.1, 4.0)
FPREEFIF
stiripentol — — — —
cannabidiol | 75.7 (3.6,1598.6) | — — —
fenfluramine | 16.4 (0.7, 386.1) | 0.2 (0.1, 0.8) — —
soticlestat — — — —
X Rl A 121.2(6.2,2356.9) | 1.6 (0.8, 3.2) 7.4 (2.5,21.6) | —
BE7? AR gFs &
stiripentol — — — —
cannabidiol | 0.3 (0.1, 2.2) — — —
fenfluramine | 0.7 (0.1, 4.5) 1.9 (0.7, 5.6) — —
soticlestat — — — —
X A 0.7 (0.1, 3.6) 1.9 (1.0, 3.6) 1.0 (0.4, 2.3) —

FH %R ¢ Lattanzi(2023)[29] © % o P B ® 5 1 5%k B0 (OR)E 95%% 47 F 7Y
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BRI PR RS & AT R WG SRR % &inf Dravet Jg i 3 B Aot
&ﬁ%wm%%ﬁ%é%(Mﬁ)%.,*&%ﬁﬁLrg%uTmﬂ,é%
soticlestat W40 » — 38 RCT @ ** & F N 8 % ¥ » ¥ soticlestat #h7 2 F i #cdp
# Dravet Jg iz 3 % Lennox-Gastaut J iF # 5 4 F12* A » NMA - e il @
TN R AR T FV g SR ootk g T4 R R T 7
PHFEE AT ERBEE S BRI P dER AT A3 RAR %
e igat Rt d WEXPRDHE P b L RERAT ] KL B G A
B2 TERMERE T HTETFHR o ¥ E s b Ulheif B
PERE AT AT S5 dald s P i Ty WA S Y T 0 4 & 35 Dravet
JEEF A A/ A e

BT

(1) ERFREZTH

EHRE LEF T P 58 PubMed T3 FAE 202021 £ 129 8 8
2 T Dravet syndrome | £2 [ stiripentol | 7 5 M43 2 (740F > p » 16 L2 2+ %
R & > 2 w%F”vﬂD1M30%]¥+ﬁ¢ S gL flieiFa
STICLO :#5% (STICLO-Italy) 734 ¢ 4 & [44] > £3- 17 £ ?)’;k c B P s x3 11
i v}EJc,? wom LR AT TR R ST A 3 [21, 30, 31, 33, 34, 36-38, 40-
421¢ 1 78 2 W4E 3t Dravet Jg i ¥ 2. w #4877 [35] 0 d i ?}5%7 3P
2t o stiripentol 22 H 8 Joh A X FH LR F A X 2o AL T VSRR
25 %t h A% F SR % STICLO # § wwv$p4M] R Y
EF R @Qw*ﬂmd’—*“%@%ﬁoy 2ﬁ¢ﬁéﬁ%ﬂ
rEF DG P o s BN T EER (STP-1) 28w @ =3 [32,39] bk’ 1 H3RZ
*MWW@N2H$%(SEV)17%Hﬂ,wﬂﬁﬂ%T’@ﬁﬂﬂ$%kﬁ
F5 TERREGE 0 f A XLMER T AL FEAMES -

STP-1 #5852 AP AEF2Z =28 3¢ o (11 RO~ 22NEH R ~ BN iT
¥ 2 H 2 E5%[32,39] #-4 % & 5.2 clobazam {v valproate & & & * ** Dravet Jg
EHEH A (327 EXFFH Y 24 L R% 0 SCNIA R R 1 258 %
AR, HY 8 L SCNIAREFVATS R RH) 20 16 (4T A#HD -
4% STP # & A &H ~ 121 STP HE FH =z > 2 ¢ 14 % 4 » bromide > STP &
BB E S0mg/kg/day) > EHF oK I F 40k W EHRE DT o LiERERN
AR AR RO AL Bs 12 16 TREME BT 5 66.7% (1624) ¢ &
WHEHET Y 0 3 L RARETPCRT B A s ¥ EHO R EF 21 &
XHEE »&Mimﬁ,fﬂxﬁ2?£$i%*$ﬁ%i&:ﬁ&%*$i&.
% Féﬂ 19 Lo 40 FRF > v K 2 ]G 54% (13/24) 5 2 * iE seizure-
free» 5 A F A BEDRE - K L7 LF i iR GRTHRE (R
ZEHRETL ) BT IET LEE o

\-.D' \\\

k|
il
e
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NG ] ﬁ 3R RS 1 A % % 5 Diacomit® (A = 4 stiripentol)2. i &k £
AEWMET R R o 5 T % B 28 B v § 9k (SEMI, Dravet's
syndrome)Jz 4 > @PR* clobazam % valproate & * “v4 #3741 SRR (TpE o B R
Diacomit i% 5 #f B4 5 Fr ¥gisen > 3 8 L 2 1% (generalized tonic-clonic

seizure) °

FE&4E ATC ~ 255 ~ ‘ﬁ%f;}:}ﬂ 2R B REL S ARFTRRE R

Feftfh a2t EhRoR R T AL 0 & Dravet i i # 5 - USRI E T R
* valproatesclobazam % i@ % = &2 H S Ayes /o EH/ R ¢ 7 clonazepam»
topiramate - levetiracetam ~ perampanel ~ zonisamide ~ %# brivaracetam ; &% it ;5 Ry
EP 2V i B ¥ AR E Dravet g 33 0 Tt 0 AFARLP P YRS G2
R f Fo Rm 0 3 E A FTRA IR > topiramate ~ levetiracetam ~ clonazepam %
perampanel ¥ 3 B gt &0 ¥ b Eine i FE > ¥ % 358 Dravet
O L AP ER D A o 2 cannabidiol 7T LB LSRR &

(Z) LEFFPHFReELBHER

£22023 & 117 28 p » 0 # FINICE 3 4 & 82 % 5498 2 F 4035
25 @ gd o a4 £ 4 CADTH ~ /7% PBAC 2 Ffe i SMC BIA & F & 1
A ARR 2R TR .

‘v £ 5 CADTH »t 2014 # 10 * 16 p = 2323,k % stiripentol 7 clobazam
% valproate & ¥ 1 * v 5 @ e4 5% > * 3t hAm e @& % clobazam {v valproate > it
ot > e S ER (refractory generalized tonic-clonic seizure ) % 17 i
R E R Y ﬁ&‘a‘ i 4R (severe myoclonic epilepsy in 1nfancy
[Dravet syndrome]) Ao RERETARE ()R AR MY T F FF PR E 2
B ok 1R Q)% K i 1{;_3.!1 PLL A A E IV ERLMER 2 RIEd LA RN
BWHRBRRZLESHE T VRIS M Dravet R EEOR A RS PRS0 Ra AE T
& A%k o

B4 PBAC »t 2020 # 3 7 ¢ FHiA-REFHS 1 stiripentol * >t 755 &2 B 2y
BEven 10 m (SMEL 7425 Dravet syndrome) 7 B 2 £ 145 5 L $ 7]
( generalised tonic-clonic ) ¥ *& $ 4| (clonic) /R % 17> 2 &2 d % 0K i 5

I
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BHIAFHE L R R ENTHREI(DR ARG 2R d L0 2 L
FARR > ¥ 5 benzodiazepine {v valproate i 1SR (v AJEE F 0 d] 2
(2)stiripentol 7f ¥ % benzodiazepine {v valproate i B4 /5% o 2Z3R1%d L ¥ I
ARG AR EgRAE T R @ stiripentol Rkt BT X R LX 2HTNEXRF
A o gt b o stiripentol B & N AR R T L5 2 AE o

B SMC 3t 2017 # 9 % 11 p =228,k % & stiripentol " 7 clobazam %
valproate & & ¢ * 1% 5 s LR o * %?J,, w ¢ & * clobazam {r valproate ;5 2

B vodp B ve B 1R (SMEL Dravet syndrome ) > 2 7 & it i #4131
s E LSRR p 4 o BHIZA ST 3 R~ © @ % clobazam %
valproate /> - & 7 1 b3 Elﬁﬁfﬁ,"? T SMEL 5 & > AR s & & > & &
i * stiripentol ¥ % clobazam % valproate 2- # B4 R o i BEF R RUR R (TR

% o

(2) Ap¥HRocs % 2

Stiripentol ¥ 5 §ff B4 ;5% * ** Dravet J i 3 731 & #J % p STICLO-France
iSWlomw%ﬁé% DR 2 5V X FRER R D 2 DA
RESR > FARMAFT LR prER L 3 3 18 Koo WME<60 kg o BikE
clobazam0.5 mg/kg/day £ % valproate 30 mg/kg/day 7% * % 5 4 =t > LA
2oag B P M s (T (generalized clonic or tonic-clonic seizures ) 2. Dravet ‘5‘1 (=
¥ A o 3™ fp #f 24 L stiripentol (50 mg/kg/day > # * clobazam, valproate ) £ % &
Al (# % clobazam, valproate) 2. Ap ¥ »c% % 2 o 3 W RHK L% BT ER S
%= Fept > 50% 2+t i) & STICLO-France 3 3 stiripentol e 28 % 3 > % & #l &
(71.4% vs 5.0%, p<0.00002 )> & STICLO-Italy &5 A 3F 2 2 F 14(73% vs 11% )e

SRR B AR T 45%% 27% 0 X Al e s X ;éﬁﬁé?]» pig o

firf % &%ﬁ“ﬁ 7T % RS stiripentol ®3 4 Eie 3 2 F 2L p) B 3% {H e
(94%vs39% > b *%& £ RD0.55,95% CI10.36t00.74 ) - stiripentol %= % L % 2 I i%
RROME AR B (SE) » B p/vep R4 WT S ABE N B s 75
i o t STICLO-France :#% ¥ » 32 - R 2 2 F 282 A B I @He
(6 £ vs.3 % )o

BB FTASARRER RO 2B R ES
AR R D RS

FERRE . W AT BEORE TR | 3
o 3 o 50% - /li"J 1{-_ 7+

STP PBO STP PBO STP PBO

34/57



112CDR10065_Diacomit

STICLO- 71% 5% 71% 5% 29% 15%
France :#5% £ 2 5 66%, P<0.00002 p <0.00002 -
STICLO- 67% 9% 73% 11% £ £
Italy 325% £ 2 5 58%, P=0.009 AR -

TREF RG22 B ER WA 2P REER 2P PR LR e A
ARG 50% b S FIRDR E AR 90 D A~ R 20 2 P FoRd T A
AL AP B e 50% 2 b5 g A AR v B A (T B Ao AR B 50% 0 F AR R - B
R Ttk w B KA o STP: stiripentol 558 » PBO: % & w458 -

- Wi PR E S o Dravet J i 3 At o pck m sl e R AL s A
#7 (Lattanzi, 2023 ; T 2 1 2023 £ 1 7 )> > 8B X A H BT ERK L
680 &5 4 » % % B stiripentol ** cannabidiol § #% # F i /5 £ E(OR=14.07,
95%ClL:2.57t076.87 ) % Ir %4+ F & s fp 4 (75 & 3t F ¥ 4 R - stiripentol
Ap#*t cannabidiol F # B R & # 2 @2 E ¥ (OR= 75.72, 95% CI: 3.59 to
1598.58 ) » stiripentol +* cannabidiol 7 #& ™% F Flix e 12 d ¥ 1t 3E% (OR=0.08,
95%CL:0.01t00.61 ) o % Byt i se & A 4725 P > T F REARNTT 4 » 8%
AT ERMAL G RRLFERY WEL PG LRRIF LR
REmH AT rL B T TERLARE T, AT AR o T 3R
s e e U e PEPFE R R s U] L B ket el o

(z) FFRL

P Ay B2 ARM T o %% 4 £+ CADTH & 2 jf SMC & 4 5
ARBER AR A A LR o

1. Dravet f 33 8- 24 3 L 23 B & SCNIA & 7] (4
XS HR A )PAFIRE T M o RRE TRE (¢ HEAMEPFRERY T
(% (FpF P AQE 30 A~ & m £ Ak & o SORDR 3 15 )F sprdd)
o b E A G g AR f#éfj‘u%f s R A S AR B S A2
T s FEad S X 2 EFHE R FAL §XIIPFIRE A
4 A (ataxia) o

2.mwmﬁ&ﬁi%ﬁﬁﬁﬁﬁéiﬁﬁaé%é?&ﬁﬁ%ﬁ(w%m
spectrum disorders ) > ¥ 3 4 A 2 ALY {7 5 AL R EE FEE

3. Dravet g iz ¥ ¥ - fAipicHER  #7 B S T Ry AARE R0 d 3
¥ 5 U %P+ 3§ & Dravet :)ifn%%‘i:}?a Ao BB s hERERG e 57
AR (% 5 £ B L H IR 0 SF AN 2 AR 8B e o
FAFE R EETZ H e o

4. Dravet g G #¥ B L 7o) E~FF FIAp A B AT EAARE ©
7end g W %%(fear):}}%f_ s p Eﬁ/ﬁ‘ﬁfﬁf%}ﬁ* i e 12 F)4E (psychological
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%

—X

distress ) > 7 P¥ € & DIAR L AR TE ¥ SR %
ORI R A o

3R B AL A o 1Y
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(-)ZRFERNLEP FP LT EY

ERELAPHIILHERENRAN L EF R

A4F4 3 & %4 CADTH/pCODRPBAC % NICE 2 ¥} f* #3341 4 2 &
FREREZFTH ARG ER LR FR PR TR R LR
CRD/INAHTA/Cochrane/PubMed/Embase #p i < )gk » B & ?5 T L
BL L HEHRE P RS R RFTY B

\”3“

ki F2p W
CADTH/pCODR
3 2014 & 10 " =4 o
(4e k) - i
PBAC (&) 32020 & 38 o2 o
NICE (# &’ ) 12023 & 117 10 p ok > A EApREaR 4
H i R AL e
TR e (R i) B et g 2017 90 0k
4zl
=7
THERE CRD/INAHTA/Cochrane/PubMed/Embase 48z & % o
ﬁ;ﬁﬁ#&%‘i&?#‘l L—j—-‘zﬁ—:ﬂk %\ﬁ]——a‘_/k Llp?}ijr o

ix ! CRD % Centre for Reviews and Dissemination, University of York, England. m‘{ﬁ =3

INAHTA % International Network of Agencies for Health Technology Assessment BEs] g oo

1. CADTH/pCODR (4t £ + ) [18]

be £ X B R Z %5 B AL H TG B Jfﬁ ( Canadian Agency for Drugs and
Technologies in Health, CADTH) *+ 2014 & 10 * =& ip b =R 48 & - 23R4 {d
stiripentol ( Diacomit) & * clobazam, valproate > i/ % s28p B & v $ 14w
('severe myoclonic epilepsy in infancy, SMEI~* #i Dravet syndrome, DS )m.}ﬁs A
e i 4 PR * clobazam % valproate & i o 4 5 TpF > (T2 2053 g
143 i¥ (generalized tonic-clonic seizure ) =g B4 ;5% o CADTH 3%k 2 % 1 if it &
:}é:}lis B A, ‘gifﬁmﬁ{é ET o LR RN n% it A FETELORR
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R #& < — 17 stiripentol & & clobazam, valproate £? clobazam, valproate 4p +*
s A2t 4247 (cost-utility analysis, CUA ) » P % ¥ 5 W PR * clobazam %
valproate & & j5f & % LA 4R (T DS i h KAl v BRE s 7
A EBHA > ¢ 73 A 418 (not adequately controlled, NAC ) "~ 3¢ i¥#F (not
seizure-free, NSF) S~ % % T8 (seizure-free, SF) k'% 5= » A= HEF 5 5
£ EHREY 1 E o @A S K p STICLO-France ~ STICLO-Italy Tk 35 *
DIAVEY # 3 » »c% EB-p - % M3 F & < jp i3 (Lennox-Gastaut syndrome )
ST Y UE B H sk @ DS AP 02 o B eha 17 % % B o & clobazam, valproate

Ap - o stiripentol & # clobazam, valproate ¥ 3 e A EE0.69 S E R e
4 @& & (Quality adjusted life years, QALYs) % 4t 34,787 ~ s & » {3 = &
sz 1t @ (Incremental cost-utility ratio, ICUR ) 3 4c ¥ 50,122 -/QALY gained °

CADTH # I £ 4 % % (Common Drug Review, CDR ) 3% & Fa #5447 7
< F&* ‘é!l‘!;' Ki—lﬁ;l

(1) S$HA% 7m0 > o™ B B« HRAH - CDR ik &
?‘rév\’f‘r'lﬂ‘-lp—— B

(2) Rl sR F R ER & STICLO-France ~ STICLO-Italy f/k i85 5 % T 7
- iR o

(3) #A| 3K stiripentol e »x3 T 2 B Y S € - B APFLI RS E > LG F
R s A T

(4) AP APt BF 5|2 N £ stiripentol Te/k # 5% s 4 EE

(5) *HAER WA FR L & & i g g

(6) 2 7 4" g (TReinal @ % stiripentol ¢iE 2 Bk ¥ v B E 0 TRk B
P mFE3BII6H .

(g

CDR #4838 S8 374 170 & 68 H s 52 B T2k # * stiripentol
HERERd 22 E T 4B ?\;%ﬁ’r«‘flii AREERFR v ehs A S CDR £
Fre 75 % ot 0 A 5 & © clobazam, valproate s ICUR & & 4c % 51,160 ~/QALY
gained I 120,419 ~/QALY gained 2z & » # 3 ¥ & s ICUR & % 4r 7 104,491 =~
JQALY gainedo f i ¢ 3 1 1 (250mg 24 5 4o % 637 <)o 0 1 50%
4 it & ICUR & 13t 50,000 4r i /QALY gained -

2. PBAC (;#) [20]

R E LG L R ¢ (Pharmaceutical Benefits Advisory Committee,

T NAC % % 5 9 A dp e > 3 (F4F 5 % 1M<50% o

S NSF %4 5 & e id Apd » 4 1047 5% 1 50% 3 <100% °

CSF %& 5 A AR 0 B ITHE S K 100% o

* Lennox-Gastaut syndrome >+ — f&f% i “a 5 % (epileptic encephalopathy ) °
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PBAC) »+ 2020 # 3 " 22 jpM L34 » 23k J2 4" stiripentol ( Diacomit® > 14

T f§ 4 STP) i * benzodiazepine #f % 5-% valproate > /o B S8 J & v 42

)%” s (severe myoclonic epilepsy in infancy, SMEI ~ * #= Dravet syndrome, DS ) 73
B Ao ¥ T 4 TR DRMEL S EELLS I ERE T 2R E Ké’.%}:f}

’;* T ( generahzed tonic-clonic seizure) # "L |+ 3¢ i¥ (clonic seizure ) g B4

B o PBAC 4 £ 2 ¥ oL 4 08 R TRk 7 R s STP e g & 7 1Y

#TX oI RIFA %FfﬁﬁiP#Bf’&? PE -

R JF #& 2 — » STP & & valproate, clobazam £2 % & #| & & valproate, clobazam
APBL AR At o7 0 EARLS T Sl B AT E BV ROTREER S S
( STICLO-France ~ STICLO-Italy ) = 7 I § 85 & 47 T el & & »c % v &
(Incremental cost-effectiveness ratio, ICER ) %A ;£% 15,000 =~/QALY gained %
75,000 ~/QALY gained ¥ » H-R|ZE HAF & 218 4 o

%P B

R | SE (RAF&R 2B )

THEEE |54 EETRE 2 & £ (Quality adjusted life years, QALY')

EEE | BT AN AHT (R AP T ELT)

7 T LB T 1100% (seizure-free, SF)
T g T 1K50% 3 <100% (not seizure-free, NSF )

P A FpdlEp o (FR 11<50% (not adequately controlled, NAC )

2= o BRPER

1345 2008 £ Verdian % A 73 (R34 & ) »c* B8 * PR R
e #%2 (time trade-off, TTO) % EQ-5SD & & % » & kit kp 3§

B %k % #¥ (Lennox-Gastaut syndrome ) i % » 3% SF~ NSF ~NAC
2= LpPEERamet B W 5 0.648 ~0.5530.244 3 0

BERED |1 & X e FaeFn (half cycle correction )

g T8 (100% ~ 50%3 99%% <50% ) % A STICLO-France
{r STICLO-Italy @ 35 5 5 1 i B ik fl ey £ 3t BIA 2 B 2 4D

ﬁf’ M R o o
A BT E R A ETIF T K<50% 0 B 2 B0 R s 0 2
65 | \Ib#ﬁh%ﬁ;"u\l—?.& = Foh
L X Tk kp R ELHE > 2 STICLO-France 2 STICLO-Italy

ek ik Y gm 4 TIOWE 2 AL

PBAC 33" - £ B ¢ (Economics Sub Committee, ESC) 2% B 5
ARG T S EET AR R R

(1) = & & & valproate, clobazam #& ;2 & &8 55 o
(2) ARKREITRAFERDESE > ¥ i B3 §17 STP & & valproate, clobazam &
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3) J"] ’}ﬁ 3 #-5r3 STP $1% SMEI enfek Bk p > ¥ & » ¢ 58 (51 i
His fffﬁ wﬁﬂi °

4) :Ilis A B E OpEE T K<50%/7s Bk X STP jp Nk T % &4 0 Fl5 &
A z%e:«? ARt R a s b o P MR kel T AR LR 0 AR
BEPLg]e 1 @ 35 F RIE o 7 % B ( Pre-Sub-Committee Response, PSCR )
B NAC,?&?L AN ‘suﬁa BE > T 0%1 <25%w 25% 2 <50% > %
A ITRE S T 0 R K 25% P MRt STP o

(5) #3° & ’ﬁgﬁ% EEE r*_]L #£ 2RI SRR R TR R
IEJ.VJ{}I;; A A g TR BT A B o

6) X7 ’ﬂ'&ﬁ%ﬁ“»z%m WA ET i M STP ch A2 it 13 STP -
PSCR % BRA R EOHE ¢ F15 £dbm "5 M > ApM L3 49> ICER ¥
T el e

(7) ™ TTO/EQ-5D 2% 4cfgeimc® E¥ it # &3 » F15 EQ-5D & M3t 1R
TTO hi 3 cPSCR ¥ B R * - A2 2 GV it ERBH LD H » 7 7 &
3 FI3t e 2 12 STPSESC 2 & 4 € Pl A2 TTO 4= EQ-5D #7 & 2 g * Ao
HE AL R AH A RL DR REDL o

1+ o PBACIR G MF §AGTR OB &%+ 2 PP E 20184 o

PEER B R T R B

LES (A7 18 7£%15,000 ~/QALY gained T 45,000 ~
/QALY gained )

LR | B RS F4tF o 4 S 4% STPA] ICER & 4 4 47.3%

T FAEEE %121 TTO % % »c* g » B ICER {5 4 56.7%

o MEP REY | FNACE Y20 4 ~ SFie 521 % » PIICER
3 40 10.6%

BAME M3 RRP | FFEMER L2297 PIICER B4 12.1%

3. NICE (# R) [22]

22023 & 117 10p k> # A NICE®# | 27 iph =g
4. B FRpHEE B
(1) SMC (gt § ) [23]

W& 4 B ¢ (Scottish Medicines Consortium, SMC ) *+ 2017 & 9 # =
ZApMIEGIREL o A E B 2# 42 (orphan equivalent process ) E & 5 iE
3k B i NHS(NHS Scotland )1z i stiripentol( Diacomit® )i #* clobazam, valproate
*BE S8 B € s ¥R (severe myoclonic epilepsy in infancy, SMEI ~ * #i
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Dravet syndrome, DS) &5 4 > % 5 ¢ PR ™ clobazam % valproate & i ~ 4 33
TR R T L 2P ap B g3 {7 (generalized tonic-clonic seizure ) £

BL LRy o

R 7P # < — 7 stiripentol & & clobazam, valproate #p# ¥ jfhi¢ * clobazam
valproate e=t A% & 47 A v BIFEROE T X EHBHA 0 ¢ 3 A F T
(3 (EHE 3 % 15 100% ) ~ 3 (53 (3 (08 5% 1€ 50% 2 <100% ) ~ 2§ % A 341
B TEH 5% 1<50% ) % @358 (o % FI@| (5% ¢ ¥F stiripentol 5% > 485 #
BEELR ) WA Y R 15 E S HEREY 3B 5 R AR ueh
EHFHRFER A 2BRHBREHE M BEHREDES B IR o ¥
PO RBRBFFERE (FHETENREGFEOFEL ) R T e BREE gt

B &% % 0.699 ~0.605~0427 2 0.516 -

% 37 %% % B o1 22 clobazam, valproate #p #& > stiripentol & & clobazam, valproate
T A scE A EE 0214 B QALYs > H{4c i A & & ¥4 3,055 ~ e & o ICER &
5 ® 4 14216 ~/QALY gained ; R #& BT B AT R FA0fE £ o

B RS AR R A ICER

Al R e R s sk &k (J££0.191 & 3 £0.153 ~//kg/eycle) | £37,493 =
AN RS L & A (J8£0.191 & 3 £0.229 ~//kg/eycle) | £34,284 ~
R R e g A T S (JE91.5%3% 100%) £35,646 ~
B4 FH P S A 20% £31,194 =
Hoete 55+ (L1 3 1.2) £21,260 =
Ho oot Bk T £30,585 ~
10%3 % % 18 fip¥ (v i * stiripentol i £41,976 ~
30%q3 * f 18 g pFim ¢ * stiripentol 75 % £62,733 ~

SMC 32 5 R AGAEa] 3 11T S mert)

(1) e A $3000% § & i o stiripentol ¥ 2 & 18 frs ™ i % =2 - R
KA 15 EAmERER R AR AL §EEILR (4%) 0 Ft AT

Wt % LA F i stiripentol e= A & rk o L EJEAP M P FE M 0 R
FHRESRE RS TERT 10%2 30%5 4 & 18 FpE i ¢ % stiripentol 75
B (%ot £)o

(2 *WFEREERLET BOFTRGF HEIG > e BRT R VRFHE
( Lennox-Gastaut syndrome ) = 4 et Bk i§ 4% > @ 7 £.2 #&p| £ DS @2
12 FEFFRE O SMC @5k & Feu s B A -‘])%if?"]bi“'*%-ﬁﬁﬂi Rl U 12
e d A RE WA T AT A e RP R # 2 ik i
BRREAIT (B%4ct £ ) SMCRUEBEARAF BRI Em 2R o I

4
l
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ST AR RS B A KR

1 f €305 23 SMC - K 24 (SMC decision modifiers) % ¥ p o 4%~

fe 3% £2

2

AR SEARLEIE CEEERS SRR £ S

s

% (orphan equivalent medicine ) » 4% H G R % % £ 3 L 3 it o
50 R PO EARRE 2 )§J%
(1) #&x- 2

A 3F £ * >t 3PF CRD/INAHTA/Cochrane/PubMed/Embase T + 7L B 2. = j2

P 4T

"1 3] PICOS s JOR G512+ T40F 0 & kXS RATELH 52T 25 4
¥ (population) ~ ;5% > ;# (intervention ) ~ % »t¥f P& & (comparator ) ~ 4 % B
23p 1% (outcome) % #* 3 K3+ 2 iz (study design) » H 3% i & fFIL o™

4~ 1% # @ Dravet syndrome
PoRiEs AR
Intervention | Stiripentol

Comparator | 3% "2

Outcome A%

Cost-consequence analysis, cost-benefit analysis,

Population

Study design

cost-effectiveness analysis, cost-utility analysis

ik B+ it 2. PICOS » i i CRD/INAHTA/Cochrane/PubMed/Embase % < }F*J% 7
JLE 5 322023 & 11 7 15 P oF » 12 “Stiripentol” i s M43 & (7 H0F - H0F F ok
SRV E

2) HF %

i w0 i & L vk 3t Cochrane ~ PubMed ™ 2 Embase % LR & (FH0F » &

EREZFERAC  AATI 2K L A EPM 2GR L 0 N FAEST

e Economic Evaluation of Stiripentol for Dravet Syndrome: A Cost-Utility
Analysis[45]

GRFELI M ENEEAT —“‘Ff (public healthcare payer) BLEL > # * = A 3%

5

* & 47 (cost-utility analysis, CUA ) =iz stiripentol & & clobazam, valproate *

Dravet Jg i ¥ ;5% (Dravet syndrome, DS ) » * 2 5 v% % clobazam, valproate °
WAl Y e BREENSE T A B - o 72878 (SF # T F A #
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5% 1 100% )~ 5 (e (NSF» 4 (047 2 %% 1€ 50% % 99% )~i2 3 % A #2418 (NAC »
B I 0%E 49%) 2 A< TR H L 10&  FRAD L 1B

%37 5% % B o1 22 clobazam, valproate #p # > stiripentol & & clobazam, valproate
FH 4 A A EE 0.60 B QALY b e E A F E 4 91,080 RehEH S A (F R
e gLy * ) ICUR 5 #e % 151,310 ~/QALY gained * #7 7 ¥ 75 ttr £
~ fg 4 & ( Willingness to pay, WTP )= i@ (threshold) 5 4 5 3 ~/QALY gained
T o stiripentol & & clobazam, valproate # £ = &3z ; ¥ b o NS T AR B A 47
T > stiripentol & i clobazam, valproate > ﬁx F oK s L 5.2% o stiripentol F
i 614% TR A A nE Bk o

*  Economic Evaluation of Cannabinoid Oil for Dravet Syndrome: A Cost-Utility
Analysis[46]

GhUhEAEERE —*‘ (public healthcare payer) BLELZ 4+ € (societal )
BB B g ANTR ﬁ&tﬁ F-hFLHERE A RXERE) S o
( cannabinoid oil, CBD oil ) & # clobazam, valproate » (2) stiripentol & & clobazam

valproate ; ‘* #& % % clobazam, valproate (CV); fiA:#==G H /& 5 13 & MR
FHETLBY -

AT b WTP B i 5 4c % 5§ < /QALY gained ™ » 7 % iz B i ¥
ﬁ At ¢ BLEL 0 4p 3t clobazam, valproate # 4p#2%t stiripentol & # clobazam

rb

valproate > CBD oil & & clobazam, valproate ¥ 7 & = &3z F s » B 54 & 4o

.
e 2 °

A AT QALY s ICER (%7 )
(4 ) | Apd CV ICER "g &

B H T H R
clobazam, valproate 10.64 | 130,165 - -
CBD oil & & clobazam, valproate | 15.12 | 275,434 | 32,399 32,399
stiripentol & i clobazam, valproate | 13.37 | 292,478 | 59,402 | CBD oil & &%t
At g BELEE
CBD oil & & clobazam, valproate | 15.12 | 386,239 | -9,331 -9,331
clobazam, valproate 10.64 | 428,075 - CBD oil £ g4t
stiripentol & 4 clobazam, valproate | 13.37 | 542,431 | 41,851 | CBD oil £ g%t

6. EHER/ELLE S hEF L TR

AR AR LA - R G R GAER P G R RS 2
1”& JRHEF B % ¢ Elliott % < >0 2018 & 597§ [45] > 731 § 45 & 204

-

T3

Lé:
P
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P CADTH =G4 7 2 B &g 7 0 2 £ 5 -

B PREMBREE

(=) B | 4

Dravet 7t i % (Dravet syndrome, DS) % - 8% L5 5 » * #L5 ¥ 24 jk
£ 8RR (severe myoclonic epilepsy in infancy, SMEI) ; DS 5 4 i # & 1
PR B0 F AR AR TR RERE T LT E LR A BB T
SRR G P KL e P R TIR A B (T R
) o HF AARBLEBERIAFES (£ 202350 ), BP P DS
FBEBL 105 4 > 7= AH] A[47] -

DS i & /% : AR %A EROPERMIL Gp > B DS F§ BT 75%
2 SCNI1A A FIR %3 M ¥ Bp 38 DS }}% AU T B 0 DS Bk
¥ * ch# 5.2 3% clobazam (68% ) ~ valproic acid (66% ) ~ levetiracetam (55% )
topiramate (29% ) ~ stiripentol (26% ) % clonazepam (18% ) [48] ; } it & r‘%“,%
stiripentol = A 7 ¢F > B AR F RGO LK ER o

B P »* 2019 & #-stiripentol ( Diacomit®) 3 » Mg * Z L5 Tl sk Bk
2 EPEE pPRKELAFENNESESFFRFOE T FABBYISE EPiE
2B &R (T AEFopESER) B 0 2021 £ F] DS 4% stiripentol /¢
AR 21 A v B 12327 %%k (250 mg/ k) TiaE A& E YR
v 587 3779 £, [49] -

)\_
B
T
i
ol
4
).’3
e
o8

PG EFSHT D R A AR R AT SR

& % stiripentol (T @A H &) & WHO ATC/DDD Index 2023 %78 %
NO3AX17 » 4 "TNO3A : ANTIEPILEPTICS ;| = "NO3AX : Other antiepileptics |
Ko bR A ER S S 199 B AFENARRE L D PT 2 EA S
PUBE ek AR e chs o o AR TN FA AT G R EF PR 2L 0 F - FRE
H G H O MEFTHERLAR] N AEPEZ G REEZ EREAGER L AL
2% 7_ " Dravet’s syndrome | ~ ' severe myoclonic epilepsy in infancy | % if & b 42
FFAAA T AFTEE P E S -
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otk > A ATC SEA#H - F BT A piopiEu 2 ERD > A

WLREAEREGOPH 2T 5 -
(Z) M

I ZEREHf

ERFREAFPEFLEFE LR TR SRFHLE XS0 B H
fe A kT & (2024 # 3 2028 # ) # 5 & i clobazam, valproate ;&% (™ i #
AEEEBR)NRY AL E - E 1T AL 5T ESSACAREREY 9%
S EWRTFAIETE QAT A HEREY MARENT - £ 286 F A1 ¥
TEI2RE A -

R AT P AT R T 2 A R BRSSP Aol
(1) Tosk i@ % ¥ i

FIRE A F o ERF IS A S B TR S 25 DS o 4 %
SR E AR TRR AR TRA ok B0 B RERE B D A R B
clobazam, valproate, topiramate 7% & > ?X3&34 topiramate % p ;: i * s SR

P oBLEL %ﬁﬁﬁ;%ﬁ?”rﬁm%m%fﬁ%‘iﬂ’»ﬁﬁméi&g

fz» ,p-}ﬁf Pt clobazam @8 ¥ G 0 F)Rt RS BR & gk o

(2) PHREFRE

EHFFUREFFLABUFBEIEFIRE A & 2L F /U TR
[50]~ F A& €2 @ER[SI] W% ¢ 12 A H[52] - Tk FEFL L2 < T
[53, 54]1% » &7 T & RATE 2ord K2 s A e, fo P o - ﬁﬁiiﬁﬁ-‘}?& Ak
DB REREART ER LA SPEEFELE - £554 1 %1 & 64
Lo BRE B IARE FHGK L AT

L RHFEREFATE ﬁﬁﬂﬁﬁﬁﬁwrQMSE%E2M2E$Q%%§$
BREAFFTHELDSEFFE BRI 5241974 -

1. %{4@é£§L®E££{DS%iQﬂU%ﬂﬁ&ﬂﬂA&ﬂ%ﬂww
H8%  2RFEFENI A2 P il TV T ERMEFAUFFEA
Boda-fRmd- ks (7) 20 RTRRA M BRF EATL O 4 feh 2
AP € F BTIATR 4 B(40 2017 & “748 6 2 AT A B0 F s 5 2019 £ )

THL- KT A~ A (§F) 2 6L R TRE &M T SCNIA AR ST k¥
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Wk kT ERR A HE EH 4L

L. 73t DS *t 2016 & 8 * 15> F 5 4. 1 ’Li"éi—'ﬁ#ﬁf A R A 2020
E e 2 A WARARS 0 XK 2021 E (S E R A B & j»El " ER
04 3t ko2 Jl%/\ﬁ(J 2 Fa— E)iii‘ﬁ:}lis/\ﬁ;q’?ﬁféiﬁiiﬁ DS «
HTHr - F 105432 %7 & 122 4 -

IV, Rpfes F AL AR Uﬁas - & clobazam, valproate iy & &7 i vt &)
T0% » & 4 p AP L PR AR R A 2 BB H|[53] > BRE &
FERE R MRS P 25% A kT EpRBEYE - £ 5543
$1E 644 0

(B) REFRERED

@?3:&5 % Zonegran f- Fycompa T,a?)%‘;fiii’f—xp 4 [55, 56] &k BB % AT
LR B RE R BT G b 8% 5 U BIR R [ST]2 g L B (5
&:Alr}h) 2T a3 4 EAd fﬂf@r}: L)?;,&.liﬂ%ﬁé‘ ]28 ST FEHES )]%Am

MLk 2 ?‘r’?}]% WE > BREMEFFEMEIH 207 o

¥ G e clobazam, valproate i iZE|E Fi;—*‘ T2 }‘%[54]‘~£
clobazam #| & 5 20 mg/day - valproate = 45 mg/kg/day » mfg clobazam 10 mg

% valproate 500 mg 7 R 1% » 7 iz clobazam, valproate #+-% A+ & i & % S
6,300 7'*‘_;]_ 7,6 ’ ﬁ»w ’ ’I‘Z\uffgz,_ Q p 1‘}‘,1—& Q'JZJ}’H.I‘: 7*\ j\,l # },‘Tf' ]%‘iﬁﬁ }i‘j:g#’ X

“—3353%1%?3&49@’;»0

(4) #HRERET
L ARERELHE

L?fpiz—ﬁ;.aéﬂ\r%@fﬁié:}z%é.fép\/\[é?l“%?a‘;]%l’?a“é@lll\:%iié#%‘ﬁﬂ‘ﬁi%”fﬂ
A2 Fgl‘* ERaEEBRP ORI R TAKRT EF FFEF - & 30%T %
T ERY frrART EALTRY A BYE - E 1743 %14’15540@‘&;—‘5?}
+p Ay 5ﬂggﬁflh4A%ﬂq%n@@@w,ﬁwﬁﬁ@mﬁkd%
REART EAREREF Ny -2 WRTFA1 5T & 12145~ -

ZRE S A8 clobazam § R 3 TR o PR UETRA FEF L AR LA S
& H & * T clobazam &£ ¥ I 15 mg/day’ K> 25%; &9 245+ i clobazam
% valproate % 7. Tl GBIEFEH A S E E & * T 2 clobazam, valproate (& A &
BR#% %5900 ~3 7,200 ~ - §x iz A k7T & A XL clobazam, valproate
ZEREY Y- E27 H~ I E 12538~ o

I RfishERERHG
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»Pi’; X EITHB 'fakfé’#ﬂxnﬂa%fr
valproate /p-}%‘ R A YL R - F394 3 5T
BREREFP NS -E248 15%T&8TF~

R jﬁ » ¥ R £ clobazam
£ 10 4> A RT ERTF P

EyhRicf et 2 R ok s o EEEREART EATHRERET
PE-ERNIFAISTEL20H ~ o

(5) BAi+E A

%ﬁﬁﬁ§*%%$»%ﬁ%ﬁ’i g%@ﬁmgﬁﬁng RE
AR ERERIFRERERERL AR AR A HEFEEFHBBTNS
- #286F~1%7 F 12128~

(6) =T B A7

ERH AR KL AT A F AR R AT FF 0 4o DS FF
SCNI1A # F]5 £ 1t & ~ clobazam, valproate ;o F s 3 e & ~ = &% 5-%7%%?”
BB FFREG R A TIEME R R FRFLARE R AT
3L o

5 B N kit Ak 78 5
F 46 40% % 90% 22 4 1 58 ¢ 382 1 1,283 §
dat (A#HE)|  30%% 85% 17 4 % 55 4 286 F 3 1212
4 20%3 73% 11 4 2 47 191 § 2 1,041 §

2. AmY iR

A 3R ‘_ﬂ;,g;; P;;—‘k PR RS PT R A RETE P Fe P Sk Ip 2 K
ARG E R 2 B TR R R L 0 R DS s 4 ¥ 1 clobazam
m@wwm%ﬁm FlEEs R VA R E S P PHESY ] EFEEH
FONEOR e 0 FIL AL NI ASEFISRET L EBNE B & EH LR
(add-on )srvggfp 2 5% & >4 & & clobazam, valproate, topiramate~ £ # clobazam
valproate, levetiracetam o ¥ *F > {3k & RE L2 WP H s 2 ;’% » AFRA R G
Fi‘c Rk EA BX 5% ﬁ/r'}%‘m“‘ I Ehg"«'wg%ﬂ’{ﬁ’:

(1) Tok @ * ¥~

REERFY FLRFREHRBEN F > 2T L SHLBRES

clobazam, valproate é: H i@ * (add-on) > #3 J?fé WEAFTRAEE A EEM G,
é*“?&fﬁ*;}ﬁ 2 RErE R LR EG e - AR E SR RS T
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AEATGERE G IS Z BN SRR e b R T
(2) B HEFIRE

AFLRAEREF ST MR FF LA BUAFB REE DSF EF 2 A diFL
e A#HRBEE > EREE 7RI L 0 #>0% - 4 clobazam, valproate ;5% ¥ &
FERA AR E FEAT - MR TN E R RRE £ LR S
B X 25% " B st g o Vb YR P W DSy A F if@ziiﬁ B % 2

LARFO AL AENFTAALEF A FBHAGEEH 12000035 F £ 55 4
Ao RFSEERY AR - # RUHE K 4 B 2 T ¥ - M clobazam, valproate
e F B E B o B3 % — 4 clobazam, valproate i F R 1i)?5 g
%T—am% B AKRT & (2024 # 3 2028 &) PEEFH A KLY N
77 A 2 %7 & 94 4 o

B) hEBRERET

SWAERFRELFL 2T +b%$rwbézﬁﬁ“W%§g%*£@
AT EZ BRBBER 4L RAERAL P RIRE L ¥ - SRS

4 £ 17 clobazam, valproate, topiramate % clobazam, valproate, levetiracetam % 3

H 5 ¥ ¢ 3% clobazam, valproate, clonazepam -~ clobazam, valproate, perampanel ~

clobazam, valproate, rufinamide ¥ ; # ¢ » ¥ § clobazam, valproate, topiramate ;5
et 60%E 70% & 13953 H % 2% § 81 & 3 > topiramate ¥ levetiracetam
chE R EPAPIT 0 Ft A4F £ K T B~ % clobazam, valproate, topiramate i i e

AL AT LBRGHEZ F 2 E 5 TR fgti';igﬁ valproate 2. T 39%| £ &
30 mg/kg/day fs - ?E % clobazam, valproate, topiramate % * & & % % %) 22,900
~3 23800~ BRI EIRAKEGRATREREY NF - £ 17T H

I i&ﬁfi%?’a‘&r_la
AFLRIPRIURRESY PG DS PERRE 0 B AERPBH

r g /r'}é‘)f%g = % DS )?5 /ﬁf}é‘m'ﬁi%ﬁ s FlplaE ik A ‘Fx\pﬁ@ﬁi‘ar—giﬂ
FFEH A R TRA L R LT A A g LB et W iRdRE R
Z_ ]

%

FHFRI B EFEAE RS R RE L IR ARG

AKT EAERY AFHOGL S - F23 43257 &80 4 o

}@
2
ik
|l
T\4
Py
N
S

AL S TRASEFRA LRGP R ASE P FRE AT
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é‘i;ﬂ;,!{»glia’*€ ]33mg/kg/day7@s’§n€ﬂ—’_°i\fﬁ%’f\f‘giﬁﬁﬁ n’ﬂﬁfé‘i’;iif}?ﬁ

HHEART EARZERED Q¥ - £2398F~1 57 #1781 F~
¥ ERERE ARG HIp R T U clobazam H|E {04 0 AR 4
%T&&%K&iz\T’#E%ﬁ?dﬂg:;ﬁ@% K@»ﬁ;ﬁ,c:p@‘ﬁ IS AR R

m@ﬁ%’d*wwﬁﬁﬂﬁﬁmﬂ’xfﬂvﬁaﬁﬁﬁﬁﬂﬁmim’

T B Fﬁ ;)é“ﬂ T s B¥ s AKRIT £ AFEE clobazam,
Valproateaﬁliw )% - F408F A1 %7 &£ 1,823 8 ~ o

I RpinheREYHEG

L’f;i’;—*ﬁ;f{ TR T AR ﬂ\r‘%‘}éf}%‘—*‘ » -3 % clobazam, valproate £
Hinfr 0 AAEA IR Jo B 5 clobazam, valproate, topiramate & 0 s 3t A K
TERG LR EREP NN - EI4FAIRT EBFA -

ggwxgp;‘;:);f BEERG iR EE HEARTI EXMFREREY 955 -
2 %71 #1867~ o

g
e
3y
*‘EH
>\4_
>_L
14-\
beics
F
F
Y
X
By
&
iy

ALY R ASD §F G R T R T R R 2 R A
PR BT AR R AT o

5 N A K PR

Fiat 40%3 90% 31 4 % 85 4 4791 1,734 §
d R (RAE) | 30%2 85% 23 4 3 80 4 355§ % 1,632 §

4 20%3 73% 15 4 1 69 * 232 § 1 1,408 §
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= '~ ﬁqu %—L "p%

(- )ﬁvijﬁ#\?ﬁfﬂ‘—k MiERE RPN B q_/rg*g‘,};ﬂ;i o
() 2 & FRAHF=E L E G SMC 325 48 2 5o is

‘v £ % CADTH ~ /£ PBAC % gt jf SMC % > 24 a4 » 23R
¢ stiripentol * ooy B 24 B € g $ 4R (severe myoclonic epilepsy in
infancy, SMEI ~ * # Dravet syndrome, DS ) s Ao 5 i A PR * clobazam 2
valproate & ;% % /)}"‘f’%lj TP > 3 % stiripentol 175 2 ¥4 ag B L (T on
B4 5%k o CADTH % i it @ 35 Ilis B B ;;}—L%EW SRR 0 2 R R
rrF ET EX Eﬂﬁ_f}i » PBAC % 22 # 3ot 4 F RIRA F K 35
stiripentol = AsrF % F UERX S SMC P AN E RN CQE ST E - B R
NICE » d @& ~=t? i RpipM2=R4FL -

S

1. é&ﬁméi§ﬁxﬁﬁﬁﬁﬁ&%&§%ﬁ%%’ﬁ%2m4&i2mg
ST ABEE-E 1T AIFHTESS A ARERED YL Y- B
%7am4“ E1214 8~ HEREFMBELOE$- 22865~ 2
7 E 12128 = o
2. RELGAE %‘iﬁiz’v’ﬂ%% PRI REE R TRA ) 2 TR B
FA R 0 MIFE DS s % % 4 clobazam, valproate j5 o &2 7 #(PF - £ & 4o
Fﬂw%ﬁ%ww*Lﬁﬁpwa%&w&%w?Mg%Aﬁwgmm%m
%ﬁ%w, o RETRE R RL L P YR AL R ERFRL
'fi"' ﬁ/r”%‘m“f" bg"«'p PHEA#e AFL B A RS I‘}w’#\i
TEAFERY ABLF-F 234380 4 AR ﬁaﬂﬂ‘«%—ﬁ3%
T2 181§~ HeEEErMs- 2355~ %7 # 1,632~ -

S T
1
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12.
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4 # g iz ¥ (Dravet JE i ¥ ). AL B 2 A 5 B L B § .
https://dravetsyndrome.tw/dravetintro/. Accessed Nov 1, 2023.

7 FPEOARE  SERFT A 91 Dravet Res ! MR 4 F LA A
£ € . https:/www.tfrd.org.tw/tfrd/library_e/content/id/154. Accessed Nov 1,
2023.

=% F LA - H T ICD-10-CM %% - £ #(2023 # 10 * 25 p { #7).
(i £l A5 it 8 R A i B ¥
https://www.hpa.gov.tw/Pages/Detail.aspx?nodeid=596&pid=1065. Accessed
Nov 1, 2023.

2023 & 9 * % o 3L SF B R i wWAARTINRANERE ¥
https://www.hpa.gov.tw/Pages/Detail.aspx?nodeid=4714&pid=17557.
Accessed Nov 10, 2023.

M E LB A T 4 7|—Dravet Jg iz ¥, FA ATV EE ¥ o P B2
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