AR

%

CHN Dravet Synofmme, Volunteons

NS T 2y /T
53T Dravet Z7-S1iF

LRI

I

L)

N

SR H

JE Sk https://doi. org/10. 1111/ epi. 17274




i E

H b
EEXS Dravet ZRA1E (DS) RIZWIHNEIRIL, BORBIEFIRZM B, EHERT, K
Wit sE SEILRAR FE R EANMrE R, TR DS ISWrHE FR R EHIR,

)i %

BRI T AR EIZL TAE/NE, H/SNAIANE DS 75 18 &k H AR BE AR AL
¥ H Dravet ZEESMEFH: 4% (Dravet Syndrome Foundation) HICFRARN, ZAZ O
HAGLDG TIE N (REBIRRRI, HER, ST ENSR0eTT. DUCRETE
JERIBIRIBIESTTE) |, IRA TER/NA, B 31 BRAR (BRART ZEFRMUE
PEREIRIE) , TR/NHEEE TWRNE/RIEEAZE, K15 74 DS SIS BRI,

4i R
LTRHABLT AN, W2-15 P REIL, ERAHMBEROBELT, %
P B R v i BB — KRS T A = 00 2 25 0 42 1 B — O Mo ok 1 9 £+

BUIRAS, N2 AT DS MHOQ YR AR I, % S 40 Bt 4 I [R] 6 A% H BLURE 2 3k 280w
JIHNRRE T —BOR W, EEN KRB IR, ESIERN &2
=R R ERIR R T — B KRS TR R 291, RN A A A SR R
&8 1E 7 TR BIE BH 1 42 1 0 A& (B AN/ s/ AL BOR T T 2 2 A R, ATETSHER,
(ELXSH 7 ] P RS (56 P X 2B 7 TR AN R IR 88, M EE 2N, BRI E LLIE A 3 0 R ¥

R

Xfy (ps @HFRILIR) Bk A ESRMERFENRPEMEE KRB, W DS &K
FHIRYT WA AN R R BORIE L7 IR, X DS WM, 1677 H AR i (8 B
AT TR I HIREE,

Kty
KRR, RE RN, BOREIET S, JFRAI, SovA, AR

- Dravet ZRAMER MR HY R B PR LR, A TR 29 R0 A (e 2 Mt o,

- REEWE 2-15 DA KRR JLE, 7R A 80U F5 H BRI [R] Y~ f 2=

PRI A A F BRI AR R R AL [ 2 PERUR RREURAS, BSOS H B TR AR I,

- AT ER IR, R, mE B m BN IETT DS SRR A (ERY

— B RAERT TR,

- R IR T IRIEEIR AT AT, REE N Z 2GR, WA Dravet
SZEMEREEM,



L&

Dravet ZESAE (DS) J2—Rh%R ) LIER 0 & B WM ME RO, 1168 &AM 25 MmN &
TERZRAL B, SR DR, fTohRE, REIRESASASRE, JLFATA % B1ER 2
F SCNIA IBURZE RSB Navl. 1 (BUEIER o -1 ) B REHIER TR, '

ZHIREACE >N ° T R IR SR RIT 7 B8 T R4, Am, ek
AR T BRI LB =F DS T HITE, 78lE: AHPRM M (Epidiolex,
Epydiolex) *, EEBMMAYEHE (FDA) T 2018 4E 6 AttHE, KMZAMEIR (EMA)
T 2019 4F 9 HHbME; ZF&PIAA >, 2020 4F 6 H 4% FDA #E 1, T 2020 4F 12 H # EMA
e DAREVREE, T R ACET S MONER T, EF 2018 4E 8 H, #% FDA HE,

AN, BRABIEST % (DNTs) 1 B ) tH, STK-001 /& — b ;x L E % H R, Al K
Navl. 1 ¥K 5 FIEFAERKE, HE/D Dravet /BRI &2 (EFIBET- 2, 5 HETEEHIT A
Kk ge, FERITIRMET L ZH, ETX-101 B — /R S8k, &6/t AT+ LA
SCNIA WIS R, hn b @ EERSFII AR, ERIERHIE v - "I TR (GABA)
MR b, 15 Dravet /NERIVEIR R EIEIRD, FEE R FEAR, 0 3¢ AT REAR B
Fraa MRS

EFHLERIGT HIENER T, BROPVHR BEILELRFENEAFM PSR,
FERRT DS 2 WAl BRI i PR AR FRATTE 5 7EBAHA DMTs FITBTEMER, WnSRIXEEZhy)
PAERR R L2, R,

2 MERITTVE

AFFFORAR M Dravet ZR &AM S 2IUHATIFRALLHE (DSF; M A M. A1 V.H.)
FRINEG, 3F5 E. C.W. WHEETE,

2.1 Wiz TAEM

BET MO TAE/NH, BHAMAINEDS HEEWHARMEAEHRE, Hibpgh g
DSF BE2£0 [ 2R R IR A (K. G K. JI.E.S. . J. S. \E. C. W. ), =fifEAb3E AAMAH T HO (R, N. <
LE.S.. J.W) , EMADSF AR ML AM . V.H) o XML TAE NIRRT IA ISR,
S T RAINE/RIEEEE S R, 4 7Tk B ARSI EAR RIS E N T R/INAK R,

2.2 XHRERIR

HE 7 A ERGUE: (1) IRRRI (ELASRRAE IR, MK HLE [BEG], MAFEIRAE [MRI]
FIEERTFE) 5 (2) S OAAL 178, B A, BRiR, AR [AIE, & #F5E [SUDEP]
FIBETS, ZmiE) ;5 () dErprik (A%, B, TR i) o () BRELT
7 DI (5) BRUTIE, WURFFSUIRASIE AT I B PEL, Bob TIE N

2



ARG T BN U E E 2021 4F 4 AR, ORI, A2 BRI SRS &
BN N DR B, S BBUa R R ZR A TITENT RN, L

STERIAE,
2.3 #NLHPA

2O TAEH R R4 T1E DS IRREF T A NN EKNEEMALT RN, B4 A
KBRS, SNMXAECHW T KN/ RE (h=6) , JLEM (n=5) , FERM/F
EZM (=2) , M (n=4) , FEM (n=1) , BKFNE / Fra= (n=2) . b TIENEK
SO HIX IR % B TE A, HERERTIEREABORIEMA LR/, N TR
EEMEENE, RERNETIWN LR NAR RN BT —4%, FIN#REA DI ERIHER M.
FREEAEER T2 5815, %0 T/EHMR R BRI EBEAE CW. fV.H 4b) WA
BN B ZRNHRL A

Fair & L R/NA R 2 DSF BT 5 HAE R DS B A FIARRTEZR mPkidk Ry,
sk AR / EE (348) , dbEM B 4) , Wil (248) , mEM. JRMFITEAHE /
WPE=E 1 4

FEH—HE/RIEEEES, BN ERNHREE R M5 DS B3 —&E TAF / RaJ
DS BBH RN A, BEA WA M AT TREAEFD H AT7E B A DS BBE W E, DANMITERRE
JLE, HEBEKRAN, SMEEE, RS8R 120ER DS BEGZ /DA,

2.4 FURIEAAEN &

AT FRERIERAE Y S0 IS BT R SRR O TR N
[iselE, FIE Survey Monkey BERRIKA L5/, L RAM A E SRR SCHRER D
FMRATE CHYTRIPOREIE RS, FFHAE 4 AR E—RHEE, IR L 5% H R
AR,

M BN EA NS ERIERAE R R R LR, A, METRE LR =R a R
HH AR RBEE, B RHENEH D NEK:

- XHRF RS R, T/ MR RIE B DXNZ SR RIAR B R E ST 7,
M1E9, H TREEHEARE, 9 REEFFRE, &F -MEDE “TEW” . KEE
S % N IXERIAT e B HHSCFIRE, Rld S H T/ 5T 6 i,

- TPBGNRE, L5/ NHBESRANRERIIRRRIL, PG B SINVAREREIN, IXISRHIRMR
b0, FHRMREERE B BRSO ESR G SURRTEHIRIbRIE, IR E 25y, fREER
—&M LR, PATIENAER, M2, BORE IR IR, SEERASE) .

- N EAZGYIATI, AR HRREE AR TR R A2 MR N R A

BT L AR G5 RO TR, WAL S8 — P IR A LI, HE T /N R
B GESHD) EENIURIRRE, FFRXERRNAE RS, HAh, RiESE %
TGRS 2IRAESE, fE58 et 7 2 MHINRIA,

3



PO EAREH AR DL E RS, DG 11 AEE, 200 5 ZIRFE RER R,
AZEHINZIR, TRES TR WE N “TRE” o BN ZRRITEY 7 e E
/N R bR 80% BR DA, e SOASENIEIR F R FRIR PR 7 53 B S /N
J R B 67% BRDA LRI, I SCNFRRER ;) IRAIRE IR RIZERBIAE N “TEIR” o

3 4 R

FTAELE (n=20) 111 ARHPEHE) 9 BB 7 MRIE/RIFERE, —MRIPEHRS
MTHE—5, B—OEESIEM—5, 90% I EAF 89% KR HH 10 4 AL T1E
2%, FrE N#A 5 2L ER DS TAEES,

3.1 IGRFER. e K VERS Wik

2 1545 70 DS MR R RIDE AR, X TR FIERK 2-16 MH KK JLE, £
M B RAIIE O, IR — O R BRI TR) (5-29 o3 %d) - 4 25 M % 1R B
ikttt ) el s soRES (=30 0% |, MEHTEE AN (58) o X PUMEHEAT
FRR A H PO PSR (1) 2-5 DA RYJLEE H I — IR 5 &AM 5 A AT I ) 4
o ELREZEME A A (2) 6-15 N H By LEEAEREAIE B Ja B — ORI AN i) Y 22 oo 1 B o T 0
JHAME (5-29 728 ; 8¢ (3) 2-15 DA K LE B —IRTCHAE IR IR MR SR A B — R
TS TR FC AP R ZE P A 1

XTRAANHR R E KB LE, FREBNEM T 2-15 A KRB R E KR EAE /
M ER RSN 2 0F, B EZRLE (BERSRRRSURES, 58)

6-15 MK, FEIRRIRES N B E R MR 2E R & (ERyLE (58) , PARK 2-15
MAR, FEEAMERIT, ISR MR 2 (ERT 2L ()

EEMRBRIFELTNANKRER
100

90
80
70
60
50
40
30
20
10

EE£ Rt &HEDS ELX . BRERLSHE RipPE ABSWEDSERE
B E A DSEEB LA Bt 1

H<10 m11-50 m>50

P 120 7 /N R SR P B 1 e B, AE R AR AR, 16 N (75%) EEF ILE, 4 A (20%) [N
BRNFLE, 1 A (%) HERA.

4



T LERRI: N TABFEWLE, WREBIAHERE IR R ERBR W& F
HIRIRIER, KiEERELY, £ WERREER) , N TEERN PHEER DS,

BUORAE

K IE] (5-29 434D GTCS 63%" T4%° T4%° 63%° 58%° 68%"
KA (529 4080 FMREEMERRAE  68% 84%° 95%° 68%" 84%° 89%°
ig?/éﬁﬁﬁ%ﬁﬁﬁﬁﬁ%§<>m T4 s - 2439 - -

2 G TH AR AR, BEN RIS W BRI IR, 5 2 DUTRYEE ,
R IR NP EM AR SRR R 2 GREDE) . BRFERERMZME
I RIHERS TRD, (EAERZHRFERE Y, MEREREMEERENATE G5 .
SCNIA HIER A S A7 £ T 85% DAL RR B (58) o &I MRT 2 IEH Y, (H/DBOR B
it I TR RO HERS L IS R L B S R 22 Bl AL (38) o EEG £E 12 HERATIEH 2 1EHHY,
H2] 5 S, RZBURGIRINE [IESIRISAEBRAERE (G]) o MRIFsmLZESE
TRRFRY " RIEIZA " A0 AARRE T RITE DD GR)

2 2. KT A FRAY N LRI (R A S WM AG A A H IR

5



F2. ()

TS AT U1 A2 VY
- IR A
a. FFELRRENRGIAE—F (B4 n=14, 86%; #&#'#: n=6, 50%)
- R
a. FSEERERRAIE—F (B4 n=14, 86%; MFH1#: n=6, 67%)
- Rk RAE:
a. FESLEBAERDRABIA R —F (B4 n=14, 100%; HHP#H: n=5, 100%)
- SERIE:

a. RSB MAERRHIAE —F (B n=15, 80%)
b. REEEAERRGIEL —F (BPE: n=1, 71%)
- RN (5P EmnRE RN
a. FEERERRRIEL —% (B4 n=15, 93%; MPE: n=7, 86%)
- PERIRARA SRk R 1 <
a WHLR (EEHFEFPE)
- BRI (<5 R kb sk
a. WAHELR (E%)
b. FEEEERBUERDRGIARE—Y: (FPE: n =6, 67%)
- IR (5-29 238h) DRBRIE S 1
a. FELRMEERRHIAE —F (BR%: n=14, 86%; MH#: n=7, 71%)
- BRMERRFESIRAE (= 30 408D ¢
a . FIEEBEERREIAE—F (B4 n=15, 93%; HP¥HE: n=6, 100%)
- AEBRRPE RO R SR -
a. FEEERERRHIARRE —F (BE: n=14, 100%; BEIHE % n=3, 67%)




2. (&

g

- ER MRT A W@ H R IER R (BB n=19, 100%)

- BEE R RRHERS, f£MRT _Er] AE IR EZSE AT, EOVEHF X DS B TSI WRT 2,
PA BB RTREAIR A (BR2E: n=20, 85%)

- AEDBOREBI, BEE R REER AT REH L SaE (BR4: n=19, 100%) .

EEH

- FAAERHMA SRR AR FARMAS SRR R IR, WA AR BGRMA) SRR i HH,
- YElEIE, DS, Dravet £ZZEAE; EEG, M, MRI, MAALIRAUZR.

- 50% B NERRAR AN IZRIRMER AR, MIERA T IR,

3.2 LB, AR ORI A SN g B

—IAN, 1E 18 QAT A BRIERK, RERXMIRATGESIZMARMIEZFIR% (B
Aoy BRIPE: b)) EENREEEAL 3 F A, FFREE N R AR 1S BN
E (EAEMRE: i, &3 .

REE) LB FRIIA TR R (EAMFE: 50 , a4 EtEeasil 2%
e (BA: ) . AR (BA: ) o W, WHIEsHERE, BEE SRR K E
g, FHAAETRZBOREN (ELEMBE: ) o /8 AERER SR m, BAE
R E DL, RPERG RSB LER A BAEIR (1) , MEENRRRZE)LE
A BAERE (F) .

LA LT RSB RD ) T LER R 2 Bm DERER A GR) |
TR G T REA R T IR AR AVRHE. A RERTTERNIGRARE, Rk, PGS
RO - FEhe DR B O 5,

KRB HIMEAR P (38) 5 2RI, REREETTIRAANR, RSBUNMIK R

A EHRRRNZS, DEANA#ERIRENER, SRR EAZ R,
REBZVIF NN R AN ALURE A —EHIRER,

7



MHL DS I, 4 A B JT R SUDEP BK XS ¥ i (58) o & T F w1
Mges, NP St SERE P 1R Ot FL R AR S I S B i, SR 2 A R 2R 0 I S 18 e A T
TR AR A BRI 703 7 (P REENEE [TQR]=6-9) #1 6 (IQR=5-7) , TP ARty 1-9,
Hrb 1 e, 9 sk,

DS FBHMAEZTEH IR (B4 8, K& ), 8FE-RKIiEy (B4
g o), DA (R4 5i; BRPE: W) o NI SRR IRE A RN,
FEEHNREEZ (GR) o (HNAEZ R AT (AN TURIR 297, BRAERHISRIEIR,
HRP B A AE FR SR R SO 3L,

KTEEESIERNRAEL, EEMBIPEHIAYAMREZ: F—MRIRFEER
FRANFR A URMRR N R A AR TR S TR PREFTS IR, 08 RIEE T i B
¥, JLRHEANVHE ARS8 o WA RS st=BH DS Zlrlii
HIRRANEL (G8) , fERAIRSERERZIE SRR PR R e B (38) |, QR
HZHMABERRIGRIPLR2ZIR (g oy BAE: RERD , URREAEEY
&, ROW5S LR E R 7oRmEcR (B4 A BrE: a3 o

23 LR, KA. AR N




3. (&

R, B FEAT TN )
© REECAR) LEME/DE DS BEMEETEENME (B4 n=19, 95%; WHHHE: n=9, 100%)
- ML AR BRI A DS BB R L 2N (B n=18, 94%; MBiPE % n=2,
100%),
- MEFMEZYITE A B M DS BERAMN (B n=17, T6%; BEI#E =3, 67%).
- PMRIRIEA TR (IR, RE8) TE2E8RT)LEE/D I, (HREBER I KZSE g, HE— U ERRE
NP (B84 n=18, 83%; HRH'¥H: n=8, 100%) .
- AMEIE TR (Rt mEhtE) 1E DU N EES B IR EL I —
a. PRl LE (B4 n=18, 56%; WRP'¥FH: n=7, 86%) ,
b. ##8)LE (FE4: n=18, 67%; WHE: n=7, 86%) .
c. H/ME (FE4: n=18, 61%; WIH: n=7, 86%) .
d. [EEN (B4 n=13, 46%; HE#E: n=7, 43%) .
- DS ) LEE B AYERHIE R
a. “ERSHTILEE: B4 n=18, 72% FRHIAERMENEIBIE/ N T 50%; B n=9, 89% F/rH MIE
RHIER) S PR T 50%
b. ZHLEE: B4 n=19, 68% Fon HIAERHERE /N T 50%; HPE, n=8, 100% &~ H HAER:
AR 3 R T 50%,
- BA DS W)LEA BIEISREBRINE, SHAREAMER, KK/ BPESIEOTREHEIAE, EA
N EEEHARE T P AR KR RX T R A (B2 n=19, 84%; AF#'#: n=8, 60%)
o ARERRPERRTRIEEE DS LB 2 E N B AE A (BR4E: n=18, 83%; M¥H: n=s,
100%)
- T BT TRIEG, B XERE) LERA, B2 8 A EXIHEEE AR, S80S AR B ARE
TEMATRES R (B2E: n=19, 89%; ME#1#: n=10, 70%)

e

- RZE/ P DS B LESROIXHE LS SR TIE S IEAEAETT (BRZE: n=19, 79%; WP n=8, 88%) ,

- BIBRITNEDERBRA DS BERDEHERENEL (EE: n=15, 1£ 1-9 2HliEasH, HAECH 6;
FEE : n=9, 1 1-9 rliEoad, HREN 1) .




3. (&

EERUEZY)F AT
- Xt DS BEHTOHRESRFHEMTE (BE: n=19, 79%) .
- HENEBRA X B EMEIRERIERS AR TR (BRE: n=11, 82%)

WHPFSE (SUDEP)
- DS HBEHIRAKHT SUDEP XU, TEISWIINAAIERIE T RIXFEERIXFS (BB42: n=19, 100%; MH*34.
n=9, 100%) .
- H L E R BUBR 250 4 DS (1997 30 FTEE B,  SUDEP [ XU 2=/ 15 81 782 2 b B YRR (BS4::
n=16, 88%; HEH#'#: n=6, 50%) .
< A5 AR A A M 15
a. 68% MIEAEFF A HE BB DS B85 FER RN, (2 74% RBEA AR SRS 8 A 6 X fhis
AR,
b. i 50% DA EE R TR R NIZERIEA, & 31%
c. i 50% DA REE A TR0 IR I s B BREP A, 67%,
d. B4 (n=15) X Ml AR RO & fERRCRIE2 8 6 (IQR = 5-7) , BE#HE (n=8) M5 7 (IR =
6-9) , Wb 1-9, HM 1 ATEH, 9 Mm@kt
© RTRAEAREN RS LM E AR, BA R Eis A s LN,

PEHi RN

- DS BRENEZTENE MRS (B4 n=19, 84%; BRIFH: n=9, 78%) .

- DS HBENIEZ BE—RIREYE R (B n=19, 79%; P n=9, 78%)

- B AR T AR ST R AR,  DARMEOR A BRI AT RENE (BR2E: n=19, 95%; MEPH: n=9,

89%) o

- N RAE RN A S E A RSN B UR LY (R R K25 |, DU R R ERI AT REME (B4
n=19, 53%; MEFE: n=9, 67% Y HARIXEEMD

- FFESME DS BE M ZIEZ R A (B4 n=19, 95%; M4 : n=9, 78%) ,

10



3. (&

T

- FAIRRMAS SRR B IR MRS RR PR IR, A IR EGRMA) SRR IR B 3R,
- YiWKIE, DS, Dravet ZZR&fE; EEG, NFEIE; IQR, PUAiECIAIFE; SUDEP, ME¥HSE,

-4 50% B MR RAIZRIBER WAL, WA REILA,

3.3 FHEHl. HERFITIA. DM LS Y IARIUN A/ 2 RCE B

3.3. 1 e & VR H A

PEHER & (B B2 H bR R i AR R = B MR ER RS R (38) , DANIRHIZ9Y)
RURITER (3R, R 4) o METIRRMIERE, BRI E A s, Bt
PARERE, Wi, SEREcEE,  (BA: 55, s o) o

RTINS R BRI IR, BRAEFIRRI S KRR BISR T IR, R ELSEH 7 KA
MR efEl, I8 g > By o — AR BREIE I i 299 (BRZE: 58, MRIPE:

#iR) ,

2 4 BURIEHIRVER R R TR R SRS B




HOUNNEOE, BE ERIBIGTY /i ik:
- A KN TR R A E BRSNS, 1% E B ETRI4ER A R IR G id, T DUEIN—Fui I 4ERHRTT,
ELRAZ5% R HIBE Y 2 AL ROV KRS, AT PAS BRI BRI I — SR OE AR R A ey 7 77 % MR, 24
R P RO EHIE TR, BRI — MR — R Ia T RIRE IR AR (B4 n=19, 74%; MR-

n=8, 75%) .

- A KN TR RO R M F BB SRS, NIZE AR REGE —IN R 2RaayT, FHHE OB & E T3
(BE4:: n=19, 100%; M&¥"E: n=9, 89%) ,

- SE IR R A, N R —REg) (BRZE: n=19, 100%; M#PHE: n=9, 89%) .

- S IARERRIERAE, NE RGN —Rey (B4 n=19, 89%%; MH*&: n=9, 78%) .

© TE S BUBT R A VE IR BUIN 3 RIS I — R 2y (B4 : n=19, 68%; ME#'#: n=9, 78%) ,

- RRIBBNRERMEHERIFN, NEERARIEMMER, YCREGH DS Hreg (B4 n=19, 95%; 4.
n=9, 78%) o

3.3. 247k

PIRER R AIER —2eM 2y, TRl b ] iE— e U 2 25 (58) o XW—%k
M2 Z R AR R (B 5 Mg o) DURREPRREE (BR2E: by R 5i) o
PRI N — L gy (P 5, BRAE: JodbR) o XISGRAEIRE(E
N—8, =My, RIPFAEPEIN, HEARAN, WE=EET DS &L
By () o B2 548 7R TIRr R,

2

Valproate AXER

g
Fenfluramine Z5 s $i88
Stiripentol B1& /LA
Clobazam B &

12



Dravet ZFEMERMFE ARG T IR —&MHANRNRIR; |, ZFahHEE]
BIREE IR — ke 2 29, MNEARAYIMERK 7 IR, Rz I n REXHIG U 7 2
WEHRL), “HAh” BEEEMEREL, EOhraE, weibiz, By, SEEHENC
bRl (HTRMELNE) o

RIEEAREr (FEsD) , R, B, R KBRS BB Rkt el 4
T PE PR PR A VR R KT RMR N, IR ZBRIE R AR =, T AILREEZE
KAE, INNHATRIRROR Bt BRAEFI RIS I RO 29I 2 R T 9),  PROMARIED
1-9, H 1 ARREMSZ, 9 NEEMZ (FS2) . EAEMBIFEINMZ RIFNZY GF
7N T s PAE) WIS EAI . 2RO\ Al RERTHLEER] / BB T RYTY
REMEAEMRRE (3% « JFaAA (54%) FA25 R — B (50%; % S3) o M,
B NNAMALBECERT [ AT s R s i 2s e ih s s (78%) « FENitEs (68%) |
SUHPETE (61%) FIZEZRirarE (52%)

FEfE ] =R R RGNS IR BT (5 6 4) o B 6 & MPATJLERM
AR R (), BDENERCR AR RRYRR SR E B8 .

HilRE, BEAMRERR 7HELR, YOvERR e AR B LAY R0 [ B
AT 52 1 T LAy R PR T e O MR B e R B2, BN ST wA (58)

KTANLRRE, BEANTH BRI ARG -, (HARI (TN A TR,
A DR EF TR R EPY O RE  (THO) |, 7B AR S HARL

REREMZRFBONN R —RIGTERE, HINNEEEFER AT, MIZIANRR, &
B, AP RIR R, AN, DU IE 205 i, R — My AIFEits,
XA R R R A 2 Y SR O A AR AR D S 50% (58) , (E AR
X BE LB A AR IR R AR b <5, FIRIADIFARRS DS iy fER (RJE) , AR
FIEHH-TIPRAR (58) .

& S1ICsR T ERAATIN &8 DS 7 iR AIE 250 el

e 4.(82)

LR PED ORI R e 251
- X DS FRECRUL, RZFENEEALA ASM 2 EIER? EA: A =3, 1QR=3-4; M&##H: PAEk 3,
IQR=3-4,
- HETEREPFHRRLE ASM AS L2/ ((NEE) ?
a. HA—F ASM: 8%
b. 2 Ff ASM BEF: 22%
c. 3fh ASM BEH : 48%
d. 4% ASM BXH: 21%
e. >4 Ff ASM BEF: 7%
- DURBRNZEYAE DS B h i B2

a. NIXIR
- NERN—EAZ (B4 n=18, 83%; MRIE: n=9, 100%) ,
b, EE &
RE N —Ekel £k FHZG (B4:: n=18, 83%; MP¥: n=9, 89%) ,
c. ZFabiA

- MAEN—&RER LM (B4 n=19, 84%; MEP'E: n=8, 75%) o
13



Fa.(s0)

d. AR
MER—EkE ERFHZG (B4 : n=17, T1%; WP n=9, 100%) ,
e. KIKZE (Z5HR)
MAEN—EE &%) (K4 n=16, 31%; WP#H: n=7, 86%) ,
MAER—ER, —Zka=2kM2zy (B%: n=16, 81%) .
. FENLHEs
MAEN—E, TERE =M (B4 n=14, 64%; HEPE: n=8, T5%) .
- BETATHBZYH, AR RCE RN ) BN S A A AR T I i E e (4 n= 19,
T4%; HEPE: n=8, 75%)
a. NILEUEE ERIZENZIHEN, NFERMNAEHR (B4 n=14, 93% HBHH: n=6, 83%) , i
HAtZ Y E R A IR PSRRI,
it
- NEZIENINNE DS ILEMRESZ (B4 n=19, 79%) .
- hIBL =N A] DS 5 EERMETR TERIR 2 (ER A FTREE R BRRAEM, BfEMAE YN —%k. &M=
SV Z AT, ANAER. SRR, FEFEUE, DAREANSMENERAZE (B4 :
n=19, 100%)
- AT HRFRIEE =g B R MR REFRIRRAE DS BRI, B/ D hise = IR n] RER /D 2 S BORMEME] (BR4E:
n=13, 92%) ,

€| Z5) P ER PN

- NEBCRFAEZRGORBR — (CBD) MIFiRYY DS (BRZE: n=16, 81%; fF#'Z: n=8, 62.5%)

- HUR 16% BYERAAN 37% BB & oA 1A (GBI SORRE (THC) RyZde, (HEFRIKAEE
YR

gy E A
C UMK, R E SR (EE ORI R, E4: n=15, 60%) .
- YINAEVETREERE, MO EE SRR EE AR KRR BEE: n=17, 76%)
- YT REER, REORIKBRIVAIRE (B4 n=17, 41%)
- YEEFER RN, IS A S SR ERET (B4 n=17, 82%) ,
A kL]
- N KFRE RAROZFEHIEA AR S B0 IR BRSSPk m R (W 129 4y, Hd 1= TEAHERL, 9=
WEERILY) ? BEAE: 4T frsk =3, 1QR=2-5; MBIF#: #1407 fu%k =3, IQR=2-7,
- b- PR IR AL
a. ZYRBIIRLS 5- BRI S RIS RO (B4 D n=7, 71%) . AT, 1UG 2 BEA KL HAHS 5-
FRERRA G ; AT MR 5- RERZEESIEIER,

2NN EEY ]

- FEMEERRZMEAK | 63% FYEEAA] 50% AP I,

- AVEREER N BAR, 58% AYEEAEFN 67% BRI E INFEL,

- SEENIIAREIA AR, A7% FIEEAEFD 50% HYRR P E INFEL,

- MK ZEE N EAR, 37% BYEEART 17% RN E A,
- PITRBRFIEAR, 21% FERAERN 33% RIRRIPE AR,
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Fa.(s0)

AGEFE ASM 39 i o e 0

PRI
- IR PITRERAY B AN TR B AR T M2 IR AR, PRI, 4 A (ER I AME SRR I B Ao B E F I,
ISR FUE ER A P TRIRIR KT (B4 n=19, 74%)
- FTA GE PRI B N E AR T 2 AT (CBO) MIATEERYHMUEIN (B4 n=19, 74%) ,

Kk 1

- BB R M — B 9 28 B e ST =CBC (BBZE: n=19, 68%) o

AR

- A BAE NE R UAFRE AN CBC (B4 : n=19, 53%) .

WEYT Ik

- IREBITTIEAMAENARZRTAT ASM ZHif—Z7i% (B4 n=19, 79%; #E#7#&: n=8, 38%) ,

- TEfEF 1-2 fh ASM RIS, NERIRBITIE (B4 n=19, 42%; FE##&: n=9, 56%)

- TEfEFH 3-4 Fh ASM RIRUE, NMEEIRESTIEE (B4E: n=19, 84%; MHE: n=7, 86%) .

- INF 2 BN, WEERSMAERIRE (B4 n=15, 73%)

- 2-6 HLE, WEIERLSMNERIRE (B4 n=16, 75%) .

RS LB, BRI ERIRE (F4: n=16, 56%) EBXRMIFERSITIRE (E4: n=16,
56%) o

- HOE, EEERSRNRRETIRE (B n=15, 87%)

CREEN, G ERITES SRS (B4 P a9, sow).

RSB BAEH TAR
- NTREEZBEREMSRE, HXYMEFRFRFFNRE, RSS2 DR
a. NXERE (B&ZE: n=19, 100%) .
CReEs (B4 n=19, 100%)
c. ZFEPAH (B2 n=13, 77%)
d. A IREE (B84:: n=13, 92%) .
e. 1CIEE (&% : n=13, 77%) .
£ AN (B n=13, T7%) .
g. EWIRE, WRNRERWAATHE (BB n=19, 84%) .
- DS FFE R AR EMARIBIGTT, RIEFRNEETEAE 50% (B4 n=12, 100%; H#¥H: n=5,
100%)
- R R HME L DS BERUR R (A 2 RaE (179 47, Hb 1 23R, 9 BIEHER0 ? B4 ik
15y =3.5; HRIPE: PLEFTH =6,

o

HoAthisin M- AR
- RIRAAVITA DS A e (B2 n=14, 79%) .
a. 2 BRI 3 B KK A EMESZ TIHIRIAYIDTAR, He, 2 fiIgksk & iR (161

HRENMESE) .

b. 2 BEIPERIGEA 2 G52 T IHIRIATIITAR, #ai0E, Ho 1 BIKRSKIAERD, b —BIsa s,
HHTIRRAR DS AR (BRZE: n=13, 92%)
a. T RBEERGEIA 16 BIRE A2 THIH-UIRRA, #aildE, 26 1B A (EERMD, MR
B,
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3.3. 3B B 1L 7 ik

BRI FERFZRE BT P A Z 2 2209, b B Rl A R0 Y T3 B S AR M i
KAE, FF B XINHIR MR A B, BRI BT — B, XS
OUNUONMZRBERR, BEANMNEMILR (1) | BRIPEIIRAE RS IR,

QERIERIEIRE LT 7 2 b A B Ry TRIE RE B8 R BE s i A1, BV ek
DIRIRBCAT ), MfEERE (B4 5, s ), EREIREN—Z&iErT.

MR, AERFADZIRAE 77 1250 8 DA R MR H At SO A A0 B, BIE 0k 2 il
RAFBICERFFAUN B ARG AT, A (B4 8, B J) o HAERERR
I, YONIZAEO IR R ()

FAESR, HRATECAR IR LB, BRI I IR OOE AN S H: H AT & F
R, AR ISR, A, BEAMEINR (h) |, RPETIR, I OyalEE
AREEAE BRI —— ATl 2 299 R A I RIS H AR SR AR R, R LEAE RIS JE B T PR
EUEHZ 2 RHIPIRE IR TR,

3.3. 4500 Ak R W O E B

Al DS SBE RN S HRESREY) (51) o MR R IERR A& (F, HERR "
ReGVIa G R, NP6 MR E S P TRIRECE CHiviH. (58) o 45 EIRIRYT A,
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WO R e RS, P B R RZ MR Z o (31)
4.8

Y (St
- T DS BEE N R RIERRKZY (B n=19, 100%; HE$E: n=10, 100%)
FRFFERE (IUPREEAE)
- DS B MBI AR R Ve, A 2 DGR SIEE R RAYINEA RN, R N —PiEfg:
a. FRPKIESAIIRIR U & (R1%) LE HE R SIETT /K ER4ERF R TRR; 4 n=19, 63%) .
b. BN AR Z R ERZ R '] (EE: N=19, 47%) .
c. AER PR TR (B4 n=19, 37%) .
- DS B N AR R, B 2 IR R S IEAR R E R YIRE RV, NEBCR A AN E 5
R — 2R
a. FRPKREERRIAME S (B4 n=19, 79%) .
b. EKENEE L Z AR (B4 n=19, 89%)
c. FRKIESHE VR TR (B4 n=19, 100%) ,
- DS HHE MBI E bR 2 1E, BA 2 IRFIESEINR R E RV E RN, "R RAYEEE
HERIRIT I —Leh M
a. BRPKIESIIIRER AU & (R LEMARARA SIETT /K 4ERRE R TR ; B-4E: n=19, 95%) .
b. #likE 2 faiE (BR2E: n=19, 84%) .
c. FRICRZRBRZ RN fTRE (B4 n=19, 63%) .
d. ERPKREERRRMEEG: (4 n=19, 58%) o
e. M REZNfRE (B4 n=19, 53%) .
- DS SEEER N FUZERIE S, EARZESERZ R ENRRIBT I A RRE R, (B4 n=19,
89%)

T

- FARAERHA S R AN ARHAS  r Fon R, HAL GRAREGRME) X3RRIk
ﬁ#:i/l:{()

- HEMEIE, ASM, PUAEL9Y); CBC, 2MANAit#; CBD, KM —_M}; DS, Dravet ZRG1E; TR, Y47

o7 £ B
IV, kA ; SUDEP, JRYESE; THC, PUZCRMED.

- 3/9 BN IR FR A FE WA E e, BELE ASM ATES B GE LRIV IR, BRIX— R, At
4k SR I% ASM RUERE, WRME BT AR Bh I 0w A1 E

- P 50% /N R TR MER WA E, MBI A IE IR,
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AT Dravet L5 S ES —ARERFHINEIL, BICEE T RS KNI EREAERM
R4S, ASCRA T PIEROE/RIEIE R, IR TEOR R,

TEIE LM 10 4E B, DS (IS W AE IS MR BUD, R T L8 M RHE A AR B &,
AR L BRI 7, IXTEVF 2 X C BN B IR PRI R — 84y, 121 RS MR X E
S T AT G0 AR FTREDBISOR R VR0 K & M Um0 As 22y, 1 s R,
A H B R R P PO S BT 3, R EIE PRI I IE I R 22 2 R, SOVIA 25 R A S5 —
ZAIRIRR T, HRTCHFR T2 IR RIIANS &S BRI B s AR
% DS HEAT AL, U TRALIINN, IEHRF 2-15 A AL, 1EEE HMERE T
TR, R HNER R 5 B S — K I I 042 0 2 M 0 2% 1 B0 2 — W R e S 25
SRARZS, REMHEIT DS AHSCHEEFRR I, RS FA 1A RN B i T RLE R R N B SR IS
DS, (E RIS FEAHERRAE Ef 0 Nt T TR AR I, [ DS AUADRAEIS T = 19 H i,
AT IITCIA RIS & E, DI ATHIER BIREIEN T,

REETGR 73RN, IR IN AR £ IR E i %, e ks, &)
W, AR, AR, (EW RS HIRAIE R, (EANDAR T R
I AR LA R ST IS AR, MR BRI M A BRI, TR/NER R
FAH S A R B IR RS — R0 AL, Y ER B = HAh 2 5, Xt
TLER B ARE R R, B TR R R NS,

BA VR E R BEALE LT E R A —5,  BIPER B AR RHE R Y Mb A 84 T
I ELBIER LR AR B v, (R T B RS AR RN DS LR Rt RIE FER
R BRAE 22% ] 46%, B ART, BRI ARBIE IR, RN —THFR T, 67% I
PRFEF A ™ B LA RN JLE, HAh g 4% 68N B e, 0 xRN, R
DS J LB FAT g ERRe 10 0o A 376 R T ER RO AR S, (B LIS, TR T RE R 2
FREIETR, TSSO, L R LB R DS J LB T I I T4,

TEALEHIE RIGH 5 4EH, TLH = ASM B T4 DS HH X BIRUR & 78,
SREERE I | SOESRIER EOT R, BRI RIRBIGL, 4-7 XM TR T 5 1,
LRI PRIE AN R AT S RIB I TRERI TS,  EFEIOR R VR IR/ DA 251 N AN, X
“DS LH” BT ACHAES:, X HHET T B HE BT ITE A A8 —— R RAE

KRR R LA ST BT DS I JLEE, 72 6 F A8 WA ASM 15 R FE 481677,
TR AIXEE “DS LH” 24, JEEBEGA 2 n] Rt BRI, HE SR, A
(i X B4 3T DS L F 2530 28 /0 PRE, B BATRBEEIE N 1 8% 2 5 DL BhiG
7o DS BFTETMFLAE G ASM 25006 FRdies; I BURD & VERIEIE F A 5 B FRATIR,
PO RTINS AS 2T i, NIRRIAIRE, AR ZEURE R, SRR ERLR R R
SR, NS ERE LR HATHIIATT 77 RS 8] TRHTRIESH], I LahEE BRI DS LAY
AIREFFRER, A, A IEE AR R, FEREE 12 AR
VE— R BB TR R R A4 5,

H R 1E R IR BRI R SR IR E ISy R TR & 1R K R
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AR ZRERAGY AT 2R, (HRAMLEAYMAE R AT R, ALBEREZEME K
SR N LA BEGE ) IX T TSN IS B A R & EA TN IR EE 2, BUdE
BRI, AR ENNIN, RERZIEWN ZZEAYGERNaEE R R, (Hi
WINK, TEBURRERETY, AR Z SR Z BN SR8 T N2 B,

BRIG T E R/ EBR R VETT T, (BIRREAFRRIFEE AN, AEEUR & VEAE 4
[ EROR LA AT AR G, (EASER YR, BIEIXLE DS £ 2R HIERE T 7] 6 JEE0H
RAFRH BRI E, WHIThEE E, © MEHER DS R SEm2MkEAR I
AR, A RIES, RERITIN—IRERE, 25 mh A R] B8 S W0 R oE &2 AR R AR/
B, ARSI

T BRI A TS R E R — DN EER R, KRR TEHmR & (5, iR
WIBIETT 5, ZRTIEIEAT AR LZNE, RECMNERRHENIER, EARSD
R R T I R AR BT ER,, —IR Y EZEER (AS0) I RIAE (EERET,
1E SCN1A /NERBERE R X e B RIS SRS A A E A R IRAS T E BB A2 T BRI
T U & VB SUDEP B & 48 2%, B H B IE 4 2-18 25 HI B0 M SoviA 25 %5 DS [ JL &
AT ZREEIG TS (ClinicalTrials. gov ill#4w5: NCT04442295) , HANE Al GEIRK
DR R AE, T H RS A RIS U, QSRS IR T IR R B> 1 s R MR
KAE, WEwIIRHEEMA; A, UEEGTS, N T2EEFAERXMTE, EEMNRIAGH
LI, XAIEEEH TEXNERAKIRL A, B B8 HIm R 2 MERT RS SRR ;
beE H 2RI, HEXEENEWRIGESZ, ARNEEHR R RS A 1T A
AT T WRREER, £ DS HAF, AM—EHOWANSAZ IR, PR IERIET K
o, BETTREMHERRTES G 2 A, IXATREME] T R E MR, SRR, IXeEit
JRIERAE v DS BE R RGN MR R, EEIE, I EImRE AR E NI A,
fEFHFA AT BT IER UG, MRS 2RI,

BRI HRREER; R DS BESHIETRA S HENET ™, JLIREA
MELARIN . SR, TRAMIEH TiX—d IS R E ImA S 2 S, BU)7R2A MR K
NBESTHHFN L ET RN L B B ERRE (a0 DS) W& ERERRIEIX—fAth, Tt
HRRT — 046, #5B) DS B M) LRI BRI M,

AMRETERRZ —2, IR EEH SO E NERSE S THUE, mH ERE
SRIBIEST BRI ) RN St 2 A FR Y, ASM AU A& T 2 T8 ERATEER
FEE B BERSC R SRS IR LE 245, IR & RINA T AR =32 2 0] M MR BT R2 e, IX 2 n]
DABRARIN, AN, BTFEREETEMERKRIRES, MHAHENE AL TEIE, 5
FiEf/RIEEAE—FE, E BRG], REAESICTRENZETRFIIEE, mekt
THANLIREE, WERFNRE RS HRiWEE A AE, hFREnE, Azt
IBE I PR,

TATAEME, X0y DS EFRILIRY L& T 2IRALK EE R EMEARNF S, X DS
e, JETY BRI RIS AT T A MR, HEER T RIENEITIERE, AR
W & R BIR B IET T i, A X e i IR RS2 R P A RO, T e A5 1 A S i
B, ANAE RN A VBRI R, 2 DS RAE TG
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