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Dravet Z2 S 1EI2E1 5iaTr B R E T RIHLIA

FERBRI A EH MLV ER S, PREFQIIBFLRFNRFL, PREF2
IR F 2 EFH

ME HEZ AR

ZER, KA, REE CACRRE—BERE) , Jri7 . H/ME CE#ERIR MBI LR ER) , sk CE LRI AT
WHmLEEEEB) , M (LatEhMEERE) , R (MR R ) , £ 2. JAKE (B B MELRHERS) , ##1 (F
PRERIKZMBILRERS) , B XIess O MERIREMBES — =R , R8s (GHIMILEER) , 28 (hhk
SEMTHEREBE) , A (PEERORARR At R ) , I ROULEEERE) , AR (Wi JLEEERE) , BRI (5 5t R
SFRHmILEBERE) , mide (UL BB m LR EERE ) , B GE MR —BEBE) , B KRB OB 58 = M =

Be) , XUmERY (5 i LB Be)

Dravet Zi & fE (Dravet syndrome, DS)
(OMIM: 607208) %% JLITHC I 14 XEVA 1k J e 3%
A4E, Hi:EE4A: Charlotte Dravet 7F 1978 R IK
el , BEAE XFREE L™ E NLFEZE MWW (Severe
myoclonic epilepsy in infancy, SMEI) " DS Il R
RN 2~ 15 AR, TR AR, S E
Wi R R ARSI TE RN RAEEA A
EBYRE R SRR 2 S IR R SRS (Status
epilepticus, SE) ; PUHEUN A AEZ Y (Anti-seizure
medications, ASMs) J7 R KAE; AARRIBRENAT
RGP TRt s 52 AR R R R AR T
&7, DS F 2018 4F 5 H A P E S — 5 WLk
H3 (G5 1055) ", I 10 4R E M4 DS (1)
YR &= B Al s o R S I N S i
B=Z DS L7 L IR udE /. Ik, fh
E W 2 GRS Lk = il s 3k, BRA
B2 LR ST WA A Rl a2, S ]
AR L ZA, IR E NP DS IR B
KSR, Fe Al e AR, BER S E DS
HFLE 2T Ko

1 HRFEFZE

EHPUE B, LU “Dravet £85-1iE/Dravet
syndrome/Severe myoclonic epilepsy in infancy/
SMEI/DS” . “WN X FR/valproic acid/valproate” .

“FGNLAE/topiramate” | “FH L 5/clobazam” |
“FE G/ stiripentol” | “ZE L P VE3H /1eveti-

racetam” | “GAHVUTE/clonazepam” | “BAJEVLHE/
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“KBE W /cannabidiol” . “Z¥FAI
B /fenfluramine” . “MCHAZS /perampanel” |
“REE M2 JIBOR /vagal nerve stimulation/vagus
“A: PR B /ketogenic diet/
KD” hKHiA], £;& PubMed. Embase, Cochrane
library, P EIJIRY 3 07 80 | 485 Hod 122 AR SC
SECOCHR (BE 2023 4F 4 [ 28 H) o AT S %[
PRy B % (International League Against
Epilepsy, ILAE) . " E T P 2 (China
Association Against Epilepsy, CAAE) | 3& [E #f1 £
27%7%> (American Academy of Neurology, AAN) /3&
FE950 1/3 25 (American Epilepsy Society, AES) | ¥&
E X BAS5EIRILAE W5 T (The National
Institute for Health and Care Excellence, NICE) . #»
b 2= BE Al FE F M 4% (Scottish Intercollegiate
Guidelines Network, SIGN) 45 [E N /MUEHLA 4
(R T8 T A T UL DA S IR PR S R . AR S
HE AAN/AES 00 15 13 10 b FE PP TE 36 45 44
(3% 1) AR = L2850 (6 2) XF TSk FN 475
ps /IR s

2 MR

2.1 RITIRE

rhE H R R B2 X DS SRATIR S 0 R B IR
Y . AR E S SCERHGE DS BN 1/40 900 ~
1/15 700",
2.2 IERFRH
2.2.1 W REFE AEERWFRTE 2~ 15 Al @
WAE 3 ~9 FERMN, SIEERR e A, RIE
DS AN AR IR I R RE s DR R FE 43 3 B
B QF—WB: BWRE 1SN, B

. . ”
zonisamide” .

nerve stimulation” .
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1% BENLX ARG RIS . OTEREEARE DT, QRN BERBEMEEHITN T I . @MLFHETEIRYTHZ RIIEAAER, 5

N 2R IATIE MR, AU ERR
a. BRI 5

b. WIBf R A LN

c. WIH e CRIHERR /0 ABRIE ;

d. FEIr 5 TR AR A UL (R0 80% A A AR SEEIE) , BA R ARAY S SR LIl T BE A fi a5 5
e KPR AP AR A0 T EAE I —Fh sl PR 2 A R, MR T LA R A
VAR A 5 SR A 25 20 (P 0 P 2 TR Py B AT AR R R SR 2257 5
2. AR RAREIRIT 7 15 Z BT E ARG R BT S8 F A B8 Y AR (0 m, b —F 24, 452507 2. F AR

WIS ZETE AR TTIEAR R 5

3. AHEARUE LA B R 5 2Z BT A TR T AR BRI TE A AR 81 5
4. XMW EER IR BEAE TI7 R T, %A WTH % B 85
%% BERLAS BRI AR . D FERRME AR 17 @ KRR [ika ~ ebrifl (W 1 ) 22— LB LS RATAL SURTIEN: AT
FEATE EIRAYD ~ efiife (W T 20) RRRIE AR E A RATAL . O FELAMEAETAYT 24 2 AR AR, ol o 22 S A T i 2

BIGET I

JIIE3 TEARRIE AT BEAT 00 A7 HoAboos BRI (R4 Bl SCAY 1 AR S0 IR ) S g B, 8 SRR S Tl ), B8 s 2 s

SIS AR
IV I, WL MERTFE LSRG, @GR L K

T SRR ROAs D, TR | eS0T 1-35 . WA IS, W A SIREgoN 4 oR B R E: R
KFTRERZ BIER A (B P50 . FR BRI ST B Bl fin L (‘e BRAS SR | LRI R ) Somm 2 SR ) 1

F2 EFE5

A R il

A TERFE AR I A E ST, I A R, JERes 5 (sl A /T e sl JE FHl 1)) 5

BB W — BN I 5

B TERFE ARET G E 20T, TREAAL. ToREHF (BRI BEAT /AT U= I /AT Ht) 5

U B e TR R N |2

C TERFE ARET IS E ST, WA R, TOREA & (Sl A /AT S s I /a5 5

it 22 20— 30 I AT B P I — 2y TR o

U BRA AW BT HEARR, YT U, B) RoREIESE

TE: HSFRORTERRTEOL T, AR FFE A bRIE, 2) SEMRRE R (REXTBGEAS5, B XE FER>2) , W54 AfFIRIIZAT 5 AT fE 2 L

TS

R, 48 R 2B LA Il PR i T e (s
FAOK B ) J5 5 S 4 T 5 L 2R R AR B N 2
VB, Sy B ) A9 Z A sl 2R, A28 18] %)
R RNE QB BB 1~5%, JpkAFmE,
ZRCGEILTE B BO BUTC IR A, KRR Z 4%,
LA AR B R L SRR Rk DL AR K
MRV AR R A, SR ERAE BRI AL 2
4 2 A Al R AN [R50 B AR, S DS B0 e
MEVER R AER B . BER BER AR S, B i BE SE,
BACAIAT PR R, 24 1/3 WYL R A L RUR
Fimi; @ W =FrB: 5 X LU, WHrBE D EILK
YRR RS, SRR 2 AR, 2
BB LA AR LA 4 T3 B 28 R A FR ke R
YRR FEEFRIER, AR A0 UL 25 A AR
BT A B K, SE UCEOR D, U B T
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R, SCHUSB B e, 5 838 LR IR ) & A
&, I E RN

2.2.2 WRBFLKRA DS BILIEREF L B
SE, RIS 515 Kk, RAFIAY 32 R 4 T 1
ZEFESRAS B 0 P4 22 4k T 4 T ik T R 2R Rk
A, BRI SRR R SRS SR 2R R 2L
KA. FERA SE WMEBILT, fREZHURILE K}
1450 K XHRE IR 97 5 W 52 3 & A SE Rif Y & B IR
A, DEUE LT IS MERYE (acute encephalopathy) ,
HOL TR E SE 5, MR B EIET R E, FIEH
WA E N RS G E . DS LKA &
P G 11 1 5 DR 3R A 4 AR i R R B o 4y
SCNIA HEHFHAS 7 Hrhih KRAE EHE R
AR AW L AR R S BUVLRE 2R A L ARSI
REAEZ R B SE.
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2.2.3 k&R DS BELINETLU L LRI A H
EH, BRI A ERELZER ., 2808 L3
DA AN [ AR I B AT R B
AR FEAS (75%, QA BE RIME . PPIRET455, AR T
BREEGAE | WERESE ) LA SORS A0 3R ) B (AN 2
R 22 BB | FIIAE 1% 2R BT (22% ~ 46% ) FIHI
ARAEIESE) o ADBUSAE JB AT 38 AT L IS O Je 4] 98 o
3 RRE AT E, AT (59%) ,
HEARAAEBH M (22%) 5 #B4F KL B B4R A 7T fig
SR 2P (crouch gait) , SR Hh
P, BREANIE, EAME (1) ™, B RS S
it AU TR A R ERERTIE ;18 AT ISR LK
J1BERG (antecollis) , RILALBERE M, HE T
UG R, AR T H BRI T (camptocormia) ,
RGO BURE R IR 73R %% WL
5K 18 e A A BRI AR A REAR Y, DS AR TS
AR, KA AT A RRE , (HR ) B i a5 2k o
A HFEEAEAE

224 LTF  DSEFITHAHIE 10% ~ 15%,
FET AR ]y 3 ~ 7 % . BE ATl SE J5 2 Ik 4%
I RE L8 | WU 7L (Sudden unexpected death of
epilepsy, SUDEP) s /MET 45"

2.3 HHRE

2.3.1 JEw B DS EF RO AL AT S 4 E
B, BEAE T Y R BRSSO shosig, Kk AE
ST SN W i I A S | WA P S S = o
JRAEIRI A 5 I R A AR R B IO WO R, B
G R AT A AR R AR, AR L B TR D
BOCHURSE LA G R AT 75 4 7 s e A sl R
BAE (15% ~ 25%) , W/ DBUEILE 2R E KRS 175
RIERAEAE™™", DS ET MR ARNEE,
YGRS W R SO A A7 IR %2 L 54
S A, BUN IR RIS e o KA
IF, ) A2 Ay KRR AR L 1 D B2 WA e A BB 2R
PEAE | AR EOR S BN EIE UL

2.3.2 kAR F DS HBE Rk mE IR
(Magnetic resonance imaging, MRI) IE%, B4 1%
BERC R L IR A 00 A R B S R R e U
DR ] I SRR, T R AR A S
S SE SRAE AR L 2R FEZERR SRS LR
ST 5t A RN IN 2245 . 7R 28 SE Ja & A VeI
Jog B AR R, 2RI A I B R, R A
HATRE™ ", E A B 245 . R R DS H 3k i
ARF R, BRI I 2 AT
A3k AU AR AR . W R BT IR B ) ) & A R

[27]

1 DS BEBERSTTEE

52 RANE, RAERI RS R R RS 5 o — A g 35 3k
AR ERAT (5% DWIFS) P Bhi2 Wi A 6 2ot i
A

2.3.3 iR AES DS iGN, EEEUR
FLH Ol SCNI1A FEDH (S A% K 1746 40 5 738 18
al WERA ), AR SRS 6 k 80% ~ 85%, N EUE
JUE AL B— )5 I 484 SCNIA A7 5. Horbr
AR AT 90% ~ 95%, it PEAR R (4R AR S f
A% o5 5% ~ 10%, #Ei5 s PEAR S A AR —
FERIR] IR (Febrile seizures, FS) . #UH R BR
FFFIAE (Febrile seizures plus, FS+) s 1E % ; A
RUR] Ryl AR S JC AR S B AR 53 | By Y4
A, KA BIBUREES, REIMSAES . SOk
fiRiE 2q24.3 ffER R (L5 SCNIA £ vl F 3
DS F A" HoAth b WA B FE R 135 PCDH19,
SCN2A.SCNS8A.SCNIB. GABRAI. GABRG2.
GABRB2. GABRB3. STXBP1. HCNI. KCNA2
CHD2 %" @y % G812 DS & al gh 17
SCNIA LR, Kz IAS RH I — T2/ i+
M P, ZEWFEATHE DL EUE 5 (Copy number
variant, CNV) il % .

FAME DS e, £ 10% i@ i3 40 E 1. DNA
Kl 4 SCNIA “HrEAR 557 e AUk S HAL B —
J5 A7 Stk A A CCRRARGE 2R S A el 1.7% ~
38.8%) . U DS JEiEE WA E N HEHF SCNIA

R AR ST R R A A [ R A 5
HATR] SCNI1A 28 S, W) i B MR B8 AL Bk — T Ry A8 S
AR, AT AR — AT Z A LIFEA SCNIA A8 57
A PR BRI

DS F [F R 5 FRUM S E H A R o8 275 .
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2~ 15 AR AT IEHR A4 LI BRI R
FETV R CAnBAOK ) S hse i il

v W
I AR A 4 ThI 5 LR AR e A ke kP AR e e
Bl (T RIS B AR ) | $eit i) HI&IEEW/EX%}EEE!}%‘%E el AR
>15min, 24 /N EVE=2 IR el

v

BERGREE IR Hh TR RAR, AT 2R A2
(AT B 2R A A | SR et LRI ZE R AR ) | U 2R A
ANIAVR A R AT

v

O PIFUE, H 5 FATCBUR, B A INHE] (4 A (e Rl 10 min)
@ PURIEZWNRI TR AL, B I IR & 5 Bl fER
@ fig i P 3R AR S P A R PRl S A S T, S S

v I

FLH KA & BISCN1A (80%-85% ) . PCDH19, GABRG2 , GABRAI,
GABRB2. GABRB3. SCN2A 8 SCN8AZFHL [N 7

2

M}TI‘

SCNIA A &
PR L & & MmO

T

Wi PRI e

i U ZE 5K 5K

A4

Dravet ZE5fiE

SN . Lennox -Gastaut Zf

v

BAE, SRk

T | kA O —ify7T: IR

RELEEN

& LEBHAYIRST

Q@ —ZBImiAYT: AL R SFRBI . 2GR B
@ HAWGRIIAYT . FCOLER . SRETUREAEIUE . Ze SR Mg vbie . it
AR . AR EREOR

@ 2R SCNIA FERAR SR, NEEG AL R ThPGF . JRPEF | fisd =
PO DI 5 5 e LA 7R

© (R I HWIRY | S f | e s

2 Dravet ZZHERIZERER

TR JE, SCNIA e [HAR A7 75 ik 25 (i R AL
Jtk, MTCREARBEAT & . S IBR . ) LI 1 i
AR SRR B A WUREZE 2% 5k e 21 DS %5
I, (LK SCNIA AR SERNRER E & DS, 752
RYRIGIR T, AR R ERA, 26 H
A PR IR R EORES L SWiRIT RO L B iz
A BB SELEAFIE SCNIA A8 AR,

3 2R

3.1 DSHIGKIZETER

D2~ 15 Akt (EIEFR A )E 6 Aik) ,
TR S R IR T (CANHROKIA S5 ) 5 & 1)
S TR TR AR AR SR MR ZE &1 @ Wi
i 2 FE X TR R AR, wiEamR K
FE M BEZE A . SRkt B A« WLREZE AR AN
BRI IPAE ;. QRAERA BUR R, 0 B
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SRR ; @ et A 5 KB E] (10 min L
) RSN EERE ;. & KIEHTR s sk
BIEHR, RWaZE A FRENE ik E
W e s ER, A SRR AR AR AR s © Bk
EITEw e P 2 1, B R o R ml T B it
WS, R 2 BE P s Rk . 2T
FERCHL s D ASMs 35 TP CNEE, 488 38 3 FH
FIATRE 2 KA (& 2) "7,

W B DS AHICEU F K AR S w] ik — D 3 K512
Wi 2 RGO R e PR B0 JE R IR AN BEFHERR DS 12
W, ATARSE DS M S PRI2 Wibr o E— 2 1 2 2 75
1ZWi DS,
32 DSHRHIAMNES

MR B IEH 1 2 ~ 15 A2 4L, ki
AR | B IRLEE FH imr (CAnoK v 45 ) sl fh
JEW EihiE, A LUT 2 4585 DL BB R 245 DS,
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KRR s RA" . © FIN R IPEREEE &A1
(OUHEMIPEZE R AE) 3 @ FFZeit ] >15 min;
@24h WERIE=21K,

3.3 DS iZHTRIHERREE R

s A8 rh IC A s ] AR A A CRAERRZE I TR]
>10 min) , B & 1E B = B0, RN AR I 7E
1~2 ek 15 ~20 A%, BFHERIFERER
Zz, MR MmIEM ARG 0, 2 & 5 I B
A RN S5, N RAR VG R Pk
7 B = 1 S 3 L SR R A, RS
Wi DS A0 %z B R SO Al PR AR KA, B
HEBR DS.

WA LE R 2 Kre DS B3, M
R RARE A A A AT R R, 35 R A
A PRSI W . ST AR HT RS AR LBk
BAEMEVA PRI L, QSR IR - A AU R
JEVEARAE . SR ACB Ta) 2 A | g - 1 BE R0
HRAE BRI/ NERR S, WY DS, Wit —
SEEILH KA YNS

4 EFiZH

DS 7 % 5 SCNIA FEPH A S AHSCHYAE DS Hidin
FRIPEAT SR, W R B L& MU 1 i g
(Early-infantile developmental and epileptic
encephalopathy, EIDEE) , J& & #Js4Ee . (3 H ik
L), 80 AR B AETE K B V% 5 i als o)
Bo —FBIr &M SCNIA RE[H AR EIDEE (¥
JIT T AR S0 5, U0 Thr226Met, I BEIR TG AR
S, PR A g - a E BEL S AT T R AL ATAR Y
I KRR, EFE R AERY . R AEZAL 2 BA A
B R R ERAS L AWRITRCR L B s ek
B GLE A HE SCNIA 75 5 T SRR 2 8™

DS B L7ER RS — B B BV VB ZE i B
PR B INAE 2251, 24k DS L 1 S RTRM A
52 BB IR AR A, BRI R 2P0 [ 28 e R B
SRR R AR L RAFRREEET AR T 15 3% . 24 /e
WL 2 UL B RAE. YF—B L 2 68 0
TR AR P 5 o5 S 22 1 FE 45 DS™ . DS HULTE
SRS I B RN R AEINEE B, 2 FIE 2 Te
RAEG, B R SRR 5K TN (Epilepsy with
myoclonic-atonic seizures, MAE, BEfE X FK Doose Z5
A 1IE) A1 Lennox- Gastaut £ 5 fiF (Lennox- Gastaut
syndrome, LGS) 45" RIARHE & AERLR AL | 2
A PR A | i e R A IR T IR
NEFEATHE SR . DS BT L5 SR Ry kb R S 2k

e5e

RS S ), 5T LA PR R )R I i) Jmy A K 1
A, DS R PEREZE RAE (RN 2R 5 A ) Gl H
SEE R LU, S R JRy i A Ao e 3R M [
M B8 ] — Je A%, LR 2 AN i 2 e b ke A AN L
e MRI 38 7 Ry kAR BOR PR AL . LR A
WHAZRGZ R, MFLRI R, kG A
RS AOAS SF T HE )

5 8YT

DS R MEIA M 25 A AE, ASMs JRYT AR K
FE, ARMEIR B R AE TS24 H], 077 1Y B8 H bR
D K AR Uk /> SE B Kk A, IF R AT BB REAIG
ASMs AN R, (Rt s sh k&, e AT
ik, HEFRIT BiR: ERETRE ZERKB
] R AE (FrgkmtE A 10 min) , TRERIER T
¥H—K, RIEBER, Fegatmm (IVEaEE, €
FIEAE)
51 ZH¥iaTr

2022 & AR Y DS 2 WA B E PRI, T
IR AE N —2 25, R 25 SChr B A4 oy
VB 26T, 25 PRI % . FEMLER 1 T i
PEIAYT . AYRE N ASMs 1Y EUARTE AL, 2023 4
B 12T 4R R R TN R L A | FENER Sk
1RYT DS M —Z 258, Rl IEE . 2 L HPasH | e
VO . G PG PR 24 FH RO 8 S T LA N i 25
', BUEIETT DS B ASMs YAIT MEE T .
5.1.1 ®XE ( Valproicacid, VPA) iZzjE—
Bl % ASMs, it 3% GABA 420 HY )
fig, MHlph 2oy T RES B 1Ml 55 R EEH . X)
ST BB R R AR WUREZE RAE AR A R VRS 354
. FTHIRIRIAT DS B9 mE W E eI T Bon
HA R CREMZE /D 50% DL ) K 22.2% ~
52%" (VYEIEYE ) . VPA T 3k15 2023 4E b [E i
JHiZYT e ", 2022 4F NICE #8757 A1 2021 4F
SIGN 57" —HEHE, ZRET DS MIAIT ik
W—FUA K, VPA N iZ/E L DS I —Z36 77 ik
PO B ZIEFE: VPA B DS IW—REBIT Y.
5.1.2 #.B & (Clobazam, CLB) 1ZZ5 N—Fh#HEr
RIE R ERZY), fERH T GABA, Z KN T
WiE, AR TN, SR BRI, &
1k S O o — T [P A A R, DR
P+ GRS L 7 2 T IR 62.5% DS B 1
KA, HA R & TR R SR+ Y R 2
(57.1%) AR B R EELH (33.3%) , #2/~8 CLB /E N
TInZ5 9697 DS &A% (IVSGESE) o CLB &
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1697 DS A & 1B 022 P F 9% s AT 3R
H27.6% ~ 89%'" " (IV R UEHE) . CLB 7£ 2017 4F
KTtk DS 2IA M ILIRY | 2021 ARRI—I5
KT HILLISA DS B BEHE R | 2023 4F o [E R
FHiZYTHe ", 2022 4F NICE #8557 H1 2021 4F
SIGN 155" Wit/ DS —Lkismzsyy . &
K. CLB & DS F—RIIMAIT 259

5.1.3 &% % B (Stiripentol, STP) iZZ§j N4
IR, J= GABA, Z RIS TR, Z251EH
PURIE 2%, L5 EEEF T GABA, 314, il 4ii
AR P450 MTEPE, 485 M ASMs Ay I 254k B, JF
HA MY AEN . T 0RO & 1 | LR
BB P R kb A« LR 2R R A AN RS R bt R A
FAC ) BRI R, 2022 4F 7 A L FE 5 &2
i Wi B HLR) (Food and Drug Administration,
FDA) #LE R B T 6 A H X LA LE KT E: 7 kg
K UL F IRl CLB By DS 8% B IAYT . 18
=3 % DS HBEFIFRN 2 I, X5 . 2R .
Rl AL BRI SR, 5+ VPA+CLB ML, H]
BILEE+VPA+CLBIRYT 2 N H JE N AR B &t 5
[STICLO-#E M5 : 71% vs. 5% (P<0.0001)
STICLO-2 KFIAFSFE: 67% vs. 9% (P =0.0094) |, ¥
iR e R AEH A i E S 5 [ STICLO-YE E ST . 43%
vs. 0% (P=0.0013) ], 75% 7& Bl 15 9 18] it =2 1k B
W T b)) o HAb AR W SR P 7% R
STP £} VPA Fl CLB B INZG 4, F3CRAE 61% ~
899%™, STP fE 2023 4EH EIH 12 51"
2022 4 NICE #57" Hl 2021 4F SIGN 575" rhffi
1EN DS B —Z B ImZi4 . HEFER AR FI & 15 ~ 20
mg/kg/d, B 1 ~2 &M 10 mg/kg/d, HbrH &
30 ~ 50 mg/kg/d, JLEEf A5 AT H 2 50 mg/kg/d,
A 20 ~ 30 mg/kg/d, TR A H AR
3000 mg, W ESEWFM, BH 2 K3 Kk ((KE
10 kg INBE B RA@E 2 ) o =H AR
J AL EAE | AR | RN SRR A L IR
FO WK IR L o | AR A4 A Ak
Mo PRIZ 24 B 8 P o 400 i (5 3 P450 TGPk, TT
CLB. VPA FIZF A S 250 00 i 25 e B, DR H
AN E R Z A R, 5
VPA B FH I 2 5 38 mT B 2 T 2 s 1l 2 AH
SCR, T A T AR A BRIA YT o A BRI
STP AI{YEN DS BMI—&RFINIAYT

5.1.4 % #3i% (Fenfluramine, FFA) i%Z§ X
ZRIRRNE, R 5-F2 0 S B 77 A0 P B B i 751
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