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IR AR E . BT IS BAYT AR A
T ERIRT DU 25 W8T R IRR SRR
WRITAE . T IS MBS O T T I, AR
BT HIR A I RIETT

1 —&igfr

H AT IS 1Y —ZIRY7 EEALFEE S FIR R K
FIEIR e E ME C IR (VGB) o BRG I A 45 1 Ml
ALIE (tuberous sclerosis complex, TSC) A9 1S, HEIRITH
VGB AR, (HARAME T e #a Je 5 VGB , I HE 7 15 1]
B
I & - F

B IR IS RS F IR BT R (adrenocorti-
cotropic hormone , ACTH) & i, ACTH ( synthetic adrenocorti-
cotropic hormone , sACTH) ik JE#x AL JE A, 2012 42
K E 2R P M LB 22 2 L BRI 1S 458
AR R R D IR SR Y 1S (AL HE TSC)
ACTH 2 H &M —ZIA897 (B HHETE) 254, /DRI & 1R
Sk ACTH 20~30 U/ (m’ - d) W] BE 5 &5 & 150 U/ (m” - d)
[FIFEARL, ACTH Hi T 37 5 B | % & 5t 55 R &, Al
HAEm R BRI Z B BR &, AL Z T, B B B R
WA B B2 5 3145 WO T ACTH 5 85 B2 T 2= 97 3%
R WF TR R I DIk 5 32 5618 . TRJE M e A&k JE A 1Y
T, T2 LTE B A | 6 A A X Tk Je A b B RE
JIRRA, DRtk U Je AR e L Tk SR AR AT AL, Kossoff E H
U — 0 [ B AF 5 W, KR TR JE A B 40 ~ 60
mg/d 5 E I 150 U/ (m® - d) KK ACTH HY7ZCHIL,
Waningasinghe J 45" —J 56 F LA K Uk JE A T 40 ~
60 mg/d FIH | H 1 sACTH 0.50~0.75 mg, F& H 11K,
XF 1S IR BE AL B | 285 3R AR i Tk e s
AR E T PR & sACTH, H Ik, 7 ACTH A ] 3k
LT % T 1S BRI n] DLk £ R ik Je i e
2018 4F Hussain S A" $ 1 IS Y 34 J7 I 72 & LWL
1 I HZIA 9T 7 5 B TE N K 2 3 A2 L
Mattel JLEEEEBEjfifT, Hussain S A UCHIKEIRTT LR
IRYT B VGB AT B A AL, ) 7 5 HU AR 05 %
AR (BEIGITH VGB # 2 Uitk ) , JF H VGB 1E45 —
AEMIRYT R I AR B B T 32 ML R T T R B
N — SR HE TARATIRYT I ik AR AE 2 A
FEAE ST N AR A B B, M W — IR YT R
B, XA B Y, R IR YT IR AR X R
I R SRR ) A DA ROk B3 3R o 7 s B i) A L A A i
H, I BE D I ) oA 1 iR . ARE S 1S WY/ PR A
1E 1S BIFSE, TR JE A JE 0] s — b G LAY A S A M
RIGIT T ZE (BVRIK 10 mg, 4 /K F52 1 A fE i) G
B, HE— 2 N 2 AR 20 mg, 3 W/ K) ARl A
sACTH, U e [ 1S W58/ [ bR &4 1S A FE #7711
1 (0.50 mg, B H 13K H7E8E 1 A TRl oRcE ik —

AMZE0.75 mg, BB H 1) , RN SEINGIT 14
H I Bt 15 o e P e ) 2 AR R R A O, IR, K
(AR R R TT RE S AR IR YT TH I (R VGB) L
FAAR AR 2 AU

[FJAF, 7F Raga S V 45 ARYEHUA UE P #E 22 IR MA
E %R rie g, X Tfis i 1S L, /£ ACTH 1§
H VB AT LT, BRAME ITA TSC By 1S /L, AT
DL FH ACTH 150 U/(m® « d) , % T4 314 TSC (9 1S
JU, N 3% VGB 100 mg/ (kg + d) , Al fin & & 150
mg/ (kg - d), 7E VGB AJ 345 ACTH A A] 4545 /1% 1
T, L % VGB 100 mg/ (kg » d) , 26 if o] fin i %
150 mg/ (kg - d) , FIETEC AR JEAATE 4 mg/ (kg + d) , $
Kl 60 mg/d G972 W J5, 4 AN B B ds, xF T
ACTH B# VGB BRI ARG AT, W o] DL $E Ik JE s
I 4 mg/ (kg - d) , F K 60 mg/d 367 2 G ,4 AN
BT, 2 JE )5 2 A ik PR RV R AR 1 R A
1k, 4k s bR a7 I kDT .

BERIRYT AR N B I A A A KON, Hean
JEFREFAAE Ao S Yy | Sk vk & i | R RE 5 i
A5 B RE R TSR L B R ORI 2 4 S, P A
ZER N Y W (K CRI A I N R N ol 1
e s,

1.2 VGB

VGB j& — Ff y-2 & T & ( y-amino butyric acid,
GABA ) 5 ZUBEHI 1570 , 1T LA 398 0 K A w410 ol 1 o 2 36
it GABA YR JE LU il R 28 B AR . P 9056 A5 AN AT 3
HOE A @I AE R, R 2 BRI, Knupp K G
22045 ok 1 22 AN EE2E UL 1 230 ) 1S B LBERL T LA
ACTH W B i 2 VGB AE I WITERIR YT , A R0R 5 51
55% .39% 36% (P<0.001) . Hi AT W5 R IG 7 A
b, VGB By &0 A &R 3k, R IS Mo /b, —
T B E A VGB 3RYT IS L2 o B 5
o BFSY R R IE T VOB YA YT B BB R A
75% 76% "> . 1€ 12~ 14 J] #% B BEAT I PRATAS , 95 41
HILJE)GTE 14 A #E 5E3% Vineland & M AT 4 &8 % ( the
vineland adaptive behaviour scales, VABs) PE, g5 R W
ARPULEIL VABs 1E4r LS 22 S RG24 3, (ATE
B g PR L SR iR T LB LY VABs BF 4 &
T VGBIAIT AL, m I 45 5 & B, W54 8 LAE 1 4
Je FREE R B R R L % 4 % B 1) % B AR 22 51
TG i2=E S, mea L, e R R L MR
BITAL LT VAL VOB IR P AL 4™ (HBR MR
P R L, s K WA R M R R B W MR IRIT
AT V6B, HHALRE R K 1S B i, W F 49
e R AL ) 1S & L, VGB b ACTH A F
R I, W T A IR TSC B IS HL, VGB RiAE
R BEIGIT . X TR IR PR R L, M E IR YT L VOB
FAMTEILWERELT .
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- - 9% VEEG(~ 18 h )ik ES Ik HYPS o
— ¥
- % - TR AT
1 PRED 8 mg/(kg-d)( tid. fiz K71t 60 mg/d) 4%
2.VGB 100 mg/(kg-d) (bid ) !
3. G IS
¥
- mux femmmmeme | 4 VEEG fmm e
| |
| EEpS | JEAL
(JCES, JoHYPS) (ES FI/8 HYPS)
PRED J i it 1.4 11 PRED (L5 ) 14X
Ot 14%) 2J3EIACTH 150 TU/m?-d) (bid)
3.4K4% VGB 100 mg/(kg-d)
y ‘
- 28K |— ————— L{#ILPRED F——————— BEBVEEG  m———m o s o s o s ms———— e m e
2.4k VGB _i ] | |_
| R Tk |
(JLES, JEHYPS) (ES Fl/sk HYPS)
v v 4%
ACTH 1B ACTH (B 14 K)
(Eat 14 %) 2.VGB I 150 mg/(kg-d)
\4 ‘
T 2~ 4N VEEG L1 ACTH B VEEG #FIEACTH [F============~
i SACECE e [ |2 gk veB (~140) _"l T T I_
W3 — —
G | Jek
(JCES, JLHYPS) (ES /st HYPS)
. . 14K
PP 1 ZHEE VGB (Hid 14 %)
MEENVCBCION |25 th = % 1897 (IPMLZNS,
KD.FBM,VPACLN, CBD)
2 ~ 4/Nif VEEG
e L Ll et EEE W femmm—dem—==={ grkves  pommmmm———-
2K
14K
Y
- $70K I— ——————————————————————————————— 2~ 4N VEEG [ro——————————m——mm— 4
A XU
=3
Y Y *
'--f 55365 K }--—-—-I %1 VGB |

VEEG-PAF R H [ HY PS5 B2 2 1 s PRED-IR SR WA M6 s ES-R 525 ; TPM-FE ML IS ; ZNS-1k J& V0 iz s KD-2F B AK £ ; FBM-JE 235 iR 5 ; VPA-TN TR R ;

CLN-G4 7l V4 ¥ ; CBD- K bR 1}

1 IS MR RIE

VGB EZR R NN 5 Pt 5 3% £ ) Rk L
S IR (H 5™ F AN KRR A R L A B B4
JPRE< 1 AR L EE W05 B i XUBS: 29 Sk 9% 5 I 721252
TBIT>2 AR R LT AT 3k 63% . R, 08 B 9 kAR
R 5 VGB W By r A BRI EAT X 1A, V6B i
AT LA E B MRI B 2c2e , B e Ao L 5 R iR
R AR R AT M R CER A JCRER 1 i T, {55, 32
JLEH], 1% MRT SR 4 24028 B XU 244 20% ~32%  H
I AT R AW L ZE AR rh & B R MRI Y5214
AR, AT R B R Sk MRT AR (9 XURS: FT
Sl VGB[ > 175 mg/ (kg - d) ] RIS | BIR 1
R DL R [V BRI A G, R s vl fig 5
B ST, A S SRR LR ZE FR B, DA S R A A 1)
SR B RN I R G AT O Fong C Y T AR
—THOE TR IS B L VGB FE 3 5 L K 3k i MRI
S A R = 2 e R KB, B2 5% VGB iR
JITRIRZHRILE A Bz gh B f . 5 VGB M &/
MRI AR 0L 5 iz 3l B i B AT 4 0 i 6 &, IR,
VGB 51z g i ™ T % i A1 I T 0 2 () A9 6 R

ARG
2 :—‘iA'T

TG M BUIIN 2590 ( AEDs ) X 1S YA 97 %R R AE,
(B 25— 307 A AT 3R A5 50 To R, ] 25 k2% A X
AALH AEDs, @1 TPM . £ £ $i ¥4 3 ( levetiracetam,
LEV) .VPA &,

2.1 TMP

A SCHRARIE TMP BG4 3808 17% ~50% , Bk G6
FFHRORTK 4% ~50%""" | Yi Z S 5E ok R R R IR e
P (B KRk 60 mg/d) BRL24 5 K5 it TR SR AR A5 v )
ft TMP 5 mg/ (kg - d) 1GY7 IS FIE & PG 528 1 e R
FERLAY LB, 45 3R R B A FR 3 TMP YA 9T YT RIOT A
B BAL T8 —J 7ok Al 10 mg/ (kg - d) WTREEEAT 54,
Hahn J 25— 3 [a] J55 o4 5F 5% % B8 VGB 1897 JCAL Y 1S
BIL, T UG g 1E b — I8 97 A 08N 20.9% , F
Xue J 252 —I006F FU AT RS I S 1 P8 1S 5 TPM Pr2ifs
A 1S I PRAR ST RRIE S rp R BT A 1S FRULIY B ik
FIE MM ESAYT & TR, 7 ACTH %5 —2R 25 Wy i 553 i
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H L TPM AR —FPiayF e, 7 1S JULA, IR B i
K TPM 245 i 2 UG AH X LR

2.2 LEV
LEV AR AR RS EASEHRK AR
AR S5 A, P HB O 7R, BR RO D, &
FTFWHP 24U . B AT LEV 3397 1S BIBF o845
W HEEA RN, Rz %P 5T LEV M2iRyr 22
JUIARRR ST 2o A et 4 6] 1S SBLR A T LEV FRZ5T5
7, i 1 B4, Mahmoud A A 25/ % 9 {5l 283497
RIS BOILT LA LEV GBI, ARG 11 1%, BREH
SEE T TMP+VPA 5 LEV+VPA 3897 1S Byl R ACR:
(A EAE 245 S S 7R P AL 3R T X 4 R AR R VRS A ], 1HL
LEV 21 IS LR 1k R & T TMP 4, Rz 55
Axig /b RS I [R) 5, e 30 7 3 S e 4k i AS BB A
KL, LEV 7E 1S 3877 A RO M AEE— 20 e .
2.3 VPA

— T [ JFPE ST 7, VPA 55 A P8 2 RS PG 2 X
IS WA Iy BA th [ VR, MARE SR N 45.8%, 7
Chandra S 45— FIEAH VPA 7E 1S LTI RLAY Al
BEbERFFE TR ,01 filw)i2 1S LT LA VPA 30 mg/ (kg - d)
PAZHIRYT 4R R 36 11 (39. 6% ) X VPA BAZGIGIT )
GRRN R AF e 3 AN WA 7 IR &, XFF VPA 6
a2 ki A (62 ) I EIRYY [ ACTH 40 U/d L
P EEE TIRIR R A TE 2 me/ (kg - d) 53 2~3 RG24,
SRR 2 A ] A 80%IE 58. 1%,

2.4 %% B,(VB,)

ZIRIT T IRAE HAR) 2 B, (HAE FE B i oA 2
LR KR VB, LS EE LS I AN e 20 i, 20 1
70 40 AEARIA , AMTTEE T IR R VB, 7E50R T iE .
BEAE AT SCHR AR 8 R ) B VB, 18 1S YA YT AT R R
10% ~ 30% , VB, #<#i 1 1S 45 %% % ¥ &, Ohtahara S
A3 1969-1998 AERE2 11 216 9] ( Hevb 25 i) B i
PE 191 BRIk 1 ) 422 52 KGR0t 1) B TR ML W2 5 30 ~ 400
me/d VAT HY 1S BILIEATHIFSE , 45 3 Won RURHE J0CR N
13.9% , Hrh i PE 1S(32. 0% ) BE AR PE IS (11.5% ) A
ROCRE E, HIL, HEER TR (1 1S FERTIRIAYT IR AT LA N
FRFIER) VB,(JFFE=10 d) . BEIREE —T T VB,
BN TS 95T, 10 LS A VB, 1897, I
IR 10 mg/ (kg - d) , TEAR K BHTIEEZE H 6

FAN A TRFE R BT A JE Vb e R TR
) (EZCA RSP PE O UL ) R ERE A ST IS A
R AT RS R DAHERE R T 1S 1 —ERIBYT

3 KD

KD J&— s 5 7 ARBRK A5 9 i o 2 11 B4
MIRETRYT 7 & Bl BN A T YUK S T
I 7 A A B SR Y 7 I R B . 2019 4 [E] A A
TREVAYT JLBIGUIR PE HR95 1 T4 m 6 L KD X 1S Ak
AROEN 15.9% ~88.2% (TL KL 64.4%) ™, fL 5%

M KD — AR R 2 MEIA PRI (%52 A e L BT
TR 259R T R B e B, % T KD ARk, B
SE R G T A PO , TR R R KD, A A
G KD X 6 R i B A%, 2 % Z Rl fE =&
FrifH KD BEARARIE Y L VRIS 0 65 a1 (L 1S i
JL 14 451 4E 1S L 51 ) SR H KD 3697 >3 4~ H IMENR
PRI LR T I B B 97 550537, 45 R 7R KD A
BOPEASZ 955 IR, ELX 1S B98N 2. 25 (85. 71%)
ALUL IS TR KD JR97 . % T —Z3A 7 R A 1S &
L, R H KD G975 A Al ik B AU RO L %T Bl
WA EF KD WF 58 K 2 A2 [l Jit 14 1) % B B 5%, KD #E 1S
Hh ) IO R v T A — A e R e I AR S

4 FARiEBIT

2016 4FFEE FE Z HoH N IS 5/ TR 48 X F 25
MEVAYE 1S LR AT TR PG . 1S PEAh 5 kR
PEBGIR (1A [7) 22 b AE T %8 il v, L A AR e . E TR
WA F AT X ALHE : (1) R EB R AL TR A - A e
ZEVETGN 7€ 57 7 THAFTEPR R, B 58 4 U W ff o 722 119
JLEE R F ARG 5 i 56 A R 250 80% . 5ok
BERIGITEGHE VOB iRYT LA L, FARVIBR AR UL
M52 R I | dRcid A AR YT BR A PR A 468 B 5 &
BRI EIRIE (FE R L TR EAR) 5 TSC AHK K
B BT DL K £ FhopRAS PR 25 K 45 05, 40 Jg ek v A v
i, (2) BRI AR /] 4 R b U A4 ) = A
FARG K, Ho 2P VIR A 2%, DR D) I
A A R T G A A A2 58 2 s, >
IS OSSR 35 58 e i, AHAE SCRBLR i AS W
FE X West ZEB0E M 8L, W BRI 5K T KA 2 4 Bk
PEAA B FEAR ) S T R UE ™ (3) 2L 2 (vagus
nerve stimulation, VNS) . —Fh i 2 J T s, FEAH T 24
PIMEIA PRI B AN S VI BR TR 00 A8 & 10 48 Bhia
I7, HAT 32 A R AR 3 H A R o 5800 i
baiE, BHHETRET VNS IE IS idRIEHR D, TE Cersosimo R
0 %P —TH S FIEM VNS FEIRTT 64 BTG MR A7
A4 nl PR 5 45 R R, 2 1S 1 R AR S eless (R AR
WA =50% ) , T HAR I R B g B | B & IR 97 B
[ 2 36 AN H 7 0B Wi =

5 CBD

CBD J2& MAF ) PR v 4 B () — b H A PO A
BUERAVEF AP BT, CBD 7EIRYT Dravet ZEG1iF | Lennox-
Gastaut ZEAEFN 1S J5 1A EEAE A A 801, Hussain S A
SEUTINE 107 BIME A MU AL ((2 45 45 B 1S L) B
H1 CBD VY7 AT RGHEAT VAL 45 2R W 85% 1 B L&A
AT I 14% 1 RO KR AEAS B 22 f#  4E CBD IR YT
], LR BEHR (53% ) B SEME (T1%) FE 45 (63%) A
Freka XA A A RSN R N EHE B | FEAS R
Il PR BT AL 8 7% 1 B A 9 R R it 52 v 0 i
—Ii CBD JAY7 1S AYI7 ROR & aPEfFgg i o filxfE iR
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IS LB g A H P P LA CBD HREIA YT, 74 20
me/ (kg « d) %51 NPT RO B AR E M5 14 R
SRR R AR BRI O . A5 R WORAN 1 R
JPA R, PR CBD 1R RAE XE R P 1S 9% 1] HR 380U AN
Yl, B, CBD X IS A R0k S &2 A AT 1 38 2 /Y it
PRUEHE S35

25 FRTR IS BiRYT HATISR 2204 ACTH K5 &
KJER e T VB A —Z3697 . T ACTH BA %
e BRIEAS L SRR 05, VGB B R M A 7E Hh [ KB T, £
P TN RN 2380 7R Bt ISR sk Je A sch
KB IR BEIBEERE . XA BRI, D&%
RGBT . fE— LA WIRIT LR BT, v DL R
TMP LEV VPA CLN P4 P48 25 WiRadr . X124
YIMEIATE 1S, AT L% R KD AU MR R IEAL, b
&k, CBD 7 1S 3877 T A S e A Re it — 2B 5E
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