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MR (ketogenic diet, KD ) JE—Ff i i i H ], Ak 7K A
BB, 8 BRI E R R A E A BT R, e IR
HEAR + ok E & o 401, KD o SR RE & 10k
U P U ) 2 0 A AU L A L 14 S 1
RAATFHG , 2 ML 10 A ] PR R Bl = it (L DR T UK
B, A MONNEZE Rt , HRE A KD J7 58 b g HHh =
P i (MCT) 2 B F 1 R, 835 S A By 4252 o FEf
KD fif 2> B — L85 WA RIVE T, 18 LB AR By BEnl AE ) BA
PREERHG AL AR A X JL 2 AR K 0 5 i 45, 1E 2 PR R 3
BEFEM KD 3457 2 0 B LT 4 i i e

KD AR 1921 4515 Y T35 97 MEIR VRO & 3, BE s &
JECIR I /N LR TR Tk 2 —, a5 B A 40 Z40H
FIRT KD 3Ry7 > o ERHT T A0 245 A I 1) 1, 5040
FARIGTT L 2RO BB H 2 B A X
PESGOR L T2 BRI, AR RERF B A il . KD YA
I7 PSR AR RIS/ 7 3001 R S U0 A H T B T
MEG PRI B3R T, AR R TR C 2 WiT I L KD kit v
IAHERIR " o A SCE KD 69T 2 Fiodk A RO RO 25 4 1
J7 T R BEA T 23R AR

1 HidEm e RS

KD R Hein 1 LG5 oA 58 2 B, H ATy il ae 5
I ES PSS
L1 B AK T ) 48 AK & 48 45 0 T A
LoLL SRR R 400 W 15 A RE 0% i 1 Al 25 Wl 22 i TR T
WERARMRI] . B SBE 7% 42 BE 7 4= NAPDH, 1] NAPDH fg
B 30/ 2 R DY ()35 M 4 (reactive oxygen species, ROS) , #E 54T
SEALRE i R TGOR A A
L L2 /R mER BCL-2 AH G4 M AL T3 3h )
H I (BAD) (/N B, R T A Bk 32 28 i, A 2 T
I, BEASHRIT I DU 0T T (R0 A A, 410 Tl 18 A 6 05 2 3o
2 WE LWL A B R, WA TR KB AR A2 BB 7™ 2R 38 i 20 A
PO RN — A% 1 B B2 (NADPH) , 1l NADPH i % i /b 4f
T P9 A9 15 P 48 (reactive oxygen species, ROS) , # /5 $ii A L BE
T W A
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1.2 B I Mo 22 70 3% A Mk AR B0 909 0 76 77 4R R
1.2.1 MEIA RSB UEE KD PRI RS 74
HIRRAE | 2T LB AN/ B B-)2 T AT G, PR ™I LA ] 52 48 50
Yy (5 —— R R A MU R AN ML G it A 0 A2 2
SERAE) BAE. LBk R ] XU ar PE Al 2388 I =R 1Y
/e, e Ah KD 38 A Z2 16 F G 5 2 ( polyunsaturated fattyac-
ids,PUFAs) & UG N, J5 & 3060 A 2850 b d He 1) S g 0
KD i 1 2R3 T S L 0 =R R IE A R3G vy 25
TTRRAE KM i 6 A, Rl 1 1 4 A R0 A2 22F i 2 2 i R )
FT = HE TS I A 48 70 & AR B AR AL , AR 52 ik ) R A
e AR T

1.2.2 KD A5 S0 B R A1 3244, DA T 35 25 7 i
TG, AR PURIR R

1.2.3 30 ATP BUSMEPPIEE (KATP)  KATP 38 & 78 s
O3]z IR AR A T, RN P 2% A, KD Sl i3
T KATP B HEGUEUMN 1E H , R =26 i B AR R 6% F & I B AR
PRI RRR v S T BRI RPN E
1.3 #p & o & & ¥ % 8 (mammalian target of rapamycin,
mTOR) 125 i@ L34 mTOR 2 —Fp ik RG22
VERIR A Re it 8 IR FIAE KR 55055 2k 8 5 Kt 9 41 e
g, mTOR 15538 #% 7 68 7% SO A0 T8 1 1 e 8 B 15 1
o KD A] #il i Z X mTOR 1B F A& 09 80 , AT S5t i
TRRIVERS

2 KD &7 ¥EiE AR

2.1 RtFAARX B WAREREIZED 1 BELR G
(Glut-1 DS) 7RFR De Vivo &, 1991 4E 1 5E 1 De Vivo 25 i
A SR A I 5 ) I 5 B ) R 1 gt AL PR . KD
TRYT B REA i R AR AU LIRS T o P R =X, 24 i 2H 21
AR AS I B AR S — R AR RE IR, 30 i SRR IR R e
i ( monocarboxylate trans-porter 1, MCT1) % A K Jiixi , Ay figi 2H
ZURHLRERL , KD X} Glut-1 DS fIEIT AL REAEEL H PN 44 il it
SRR AE , IR T RE A8 A8 Y AR MR R, 45 1k KD S5 7T
TR ENE R, HHEERUICERHIZIIRE 5T %Y
45, FIRTE W A48 —. Ramm-Pettersen %5 % 6 5] i )LiEAT
T 6 ~17 A WEV;, BB GNA GBS A E T A
IR A A I /N R R . Alter 22170t 13 451 £
FHAT TR 10 ~20 KMV A ZERUE I KD 2 H firmE
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— BRI TR A2 , BT 5 I HOUIN 25 1A 7 1% 7 %
2.2 Dravet 42 4-4E  Dravet ZEG1E (DS) Xk A 32 LY ™ &
FIURAZE R , 2 — bt A Ay L™ T & VRS 255 A1, B
R 2GR oA R 45 IO & AR, B R AR 2 A B
S 25 WP R AR A 3 BRI RIE R Car-
aballo FIlL () [ 25X 455 G2 Wibr i 1) 52 44 LT TIF5E,
Horb 20 UFE SR 1 ~ 3 AP 25 9 A TR B, A T
KD, i TR 220 ) 1 4%, 13 B (65% ) 7E 1 4R Z Je db L
KD &7, Horf 10 24 BIL(77% ) Jaw RAEW D KF 75% ,2 4
S TCHIR % (15% ) . Kang 257 % 14 45 DS (B ILAIHF5E 0B
A AULERE . Nabbout" """ 1At # [7] 2 55 305 34047 49 1 B 1 AF 5
OIIAT 15 AR wl R R R B Y R AT 6 A
A EJIL, Hd 2 2 [Fad (6 T Gk e fl A2 S hivgdd, L
FRIEAT T Conners 1t 3% Je JLBEAT i R AT R PPAL, LLTFAL
KD X)L 30, d & A E T, vh s Bt tE AT B 52w
15 fil KD 38975 3 ~6 A~ H 1 BITeiii &£ 1E 10 41 (67% ) A
8,9 A JE,40% By BRI 3, 1 )5 33% 5 A 58, HH
56% [ 22 B FNERE ) AN B P I R AT 9T B3 , 28 % FRL I e
SR T A A BTk A 3 44 L KD IRY7 J6R.
BENF5Y B KD X DS (& LTGS2 W 19 & 1B i 21T
ARS8 AR BCEAE AT, BRI, 325kl KD 3 BT o
2.3 Doose 244 JJLFFEZE 2L 5K J1 0N ( myoclonic atonic epi-
lepsy ,MAE ) M Doose 25 A1, J& — Fl 4 i P 4 T 4R 4000 25
B, T 1970 4l 18 [ £ 4= Hermann Doose B K ik, A%
RIRFAE, 5 1 ~10 2 JLEWBRY 1% ~2% . Oguni %' ff
27 81 £ H KD R F R A R R A L, Herb 89% AL
MEZRTE 1 ~3 AR B ARG IL , (H e 4 B i - B 28 P ol B 2R 1
VEAT H e B, Al AT 4 BRAE AR B b i Bz I3 ke 25 1 2 3% M o il
A KD T A S U 2E - 23k 1 & AR, Laux 451
XF 28 filfd A KD 9 BULIEAT T [mUB 5T, & 81 70% MAE £
JLTCHIN A AF SR A AR I8 0 3k 90% , 30% (1) BB LIBIN & AR
Y/l 50% ., Caraballo 2™ R B PEIF 55 A5 2 0L 45 R . BK
4 KD X MAE 230, MAEIRYT MAE 75 S hi S 725 &
2.4 West 244 BLEZRERAAE—FEE LIRSS , KA
SR ETAVEITN £ A AF , PURR 25 903A 7 ROR I R AR . 3R
AR KD 23R M T % 93377 . Hong % T 58 104 4
L, EAF 7% BILMH TR CHIR, i KD 397 6 MH G
37% 1 £ LSRR TG A, 64.% 11 O LI A& VR 2> 50% L I .
Fun %19 %) 43 G54t West £5A4E 8B LIBFIE (155
KBl GE R, Kossoff 4517 — I [ul 1 43 H7 h 45 5 %, 1 AN A
Ja 13 2B IL8 l(62% ) B ILikE] T B e&ff. 5H—WXTF
15 {506 T8 B i B o8 25 B 2 L M I 3 7 SR 14 S B ALY
BILBFSE R B, 76 6 A~ H 2 3 25 B B A ol R Bl s 4
WK BRI 3 AR 40% 1B LR 81 T 58 2%, It B
FL PR PR e e i
2.5 Lennox-Gastaut 424 4E (LGS) LGS & —Fpil H = E 19
WL AT . Lemmon 251 8 X F 1994 4F 5 2010 4F £y 82
WS W R T 52 KD IR 97 193200 LR T 1 [l ik
JEE . B R 71 B LGS UL, 7E KD 3597 6 N H B 1

BIEILIRE T 8%, 16 BB LR AER D 90% L) I, 36 i
BILE/ER D 50% L 1, KD J&Y7 12 4~ A 5 97 sk A< M
Mo KD X ZIRA —EI7 20, (B 5 A R it — 2P U S
B

2.6 LKS #= CSWS Landau-Kleffner %z 4 AF ( LKS ) F i 1k
I 9 P e 0 B IR 4 25 12 U5 ( CSWIS ) 2 T AR Sy A 1L A4 88
IRER G o IR IR A AR 2 I8 oA 7 430 28 s xfl A28 1 04 A, i
R 3 R AR e P S e 0 L CSWIS I PR BN
TR R AE O B LA B i R P S R O 5 52 1
P Bt i o o O S A 3 LR ke R A B A T
PSR MR R AR 3o NN B AT R T A AR A
W L8 AT L R R e Bergqvist 457 ik
T 3 ) LKS 8 F XHE G B0 25936 T RUR AN B2 7
B KD JE97 Rk BT, 3 HiX 3 4 BJLTEE S 478 LI
RAETT YA Reehil . A5 0E 5 4] LKS ZEAE S HUN
2 R 28 [ BRI IR YT 5 SR AN BRI KD R YT 24 4
A 5,1 5L s e T CSWS BLg W &y /b, 1 ) s L e
TR D, (B B R R B 6T KD AT
LKS B CSWS A 2501 i 75 58 22 B PRI Z8 0 AR SE

2.7 Angelman £ 44E(AS) AS X RAFZEEIE, &—Fh A
TPEEFIRG B IAUE 8 F B 5 R & AE R
PRFE MFRAE ) o 2 AL MG 2 o A BEIE X 6 (il
KD JGITMEIA PEEOR Y AS JLEHATRAYT , Kb 5 F7E i
FH KD J7 s 1 4R TG R ARSI D 90% |, 48 ) & 3 4R
PRI 09 AS JLEL T KD T REA AL (H i TR Foxt 4244
ARR R RACHEAL, KD 78 AS B R YT 3 A Yl

2.8 HAv Y LSRR K EZEAAE TR 2R
TE M AU 25 ik 1 KD s — eyt ™,

3 & iF

KD X367 )L XE G P00 B T — 8 BT 3 B RS
X KD WF5E RIS WHEE A, KD 78 i/ 22 oAt 3555 U1 475 4 3 0%
M RGERIEMEBIRAIRYT 1A T —2s2i , K E KD 3By7 4
TERE A B B R A LAY KD Iifi AR S s 2 e ] 5%
JIR9 7 A, W KD B B R W B A2 N A S
ZWBEZ
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