P TIiE R L, RAROEMSHEELL &8
SRAF4 A NEHIZ, RAHOBRZFOEH -
Txa—7 v I LTELICHRET 5. BE
~OFIED, BBXLKNRBEDOF v v TH%
WEIHIZ3 5B,

REEBEREEON S VY g iIBWT, H
ILBNRE 2R E L7 ¥ 7 — FRET, /b
BBHEMD S OERRBHROLS TS E2gH S
TwWa", /IEREEZITANZ/MORAFO
Efit+m5aaIa=yr—argbbR&T
HbH. Fiz, DNEAREOEEIFEED T >~
Vya VITBELT, ANBRREMD S RARHIM
F7o Ay =V R AR HEDY, BL
RAHRENFIRBTEICELY, BHORY
Y OREESEBEENS. FRTDH, BiRO
BAXBE 7O 5 L0FRT, NEREIZLER
BmARMEE L, RAROEIITEEZEY HH
REBESE LT IER S 2w,

BITHOBZFOBERIERNIbEZ &8
%<, A—F4 F— bBLEELRL. BIE, /N
BRENRF.LE 2o TRHELTWAS LW IREE
THY, ABBRELLTOHDEINLR2IOIDOT
HbB. FoiD, [RABITHIREEN % E
WL, AFIVEMAICEEMIT —L) —F—
Eo T, MBlEDEBLEDELIFIER
I—F 4 R — bFETFWV, FF I a rvEiEl
TRETH 5.

4. B ELEMEDERE

NRBEERZSFOEMEIRI-TREE
BLLT, BAMOBEDOER - 70 —7 v
T L CHEBEREEZIER L 2T T2 6%
V. FORRIE, BRAROEM & —# RS
PERTENIXZBEW.

Ao X2, 1 AOBFICEEOBHERD
EHiAS A d 5720, BE D ZFOEM D 1FHR
rHETEB X%, BFFRO LD 2FIRE
DVER D LETH S, BIEMHINTHS [/h
BEESEREETFR] 2T ICTHHET 528
FMEMEL, AREZRELZH AT, Thd

2104

LIVHEBHUZIEHAE2ZELZ T rRER 5%
Vv, BEITEBSOERD ED, MNERES
HEFENNYMEERIEIZOWIEETDH 5.

F 7z, REEZENOBRE, BB TWn5
ARERBEICIMEHEOMBICE L CiX, #hdt
NGV varpEELRLIELDY, MR
BHARITIIBRICENT 2B IR RO LN 5.

5. BB

RIRE B % & 7o S ST AR % HEsE L
T 20 RS B b /N JRAB VR4 e g FRTE R
MAREEONETII R 5700, BEENN
ZOVEEICEY, EHNZZZRREZLITS
ERIZZoTw5. ERORBEO—FEZH
HT A0EMAD, THIVoBEORHE2-D
5)—HTEHE. BMABRNOBITICEL, &
ANAOERELZFERT S MANLETH
B, 7z, BICBRRIANEERHEREL A
LTV BIEFAZIFANZIEGE SN2 WL I %
ZEAEHBLETH S, 22 EFH)> oz
EWTONABERERL/-E &IC, L2 TRHE
TH5O0. MNRBTEZLICLTOHRARITEZ S
WCLTH Ty — A VALEEILERIEND T
%<, TOVOIBEEL LI LI HEE
W LA T THPUETHS.
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BN T—ViE, BEEIVELSORBREE
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1085(81)

HE—NTADAECBHTBIERRK

Ethosuximide

2 NS

$94% : Ethosuximide (ESM) I& succinimide FFEMAFETH Y, FLRFBEEFR oK
BRILERBEDO V70 VBRETH S, BHORIUII00%E < & BIFCMEEER &
FEETAHIENR V. A EOMEERIEN TH 5. FEM (T1/2) 13/ 8 T30~40%kF
B, MATL~60ETHY, EEREBIETARMIINNET6~T7H, RATI2ZHE S
NTW5h, BETHORMBIEDOE—RIRETH LS, FITAPAEL LTOEHMARY b

Zu—XAHFRNICENE SN D, FERBT L U THRRMEMRIEET 2 KME
THC FyANVEIHTE2IENERELEZ SN TS, AR HEEIZ40~100
(~&KI50) pg/mleE3NTwb, BHEAE LTERBBEEFEDLS L, KWTRAR

AR, B, 2E0RETHEY, ZOZLRRETLVEET S,

BHEHAES  30(8) 5 1085-1090, 2015

Key words : ethosuximide, absence seizures, pharmacokinetics, low—threshhold T-type Ca’” channel
Y yp

1. BOER

Ethosuximide (ESM, 2-ethyl-2-methylsuc-
cinimide) 1%, 19504E12/8— 7 7 — ¥ ARFFERT
THI% & 72 succinimide FHEARDEH TH 5,
19584F 12 DIEZIE A OFATHH H Iz s i,
RUBEBEDEBREL L TCHET THER SR TY
Bo VLRI L RMEMEDWRBICHEA I N T\
trimethadione ® % O FBEMAEIL, RMEIEITHR)
T, BMEERLETEELZ CEXRZEWERT
-2 TEY, FOHETH ESM ZIEMERA® % L,
INLDOERICH> TRbo TNV T 0

Ethosuximide.

EERLTFERARENRR
(T162-8666 FELHHEXIMHHATS-1)
Hirokazu Oguni, M.D. : Department of Pediatrics, Tokyo
Women's Medical University. 8-1, Kawada—cho, Shinju-
ku—ku, Tokyo, 162-8666 Japan.

(VPA) PHEASND T TRUMFENED E—RINE
ELTOHLEFENTERY,

I. {bEmtE

ESM IX, 0T &2l 412THEINT-HEORE
BT, KRXhvBEoFWwZY ) —-VDO LI RE
BBEIBEICESITET A, ESM i succinimide #%
EBRIZTVF VERILZ A L, pentylenetetrazole
FRBEIINS LEAFTEROFTRINRNTD
%o b EWHZLVEM L pentylenetetrazole 12 & 5
MREOEERIEL T 5. NI L TER
FEECBT A BEOBMEERER XY M V7%
TR BEEEELDT IR L2 wE®,

M. ARNZELL

ESM ZEICHETRHF SN, BEOIRKIRE
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2—-ethyl-3-hydroxy—

2-methylsuccinimide \
H CHs
2-(1-hydroxyethyl)—- .
H CH:CH; __..._-9 ————-——> TNra rE{bEY
2-methylsuccinimide -
S e ////2 Rep gkl
‘ - . —_—
b 2—(2-hydroxyethyl)

2—ethyl-2-methylsuccinimide

Ethosuximide

2-methylsuccinimide
\ 2-(carboximethyl)—

Z—methylsuccinimide

1 Ethosuximide D{CHEEY & M BHER
ANE T, #5383 17230~60% D ESM %32-(1-hydroxyethyl) -2-methylsuccinimide ® Z LT
RECHER S h, S b ZF040%ET7 Vo0 v BREe %% 5, 2-ethyl-3-hydroxy—2-methyl-
succinimide & 2-(2-hydroxyethyl)~2-methylsuccinimide ~ DB R IZ L D BEERIE W & &

o,

TELRBEYTHLL FOF L F NFHEAKIT
HEBEOHN% % GO, EEZMIRNEETED
FFESVurvBReEAE LTRPICHEHE
Bo 0% B EZTTHELYRPICHHE XA
Bo FRABERIIKBALLRFEEY D7V 71
CEEPL %S (K1), ESMIZFETF b2
O—2 P450 (CYP) BERICX DRI, %
DFEREEZIL CYPSA T, FOMIZEEIZL W
»CYP2E & CYP2B/C 254 5%,

V. W 8 &

ESM DI —#H12100% 0T < THEIZBITF
Thb, HEHSHICL ~ 40 (B3 <
REMERBEIOET 5, B ESM O BA 1T
OEOARTHY, EWFENFHERIEZI Ty 7L
TEWVEREZEESNTHBER, HEORINITLY
BwnwEahtTwbd, RPTO0MREREIINE, &K
ANZMDTHT/kg & EN, HBETIZHER <
DT Ho ESMIZIMAREL ERET LT L%
<, BEWErR, HEEH, R OXBE L MEEPERE
FIEITELWwWE SRS,

ESM O E8 (T1/2) 13/NR T30~408F ],
BN TO~60RH L mESINTVWE, Z0720
ESM D IAEFIRERLE S 5 DICET HIFHIZ,
MNBT6~T7H, BRATI2HE SR TWw5, 2R

HoE2 C1LH1IEHRSDUETIED S, 1
HEPRL L b EEHWERE LTTRICEXS BE
BEQHEELWZ 5701 H 2 EEF—KYT
H 54,

FREERE R AR AR B R 12 BB 1) 5 SRER B AR 134 1
FFEEEN TRV, BIEOREE T ERE <
AL, BETEDENEMME2VEZZOLNT
Wb, T2 ALENTIZ ESM OHEHAMERE S h
Bo FTARITIINBRIIEELG AT L,
FMBEPREAEEA LV E XD, moEH
252 B CRYMEER) QEFIcdwvne
EZLNTWh, 72720, BRFEEIE T phe-
nobarbital (PB), phenytoin (PHT), carbamaze-
pine (CBZ) ZBEHT % & ESM O Ifi 4 b i B As
BTFTAZEEINTNEY, /2, VPA &
BERLZZBEE, BHEAHTH S0 VPA D
MAEFRBEIMET T2 L HME STV, £
T2 ViR E @ rifampicin & OB T H M4 iR
EAE T 574%, isoniazid & A EDE L &K
2 ESM OISR LR T A Z LGSR
TWd", BB LRI TAPAEL DM
BRI E 2 X SRS T n,

V. \TA»AEDIERET

ESM i, B L7z X ) ICRMBEIED AR
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FICERNEDN D 5, ZOERERFIE, RWHAH
T o 73 RFIEOMIEEFLT D S
W B NBIRMEMII ST 2 EKMET
BlCa"F v ANERHHTEZLICLVHEEFE
BTHEEBIONAIINIC ST Ty FRNA
A5 —OFIK - BEREERERE B8
EETIE, AHPEBETHCFr A roA
T iR BNRFEICEAD LT EREN
725 ZOMEIER I Na F v % VO BAAKEE
RAEALIRED S BIE T 5 5 FREBIC I E L
BT & 2wy, & o TARHNIL GABA 2409 4 #iffll
FERICITEEB R RIZS Ve SN, ThbbR
MEE, O F ) RE L OSBREES MR F T
SHz BRI EEORARF & U THIR & K&
BOMICHFATAHK - RERERE HKREE
BOMICBRR-RE-RRE S VSV AN HLED
b5 EBEAHFERET S) #3Hz TERE)jT 5 R—2X
A —H —DIHURMEMREFICEEL, FNMKR
ETHCa” Fx ANIERFET HLEINTWVD,
DFD, TOEHFIZESMAMERTAZIEIZLD
RABVEOFAMHTLEEZ LN TS, L
L, B, Kidbdd' BEERHTANA
EF NV (GAERS) Ti&, DEBZ AT —K
& - EBEY (GAERS 7 v FEFNVORER
PEREIRTEET) ~O ESM O EFERA PSR MREEE
TR BIHIHIT A5, EEIME T B Ca¥ F v A L
DIFEFET B R ADFE AN ER T ERR T
DOFEEIFIIEETH e MEIRTWEY,
FAND/NBRHEVETAPAITBNTY EEG-
IMRI FFFE IS BT E ORI DRI EIR~HTE
BLENTETWALAZENPLL ESMOBFEE L
TRBERD AL LT, BIELERT LHFEHCD
BEICHT AMEVNEETHL I EHRBINT
WwWa% FDETIEGABAA2 (R43Q) HZER%
DBOTYARMTANAET VG, ENZKINE
EHBEMIIC B 2 BEONGIBEE T A RME
2B SR ITIEIFEHIN, F20ETV
X TANDESM B ERTH B Z L LD GABA
AU CRAMEEL KRR L~V THf L Tw
UL RBERTVEY, ZOMIZEEER
HMTADPAEFTVIZBWTRMBEVEREMLY
ESM % 18H#H5 75 L RMBIETADPADRIE

1087(83)

# 1 Ethosuximide WBEOH A F54 > (Crkl6L HEIE)

B 2R, EwBRMESE I4dru=— (HAH) T
ADAFEE, TAPAMBEIA 70X RT3
BHlD BT EEEE

MR 15~40mg/kg/ H, 1 H2H, 8, FEHIC

Y7 mAEg i « N8B 3~ 7, WA 2~ 48EH

BERBIKE L7-BIVER © B, HER, BEH,
BRETE, BEYE BOIR BE T, Leo
<h, ITHEL

MAEAF R  FXHRE : 40~100ug/ml, L2L150ug/
ml/ FTIIWETREL END

EERBIZOH, L0 0 /NE6 H, BALZH

HELER - X oMEERIERH, EHLOFSTER
T&%, VPA L O TIRPEE LF

M RENZEOERS : HEMFZ L, BE, BHER
B, HEMEHOS 5HAE OHHICBIT A H#RFED
BIEfE

VPA : valproic acid

P TELEV)ERER, oFh ESMICiE
PR BRI R DO A LT H CTA D ATER IR
TAHHREMLIEEZEDTVWAEY,

VI. TADPACBITAERDEEES (1)

ESM @ RMBIECH L TEMTH L4, T
ANAEL LU TCOEPANRYT DI LD, FO
o FIER, HRiCeREmE AR (GTCS)
REEEREICTLTEBERZVE SR TY
B, RAMBETAPATYH, GTCS &8¢
A%E, ESMIZIMZ TGTCSIZHBERDH %5 PB
2 VPA 28NS A LENHLDT, BHMIDH
BRI REDODH A VPA 2T HHAEDTEL %
> TWb, EREMICHRUFEIEDOE —JEIREL L
T VPA &£ ESM OWENEITOENTWELY, £
DERMEZFODDIIHLTEENSZVWE XN
Twb, ZO7=%, GTCSIZHER7% VPA °H
R, -0y NTEEEREL LTEHSNT
Wb RIDKRED DEEI N RAEEIIHT S
VPA, ESM, lamotrigine (LTG) =& Dt
WreeTid, BEREICEL T VPA & ESM X
BEENEL, F-MEL S LTG L) HRED
BVREWIRERTH - 7275, VPA & ESM O
B CIX VPA DEIERFERICE 72" Lo
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THRETIIRMESEDOE—BRINE L ESM, KW
TVPA, LTG EWIHEIZ R o Twh, EZDRE
BT b — O RMFEIEES TIL VPA DRIRD
STidd, ESM Itz Tl sh -84 %, ESM
& VPA OB X DBl S B 5E6058 5 DT,
GTCS 244 L2 WhNBR M TA DA TIE ESM
BEEBIRELLTIVTH A,

ESM ®ZFDfoiis & LT, fMimiks
BB L THE LA I BB RMENE, BIIFAE,
F 72 BRIR BB AR I — AR & shvTw
Bo TN TADARVERTH B TAD A
et I 47 0—X 2 IXHFRNIC ESM 253 T
HhHLINTVEY, FerDBfFETIE, ZOT
APAEREIF 70 —X A0 G ER BE
INBEGTADPACER L, EREEERIEICT]
EfE, FHPTRICEABERIZET DO
T, SO PG - BIBEE O BIRIBSEDE A 1T
B —5 L ChEFLZ L, BT A E—MAE
B oW R pEoRIz5I &I L, Hi-
ST RMFEMEITEALT 5 2 &, FEHFEMNIZD
RAFEVE L FRRIC CBZ TARE W LEILL, ESM
VENT B E, BEARIIRMFENE & FREOMRE
AEHSBEYET LI EARB IR THEY,
F k4 OBFZE T, MEBOIF o=
BB OB D EFREDS DB Z LB bhoT
Wa%, ZoIFruo—RORERPHDREED
ERMEIRESARES R LTETAI L X
D, RAZFMELRWHRERZNBFEIHER S
50 ZTOLIICESM ZRMEEDHVIZI A2
0= —RARERCTADPAEREI S 70— 2
BEEL LTEERMNEZ SO TWALEEZ LN
%o BAE, HAIZBWTIZESM O8H & LT
e uy 7Laril, FRECERELICL
Vo LENESER] (BSF V) Bdhoizds, Bt
HHEO-OFH L T EHERDE S F v off
AN TELR L Y EIMEL L2 ETH 5,

VI. Ik ¥ =
BERATIE 1 HE20mg % 2 B2 5S8R

5L, EHEPHRIVBONSLITL ~ 2 BMEIC
el ZHWET S (GBF 1 H750~1500mg % T),

FERRESE $30% 85 2015484

ANRTIET HAEREL 2 V10~15mg/kg % 2 {1
ST TRIRL, 15~40mg/kg T CHET S, 4
DIERE D & A R4 8 1240~100 (~ 8 K150)
pug/mlE 3NTW5hH, £ DFEITIEI0 g/
ml/ 2Bz v E RS BIHEREZ EORITERIE
Hizd wekEh s,

. 'l E M

BERICIE, ®REEBEFEORIVER & IR
DEWERPHEET B0 WIH T ETHLEHR,
WBARERORIER, BEFBCRIFEREFEAEOD D
CRRME L BEERYH 5,

1. E{bRREIER

BREENRDEL L, HER, BIARE &
B, W, THSETHL, —HIICED S <
B~ 4% DEE L SN T WD, MR
LTHRL, BSBZHELTWL L SITELR
L, HARETHUTETDH 5. ERFTHTOE
BEOBENECBEICLVILEBIZHET 5, /D
RoYa, IhbOERPREHIBEHEIZ20~33%
WKROLNB EHESIN TS, £72 VPA L
R B BERY L Y B LR <2 DIEED
LETH 5,

2. iR REIER
MRRFIEIER & L CTIRRSAIR, FE, »F
W, B, Lol 0 RENHAE, TH DI
FIBEICKEL, 52RO TILICEYEER
T ho I LEEEICHAIL 2WEEEH14% DF
THEIN TS, FRBHTERE (KR, 9
D, M, SFEPEREELLEY) ORELMICH
bo BUEVEBALT2HEDH B, 1FLALIX
GTCS 2" T 5 b DT, TAUIKRMIFIEICAS
PERIDEPE LT v & &, ESM i GTCS 2%
Bhhnwz e xy, BILTIERIBRATHA L
ENTW5B, AR AHFZE IR 22\ a8,
ESM # 8 %5 L C37TBORMFEIED D H17
Bl (46%) TRRABEED TV P — VIR LE
BB LW HRENH 5,
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3. BEMAEEICLZEER

INSIETETE 2 WS EIFEFEOBIEH
T, BAOEHFNRREBEELZVWL, £
BETBIEMIC R A MELRD 5, ERE LTIX
EHNLIERENERTH 5585, V) v EE
MR, Bifife, HEIRMEESERLRATURTLIL
eV, T ULVF-WERFR, %5, Z2EBHE
#LBE, Stevens—Johnson JEMBEE, £HMHT) 5
F—7Z (SLE) & %\ I SLE BiEER, I
B (FAESREEN, EFENIME) SoMENH
%o BODHEENBVORBEDT LILX—HEEE
RRXFEETHbD, ESMHPILIZ LV RETEEES
bHEN, ATUA FOZEVPLELLLBEED
Hbo SLE & 5\ 1k SLE BIEREE TIE, FE,
5, MEK, V) CSEIERE, & &K, O
Wi, DIVREZ EZRITH, ESM 2 H kg
BT LI VBRTBHENSE V., MEBEETIX
M/PGRA A S5 Cld b 5 2SI Bk A, BAER
BUEHELZ EbHEIN T 5,

X. € o

IR DO PRICE LT, BiEBRTIIoN
TADPAZEIILEBR L TRFBEIERICS 2V E
ENTVDH. ERIZHAFERIIBT 2HBORE
T & A &GS, IR BE 22 FERE O 5 RREBR
BHRCTZOIZEMZEFERICEL I L b
o T, BREAORBRTICEHL T, Mmigd
DOS~10EDRETRATT 5 L EShTWwap"",
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62(1066) % &

BIEY - 70% - 65

&

TADADFREL, ALRBEEBFEHCZ
D ¥ — ?%ﬁéxﬁ.L#L&ﬁ%mE
BICHTET 5 TAD AL, BABILIRICRE
THTAPALEBL TS DR LBHE
BHLTWA., 20123, MNREWZ &L,
READ & BEM F CHREL NI KRE REN
HBXIT, TADARERRTAL»ABIC
LRIEFEWMT L IR M EROZETH
5. FOLROEBHTA»AEYE (ILAE) ®
EPC A AERERSETIE, 1989 4F, 2010
EHEFETLHAR, LR, AR, B
FH - AR & BEFEE (HAR) 1I2TA
PAEBRENTIEINTWAY, Tk, TA
PAERR OB S, BIEER, BEL2TA
NAFEER, BERE, 2L TCFBREDH

i

*EEZTFERAE NER #IR

F—— R EERIKEE, TAD»AEEE,
ThpAMRE, BEERSTADIA,

Atypical evolution
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IR - B EN R IcE O TAEThTE .,
RIETIX, TOREE L CEBTERICED
CTADPAFEBRRERRA EERIN, —8D
bOTRERR - BETERHELE10F
THEINTETHSY, BTY, TATA
PERIE 2 TR 3 A K FREERE R West SEMR
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Clinical Characteristics and Treatment of Childhood Epilepsy

Hirokazu Oguni
Department of Pediatrics, Tokyo Women’s Medical University
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The 80th Annual Meeting of the Society of Tokyo Women’s Medical University
Symposium “The Frontier Pediatric Practice at Tokyo Women's Medical University”
Partl
(7) Protecting Children with Infantile Spasms against Developmental Regression

Hirokazu OGUNI
Department of Pediatrics, Tokyo Women's Medical University School of Medicine

Many cases of intractable epilepsy during childhood occur with epileptic encephalopathy, a special type of
severe clinicoelectrical abnormality. In particular, infantile spasms are most frequent type of intractable epilepsy
that potentially cause irreversible brain damage if diagnosis and treatment are delayed. Infantile spasms are
characterized by an onset age of 3—-11 months and spasms of the extremities that repeat every few seconds, are
most often seen upon awakening, stagnation, or the regression of psychomotor development (disappearance of
laughing, distemper), and highly abnormal epileptic electroencephalography (EEG) findings termed hypsarrhyth-
mia on interictal EEG examinations.

Treatment should be started within 1 month after spasm onset to prevent irreversible changes. Adrenocor-
ticotropic hormone (ACTH) remains the first choice of infantile spasms, although vigabatrin or other antiepileptic
drugs may be started first. Recently, treatments such as ketogenic diet therapy and surgical treatment, including
hemispherectomy or palliative procedures including corpus callosotomy and vagal nerves stimulation, have seen
moderate success in some cases that are refractory to ACTH therapy. In cases of infantile spasms, we should aim
for complete spasm control and hypsarrhythmia resolution to improve outcomes using all available treatment

modalities.

Key Words: infantile spasms, epileptic encephalopathy, mental regression, treatment
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Wakefulness Sleep
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Fig. 1 Typical electroencephalography (EEG) pattern of hypsarrhythmia

The patient was a 3-month-old boy with symptomatic infantile spasms. Two weeks after

the onset of epileptic spasms, a routine EEG showed a typical hypsarrhythmic EEG pat-

tern during wakefulness and sleep.
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Table 1 Efficacy of antiepileptic drugs
for infantile spasms

Drugs Short-term effect (%)
Valproic acid 22-50
Nitrazepam 20-82
Clonazepam 25-26
Vitamin B6 3-29
Zonisamide 20-36
Topiramate 33-50
Lamotrigine 15-29
TRH 4754
Gamma-globulin 26-82
Vigabatrine 23-100
Ketogenic diet 40-60
ACTH 54-100

From Frost JD, Hrachovy RA, infantile
spasms 200319

5. &E

B 1BIRBIHATIIVEZIC ACTHRETDH
55, N4 HN R ¥ (vigabatrin : VGB) 25 AF
TE5EUMETIRVGBAE 1 BIREL 2o T
A7 HARIZBWTH ACTH WHREERIER DS Wiz
O, FTEMEHO LV vy =¥ <4 F (zon-
isamide : ZNS) Y% 3 ¥ B6 KEBESRMICH
HAHENTWABY. Table 1 KHAET TRRAALNIE
FEEFEIC L DENFEERTY, TOLEPBRFR
B E = open WIFED 72 D FRITIT K & L ZE IR
HHoNAY. ACTHERES, BAE, BIMNTIEEK
ACTH 28R TE KA ACTHMER SN TWB /-
DHEMRIE D RELHEDH VAL LT
BbBVEEINTYS, LHPALEeXRSZ0RERD
BROD, TORWEHZERT A720ICHARTIE
ACTH A& (0.015~0.005 mg/kg) 27T\
BOVHIRTH B, - HEEERSH TR
ERERESCHUERESTFEL, URTRLZGA
I TAPASNFHER DITDR TV E?,

6. F#&

P H T, RA T TI230~35% 28T %
EENTWE. Z0ETEBLEARRE, EEO
FEAER, EEMELZ AL CVWBBETH LY. 5
FEFHRICELTIE, EEARRE 10~20% 2T ET,
70~90% THEEL EOMMBEELZEL,30% TH
FEZ AT 5. TARMERESOEIHREEIY
40% bRDHDOLND. BETFHRTIE, 6~10KFEAT
50~90% T & D FE/EHFRFF L, Lennox-Gastaut
FEEBEA~DOBATIZ 10~50% 12 ET D L ENAY.

HETAPADERERELT

HETAPAORSEAZHIE, TOEELRTA
PAUBREDOFETH B, HETA»AREEIEE
ea?, BHIVEBEBOBMNTEDE k5,
TRBZ 25, BEOTHY DR b, BUNTE
G 2B ESETERL TWEEINRITT 5.
—MTRRBETAPAREN B E 0 L ) BITZ £
THEELHA. BITORRE LCERBR LX)
WCHBETAPAREZODDI YL TATYAIT
ZDHOPERNREERR TH ) —HOBERWER
FEA U BEHRELTWALEVWIEZ HHPEMED
BMCTRERTHL. HEHTAPARBIEDRENLY
DETATVAITRIHFHETHEEZONLDTH
WMEEZ LML, HETAPARER L » BRI
EEERIEL 2V Z0BOBHERFEFRIIN
BTHHEWIMEND B L CHOAT S HEZEL
AR BENCE R R IBEE 2 5 R HBT 540
BEWSH L. FOTDITIREETADARELR D
iz L BRBICHEMEISHENT 2 LEELNH Y.

ZDOBFMERIED TADAEREDOK & 2 KR
LT BL, BEORBIZIOMEREZOL DR
HlTrzeThad LeELeds, ZLORTAD
AFETIE 10~30% DIEEIZIE L R o N DS
BRTH 5 (Table1). 0720128 F &L %R
BERZEREINTELY, WEZIZ ACTHREDE
BRI B BREN R VOPHRTH S, L Lk
BOEEYT b EEEOEA, TADASNRRARL
A% ACTH BB IEILBNC A b B WA EDIVR &
NTETWE. TRUCEED ACTH i, Sk
MBHER IO W TS T 5.

1. ACTH#BEH 2 WVWIEBOXFO4 NEX

1958 4E4Z Sorel 12 & 0 18 T ACTH HiEDS 5
TABAMIERNTHLZ LW BESh, Uk 53
SELRME/TONTE. RETIEKR ACTH
BEEPEM RO, TLRBRETIIAFTELRV
OROZATFOA FRERH SN TW S, B
ACTH X 02245 L9 TH A", ACTHEED
BBV, REELTEER?S Y, B0
ABHEPLELZE CRETERETHEL TS
M) THDH. HRTHEHRINTWBAER ACTH i3k
ECHEBINTYWAS R ACTH \ZHEL, BIERY
BV 2D ZZ OBRIRO BT, Bt ACTH 0B
ERRE ACTHREER EDTLRP R ENTHA. b
nbhid, #%025mg/H H % v id0025mg/kg
FREIN TV D% 0005meg/kg/HICREL T
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Table 2 Efficacy of ketogenic diet therapy for infantile spasms

Eun SH et al. Brain Dev 2006*"
Ketone ratio: 4 : 1-3 : 1 ketone milk

Subjects: 43 cases of infantile spasms (age, 18.6 + 82 months) who did not respond to vigabatrin (VGB) and high-dose prednisolone

Effect at 3 months: spasm free, 34.9 %: >90 %
Hong AM et al. Epilepsia 2010%®
Ketone ratio: 3:1 or 4 : 1 ketone milk

reduction, 69.8 %

Subjects: 104 cases of patients with infantile spasms (age, 1.2 +0.1 years) who did not respond to VGB. high-dose prednisolone, or

adrenocorticotropic hormone

Effect (N = 104) at 3 months: spasm free, 18 %; >90 % reduction, 38 %
N =18 who were started on a ketogenic diet; spasm free, 56 %

LEDHIZIZEHLOLWI EREHLE. $bhb
NOWETIZACTH O stepup EEEZTF-TH
H (0005meg/kg THEL, BIREASTHLEAE 0025
mg/kg [ E), BITEFH OB, FrICBBHIC L 518
JRT M2 EOEELZERTE AR H 57,
2. FhBAE

7r b v (ketogenic diet : KD) i, /NEH®
BB TADP AR T 5 EEYERETHY, —
BRFEE LM TAPAEDOEBACLIYVERL
7%, 1980 EACICA W B U KD OFFOPLTA DA R
TERRRMEIICE T 2EER O 2 EARE S
Pk, MEIC IS HEHINTWA, B T3, ACTH
BAFHEREEIC R o TELIE, P INVIHPEA
ENTELZT LICXDRE, BETRETAPAL
AAONZOEFHEVNRBE SN TETVE® )
RiL, —EDF—T UHIFETIE 60% Rtk e ACTH
LB VWEIATTETWAS(Table2). T2bh
bROTERIZBNTH ACTH RARED FETAH
ACHZOTr by IV TERENGIPEONTEY
FYERBBELE L LN KDIZBTAITAD
AER ORI, TORER» OBBIE 1 HHEIE
BLEGEL TR 2005, WELIHEHA
ENTwivy, H#EE KD (classical KD) 13HED
BLIHEHENTVWELEKD THY, BEICHT S
RAEE EEEZ2EDELEBDRESL 451 2
WL 31 & LMk E L, BBEEEZH 5%, K
B % 80~90% IZHIR T 5. BH & BAR IZHIE S 5
7o, HHPROMTA»AELETNIREBARICHE
BRADVWER SNTVASEFIIIERE I TR
FIBE&C A ET L, £/, E¥IVBIUAINY Y
LVARRT B, RAECYIVEBIVAIVY Y
LAEERWNFT 5, ABRMABROMELHO®RIZT b
YEERBBL, I~2 HUAKEELZEBNTES L)
2T A FEN—HITHSY. 1998 £ Vining 512

L BE R ARPAEIIBNCE, 4917
MORREORIB3 » ARBI T 1 E£ROFRIL,
BEHEEVEZE L5 BF 6% (12%) BLURES &
(10%). 90% LLEDFEIEWA D% 47115 % (25%)
BIUE 114 (22%), 50% DL EORIERAD DL %
Ft28 4% (54%) BLUET 208 (40%) THo 72,
2003 4E® Cochrane L ¥ o — T3 EME A LB R B
BRVOIEETELZ YTy Ak EimD
BN T 25, 2008 412 Neal 512 & 2 EEAAL
RBREBIZ L ) TOFMEAFER S h7z® KD D8l
ERE LTRBBEENS C, MIZhik, {EimpE,
EMEEY, BEIUE =SRBIE A BER
BEERH TN TV,

3. TADPAHEFM, REWERHTESE (va-
gus nerve stimulation : VNS)

TAPANBFRBEL, BRABBRETA»A X
DNBEIOERETARA, SHICAYRHOHE
HTAPANE BISIERSEATE 2. FIZAYE
HoOEEETAPAD—EBIZILRTHEBET AT A
L) EFARBENT VA L) ZHERKZT T
7% R, BRI KREZBEEZEX D TANAL
RIRENTW5, HESEBEMOES, FICERE
J& MRI % positron emission tomography (PET),
single photon emission computed tomography
(SPECT), magnetoencephalography (MEG) 7% &
OREBEZEOESRIL ) HETAPAD—HBTIE
BTV B R DI R L ERE IE O 25E & 2
W%, BB, FIRUBRMIEENICIThbI
TWwB* ¥ (Table3). HETAPADERE TR
ACTHEENPZEMN L TAETAPARER L TR
TUVAITHHEELTHZDH, LELILTER
HETADARRIERBEIE OB RSB L
TLAEFADHFET AT, Lo Lero BN
DOFVEPRITIE LT LB 2L, BIEHHIEN R
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Table 3 Surgical treatment for infantile spasms

@® Corpus callosotomy (CC) (Baba H. 2012)3
N=51 (CC at a mean age of 24.4 months)

Spasm free: 17 (33.3 %); >80 % reduction: 10 (19.6 %); >50 % reduction: 13 (25.8 %); no change: 11 (21.6 %)

® Corticectomy/hemispherectomy
1) Shewmon DA et al. 199734
N =28

Spasm free or residual rare spasms: 14 (50 %), residual frequent spasms: 8 (29 %); between the former two conditions: 6 (21 %)

2) Jonas R et al. 2005%%

% Seizure free At 1.0 years
(1) Active IS group (N=235) 62.5 %
(Age at surgery, 1.2+ 1.0 years™®)
(2) Treated IS group (N=41) 80.0 %

(Age at surgery, 3.3+ 34 years**)

At 50 years
440 %

364 %

* *%56.5 % and 54.3 % of the active and treated IS groups underwent hemispherectomy.

WIFFE T BRI BRI AR S TR B A S v
9 THBY. £ OFETADAEF TIITEE
MRI THI & 2 e B & R 728 e o e BRI —
W%, FEEIIRINE TAD A BAEE A —H
RICHAET AURESER SN TS, FmHY
IR T A D AFAEDSTEAE S 5 YO BRMT R BE 22 B0 L
TR B R BERTIN 2 1T, F81E, BETHRICHE
BLRUBELB-Lw)IHEbH L. AT,
IVREDDLH WV VNS HEA SN TWED, HHE
TAPAFECHETABIRMIET > Tk
BhiC
INBEI OB T ADPADE AT TTAD AN
fE | EIPFIENBHEBRGERIR - MEREEE TS, 4
CELBHICIT R T A B TAD AL, ZOHRTERD
WD L, WL BEOENDER AT MK
BEAF ESEITOTEEILETH 5.
IFEAERE (% 3~11 » A), ERBERIHET 5
BB EIRYBETHEDOASALA (V) =T
9 A ES), A CidpE BHEBREEOEN,
BAT(WENCIEE VI 2720, PEERCR5), I
BHAETE AT YUAIT ERENL BEORMIKE
FBLOVBWINE, HEEOTLE, BYEETH S
A, FEH 1 AUPICHEBEEZBRG L2Wv & JNF
BREARE VDI TWA L) ICREITIRERB I
BTHA. ACTHEEI R OEIENE, RANT
VGB, £ TADNAETH 505, &, KD, TA
P AYVEHER D —H OB TRA LN TS, AN
HoOBEPEHOFPHIZEETH LD T, ACTH
BB OBEI1E, KD R TAPANEHAED
WRIGEA LT, TAPARBENFHIIED 5 LE)
»5.
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