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B~ F 78 p=0.0077, & T 7# p<0.0001).
3. 7UMNALA3: BIERIEIS

18 JEF COFAEA AP YLAtIL, KT 78 29% (95%CI : 18.8-41.9), & b7 7 # 40%
(95%CI : 35.0-48.7), 7 7t HRH 15%(95%CI : 0.1-21.7) T, Wz RO AAHLE T T LK
HEM A =2 (IEA. ANOVA 5 b 5 7 8 p=0.0028, 7 b T 7 # p<0.0001) % 8%, HHAH
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4. 7IMHL 4 BEM(BEBRICXBBESHIER)
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HMEFRIM 12 A CoOZ L — F3 BX U4 OoRIEABEZEEE, —X0Y LA BGHOK



NS THETI18%, B NI 7T 24%, 79 R 11% ThHho7>. HSHETIZONEI K
L4 D LN

NRIVERE _|

IRANVERIIBWTIINIZR & LT %), F#EMO %), BERBERAEQ
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9.2-22.8)C, WMDY AAHIETT LAREEM L LR LREHROMEE R 72 (B
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35.0-48.7), 77 KRB 15%(95%CI : 0.1-21.7) T, WILNXEY) AAREE T T RBEEMICH
7 57% (AL 43 B #T - (analysis of variance : ANOVA) 1 ~ 5 7 # p=0.0028, & k7 7 B
p<0.0001) % 728, HIIEY 22 B &)1 b R S 7z,
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ket 5-60 (10 223, 135 H, 36 27, 40 22H) T, 50% DL Lo ZEHAE, £
I 13/17 B1(76%), 12/16 B1(75%), 12/15 f51(80%), 13/14 B1(93%) & 7 V), #kiisk 5
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SMEEE X (16% : 14% : 16%), ESERBELE (15% 1 13% : 13%), FH#M(14% : 20% :
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PubMed #:%% : 2021 4£7 H 14 H

"tuberous sclerosis" [mesh] AND ("TOR Serine-Threonine Kinases" [mesh] OR everolimus [mesh] OR sirolimus [mesh] OR
mTOR [tiab]) AND (english [la] OR japanese [la]) AND 1983 : 2021/05/31 [dp]

=324

"tuberous sclerosis" [mesh] AND "randomized controlled trial” AND ("TOR Serine-Threonine Kinases" [mesh] OR everolimus
[mesh] OR sirolimus [mesh] OR mTOR [tiab]) AND (english [la] OR japanese [la]) AND 1983 : 2021/05/31 [dp]

=29 1F

CEH s 1 2021 47 H 14 H

(CORSERPEREALAE, TH or A5 EIEREILAE, AL) and (TA DA - SEWIERHUHE TH or TA DA - SEWIEHUHE~AL))
and ((Everolimus / TH or everolimus /AL) or (Sirolimus /" TH or sirolimus ~~ AL) or (Sirolimus ~ TH or rapamycin
AL) or ("TOR Serine-Threonine Kinases"/ TH or mTOR AL))) and (DT=1983 : 2021 and PT= £X7#fkFx <)

=21
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Moher D, Liberati A, Tetzlaft J, Altman DG ; PRISMA Group. Preferred reporting items for systematic reviews and meta-
analyses : the PRISMA Statement. Open Med 2009 ; 3 : €123-30. Epub 2009 Jul 21.

Curatolo P, Franz DN, Lawson JA, et al. Adjunctive everolimus for children and adolescents with treatment-refractory seizures
associated with tuberous sclerosis complex : post-hoc analysis of the phase 3 EXIST-3 trial. Lancet Child Adolesc Health
2018 ;2 : 495-504.

French JA, Lawson JA, Yapici Z, et al. Adjunctive everolimus therapy for treatment-resistant focal-onset seizures associated
with tuberous sclerosis (EXIST-3) : a phase 3, randomised, double-blind, placebo-controlled study. Lancet 2016 ; 388 : 2153-
63.

Krueger DA, Wilfong AA, Holland-Bouley K, et al. Everolimus treatment of refractory epilepsy in tuberous sclerosis complex.
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Krueger DA, Wilfong AA, Mays M, et al. Long-term treatment of epilepsy with everolimus in tuberous sclerosis. Neurology
2016 ; 87 : 2408-15.

Samueli S, Abraham K, Dressler A, et al. Efficacy and safety of Everolimus in children with TSC - associated epilepsy - Pilot
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NEAL, HEEFRIZELZHEGHIEE, 5) 7L — F3 BI04 ORWEH BB
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PubMed 1% 1 2021 47 F 14 H

"tuberous sclerosis" [mesh] AND ("drug resistant epilepsy" [mesh] OR (epilepsy [mesh] AND "drug resistance" [mesh]) OR
(refractory [tiab] AND epilepsy [tiab])) AND ("TOR Serine-Threonine Kinases" [mesh] OR everolimus [mesh] OR sirolimus
[mesh] OR mTOR [tiab]) AND (english [la] OR japanese [la]) AND 1983 : 2021/05/31 [dp]
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P EERE 1 2021 4E 7 H 14 H

((CCRE B IERE{LIE TH or #EETHERELAE ~ AL) and (TA DA - IR TH or TAD A - EWIKHLE AL))
and ((Everolimus ~ TH or everolimus /~AL) or (Sirolimus ~ TH or sirolimus /AL) or (Sirolimus ~ TH or rapamycin
AL) or ("TOR Serine-Threonine Kinases" / TH or mTOR /" AL))) and (DT=1983 : 2021 and PT= %k <)

=2

PubMed (ZBWV T/ Y FH—FI12 X 5 UHRE 1T o572,
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CQ1 Summary of findings (SoF) 7—7')L
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CQ1 Evidence to Decision ¥—7')L

[RC-7 EtD 7L —A7—7 (Clinical recommendation: Individual perspective)]
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h?

HRF

UH—FIEF2 R

BIIHEE

OEBLMERMHREFS5DE
ol

OEERAERMEFLFFS5DE
DoJgEMSH )

OEBELQAERMEELFEFSDE
FHZ5<BL

OE=E L NERMFL(RFSDE
(37U

FRIFTEHERE - BPR, AEERICLIRE
hiEsk, 7L—R 3, 4 ORIERHIREE, &
55T 2 AL (L& o> TBHRICEE R A
FESRMEP AR,

TSCICEHT D TALA
FEBICRBT 2720,
FEMEDI> NO—IADBE
WEICEET BIERISHEAL
BATF—I7RILI—IC
EOTHFSINDBDE
EZZ5N5.

BE6. MRONZTR

ZELVIRELZELLBOIRONT >V RENAS UL BHBENBZZFT S

n?
G5 il UH—FIEFT>R ENIFES
OBRBAENTVS ASMs (BN L TITHhNIZEEN AT mTOR | @< DREAFIIC L) mTOR
OUBRBAIBZS5<ENTWVS BEEROENS 73, BRI T7HELICTIT | HERDFDESDOHER

ONABEERNRBEVWINEZH
L7y

OPZESNANENTLD

ONAIENTLS

OTxEE

OFh 57

RECH L TEMEDNTRSNTSY, 5L
NADENTND.

FEZDHDOD, KA
ENZTNEFEEETERE
W ENSHEH LOD
EEZS5ND.
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BE7. BANYIR ZONAOBRMHIRENAFCEEENBOESESABNTNDH ?

£

U —FTEF> 2

BIRER

OB RO ERERIRN L)

OLBWRBOBRANNRAHZ 5
<E0

ONABLERBE VWITNEZH
L7E0

EHNBENECDOVWTERATSHY, ERN
MRICH L TIFHMRETH D,

TSCICEHT B TANA
(FEETHY, ZEIGH
BECHBFMEET S
ZEBLHBIzH, MTOR
FSREORSIETOER

ONADERRIMRNBZE5 <L XhREFHET DDA
0 HEEZD.

ONADERRHRA K W

OTFE

O E L

HE8 nWEHRE BRIBEEOEERSLH?

0l DH—FIETVR PENINES

OX=7%1810 iR mTOR PEE (3 TSC D

OrZEENEN FERICH LT, DAET

OFBETE 3 (FE DB FREBEAN D, S%

OZEED RS DIFEEREEE X D.

OKXE@E

OTFEIE

OHH5EN

BE#9 BFRM ZOBRRBEAEZEGHIESERECE >THIBHDH?

M JHF—FIETFT>R EIIRNEER

(@[AIAY-4 DRE ([CBEBT 2BE(CE > TEEEIRMEX | MTOREZER(E TSC D

OBzsL, LA BRI HHETHS. FERICH L THAETIE

OBz5L, FW RIEEAN D), FEE

( J=4n FREBICEODTHBRTE

OTFEIE BEEZLND.

Ohh 50

B 0. EZT0EEE ZONAFEITTRED ?

M JHF—FIETF>R ENINEE

(@IAIAY-4 RN T DEEKRE THONIEEMEIET | MTOREEE (L TSC O

OBz5L, LA H3. ERICH LT, DHAET

OBz5L, FW FREBEN D DI=HFE

[ JEq0 1TOJBECTH 5.

OTFEIE

ORH 5B
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TET2RAD| SRETR
o SERICTL) o % i
AN AN
mELEE | DO mEETRE | oo
e EpErE | Lol | Erk@sos | TS
M~ ::Y 3 o N ~ P
(F5DEH S — FHZz5<BL 2L
e | HEHED | AACLBAE | DTN . _
WRONS> | g | oo g : AAREN | D15
BTE5E | BLTheZHE | ALENT FeE | )
S BNnTus nTuna L g Wb 700
0
BT O pAs e | AAORA _
N " g, OEN - N AN % . 7 A=
BANGE | mAnuE | T au@f@ﬁ% i | SR |y | BITR
MEL i LWL 5L 7 <
e i PEED | MECEHES | PEED | ASE . 3
HERRE | RSB | ey | oEo > xxx | ()
e [ pz5<. | L. RS
BRI Lz s | BEBC L g | 0
. _ | eEe<, | oo | Ph5
EEEgEE | Loz | (00 | $TE< BL wxE | 0
HEDI 1S
SUYNNCRAT B | DENACRAT B | LHNAF - FLBH | SEAADRENE | SHAADRL
R SENEORE | BOLFNHICONT DS itz
DRI DY
O O ) O O
=5
e

MTOR PEEHE = EA T 21HE, mTOR BASZEZ FA LB VWESICHENTHENEZ tO5EEX 5N [MTOR
FAEEOHARERZHALBWS SICHNTERHELSSTHESNS] A1 ODEORET 100% DBEX%E

B
L.

IETYROERER [ME] THY, #HEE 2@EVHEE) / TET Y AOERMEGRS) ( C(EV) &

MHEE | ORRPRPELG EORBWERE/XRICRDH D&, MEMMESZ EOEEZBWERNE L 208
Mz ZRCET, 2B LD ASMs 215 U TEHIFITERVWEGICERENS.
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1IE5ME

5 (CQ) : EEMEB{EAEDFEABEETADAICS VT, MTORBEEEDOHARERIZHALBEVI &K
HHBEINDH
P SETME(LIEE DEAIEIETADAICHNT
| - mTOR PREEZERAT L&
C: mTORHEREZHERLRWESICHENRT
O TADAFIEDHERE, HAE, FREGPEPREGLERL, TEUESERICEIDRSPILE), BIE
B(7L—NR 3, 4)FHP>T35H
B (P) | RBEVEB LA DEAIETE CANAZSE
A() :mTORPEEREZEAT 5 &
HER (C) : mTOR FEERZEA LB WEEICHNT
7 MAALO) 1 1) TANARIEDTEHARE
2) RIPRAETSE
3) EAERAEDPRIE
4) BEM (BEBRICLBERSPIEE)
5)EIER (7L—NK 3, 4)

IEFUZADER  SROER, 24D RCT A& L. LHL, 1 HEE—DHERMRAS 18 mRmn/I
BICK > TERET LIEMRTH o272 DBRA L, BT B RCT 31 HE L. RIFREHEAEE, IO
UARENZ T8 T5.1%, BT 78T 3.8% &, T 1REE0.8% SHEELTINOY AXERETED D
7z. 50% RIEFAETEER, ENS T8, BRI TVBEDICTITERFBREERUMRERDLENST
B£:28.2%, p=0.0077, & KS78:40.0%, p <0.0001). 18 BECOFRIEMIEDPRIEE, €T TE,
BT THELCTTURERECEBNEEME (KNS 78 1 29.3%, p=0.0028, &~T 7 1 39.6%, p
< 0.0001) ARSI NIz, "EPIEEREG, INOVARENSTHEHTE®, INOJARGN S TET3% &,
TIUREE 2% THole. TL— R 3-4 DRWERHERERG, INOUARKRSETENS 78 18%, &5
T8 24%, FTARBE11% THolk.

IETFVADBRME /N1 7 X ZTFZEXEMD RCT Thaizs DRAUTHW] SHELEZ. BROFE—
EMEEEZEAD 1 DO RCT AR THY [FHE TSV SHIMTLZ. FEE#RIEEA CQ TERE L PICO
EEENEL DRAITR W] SHBTLz. NEHEIEE, RCT A1 DTHY, T2 FPINEEARY NEHD
B\ [FEBISRZITH B] SHkLz. BT 7 A EZEXEN 1 B TH B0, TEIFEHETH o2,
BE7IRNLDER [E] THY, INSERBLTIET Y AMFDEREG [ME] &Lk,

FimeE, 818, JXMOHE : MTOREBEDERICKBDHEMFTEHRE, S0%FEIERIE, FHIERDE
BRVITNEFEALGVESICHAEIIL, BItEA (Grade3, 4) BiEMLE. BIEREBIEDBD ASMs &
KEBERFEL, ZOMOBEERTORERALZERL THENSZ LO2 &Z X /. mTORESEDESML,
AFERHBIFMIC R DEREEEHET &, AFZTOBERNMREZLIMTZDEREEEZ SN

77N —TICET HiRaIRIE

U,

EFEICH DD DIRETEIR
WIRIESHIERICITONE Z E&ERT 5. WIRDE, £7 7 F VEREIESTH .
BE1R & S

IO LA C R B OARKCRRPAE, BEEMAXGEDRIEROLRIOIEY 5. EEREFRNE
BUEKRICEREPILERTTT D,

Wz EDEBIEEIR

TEEMERBEDRERAENETADALSE VT MTOR HEROEREICEHT M RBSEZHH2ELDD,
RCT DIREF 1 - THD. SHRISITEFMDZ L RCT MIHONDTTEEEIFH ), ZDRBRICK > TIEHEE
DBREIPIET Y ADBSHEDDIREIEIFHS.

(Schiinemann H, Brozek J, Guyatt G, Oxman A, editors. GRADE handbook for grading quality of evidence and strength of
recommendations. Updated October 2013. The GRADE Working Group, 2013. Available from guidelinedevelopment.org/
handbook. & V) 1))
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1. BEEE(LIE 325 DS (OBRER - BRENRET S LICRIVELBEERT
H3.

2.75C1, TSC2ELFDOHW/NUT > MHRRTHS.

3. HESE TRWAECIER ZRIBL LT VRN RS Y, aENE2EenEET
%.

f#

s"JI:I

REOBE _|

FEETMERLAE (TSC) (& TSCI, TSC2 EIET- ORI NY) 72 M2 XD, AHEZED L i
WREE R ofds (%, R, Ko, (OBK, B Al COVESH) (CEaRisk CEAER L 2v) Rl
BE (MR %) % B3 5 R IEGEECH A V. 1880 48 12 M HE (K LK) & i 5s
HIE - CADAZAPEL 72 34ER % #45 L 72 Bourneville &, 1890 4 | 12 1] IfiL 7% R HEFE |2
DU THE L 72 Pringle D44 % 5& L C Bourneville-Pringle i & & X 1XN % ?.

TSC Tl & lk#s ORI R RHE B IS O B, SIEF RS R 5. Fra B 7Le
WZHRET AR RRERL, RHIRBIICBWCERTH L. —F, HEICD > THHOR
BT RRIEGDTHE L D 2720, ZWRIIEERIIC CRENLETDH 5.

UI4E, mTOR MIESTH L0 AR, 20 AA(T/85% A ¥ ) O EF RS A
TSC 3 X " TSC G HHEICH L TEMS I, HBlo#EREO MBS K2z 2 2 &A%
BEL o TETWVD,

ZHIZB W TIIERE TSC I > & U ALK5A° 2012 4F, 2021 F IS WidEdE, 4 Mk,
CARVAY MOWREZFERLTBY, BRAEMNEZEOHRER->TWAE Y, $72, EN
HHZ TSC DGR ES L TETH Y, MRICENLBEEZITVRT (ko TET
Wb,
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TSC DM XMW O SCHE TR ATEZE 2% <, 6,000 A2 1 AEShsY. HEDSE
AKX T HCOMBICB W TIE 39T TIZ 7,000 A2 1T ATHY Y, dht & [RFEE L
M Ens,

TSC1/TSC2&izF& mTOR &R J

B RUTH G OEEEERTH 205, BED 23 ~3/4 3% TH L. #EIZF L ha-
martin (TSC1) % = — N3 % TSCI #{x (9q34) & tuberin (TSC2) * T — F§ % TSC2 #{nT
(FEAEFHE 16p13.3) D 2 DD SN TW5E W TSCI #IZF13 23 =7 v >, TSC2 #fz
FlZa1 7V v b b, L UITKE LEIEFTH S, hamartin & tuberin [3H &K (TSC
WA 2R L, 2 OBAEA Rheb 2/ LT mTOR % #1132 . mTOR IZHHIGH,
MR, MO RE S x2HELCTWwab. TSC Tld, TSCI #inT, TSC2 HIimT OV
A ORERETELIN ) 7 > M5 ET 5 2 & T mTOR AEMEAL L T, 3@ 7 & A <o Al
Fadeg, MRS REMRST I ETRESTS ™Y, N Ty roBRE LT, 1 HEENY
TV IPORERREETHY, WYN) T MIETLE Y ARy R DHLNR
AL 2. HARTIE TSC 2B A TSCL BIn T HE D ILESFCRIZHRTE L, HA
[ TSCI 1 TSC2=1:22THHHM", Bk 1:55TH 5 ™", TSCI BIETHRDBEIZ
TSC2 &z 1 HHAZ LA RE IR 2SR . BRIR AU ERS T % L 72 BB 2B W TR
V7Y RBFEESNAENI ELLLHY T, FHEF A 204 b N Ty R Y
DIEFISAFIET 5.

ERPRAEIR J

TSC (34 & DR ZF | Bk / Wit 23T A2 L IC X VELAEETH L. BT
LNEF I b 02N, IR, FE, (O, BhE Hfﬁ CIE, Th b, Ehlybic
b FRE, R, Hrff‘? AR, HURER, JREE, *a% CORIEIZRAY. ) 12DKE
RHEBIE, FEIIIE TS ﬂ%ﬂfsﬁi””’ & DRI ”Pf«lﬂ:#uﬁﬁ‘f%ﬁ%ﬁﬂﬁi&é Z L TH
PR <Y %ﬁiﬁ,ﬁmi«wﬁﬂﬁﬂi FLIBINE CTADP A GFICHIETADPATEA IS A
FEMERE @ IESS) R Wit EHE, LA &S HMNL TAD A (R Jﬁ.‘%ﬁf/wb%), PR T I
MAMERE, EEM O XB M HAREIE, AN EMA M R E (SEGA), A5 1k
VEEH Y > 7S IRE T IE A3 SEE B & OREIC 2 ) 97\, & 72 TSC B 3RS 1 hE
IR(TAND) & U THIEERE, MRE%EEE (HH A7 7 A4E (ASD), a‘z%nklll]%@)bf
(ADHD), MRBMEFEAE), FHEE (D) DML ANLESE) A Y 9 5. MEEFEE XL
WD, FEREE S BRI DI RIS 2 ) 9w,
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1. thiRsiE

FAKRIIREIR E TR & L CTUE, TAD A, SEGA, X T#iHI(SEN), B EAEEIA ST
YO

TADPAIICDNWTIE 2-3, 2-4I2CRRIBLTWA D, SRS,

SEGA (X TSC DEH D 5~20% FEEEIZSE L, DEM» S FEMIR OO0 5 2 0% <,
WRIZ25HETLE SN TS, Monro FLITBEIZHFSS L CRAZEMKBHER R I L) 57290,
INEHIO TSC ZWBICTIFEEL 7+ 0—7 v 72 LEEL$2 V419 TSC D HEF I SEGA
ML EBFBBEOMBEDO/ZDIZ1~3FIC1HILEOMRIO 7 + 0 —AHEE S 1
Y. BB IO ARG ERRETAAH B Y. TNm ) A IR IEIEEH]
TH0, KEHED) 227 HdH 5 EHM SN2 I3EEC %2 Y. TARBERIIIY &
NG A FRRAL CUIEFEIS L2 v, SEN X TSC @ 90% 12388, HIIMER OBk 4 2 57T
I2TE2. KESF10mm LT THY, WRIZLAV. BENERND L5, HOESE
3z L.

BB G E L EARALRE T 0 BRI S8 A L AR IR T ZEBNIX B 5 b oo,
ITENTH S, B S AFEE I T O A2 (loss of heterozygosity : LOH)
AHREE TV BHMBOEEH D7, BEROEAIZZ LW EAVRIBENTHS W, L
FHNIL, TADARMEZ b ORI ERIERD 1 > Th 5, BRFHERZEFRIERO 1Ib Y
(focal cortical dysplasia : FCD IIb) & [F] Ui O B E FVE O &R ESRO S NE. TAD
ADFEIREL hb b, #HE & FOMBS TAPAREORLE 2 5.

2. BB

A EEE L L O b mE 2 0 A RBHEMERETH D, 40~50% O TSC FH 12
BOBN, FEROMRD 1EP %, £ AXEIEIRTH 4%, EBEEIEREE D 05 5 H 412
BUMKT A 9. F72HGmH O #EN 75T b IRZEFLIR P e <o A - S 1 & ke
CLTHIETZREISTZ D5 .

3. & - OFER

TIF AVBEINS BRILDHR T 5 = A VE/NEIRKIBA 1ZIZLBIOBE IR .
B LD HARABRICHEAT S, REFAREVEMEEREEC T I LA H L. Il bEE X
DRZLLTWVEEZ SN TS, EHERES ORI RAET 2 2 0B Y 'Y g
NTOFERIT69% & OWMEH D 5 'O, H# 128 ARG X ATHERE (5 AR H356 4 L
R, BRREI R BE D D BB A MR TR 4TS 1,

4. 0ig

TSC DK A D 20%, FLIZD 90% (2 LHERGHFE % 38 5 V. FL CLMRUTHE % 720 72
B D 96% DRI TSC OBWi % %72 L O H 2 . IR % &0, BEEHRET
RSN EIB MR S 20, TSC ORMZM D) A THRICEETHL 7,
JRIEHIEINCH AL, HAERIEHENL T ZENB W, 1ZEALILUEEEICRET 5K
EETIE WD, REVEAIDOIRAER TR, MABOKERE L 2 ) AL RS
L9 %. TSC &Bt D LR O % | 0AREZ A0 2", 32602 —Tid 11
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B1(3%) DN EBHE TIRIE L Tz . IS IATEIRE 12 & b8 CIRHA R 2 U I 554
AT bN D, T AT AADER L 22 HEATEMK T W2 2 i KI5
BT HEARBREZR T E0H 0 7Y, OERRE G HES S EMIT) Y.

5. [Flkes

WP 28 DREBMIRZE & LCid, B E 2) ¥ /S IRE MR (LAM) 284 6 T 1212 0 2
HbO, OEECTH D, WD TSC HEH D 80% (H AR DG Tld 40%) HMHEAE B D LAM
BIEL, 5~10% TRMEAEIZORDBIEEY EST S . BUETIE10% LT TH
52 R OVE VD LAM ORERFTH B DT, “RUEMBICHET 5 Z EANEEA
ETH D, MALED TSC EH TIIMEE 2 ) g\ 202

AR AR (X B RR A 2 e X 2 S7 VRGP K B, BE0k, &M, =) v X okEE
L BAOMIK, TH) YR ED D D, AT T ISR EELAME T LT <. LAM Alfig
FIMATYE, U TSRS 5. LAMAIBOMERIC L) TRIICER TR L, 54
PN BAE~ O F AME - AR IR A2 2

FRAS L B C I R, PR RE R A 2S EARICAT DN S, W{ETIE 1 ~2mm A
I A4 AEDOESREE CT(HRCT) 28R ST b, HERHBED 1em LA OZERL A
SRR SN D, R CIERRAEE D/ Sy — L ZIRT 2 ENS
<, —EiEER R AR EE 2y M,

BHE mTOR HEHETH 20 AR (F5v 4 ¥ . WIR) ASEN CRBEE & 72 -
TW5, 2O, PAZEMIRGRE SRS IREL ). SWIEERIRO O/ L
R 2 S BN S IR TR S TR B4 T R b R M S B T 2558 B /i
HitROIRZE T 5. TSCIZITIIHFFRIY R IHE TH 5 A5, LAM IZIER L THEAT 348D THE <
WIEETHLEDIFEAETHS Y,

6. B

TSC HH D 70% [ ZBIRZEARD SN 5 V. b FIEIZ 2 ) R0 AR ZE 008 5 Mg i
(angiomyolipoma : AML) T % 7%%, 132212 b £ 5280 (PKD) & BHIfaA b D 9
% V. AML O3 13 Wataya-Kaneda S D5 TIZ HA AN TSC HE D 61% 124221,
9L T TIE 12%, 10 TIX65% TH o722, LRI L2V, 2EUTFTY
16% 123805 L OHE L H 5 . AML IWHNZIFEEIRTH ), BHE~NOBBIIE KR
b2 FCidRE R\, Lo LIEEROBERCH BN O ME A HE L CHmEY 2 v 2
WL DRTETE2HE0HY), TSCHAEDR2TY, JFICEELR 7 + U= NELE Sh
BLIRETH L VY. BEHDBICHA LT, FIcakTid LAM AR, Zirre s
PELETTH Y, MRS THEA - IR XLV,

FEARIER & L Cld AMLKZD L DIZOWTIEEH, Wb, JEHEm, L, MR
RENDHY, BMIEHIEREE > 3 v ZER, R L 288 MR R & 5 102520,

fAs & L CTld TSC #ZWiig 12 MRI A T —EEFIROFMi 2 17\, 1~3FTLD 7+ 10—
Ty FEREETS Y. WK 5 AML REMH D AT E UG U TREZ T
T 7 WIS EEE 1212 CT 2 MRI DY L\, EAH 05 E R 2 & o WG] T3l
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WA TRET 5. BEAEEFEIZ4E 1 M oMiE 2 L 7 F = > % eGFR D& 2179 V.
M A2 F> CHEHTHL., MEDWEIIHETLHLDT, TEHLETT7+0—
5. BATREMESANEL ) 5720, BERPLEILLH560H5 .

AML DJE# 121X mTOR FHEIETH L5 201 A ADMEH S 4. Yamakado 5 OHFZE
TIE, BB 4em L EAOBEIIREE DS Smm DL TH BEG THEN S o728 Enp
FEIFE TSC I > & > 4 A &3 TILRGH B MG AL 1 2 KBUBRER R 5U5% (EXTIST-2 #lBR) D R A
SIEFERTD 3em ML OEEENH 2546 LTwa 7. ANRICBIF 2Ty 23
7o BT FIREOHIWTIC X V479 RIS B 5 . FER B BHIRZERAN (TAE) 127 7 —
TV R RN EBIIRICHA L CERT 2 FE TS Mo FH & LThiTbh
%. AML OE5GIBk (HIfL7B) %> B bk (R R B RESB1) & @IS 7% 5.

TSC |2fF 5 PKD W OE NI L0 ZER A3 E T 2 IWAET, RREIYICHERIEN %
TSC \Z&HE3 2 ¥ 413 TSC2 & B9 5 PKDI (L% PKD O B K #ZT) ORI X 5B
BBETEERE LCRETS . PKD IOV TIRAMICIEIERTH 2 2 L% <,
FER 2 3 D13 30 fRLLE DS . 70 £ TIEES KRB AL 4 2 2. BEIFINEE
PKD (1Z#E UC, BIESES NN T L Y vV, SEBEDEE (BRI OB - BT o #H)
AHVENS Y,

7. KEER

B FEIERIZEATOD DN T\ 720 TSC OBWIEE T 4. FHIH IME HRHERE 1345 G4
B MBERD 5 %5 BBEETH Y, SHLUETIZ80% IZHD S Y. MZ/AE R
PHZMEEA ST ), WAEES 2 -0BE FRERMEIZR L. v a) A ADE
SE(BRBEFH B 0 )AMER SN D, #EATL2REICIE L =Y, ¥—1 v 7, Sk
B, ARHIREANERE T EE LTHITHN, RIS U CRIRS D 9,

Wit HHE () 12 98% D TSC EH 2R 4. AR D S WL O, B, DUk
FERFRICHBLS A Y A IREROTEETH ), HIKEREE B Smm DL T O H v
LOWVEEL-S D EIFT. WHHHHENE R (fibrous cephalic plaque) \ZFHFZ I IR LI <,
PR K L Cw . RS HERRRY (shagreen patch) 1E S LR ICHIE L, BEMMUZIT X R
05 AR, BEERLTEICHBE LR, BREIZERIK - APADRIRE &L EHR
END. TEMEIEIL 15~29 BORICHBI LR35 . RoFERS, PR L&, 54E L 5
EVERCH L. MO TICHIHT 2 &, AL EELNLT V.

8. TSC EoiEdEAE#AEIR (TAND)

HIRFEEAE 1L 40~ 50% (2385, 30% DSEETH B "1 mEOFHIFLIE 2 5 %
EORENDBDO SNL, FFROREBHFIZRVGA, TAD A FFIZIESS) DA K
RAFEELZRIL) 57207, TADADIY PO—VIZEETHS . ASD DL
PEERIZ 20~ 40% FREETH B . BLEAS1:1THY, —fFKD ASD D4 1 IZH~_THE
M7, TSC DIFREDFAEIZIH B L T\ b, ADHD O FIEZ 1 20 ~50% T
% V10303 ASD & ADHD EHIEHILEICHR S NS 2 EA%w. BEMZBESL LR
LHE (28 ~33%), KUNREE (26 ~30%) % A BET 5 M0 5 oiFld 6% 1B B . »
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FTHOFEIR S IE TSC BF RO L N6 L H LEE - FER AL EDHEAITH 5.

BRI - BEICLIEZRER

PubMed #2355 : 2021 47 H 14 H

"Tuberous Sclerosis" [majr] AND "Signs and Symptoms" [mesh] AND review [pt] AND (english [la] OR japanese [la])
AND 1983 : 2021/05/31 [dp]

=50

Rk 12021 4E7 H 14 H

(GEEIPERILRE / TH or #&EIETEILAE, AL) and (B & FEk~ TH or 845 & #iEdk~ AL)) and (DT=1983: 2021 and
PT= &kl <)

=157 1

PubMed (2B VTN Y FH—F12 X 5 LHHBER L F7- 72

Sk

1)
2)
3)
4)
5)
6)
7)
8)
9)

10)
11)

12)

14)
15)
16)
17)

18)
19)

20)

21)

Henske EP, J6zwiak S, Kingswood JC, Sampson JR, Thiele EA. Tuberous sclerosis complex. Nat Rev Dis Primers
2016 ;26 : 16035.

Gomez MR. History. In : Gomez MR (ed.), Tuberous Sclerosis. 2" ed., New York : Raven Press, 1988 : 1-8.

Northrup H, Aronow ME, Bebin EM, et al. ; International Tuberous Sclerosis Complex Consensus Group. Updated
International Tuberous Sclerosis Complex Diagnostic Criteria and Surveillance and Management Recommendations. Pediatr
Neurol 2021 ; 123 : 50-66.

Krueger DA, Northrup H ; International Tuberous Sclerosis Complex Consensus Group. Tuberous sclerosis complex
surveillance and management : recommendations of the 2012 International Tuberous Sclerosis Complex Consensus Conference.
Pediatr Neurol 2013 ; 49 : 255-65.

Osborne JP, Fryer A, Webb D. Epidemiology of tuberous sclerosis. Ann N Y Acad Sci 1991 ; 615 : 125-7.

Ohno K, Takeshita K, Arima M. Frequency of tuberous sclerosis in San-in district (Japan) and birth weight of patients with
tuberous sclerosis. Brain Dev 1981 ; 3 : 57-64.

Niida Y, Wakisaka A, Tsuji T, et al. Mutational analysis of TSCI and TSC2 in Japanese patients with tuberous sclerosis
complex revealed higher incidence of TSC1 patients than previously reported. J Hum Genet 2013 ; 58 : 216-25.

van Slegtenhorst M, de Hoogt R, Hermans C, et al. Identification of the tuberous sclerosis gene TSC1 on chromosome 9q34.
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4. IR TEMREMIEIES, BATDEKBEEICLDITELRTDHIRETH),
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25 REX CRIEREGIHIZ1TD.

fEe

TSC DF/ELEKIIDONT J

R LAE (TSC) 12 3B UF 2 R ZS VIS R BURE 8, ORI i A2 B, b
K EMEEEMIE (SEGA), LI THE (SEN) 23 1 5 b, KB EHTIEHERBIZ IR
BETICORSEEHTH A,

2,093 A TSC 3 % 45T L 72 TuberOus SClerosis registry to increase disease Awareness
(TOSCA) DL ¥ X b VIFFETIE, TNENDIEAFII B HHEET A 82%, IR 1 E
TR B AT 21%, SEGA 7% 24%, SEN A378% &7->Tw5 Y,

2021 4R IZEPE TSC I ¥ & v A43i#A356 32 L 72 Updated International Tuberous Sclerosis
Complex Diagnostic Criteria and Surveillance and Management Recommendations (L1, ITSC-
CG DHEFE) IZB T, TSC & fEo 7261, FhulCBItRZ CTHEEMRI 217) RETH D &

LT3 ?. MRIOFHTE VBT, CT R@H A KRMABVTW 23R E
T)BREEN DA, SRR BB H P DBE S N5 220 2 M IR & TH 2 7.
CT I$ B EA&fili, SEGA, SEN 2B AAIKILE RO WAt AIRILWNZE H DRI
BRITZ LW,

B OIRZEFE L TSC ORWZWIZ O %3, EFEHSRE . JRIBE ALK L
MRIIZBWTH, KF:OHITIEE R SEGA, SEN% o132 2 enT& 57,
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Stowinska & OWFZETIXAE 4 2> A LIIZZRIZE 5 72 TSC OFITiL, FEH MRIIZ L 5

WL DD T4% B BV CHEES M OROF L rofzb LTW5 Y,

5

HHEEIE DT J

R EAEEIL CADADFE EFHEOFEVIFE CTH ), FHHEAYIZIL FCD b (ZFEML L Tw
%9 BRSO RO TR E 72 SR NS TAPAREEZ AL, TA»AL
HoOREYBRTFHOMAREICBVWTEETHS Y. F2UTITRT )12, BB
DEEIL, HILIBRETAPLALY GOMEEITROIERNIZTD.

1. MRI[EDWT

MRI £ TIZ, FLAIRBIZBWTEBETOREB L URETICE LA LWAEL LTH
HL, RESEFEENIINE LRSSV DL HIUE, WELNVTILBY), EBHMEEDS
MWNEICET L2308 H 5. T2 T2 H(%R - FLAIR (RIZB W CREETOE T A S MMEC
)T TR KN VBRI B R 0S5 5 ORI & L TRl 5.

WL ODDOFLTIX, Type A:T2 5% & FLAIR §I2 CEES, T1RMGICTEHES
PLHAAL R L, Type B1T2 ifidi % & FLAIR 812 TS5 C T1 MG CIRAF 7%, ILHdEim,
Type C : T2 ifA{% CHE {75, FLAIR 1% T rim 7% 1) H.0MERES, T1 @G TRES,
PEEEIN O 3 FEIZ 5T B HESRS TV 20,

T/, K & SET IR AESE " Y 2 Y A IR L ERT A k(2 h
I Type CDIH 5, L DHEEREITRIFE L EZ SN D)%, REMIZE < —3RIZHAm L
PR F THEBET 5 D 0% E AMIRE LIRS H 5

B2 REET & MREEI T RIC OV T ORET D 2 ENTETHBY, Doherty DIFFETIE i E
HHOMME TAPABLUOREOERELIZME T2 & LTWEH Y, FEEI R G
A XDEFKRE NS, ZOHROTIZETITAET SO ME & Mk T HRoOMEICD
WTIEENTH S W, BB OKFEIZ OV T FLAIR 0 EE 55 % 55 & A7
L 7z Jansen OFFE T, FEEIOKEIZH T 2 EBBIDSTADPATIED R S L5EDEN
LOMBEERLTYS Y. Type B OMHIOK, MHMEE TADADRHFREDHER ",
Type A JFZ S EARDOBARIIHREFAIITHA L <, Type CIHLEMARTIL SEGA %84, L
WAL AMEAISZ DERERE (IESS) DFAE, CTANAFRIEOHEOTHVEIAIH L. ¥
A MRREO BB MEE DL S1%, TSC2 BRTHI/NY) 7~ , IESS DFIE, TADA
DFESE, HHIRPETADA(DRE) £ 252, BEOFEDOENLEMETS Y. 0°F
ANERZE DRI TESS DFFEREIEDFEDEN L HIE T2 17

T/, BRERBEOMBERME TADAZET A28 LTI, KEETO JEPHIIE < hs
HIZBWTTADPAMMELXBD L LY KEHiATHTESE T, PRrsEm, o sEmE,
HULEAEICH DB AL TADPABE SRS LS W L EsTwnas 7. BE
HEIOZWEHERLBMET WA TR L 72 85 T, HBREORE LW EE LA &
N Em D S B .
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MRI % V72 & ) BER 2 ET & LCld, BRI & TAD A L L TI3IESUR
DM T AP AT OB EFEFIC R RSN B Z &% Y a% s 54 YT 1 f@#T
2B BB BREREH OGN IESS O TR T Th D 2 EAFHHENRT NS A
T2 =S E BB TH Y, RIS AT LV,

2. ZOMOEHRICDOWVWT

P[0 % F S 72 R, SRR RIS C A ATEBI O & 5 B BAE LIS C A D ALE
BASIUR S B 255, 69 L b3S N7z MR EIEBIELASC A ABEERALZ D b
DEFT LIRS W27 BikiREED & MRIERIC B S 2 EREEEA A — VD,
1 D I P i B 5 C A AR IE D SISO S % 1125 5 . FDG-PET 5 & %

LAz, BREEAER Y SRR T SPECT 13 F VR AG TR & 7 5 FHIS
%X R 5 2% g - [11C] methyl-L-tryptophan % F\>72 PET Tld, TADAIGH)
D& B R EREEFIROI D AHRATE Y HREEN MRIIZ TAD A% A5 5 KB
Hfi$E % - BOLD (blood-oxygen-level dependent) ¥ 4 % 28 5 **.

SEGA & SEN (CDW\T _|

SEGA & Monro LA 25 2T /L C, #fRF 1 BIEONEE (WHO 7L — F D ThH
B, WK LA ARG TEOKIEEIESEL 2 LD, EaTFRIch,
POLWETHL. BRM»S RO bH 5. TSC2HHIN) 7 > & TSCI i
INY TV TR ENENIEEZRD34%, 13% & TSC2 DJFHINY) 7~ M2 SEGA
DOWRBEMIZ 20 FMEI TEEZONTVE20T, 25KETD 1~344ET L D MR
AITSCCG 12 & » THER SN TV B Y. BRMEMNICH H5E, | om ULEOEEND 5
13 SEGA &A% $ ™Y 7 F) = LA & 535 MRI & SEGA O], 4 X
A, rim OFHICIZ SO & SN DD [IESZE T A B 7 4 > 2019 £ 128 WTH
fE 5 D713 SEGA DZMIHEHB IZIZA > THE ST, ITSCCG DIHEREIZ BT b BN 74
RIVER % £ L CONESIIEREZ BT 2 REE LTV 2,

SEN [ZHIINEN O JRBIRIZIZI > THHT 2WETH ), T1ERECEES, T2 Mk
T4 2 ErTROLN, EEMEIHLLELDH L. WIHICAIKILDEC R T v,
Monro L3124 % SEN T, fAIKILAAGES, 5 mm LLEOER, 78 =7 A0&EER)
B3 B IL SEGA IZBATS A ) A7 iEn & s n v

BERR - BEICLIEZXRER

® PubMed Fis% 1 2021 457 J] 14 H
Tuberous Sclerosis [majr] AND epilepsy [mesh] AND ("tomography, x-ray computed” [mesh] OR "magnetic resonance
imaging" [mesh] OR ultrasonography [mesh] OR "positron emission tomography" [mesh]) AND (english [1a] OR Japanese
[1a]) AND 1983 : 2021/05/31 [dp]
= 167 #
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o [EFREME 202147 H 14 H
((REEIPEMALSRE / TH or #&HiTEREALAE ~ AL) and (TAD*A . TH or TAH A AL) and ((X# CT/TH or X #
CT ./ AL) or (MRI/ TH or MRI " AL) or (&I W~ TH or BBE 1421~ AL)) and (DT=1983 : 2021 and PT= &
FEIE <)
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PubMed (2B W TN Y K —F12 L 5 LHEZR L 47- 72,
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6) Wong M. Mechanisms of epileptogenesis in tuberous sclerosis complex and related malformations of cortical development with
abnormal glioneuronal proliferation. Epilepsia 2008 ; 49 : 8-21.
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BOFHBICHERLBTREENSGS.
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KEEIPEREALE (TSC) TIE, 7T~9 EOREFTTANAZEHL ™, Z0Ibe6~8%
FA% 122 AUNICEET S 7. 2oz, FLEBRMIC TSC L2 S n-5a13
TANADFRIE) AT DBBENEVZE Y. TADAZE L7 TSC D 6% (25 THAER
BICTAPAERRIEL 2L WA %, E%72HETICTSC LB Enz 28609
519 51(68%) TTADAZRD, ZDH BO 14 51(74%) HEERFEE L 1 BT L TH R
By A R /RN 7 E O TADPAMREW 2RO L I WEDNHE Y. TANA
FEIERT D T A D AMED I S E R B IEE & AT ) BN Cldwvw o frhbivTwn
b, INHIZDOWTIE 5-2 T3 5.

EHIEPLE T A2 A (DRE) O TSCHEBNZ KT L THEFFR AT h LT\ 225, HiiEi ol
TR R E MR ETF R OBEIC O W T OGS H 5. ST O FEIEN S
LC, EHE MRI AT & SHZE IS R 1S & 0 g Sz TAD AREIRZE O 5E 2R 7s,
QORI 9  BHEz B FSVEM ZIABBAE B OFFTE, QFSE M NN & FE1ERERN 5 DR 2 H AL

WeAHSBIE L TV LW U2h 5.

TSC BFEIZB VT, HMANT M7 44E (ASD) R A FEEAE 2 & o i 56 &0 & @H
B AT ROBEIZOWTOME L H 5. TSC BH 66 BlORALEISHET O L% 5
B ICARET L7228 T, 1 40 & 72 ) OFEPERI N T A2 AR E W O MBUEHEE X, HI
HETE %% (intelligence quotient © 1Q)/ 381%$5 %4 (developmental quotient : DQ) AME\ E I THI NI
L, IQ/DQ Atk L 72 EF TIZikA L C\v72 ", Numis & 1F, TSC #% 80 A% ASD &
DH#E34 N, ASD 7% LI 46 N2/ T CEFEMERAEZ ERL72L 25, ASD & ) HETHE
PER R BN BEES & BRI O SR B (RIS CE P o 72), BRBHERER 4
MR O B RN CEEEZ RO Lo 72", ZOMOREH 2 Mo d bt
TEEEFN A To72L 25, TSC BEIZBWT ISCI #RTFOWIIN) 7 ¥ M afE) &
ASD &) A7 1 E A L, ZeMIBEEE (CFE VR R 2 526 5 & ASD FEE) A 7 H3 b
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PubMed 152 1 2021 427 H 14 H

Tuberous Sclerosis [majr] AND epilepsy [mesh] AND "electroencephalography” [mesh] AND (english [la] OR Japanese
[1a]) AND 1983 : 2021/05/31 [dp]

= 144 1

PR EERER 12021 4E7 H 14 0
(CREERVEREALSE /TH or A5 HIVERETLAE /AL) and (TADA /TH or TA DA JAL) and (BX9%RcEk: /TH or Bk it gk /
AL)) and (DT=1983 : 2021 PT= &k <)
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Numis AL, Major P, Montenegro MA, Muzykewicz DA, Pulsifer MB, Thiele EA. Identification of risk factors for autism
spectrum disorders in tuberous sclerosis complex. Neurology 2011 ;76 : 981-7.
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1. REEETARETEZ9 ) > 7@, FEROHEERKEERDREZ & U@ %
BEAHOREICERTSHS. TLATHRH, TANARERH S TEHNICEY
RUREITINIE, BBRFEOHIRICELTL CRREHE Z0BOBEDFTAICER
BROREMN 5 B.

SR

FEEIVEREALAE (TSCAE ) TADP AR LIZLIRERGRTETH ), @Y REE xR0 5
TR E T A T =4 1) » 7 (VEEG) 1TV, ZSMERANIL 2 #1% L CEAER % 0]
RER X0 EMICHEST A2LENEL S, 51UEHBIZH LT VEEG 21T - 72 Savini 5 Ok
5 VT, ARG TE & IRIGD T AP AMEZ S X L0 b SO FFRITH - /2.
SRR ORAIGIIRE A TH DA, AIEHFOHEED 40% & %, RIHRFORRIERIZITE O
BIED RO E o7z, TAPAEA X ZEZEERTALN, LIZLIZIENHRETH - 72
v,

TAPAEROIZE AR ERE»COEM, —MISESICHFET 5. BERORIEIESE
PRI HN 2, BEES MRI, JRIMGE SPECT (B 20 v LSRRI IA) >, PET, MM 72
EM O PR B RS & R B R R A DT DL Z LIZL DV BAICHEE S
5. YIRS BT 2 FIEFH 2 o 5 9 2 Tld, VEEG 12 X % 5/ER % & MRI 12
BB EEEHOREZ IS &Y, 5 TAPAREERZFET 2 Y. ZHEFHIC
£ % BIFRuE, TabbRBIEORD % LK, HIE - ITEIREOUEE, &5\ I3ERE
DHE(QOL) DY FHIZHGTTHEEZONL Y.

% BEEOWRBRE LT, TADAFIERD TSC DI (7 22 H K 2B WT,
IRFEVED FEAERTIC VEEG % EIIIIZHE D R LHEAT 9 5 2 LIS X Wi Sz TA» A
W, ERREOTAPARE) A 2 TFTENAA~Y—I—L LTEHATHLZ L
PGS SNz Wu HIZ X5 &, BIEMXRIIOTA 2 AMEIE (interictal epileptiform dis-
charges) DIFEIL, ZOHOERFEEOHMBER 2274 ) ORETFMST S Y. 72771, &
JE & B PRI R I3 80% & B m 28, FREEEITA) 60%, FEVERIHERIZHE 70% & & F
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DEL T BT AR AMEREA MBI 5 LR BRFEEAIHBIL TL ) 8% D
FNTEZWY., ZRTHELDBEIIBVTIE, TADAMREI B L T 5 KRS
VEDS T % £ TO IR (FRIGH) %17 2 % Rt (therapeutic time window) % 5,
W22 DN o7z CoORMAFRE LT, B ERBEOLBT 20) 25 ¥
77N M) 2 (VGB) ¥ 5-% BlAG$ 2 TR RIGHRIC B § 2 L FERF RS 4E,  ROKFEE CHED
b7z, 209 HMNGEE % HGIZHED 5172 EPISTOP 7’0 ¥ = 7 b OWfgE 0 —#k4 &
L, FLIBHARH2 5 EIICHE D 389 VEEG 252 DB O TA D ARHIRE - ITEISED
FhRETFUNT 2N A~ ==L BP0 B SN, TOBRICE S L, FIRRNHE A
2B 2RI RS (&) DT dysmatare 785 — V) 1A% 24 22 BI2BIT L HBA AR
N5 L (ASD) BOEI L ARB T 2 7. F 72, IR T T AP AMERE WA O THRINE
nizHEnH e, 2ok (ER 24 20 ET) ORMFEEPENRL T, TAD»AIREH
IPEE 2 ) g Y,

BERR - BEICLIEZRER

1)

PubMed %% 1 2021 4F 7 J] 14 H

Tuberous Sclerosis [majr] AND epilepsy [mesh] AND ("electroencephalography” [mesh] AND video [tw]) AND (english
[1a] OR Japanese [la]) AND 1983 : 2021/05/31 [dp]

=321F

[ErhEEmE 12021 £ 7 1 14 H
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3'4 E£3T BE

FRERERE(LIE (I D FLIR TA DA RANK LR
(West fEfZ#¥ 2 2 T) DEARRIC I 21T 5D

1 B o S TR T At A /S ATEEE D SR E (. AN S
OMBE=5 ) > 7 NERBIREMN 55,

TADAFEIZTSC BE D O HOMFIERTH V), WHBHOFIERDS L OB ORI
b EDEVIEIRE ENTWS . TADADWSEEMTERI~6 AT, HT
LIBIID TAHNAFIEL, TSCEED 65% LI EIZALNAL. FUBMICIZFLETANA
PEZ IS X LAEMERE (IESS, West FEBEME Z &) 25% {, TADPAMANS A A% SIEL -
76% DBFZEDIQ X 70 KiliTH V) ¥, FSEEMRIIHITEIEIE & R R 063 5 W RELE AR
DTEN20, TELHEY)RPICBIT L CEEEIT) LERH 2 7

TADPADERIZIE, WMEREZ H 5, AR TSCEZETIE, TAPADHFEII,
Ph5F, EBREMAISOREE= ) > 7L, ERERIECSKEST S Y.

Wu 5%, B ABABIEZEIC B8 SN2 TSC & TADPAMREEET 5T XTOIRE
N, ZOHTAPAZRRET S 2 L 23S L7z (BEP % 100%)Y. BT F 28—k
F¥=Fre L, FLEHIFEEIZTSC LZMranzyaiddke rHETIEH 1 MO
FE CTHEIR S & FER I OB RA 2 17V, BT SN2 < Th 203 6~ 8 HH
TEIMERA AT S L RHER L T D, FEOE Y — ik, ZDBROFIEDIAE
TS AR D B Y. BRISE R ED 2 TYH, SEMT AL AT 2 B0 723
1%, mTOR [HEHKL LA/ v (VGB) DRIMEAZZEST 5 Y. Ek1 AT TOR
FIZBWT D, TSC BB OHE, ANBIC TAPAZRRIET AWHEELSTH SN LD T
T DOBAZATH) S LR TADPARIEORMBERICEHTH L. 2013h, REHIZTA
MAMANRZLARED L) B LD THLD % L HM>THHH T L, IESS ODREIFER
ZORDBURMEDH L L ENTHDE Y. TADPAMEA/SZX L1E TSC BE D 50 ~70% |2
AHI, GERDOWGHEE 1T 72 25 A 10 A (40%) B TADPAMEA SR Z A% FEAE L 72D L 1%
RIS, RIROREE=45 1) ¥ 7% Leh b, FHiGEE T 72/08NRE 2 £ omrze]
B, #Hed TADPAMEANSZ L ZIE L oz ©.

7oL, BELGEE=Y ) CTIES L OWBEICE s THEETH Y, BLEED 10%
EEVERIZR>TWS, BAHETFAMIEE=4%Y » 7 (VEEG) 47> Cd, 94 A 22
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ANDEH (23%) 12 BT, BREEOHNIEREGEE CAPAMRELFEE T hh o7z,
IEFERENE T A D ATEE D FAEDFHE I T 2 B MR ERI1E 77% Th o 72, Tk o
TR ICHRICBWCIIRELR GGV D Y, £ DG, FHlEMICHIT ROARN—F4E L 5

EPISTOP #ERTIL, §XTOMEA 3 AOMAL L 72l 5 s 12 & o THi S 7z’
BERMFEE 72 EERNEEORRICE L CHFEIE—FH L7200, 76(7%) TTAD
AMEEDOZIICE L TAR—%%EE07. TAPARIEORETE AN F~v——L L
TOWPEOMERIL, FRWMBIEE SN T VD, TADAITERT 21 X7 OF /N
WEFEL, NEMEEELATL2EEZHRNT 29 2T, 1452 FRffifErsH 5.

TSC2 BIET-OFR/NY) 7 v b & & DJEFNE TSCL Ein T OWEY/N) 7 >~ b % b DHER]
AT, TADPAZME) EEPAEBICECERE SN TVD (p=0.02)""". 2 TH
TSC2 BARFDIFINY) 7 ¥ MEED 56% BFLETANAEANRX L EZE L, TSCI #x
F-OIFHNY) T2 NEEB LU T 2 FERERE XD %0 (p<0.0005)" . TSC2 E{ETF
DFFIINY) T ¥ METADPAEANSZ LB L UMD TADP AR O E % A EIZHN S &
7. L L, TSC2 EInTOUGEI (=2 v~ 23~33) ISl T A I At v AKRIE, T
AP AMEZA S A L DOFEROFERET L HET 5 L) b H 2 7

TSC BEBEDTADPADERNIE, KMEE»OEEFIZPTTEETLEHTH Y, MK
DIEAEBEREDTEILE Th B, TSC IZRFERAY 2 22 RN Bz BUA#5 8, SEN, SEGA % &)

DY BB OEBO%S S (7L ) 1E, 1ESS RS HIHIME T A5 A (DRE) D5 &
MBT2ZEDTRBINTVE, F72, HE4om D EOBREKH > 500 F ABRE
HY % EED IESS DREAILIKEE 68%, FFFRE96% Th o7z, F AMIRZED 2 ikl b
H 5 BHETIE, ARG IESS OBAEDH ), T OKEIL 89%, FFHEEILII% ThHo
727 RO OMEST VRA L FEICHEET 22 L3R e T HE Y e, [
WORBAEE LD HEHTH - BT OREHEH O3 ) B TADPABIEOTIEFHwA RV E T
DS 0D B

BERR - BEICLIEZXRER
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o [EEEME 1202147 H 14 H
(CREEMEREALSE  TH or &G EITEREALSE ~ AL) and ((CTA DA - 58/ TH or TADA - BBEAL) or (TADA - 1

YA, TH or 7 = A MEMEHRE  AL) or West / AL)) and (DT=1983 : 2021 and PT= £3i##%F < and SH= 2 WA H, 2
W7, EERSIT X ARSI, R AL RE RS W | e 9 Rs 0T)
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FRETE B LEDEFIENETADADER EXFD

1. EEERCAEDIARICH (T DERIRTMETADA FEETADA) DERFIMI &
TRBE>THY, E<LONHMEEFNLBERIBCRIEEE(CANT, [FEEERELIE
DEFIBRMTADA] CHRBICEEFTO>TWVS.

2. BB TANDAERICEBEETHD [BEMENHY, BYISBRSIOERASIN
7= 2 AL F OB (BHE - (AHARE) 2 T2 (ICEH U THLEHRENBTAD A
FIEBEENEOSNEWES] (CELTVBREEZ5NS.

3. EEHEBLEICH TR TANABENDSSE 5~6 ZINERIRTIE TH D EEZZ2 5N
%.

7

§IIJI:I

K EIPEREALAE (TSC) D Z WIS BT 2 HAHIRPUE T A D A (DRE) DEFRIE, — KW=
FANLS TV S 2010 428 S N2 EIEHT T A D AEME (ILAE) O [ B H D,
WY HEINE L O S 7z 2 DL E o PssESE (ASMs. LA £ 72130 H# ) % 145
B LT OB 2 TADARIEHESE O N WA ] VIZiioTwa 22, 3 M
DLE®D ASMs (ZIRHIEE LT a2, & L CId [HBERoMRBIIRE S, 50
PUEAEEAZ L TH TADARIEEEIEONT, FEEMIIRL L 2 \WIKEE] %%
F#UOLLTEHL DROEEENT WS, ILAE DEFRIZHT > TV B SRR BIHE 72 35
B, BIFHEELZEFROIT LTV A IEA %R, ERIZERET [TSC OB TADLA -
FHREIETAPAL L LTWR S E . Bl 21X 222D TSC ® DRE D TAMA
PEFFAT D EFAR T IOV T ORFZER 'Y DRE % b TSC 125 T TAD ASEFAl
BEE JETABEOBEM 2 % LR B HFZE12 5T YDRE (2D W T O EHRAR ST 2w,
TSC D TAPANFFEN 7 DRE DEFEE R L TW5H D DT\,

TSC @ DRE DEFHD PR SN TV WA TIE [HEARGUE] IS4 T 2 H5EE LT
[ Refractory ][ Uncontrivable [ Medically refractory ][ Pharmacoresistant | 7 & TRLF AT 2 S 11
TW5,

TSC DTCANPAIZBI BRFEM% T » & 2EHEGAER(RCT) & L T EXIST-3 sk H
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DAFNED D), o 21 HU EOBEMREA VI L] ELTws Y. 72 TSCHT

DEWEZITTWLEIE, @QHIZ 2R EDRERSH L ]| #ERELTWS Y,
Btk d L <IEZMiak O TSC BEDOHKRLZ RN, TADPAZRERIZHITS [DRE]
R 2EG AR RE RREN L DO0dH 5. Chu-Shore 512 &5 291 AD
TSC EZHIZOVWTOHRHETH Y, TAPADTIEEDI85%, TADARIEET 63% A
DRE (3 FHEHOE | BINFEL 25 ASMs TH I X PO— L TELWVNI L LER)ICE-> T
%' Vignoli 512X % 160 AD TSC BZF~DHHAET, TADLADTKIERHN 3% TH ),
TADAFIELT 51% HDREQ FEEHOE 1 #RIE L 725 ASMs TH a2 bE—VTE A
W EEERICESTWS Y. FLU < Vignoli 512 & 2 AEF 257 AOFHAETIETAD
AFIEFIL T1% TH Y, Z0 ) LHEARIUE(REELH D, BYIERB L OEH S
7z 2 T E D ASMs (HLH) & 72 3P E) & 143123 L T D Fiie iy % T A D AFIEH
KDEENLWEE] LER)IZ67% ThH o727, Jeong 5 DKEERLF—1251F 5

YNTHEIRB L OV S 7z 2 FEE DL L0 ASMs (A F 72 13 BRHEEEE) & T2l L Th #F
B TADPARIEEENBLN VS ] LER) Tho72"Y. ThE—EOTANA
IZBWT, BAD 13, NED20~25% 12 B W THEAIRFMETHLZ & " PICHLTE
WEIGEEZHNG.

ASMs THIEAE 5 N2 W EOMOBE L LT, SRR > 072, s
#1: (DBS)™, responsive neurostimulation(RNS)?', &>, =Xy a2 v
FE T =N K BIED D BDS, THSDOFZIZE TS TSC @ DRE D5 % Wk
IZIE LTy,

LT, TAPALBWT—HKIIZZESIN TS ILAE D58 %Z L CDRE ¢ & 2 T
WLTIEN L N EHERTE 5.

BERX - BECLITRER
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= 148 1

o [EEEE 2021 4E7 H 14 H
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FREERELIE DEHIBMETADA L LS
BEORHHIIAD

1. BEIERLAEICH VTR, 7~9 BIDEETTANA, 4~6EDEE(TANAZ
FEAE U IoASENMEREAERE D 5~ 7 &) TERIBRETADAZEHT .

2. (EEHBEEEDERIRIE TANA LB DBEDRHHICE, 1~ 2 mAmDFAE,
ARTADAMRNX LR DEHE, FOWFEE BEAXRY b AEDHTE,
A~7 DAL EDRERSE, MEREDGIRIE, TSC2ELFORI/NIT > hgE
NHFoNS.

FEEIPEREALIE (TSC) IZ BV T, 7T~9EDOEZETTADNA, 4~6EDBEH(TADTA
R IAE L 72 TSC BH D 5~ 7 %) THEAMKPET A DA (DRE) &40 5 7.

2010 412 Chu-Shore & 1%, 291 Bl TSC HE DR ITHIIIZEIZ BT, 84% TTANA,
38% THLI TAD» AR /S L EMRRE(ESS) % &0 L, 53% TDRE %2 L72(TADA
EIFELIZTSCHEEZED I B 63%) EHE LT WA Y. £72, 2013 4E12 Vignoli 5 1F, 160
Bl TSC BH OB IHIIIIRIZB VT, 72% TTAPATEPL, 37% CTDREX 2 L7
(CTADAERIELZTSCEEZED B 51%) EHELTW5E Y. £72,2017 4£12 Jeong 513,
2,034 1D TSC BB DL fifiik HIREE T — & N— 212 X A B IFTHRIFRIZB VT, 86% TT
A A, 45% TIESS, 84% THEETANAZAENL, BEATAPABED 60% TIHHAIK
PFiEaE L MELTWE Y. E512, 2018 4£12 Nabbout 513, 2,216 il TSC B E D
EIMS S sk e B L ¥ A b)) (TOSCA study) |2 & 2 RN E X OHIHEIFZEIZB VT,
B4%B TTANAEZEH Lz EHE L TWE Y. $72, 2021 4£12 Vignoli 51, 257 HlD
TSC N EBE DB TR BNT, 71% TTADPAZEIL, 47%(CTAD AT RIE
L7EFHEDI L 67%) TDRE # 2 L2 i LT3 Y.

INHOZEIZ BT, DRE Dfaff[Af & LT, Chu-Shore 5%, IESS BEA:(75%,
p<0.0001) & &HF, F 72, IESS 1 TSC2JEHI/N) 7 > b 3 (56%) DIE 9 A% TSCI JKHI/N1)
7Y MEEBIOERIEFERE LY ZH 572 (p<0.0005) L5 LT3 Y. 72, Vi-

KX OVIESS (37%), HINYFEESE IR E) (P 36% (p<0.05), W& 15% (p>0.05), &
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Ji£20% (p<0.05)), FEtH#E (39%, p<0.05), 7 2>Frbh o> f2 B4 i (88%, p<0.05), 4
TREET (86%, p<0.05), AT AR 2 MAEME (22%, p<0.05), TSC2 %Y/ 7 & b (66%,
p<0.05) 7 DRE DB TH 5 L i L7z Y. —77, 2021 FE DA TSC HBF D5 T,
DRE & L Z ) THRVTAPABEZ LB LT, WYY 7 v b, REMEE, ERTHE
HiOFMETITHEZITAD T, DRE TIEIFEHF(83%, p<0.01), FEAEH fEHME > (Fh I fiE
6 7" H, p=0.001), ZWiERGAME (FFE 3.0 5%, p<0.001), IESS BEfE(49%, p=0.007),
IEFHIBE T2\ (p<0.001), FEMEEL AT 5 (59%, p=0.013), FFICHMANZ T A
JiE (ASD) 2 B ¥ 5 (44%, p=0.004) Z L BEEIILE VI ERFMELTWD Y. £72, Jeong

95% fEHEX [ (CI) :1.4-2.5, p<0.001), TSC2 KN 7 > b (TSCIJEHINY) 7 > MTxf
LC)(OR: 1.7, 95%CI : 1.1-2.5, p<0.001), IESS BEf:(OR :2.0, 95%CI : 1.5-2.5, p<0.001),
G RGO IESS PE1E(OR : 47.6, 95%CI : 6.7-333.3, p<0.001), ASD(OR : 1.9, 95%CI : 1.4-
2.6, p<0.001), FEPEE~FPEEEEHIMY56EE (OR : 2.3, 95%CI : 1.4-3.6, p<0.001), FEEEHIN5E
FESE (OR : 4.3,95%CI : 2.3-7.9, p<0.001) 7S DRE & 3 L T\ 7z LG LT 5 Y,

2018 4F-1Z Benova & 1, 22 1 TSC 3 ORI HHIIIIFEIZ BT, HAFEEAE (p<0.001),
TSC2 95 1) /8 1) 7 >~ b (p<0.01), BEFEMRI L ORBMEREREEEREO KDL &
(p<0.0001) H3PLFEAF3E (ASMs) DIIRB D% S EHE L TW 2 MELTW5E Y £72,
2018 412 Zhang S 1%, 108 BID T /3% A ¥ > % 1 4ELLEWAR o TSC £ D £ )7 H A HF
JEIZBWT, SR AIKILAY DRE O &k K T (OR : 4.831, 95%CI : 1.577-14.795, p=0.006)

W5 72019 4E121E Mert 5%, 83 BID TAMAZGPEL 72 TSC BE D% HEIIIZE I
BT, HrAERASEIE 2 ki IE, ASD, TAMNATEFEIRTE, Lennox-Gastaut JEMEHRE,
IESS, ik BIRPUALAT L, 4 2P LL oo BB G Hi2S DRE & B 3# (p<0.05) L T 7z & #Hidsy
LTCw2 Y,

PLE XY, TSC ® DRE & 7 % BE DI, 1~ 2 M RITOIIE, IESS DEEE,
HIFEERE, ASD DBEFE, 4~7 2Bl Lo B EA5ES, MEE AL, TSC2 iy 7
YRR ERHITONS.

RER - BEICLIZRER

© PubMed %% 1 2021 427 H 14 H
"tuberous sclerosis" [mesh] AND ((”drug resistant epilepsy" [mesh]) OR (epilepsy [mesh] AND "drug resistance" [mesh])
OR (refractory [tiab] AND epilepsy [tiab])) AND (”follow—up studies" [mesh] OR prognosis [tw] OR predictor* [tiab]) AND
(english [la] OR japanese [la]) AND 1983 : 2021/05/31 [dp]
=351

o [EHEEME 1202147 H 14 0
(G FERLAE, TH or #5ERPEREILEE ~ AL) and (TA DA - SEWRHIME TH or TA DA - ZEWIRHTIE~ AL) and
(% THor ¥ AL) or (7, THor 7% AL))) and (DT=1983 : 2021 and PT= &8k <)
=6
PubMed (2B VTN Y FH—F |2 X 5 LR L 17 - 72,
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FEETERELIE (S DFTRFIE DER TANANDMEERDERE, —REVBMOD
ERTADADBEICELS.

EH

% TSC BED 67~93% IZBWTEIESNS Y, TSC BEOEKN 2 KT x— b T
H5HTOSCADL TV ANMYWIZEIZL AL, [HEICETHEMENT Y Fu— L ENLDITE
PASIEFNET 58%, TAMAVEAISZ LT I6% &, EEEIBIIEDIT D DIEEND UG
PRI Y,

AT LT oRRIRS I\, 2021 EICEBRTSC 2> b U ALK I W R EN
TSC Wik, +—NA 50 2B L OEHICET 2 HERFIHOLETTIE, JLETALA
PEA S BAEGERE (IESS) # B &, TSC B D TADAICBIT 5 ASMs R EFHEL, TA
DASVEL T 72 EOEIUE, MO—KW R TADPADBRICELLREEENTWS Y,
TSC |ZBE3E 3 2 ARG EICR§ 5 ASMs & L CTlk, EA/3 MY ¥ (VGB), NV 7 0
M (VPA), 9E MY ¥ (LTG), LXF 5+t % A(LEV), Y F~<— 1 (TPM), oxcarba-
zepine (OXC. H AR TIZAKFEW - KRBFE), HIWNTEE L (CBZ) & EDVMEHENTHEDY,
FD% BRI TS T >0,

VGB 13 TSC D TADP AR X LT 2HEMEICE L TEWIE T Y 2D 51T

AR L CHOAEMESRE SN TBY, VEBHGIZL D 34~85% O HH T 50% LL L
® responder rate HEHN TS VW 2251, WERB Y TN A ZDVREL, B
NzZET Y 2D LXK, Yum 5 OWFFETIE VGB IS X R E T2 TAN AR
H3 531 AO/NRTSCEZE X HRABMICEH L72& 25, VGBEMAR S 1 F %D K
THEEEEPRONTVZDIE, TAPAEAINZLATIZS9% ThHo7zDIZxt L, i
REIGFANETIZ 46% TH Y, BRI BRI TADPAMANZILLINOELEEZ LN
%W F72 Overwater 51X 71 ADTANAZET S TSC BEHIZBITS, FWENGEIZHW
LNZZHANIOWTHET LT 525, TADAMEASZ L LA O/NEO TSC BESE/EIC
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DWW, VGB 3> ASMs (26§ 2 BBIEIIR S e o7z P 72720, 2012 FF12585 S
NIRRT A 78— RSV & B TSC BB T AN ADOEHIZE T 2 RENES TlE, 1
it LR 0 £ AR SR IS0 L CUd VGB 28 BRI L O % 1 EIRFE & L TR I Tw»
%Y FUI T OERIETIX, IESS BE D 9 B TRAER I ERBEEDEIT, £
FRERICABET 2 L VI HRIZESVT WS Y. bAETIE VGB IZAH TALA, T4
HE IESS ICOHBILAH V), B R TR FEIE IS L COEHIZ#EIGTh 5.
VGB LAt ASMs IZBS L T, 13 ) /MO I HLI 22 BIE W58 1 TR A S
SNTW5, ERRGHEETOREE LT & 50% L. 1O responder rate (£, LTG T
79%, LEV (X 40%, 7 1734 4 (CLB) T 69%, 7 24 3 F(LCM) T 48%, ~XF » /%% )V (PER)
T67% THo72" "W L Lahb, ITH5OHEH D TSC K 5 5B 2% A5
DWTIEAHTH Y, TN OFER ZHEIET 2 IEARMET— 7 3L 2.

BRERR - BEICLIEZRER

PubMed #:%% 1 2021 47 A 14 H

"tuberous sclerosis" [mesh] AND "Epilepsies, Partial" [mesh] AND (Anticonvulsants [mesh] OR Anticonvulsants
[Pharmacological Action]) AND (english [la] OR japanese [la]) AND 1983 : 2021/05/31 [dp]

=16 1F

EHGEMER 12021 4E7 H 14 H
(DT=1983 : 2021 and PT= £35%F: < and SH= S #:)

=0fF
PubMed (2B W T/ Y K —F12 L 5 LHiEZR L 47- 72,
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2)

3)

~
=z

5)
6)

7)

9)
10)
11)
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remission and response to antiepileptic drugs. Epilepsia 2015 ; 56 : 1239-45.
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FRENTERBLIEEDJ/AICH T,
TAPAREIEDERIE ThEER 2RHBIHEED
BEDEZAFICBREDEDLEDHHHH

1. TADARIERFRIEETTADAMDRIREEDHR T BB TEA/N N > ZFERAT
&, TADADTFERERISTDEVDIDHDREDNHS.

2. DHAETOEH/NNY > OBEMERETADAICRSN, FMOTMEERETA
DARTADARIEDEZENEIN CTH D2, RIERFERMB CTOMREIEREDEE
BINER L.

3. MTORMBEERETH D7 71 = h—ILOIC DV T (ZEEUELERANEIRE B> T
WB76, FEEDRETHERTETH DN, £ NCHF3 MTORBEEENDT
ADAFREBRBADEEICDOWT, TEFEHREERL.

—MEHIZIE, TADATIEFEEORIED 24 BRI LM% HiF T2 RmPLE, F7-
(310 Th AR, WEREZEDPOHREY A7 PSSV ICBans V.
PUIsVESE (ASMs) 12 X B IABIEIRHI L L CHEBIR O REDPER S NI R shs Y. —
J7. FEEPERELEE (TSC) DEFIIEELZ B U T 7~ 9 H L EmRICTANAZIRIET 5 7.
TSC D TANADFIERIOHFRMEIZ 7 AL S 1 EETHY Y, 13% 132 $ TIZ,
82% X 3 M E TIZTADPADBII 2 EN TS Y, TSC D 23 DEEIZBNT, TA
DAFVED AN RO NTEIRTH 2037, TADPASIEL D b TSC DBMIAEITL
THAEIIZZDR, BRICBIETLITCAPAZER L 2OBIRT LI hb. T2
ASMs D BIIAIEHIIZ O WT ) FRRo— iy 2RI L D & FRINAA - BREIAAZ T_E L
W) EZNVHET B.

TSC 2BV TIETADPABEDOEED Y —FHEZ 5N TWA. TSCI, TSC2 #IEFD
9 N1) 7 2 M2 K % mTORC1 OWEIEEATERIZH Y, CTADPAFED S EALO B
BT 2R, FE, #ITO 3 BRI O, BRI TA 2 ASTEDFSRERT O RN
2B B TAPANMEIROSNABE SNE Y. oI THENMAET
RELEVAZZDH D", F72TSCOTADPADKBEHE 2T, Curatolo 13 TSC D%
WiRlC CE BT REERZTH I3y ba—Lb$ 52 LT, BAMREIERAFD
B (QOL) 25t § A HEME A H B LR L T w5 .
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INEDOEZFEE A TEBIITONERIIEEL LT, Jozwiak DG > Whidh 5.
COWIFETIZAER 2 20 H £ T S N FHIES I TSC HE B 45 N % FEVEFAEFIZ ASMs
TR L EREEERE Y, BERBIETH 2D CTADAERE RS TEA NN &~
(VGB) &5 L 7= FRIGIERE I 0 TR A B 5 T\ b, At 24 5 A IR LAY 33
iE RIS ) O F8 A 22 SR HETHIR I C 48%, T RIGHRIET 14%, SEL LR % B - 7-4G
FECIIIBERER Q) O JL A EHELEHE T 46, TRHHEH T 94, TANADRIBIERNZ
NZIS5%, 50% &\ T IS HEFFII B FHRRE O BE o7 Y. £72, [
BEIZA: 12 4 9 H £ T2 TSC DB % %) 72 54 AND VGB OF%5- Ot % L 72 EPISTOP
EXIEN DR TIX, FHEEHE CHEICRIESIEO BT R L, BIEREEL T
(v Xt (OR) : 0.21), HHIEYMETA S A (DRE)F84EH % TIF(OR : 0.23), FLETA
2 AMEZ IR X LSEBEE(IESS) DFSHEZ A 72 (OR 1 0)Y. —75, FEEFHICHITLHMA
7+ T AE(ASD) & 5ERFU(DQ) & FFAM L 72 B MR CT1d, Wil BwTh3sAIc
EN ol LTwA, F2, ZTOASDEAEFLEDQIIELLDOWHD — R AMEL Y
bRIFTH Y, BERBEHEAERD, —ROBREAOMEE LY b RENGREZHG L T\
CENEEEI oA THL EERLTVA .

INSDRERPOHIE, A RIINS VD TAPABERSETH->TH, Mk LoT
Aot AVERCEADSHEL L 72 50T VGB DIGHEIGEZ ZE L TD L WEEZ HNLH, DS
2T S5 VGB A TH 27 L° OB IERIEL IS BT 5 HETA»A (B
TEDFFTIZIESS ITAHY) & 2T b, BIERERR, TANAMEASZX A DNDFE
EL 2RO 22 WIRPL T D VGB OFHGIZ T & 22>, VGB DAL D ASMs & FFSFER 12
THELEEoMEFIER L, Mo ASMs T2 EHOE T Y Al w. £/, —
B CTANPABLOZOFRBOBIFICB T, BRNIC—HKD ASMs S CTANADZ
WA 72 2 VBB TR SN Tw A Z L IFEN SN2, WP oA b @G, 55
DTADA « TADAREDBIWH LI L 7 550,

TSC D TAD AR T HHFR 7 EH & LC mTOR EIHEDH P55, mTOR FLE
HEOTADAREDTFTHNEIIOVTIE, TOMFELSTREIRBERL TN ",
TSC ET VR ZENLDIDETIIIBIT 2 EWEEBRTOTADPAFED TR ZRES
BLIFFRIFAET A5, & MIA§ DM 2 v, SRR <o b 2T A 4 e 2 i e e
(SEGA) D TNRT ) A A K BIGH T TADARTIEER TIT o 7245 R 12DV T OHRER]
WMEINL oD 50, FIESH R 7HEB D HIUL, TADAMEASZX L ZFEL 72
BlddHs 7 bEEICBVWCINGY AZABETHLT 7 4=k —L° OREEIE TSC
FOLDTHDLI0, WFFTHILIFITRETH L5, WOHPRIETFT Y AD R WIRILT,
BRI CORBER 2T AT 74 = b=V 2T A L IIHEEZET S

Db Z & AW W3, TADPASTERISEDERIC BT 5 VGB DA &)1
IZOWTRIET D381 H 5 A%, DAETOMISIE% <, mTOR FEIEIZOWTIZBIE
BRLARXNVOARTH D, EBIZODVETHEHTE S VGB UALD ASMs 1220w TidFE L o
ToMRED . TSC OIRAER Z A NIETADPAIZEL LR T WIHESERICHD, TA
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W ARSEIEB S T O LD TANAMEGEIN S % B2 BIT BHE L, TOHDOTA
MADTHREUHET L RMEIED 5, ERIHEZT D, HHVIEEDIER ZMHHT
AP OVTIEF L EF oo ar b U RAITARBEHEHAETIIZVWEEZ NS,

SEIR) EPISTOP SER (D (CFFR SN 7/= PREVENT 2B W DIERTIE, TANAURENH S
TSC MILIRA, ERPRFE/EFARIC VGB #3859 52 & 13 IESS DRERJE TS B, &
% 24 NERSR TORAMEECESITISRIE, DRE OREXFE TS RN 2. ZOHR
FBAHA RS > ORI L VR TH O N BERRE TH B HIBTLT 3.

BRI - SECLIEZREHR

PubMed #:%% : 2021 47 H 14 H

"tuberous sclerosis” [mesh] AND epilepsy [mesh] AND ( (late [tiab] OR before [tiab]) AND onset [tiab] OR early [tiab]) AND
therapy [sh] AND electroencephalography [tw] AND (english [la] OR japanese [la]) AND 1983 : 2021/05/31 [dp]

=24 1F

FEhEEak 12021 4E7 H 14 H

(CREEIMERILRE  TH or A5 TERALSE ~ AL) and ((TA DA/ THor TAH A AL) or (IFWILAMESESE/ TH or I
WAL AMESENE S AL)) and ((Ji% 3~ TH or i #%  AL) or (I 9% 7C $% =  TH or W % 7t $%7% AL))) and
(DT=1883 : 2020 PT= & sk <)

=78

PubMed (2B VTN Y FH—F 12 & 5 LR b 17 72,

1)
2)
3)
4)
5)

6)

~
~

8)

=}
-

10)
11)

12)
13)
14)

15)

Fisher RS, Acevedo C, Arzimanoglou A, et al. ILAE official report : a practical clinical definition of epilepsy. Epilepsia
2014 ; 55 : 475-82.

HETAPAFSR M. CAPAEMETA N7 v 7 TADAIZED B EMO 720 O , SET4E 2 L 3T -
W & AL L 2020.

Chu-Shore CJ, Major P, Camposano S, Muzykewicz D, Thiele EA. The natural history of epilepsy in tuberous sclerosis
complex. Epilepsia 2010 ; 51 : 1236-41.

Vignoli A, La Briola F, Turner K, et al. Epilepsy in TSC : certain etiology does not mean certain prognosis. Epilepsia
2013 ; 54 : 2134-42.

Jeong A, Nakagawa JA, Wong M. Predictors of Drug-Resistant Epilepsy in Tuberous Sclerosis Complex. J Child Neurol
2017 ; 32 : 1092-8.

Nabbout R, Belousova E, Benedik MP, et al.; TOSCA Consortium and TOSCA Investigators. Epilepsy in tuberous sclerosis
complex : Findings from the TOSCA Study. Epilepsia Open 2018 ; 4 : 73-84.

Henske EP, J6zwiak S, Kingswood JC, Sampson JR, Thiele EA. Tuberous sclerosis complex. Nat Rev Dis Primers
2016 ;2 : 16035.

Kingswood JC, d'Augeres GB, Belousova E, et al.; TOSCA consortium and TOSCA investigators. TuberOus SClerosis
registry to increase disease Awareness (TOSCA) - baseline data on 2093 patients. Orphanet J Rare Dis 2017 ;12 : 2.

Jozwiak S, Schwartz RA, Janniger CK, Bielicka-Cymerman J. Usefulness of diagnostic criteria of tuberous sclerosis complex
in pediatric patients. J Child Neurol 2000 ; 15 : 652-9.

Thiele EA. Managing epilepsy in tuberous sclerosis complex. J Child Neurol 2004 ; 19 : 680-6.

Schubert-Bast S, Strzelczyk A. Review of the treatment options for epilepsy in tuberous sclerosis complex : towards precision
medicine. Ther Adv Neurol Disord 2021 ; 14 : 17562864211031100.

Curatolo P, Nabbout R, Lagae L, et al. Management of epilepsy associated with tuberous sclerosis complex : Updated clinical
recommendations. Eur J Paediatr Neurol 2018 ; 22 : 738-48.

Jozwiak S, Kotulska K, Domanska-Pakieta D, et al. Antiepileptic treatment before the onset of seizures reduces epilepsy
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Kotulska K, Kwiatkowski DJ, Curatolo P, et al.; EPISTOP Investigators. Prevention of Epilepsy in Infants with Tuberous
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FREAERELIE DEFIENETADAICE TS EHEIC
X, EDXO2LEDHHBD

1. EEEFE LD EFIBAED TANAICH L TIEF, TADANERTF, KEBER
BEE, BEEE mMTOREZSENHTSNS.

2. SR (BREE) A EIM CBIIMEICH VW TRIRAH B HBELTEZ D, £WD
IFIAN=RNAEZF>NH 5.

3. ABFMOMRAT2ECRNEBRBI TH > 12BE ([, K DBEEHASHOE TS
AB. TNETNOBEOBEMME, BhE BIXEIRNR RGETEECES HEN O
ENGHDLBE), BWERICDODVLWTZEE LGN SHADOE .

7

ﬁll

FEEIVEREALAE (TSC) 12 BV 2 SEHIEHINE T A 22 A (DRE) DA 22 531X 2 W AS, ARIET

X 2-T I2BIT 2 RERICEO R, EBRITAPAEY JLAE) IZX 2 — #0197 TAD
ZHIZBITAH, DREDER [AEUNH Y, @EYNIERS L OEH Sz 2 f@ED L
DOPUEEVESRE (HH) F 72X & T2 L CH R 2 TAD ABIEERDE S Lk
WA VETSCIZBWTbIET D EE2 5. 72, JLETADAM AN L E R
(IESS) I2B W\ T, BRI NLEHEE LTENI/NNY ¥ (VGB) T 72 (3B B Bz &l & v
E Y (ACTH)BEED H TS5 N5 *Y. IESS I2BWTid, THHD—FF 7213 DiEHIC
THREHRIZES R WIGE 2 HEHIRIUE L E R 5.

PUosE3E (ASMs) DAL DB IZ OV T, DA E TR ERTE L LT, SR,
HGEAREA R (VNS), EFHEE, mTOR HERLSHIFSNE. T OEFETEOMH
MOFFHICOWTIE, 5-6 ~5912BWTRRT 5. IO DEETEOBIL & 7 5 B
TR TTHAERE L 22 V), TSCIZHE ) TADADBIRIZ 55 7 Mk & BB D & % FE il
CHIETRETH D 7,

NS DBEOBELNN ThH 205, R %2 EHLE S 5 3B#1E 7. Curatolo 5% 2018
FIHIR L2 O L% 28— M+ ¥ =% > P Tld, TSCIZHED TAD A DEKIHIIET
Ho AR ONE TR 2R L T 5.

HREEFAITNIE, EHRIC BV TREED S D > 728 L TORBEISIIE 2 52, B
BRICTADAEED D - 25 SEIGIC 2 DI WY, IO/ 2 Tl /i A



64

BROBA I TR L VY. SRS OWINI BT 2 TATARIK#EZ B8R L7200 1T &
Ao EDBNIHER (R E 2 WS 2 b O T, &AD D OILFEREERNR) Th s, —7,
HHE TR T D 2 BREERIT ST A D AME AN L7 Bl BW TREBIIZITHAIT
B Y, FEHIHYED 1ESS TR PEEWNT & EINE & 22 7. SRR I — 02 a0
EEPOHRAMFCTEILMELH L. —F, HEABFMTH 720, FHICL 5HE
WM EDOEREIHIED ) R 7 038 %.

WEFFM ORI 53 CTh 2856, BEDVFMBIG THRVEAIZIE, VNS, SFHE
VHITHND.

VNS (£ TSC IZEPET 5 TADANOEERD D 2 W03, ZIERAIZOWTIEd 5
MFTE, DEOITRIMENEEICELZ DS Y. BEOBEE LT, ke TE
x LT ADICEMEET A ENHITos. —F, EMITAHRDL EREFENLIR LA
MEETE2 ", BIRMZAERE LT ZHoOBHERLAS REouH Lz H5 ",
AUEREIVER & LT, WAl W, Bk, EHER ST sNns P

BHEEREEREY T & BIET M A&, P EEIEIEEZ (medium chain triglycer-
ide:MCT) 7 b v &, {RRAMLIIEEAEAH Y, TSC O DRE ~DEFMREGIE D Vs, 5
A NOMBEIIL L DEHETTELZ LI DY, BIEHEIELZLLH
220 3 s ARREE D TRE R E R 1T Y.

mTOR MHEHOMFEHIL, TSCIZHED TADP ARG )T TH 5. Curatolo H Y
2018 SR IR L2 RIN D = F 28— b F ¥ =F ¥ TlE, TSCIZHE) TAHDAILK LT
mTOR HEHDOBHZMET 255 4 3~ 71k, —#%?D DRE [AHIZ 2 # D ASMs 13K
THoHEELTWS Y. mTOREEDH b, 1T A ZAHHAE T AL (fF
BB L TSC 2D b DIZx L T)TH Y, EXIST3RkEEZ X Lo & L THEMMEI MRS
T3 19 HRIZOWTOHMIE CQ & 5-7 2B ENv, BEELLT, bEd
& TSC OJEHERZE (AT I E R 2 M IaE (SEGA), B IS /i MR illE) ~ o 5h v %)
EVIFTELHEHTH S Y. BWEH & LTIRERZ D DI 5 e = [ E i
BHIT LN, FEOLVLOIIZONYE - OEEEELR EhxHIToNns W,

VNS, fF#E, mTOR HEEL A6, BEIHIROMRMEZ KO 2 KM H 25
AT, AHBEIDREHRL, EATDTHLHEOR ) BRLATLZ LA ED D 5.
VNS (IR ASH B I ZIE A A £ D el A 720, IRESCEHRELRL Y, BEOWE
WET e T 72 A0 b o3 iEEE i LT WHRIEAH S, 72, VNS, mTOR [HE
SIGREPT CHRPEBT 223D Y, EATH L) BYD 2015 2 058 L
BIEETH S, VNS, mTOR HERIETAH»AUSNANORIRG 2 EBESRDH Y, TSC
P8 S R AR IR (TAND) RSB ERZE & vo 72, ABFHEDZ WV TSC 2B W TIF I N5
DINFEL IR L THEBET 2LEDRH Y Y, 2023 FEORMOTF 28— b+ ¥ =% > T,
SEGA X B IME MR AT, DRE & &6 L T A ICIZREIcTNT ) A 205 %
EETHELTWD Y. £72, ASMs ALO#MADHbETEZ ZNIREHRE ZRZY, =
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BERX - SECLITRER

1)

2)

3)
4)
5)
6)
7)
8)
9)
10)
11)

12)
13)

14)

15)

O DIRIFEITEL TAD ANDERNEFEIHOEFHIMIZL T b, —D2 D EDDIFEIC
BV, LT LIMREATHORY) 20 TebRISELDOTIEZR <, MHEDR L I
LCHBIAT) 2P ANSNA. FFIZ VNS & mTOR BHES IR R I B R 255
NHEIELHY, BEPIOBEEEERSL ZE DLV, BERRIKRO TADARERY
~OMTE, AEIEO TR, o> TSC BEAEIRNOEERD RO B F 2 CihE =4
PIALTHUEND S,

PubMed /3K 1 2021 4F 7 J1 14 H

"tuberous sclerosis" [mesh] AND ("drug resistant epilepsy" [mesh] OR (epilepsy [mesh] AND "drug resistance" [mesh]) OR
(refractory [tiab] AND epilepsy [tiab])) AND therapy [sh] AND (english [la] OR japanese [la]) AND 1983 : 2021/05/31 [dp]
= 1151

FErhEstak 12021 4E7 14 H

(GREHiERI LA, TH or #5ERIEREALSAE ~ AL) and (T A DA - EWIKHILE/ TH or TAD A - SWIKHE~ AL)) and
(DT=1983 : 2021 and PT= £xif#kF < and SH= (RO, G, SEWHRE, YIRHOE:, FoRl, BT, At
[ Vbt =2e )

=9 ff

PubMed |2 BT/ FH—F12 X 5 XERE L 1T- 7.

Kwan P, Arzimanoglou A, Berg AT, et al. Definition of drug resistant epilepsy : consensus proposal by the ad hoc Task Force
of the ILAE Commission on Therapeutic Strategies. Epilepsia 2010 ; 51 : 1069-77.

Northrup H, Aronow ME, Bebin EM, et al.; International Tuberous Sclerosis Complex Consensus Group. Updated
International Tuberous Sclerosis Complex Diagnostic Criteria and Surveillance and Management Recommendations. Pediatr
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Curatolo P, Nabbout R, Lagae L, et al. Management of epilepsy associated with tuberous sclerosis complex : Updated clinical
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Weiner HL. Tuberous sclerosis and multiple tubers : localizing the epileptogenic zone. Epilepsia 2004 ; 45 Suppl 4 : 41-2.
Fallah A, Guyatt GH, Snead OC 3rd, et al. Predictors of seizure outcomes in children with tuberous sclerosis complex and
intractable epilepsy undergoing resective epilepsy surgery : an individual participant data meta-analysis. PLoS One
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complex. Epilepsy Behav 2019 ; 98 (Pt A) : 228-32.
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Elliott RE, Carlson C, Kalhorn SP, et al. Refractory epilepsy in tuberous sclerosis : vagus nerve stimulation with or without
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Wheless JW, Gienapp AJ, Ryvlin P. Vagus nerve stimulation (VNS) therapy update. Epilepsy Behav 2018 ; 88S : 2-10.
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controlled trial. Neurol Clin Pract 2018 ; 8 : 412-20.
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Specchio N, Nabbout R, Aronica E, et al. Updated clinical recommendations for the management of tuberous sclerosis complex
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AT RELEICE S AR TAD AT ANA LIEIEEE
(West FEfZBES D) ICH VT, EANBMY IEERAD

1. EEEBEEICHESARTANAMER/ISZAERECHNT, EH/INKNY UIEE T
BIRES L TEESIND.

2. BICRTEHEOR RS SCEOBIER I BB YETH S,

e

HAENZ BT B FLIETADAME RS L FEBEE(IESS, West JEMETE S &) ORI,
PEFRALEINE B ERIHR V£ >~ (ACTH) L (B ClkmHE A T u 4 FEESH D05 b
DETIEIART A F T4 VRS TIRBRE L) 235 1 RIRE TH - 247", 2016 4E12
ZEAINR Y 2 (VGB) AR SNBIRTE L L) 12k o7,

VGB £, y -7 3 /B (GABA) DEALIZ b HEEH ThH A GABA 7 3/ ikl
ENE-21e S t L ORISR A L, BERIEE % BHE L TN O GABA IREE % N S
#HZEIZLY, f/m/u%‘é{’ﬁ%ﬂﬂﬁﬂh‘%{’ﬁﬁi REHTLEEZEZLENTVD

o HIPEREALAE (TSC) LIS OBk 4 20K I X 5 TIESS 12AF L Tld, ACTH b L <13
A 704 FEEOIT ) 28 VGB & ) S AEMBATE L O b s TH ) 27,
R CIXEHEAT A FEEL VGB OBFHBE LR SINL L) Ik s TETW
%4

—7J7, TSCIZ X A IESS IZH L TlE, TNOAREZRRE L72 VGB & ACTHR LD T
¥ & 2L EGABR (RCT) R0l HHLITFZE ORGIE Y726 2w, B4 RmRs &
IESS x5 & L2451, VGB HAIDOEWEREAVRIZ SN TW 5

1997 4F |2 Vigevano 5 &, Fk4 2K IZ X % IESS 243 % VGB & ACTH ik & @
RCT I2B VT, FHGERIE L LC VGB B 23 Bl & F N5 TSC B4 3 fl (&fkTld 23
Bl 11 Bl (48%)), ACTH FEERE 19 B2 & b TSC EE 4 1 B (&K T 19 fldh 14
Bl (74%)) T, Wi 14 HELWNIESS &), & 1E 12 HUN(F) D TAPAPEZA/SX
LOWEREHFE LTV D,. —J, AEFRIESS &) 12DV T, VGB #o 13% TR,
FEIRIR T, BBk, ACTH BHERED 37% THlEME, SIMEZ#HE L Twb 9.

72, 2016 4E12 Knupp 5 1E, 4 2HFKIC X % IESS 243 % VGB, ACTH #ik, #%
A7 04 FEOZ LR HOTZEICB W T, MIELERSE L LT VGB B 47 I
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G END TSC B 8 Bl 5 61 (63%) (&4k Tl 47 Bl 17 61 (36%)), ACTH i 97 %

ZEENAL TSCHEE 1BIF 0 Bl (&K TIE 97 Bl 53 B (55%)) T, 3 »H#HF TOIME
m%at7x701:7®&%%ﬁﬁtfwé7

Z DA, TSC 12 X % IESS 2% 5 VGB DA R DWW TiL, 1997 4 @ Chiron 5 @
RCTG&ide Faa sV y) i, 2 2 HERICHELRERD 1 #44 (100%) TTAD»A
PEZANZ LD EL, —F, BEHFRIIOVTIE, 70RF ==z &t 18 FId 54
(28%) |272&, EIR 3 B, mEE - EES) 3 61(H HEE 16, HREEER 16 (FE),
RESIE 1 7], VGB & 2 Bl s LCw5 Y. $72, 2001 4£0 Elterman 5 @ TSC % &>
IESS (2% % RCT(14 H I H =8 & @ HEFICEA) Tk, 3 2 H %12 25 Bl 23 64
(92%) (IESS 21k 142 BIrF 92 Bl (65%)) TTAMDAMEAISZ LHHEL, —h, HEHER
[ZDOWTIE, TESS 21K 167 Bl 150 #1(90%) 12728, 1 b IZ8EHE 42 6 (25%), ASHR 15 1
(9%), WBENE 15 61(9%), VGB H11k 9 Bl (5%) i LT3 2. & 512, 2010 DR
Hi5Clx, BALG 14 H LA 38 BiH 8 1 (21%) (IESS 24k 221 v 25 5 (11%)) TTA D
AMEANRZ LA BEL T T AT ) AITHHEEL, —7, AEFRIIOVTIE, IESS &4
222 BIH 115 61 (51%) (2588, HEX 219 1A% VGB & OBFEAERE S, 560 (02%) 2SHEEE,
64 11 (29%) HIHFEEEE, 150 1 (69%) S8ERE, 2 B (1%) HIAFET H V), 3 IZ8HE 37 41 (17%),
TEIR 30 15 (14%) , @B 22 61 (10%) , AR 14 51 (6%) , BEARFEE 10 1 (5%) , fHF 8 B (4%),
5T 8 B (4%), ERAKT 761(3%), MEEIRIKT 561(2%), VGB H 1k 19 1(9%) %
HLTWD

FNSEED, 2023 450 Prezioso H D TSC 12 & 5 IESS 2R 5 VGB DHMMEIZ OV
T ® systematic review (SR) TlE, TADAMEA /XX L DI IRFIT LT 67% (343 7 231
B1), 9 5 31k RCT Tld 88% (33 B 29 ) L i LT3 .

—77, 2015 4 Riikonen 5 @ IESS KIZK 3 % VGB (2B % HEF RKIEDREIEH 1Z
WO EIFES it L R RO BAOIFZE T, 32 Bl 11 61 (34%) (BB RIBORIVEH % 725,
WL 1A T SR (P 35 BARE AL T & 140.5g) THUE 11 B H 1 B1(9%), L7 1~ 2 4 ) (1A
758.82) Tid 10 I 3 61 (30%), MLJ7 2 4ERILL L (/] 2,712 g) T 11 Bl 7 1 (64%) & G
B AR 22 13 R RIBEL 2D, $72, TSCIZ108H6BlE ) A7 DEWE
LT 5 P 2020 £ Biswas 5 @ IESS AKIZ% 3 5 VGB DEIVEF 22T ? me-
ta-analysis Tl&, MPBLERMRAIC L 2 HEEEEL 29% (95% BHEIXH (CD :7-69%), ¥
A & 2 B R IE L 28% (95%C1:4-78%) TH V), falrHFXimEIMoOR S THh Y, R
B EOL SHPMBRIEO) A7 LEEEZMNS T/ LTw5s Y. £/ VGBIZ
LD ARR - SRR - R - /NINSEICHEEE MRI T T2 WERIEEE S, ILECERIGEEES
ERET5ZENH Y, vigabatrin-associated brain abnormalities on MRI(VABAM) & LI 5.
VABAM D FEAFIL VGB EHIZB VT 21% (95%CL:15-29%) Tdh 1), FEDERK T & L
THEKZ 12 HRHEORIGS L OV VGB OEHERSG R H ), FEEBO ) L 88% 131 ik
TholzbLTwa Y, F72, 23%(95%CL16-34%) |2 Z DMOEIVER 25 1), B ioh
WAREEEIRTH B, L AEBREE X ES oz LTWwa Y,
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CNHDOMRED, 2021 FLLETD TSC EFEA A B A > Tli&, TSCIZ X % IESS Ixf
L CVGB A% 1 #INE L L CHER S, ACTH R, A7 0A K2 HM O VGB @
WREIC L 2HEBETHEME, BWEOWEDS 2 VEEICHERT 5 L she

F72, 202 4FUFTOEETANATA FF A4 ThH, TSCIZ X % IESS I2xf L Tk
VGB A5 1 #PEE L LR s, AR EN COHNTEHEROATOL ¥
FDBIMAHESE S 7z (oA E TIRRBEMIN Y. 72, 2021 4ED 1~ FIESS 1 F 5
4V, 2022 4FELETD KA Y IESS A KT 4 T, [EEIC VGB A4 1 @RI & L CHE
BEN, HBKEO) A7 0720, 6 PHBMTHIET XL LTWS Y,

HETIL, VOB IR @itk KO ERE A ORIERICH T 5288 A HE L
T, [ 7 )V WG, A 7 2 ] (https://srspjapan.com/SRSP/) |2 8§k S AL 75650 fifi,  AREL
BMEE & O EHEET] R e B ERE IR O AT BRI A S, 2023 4F 7 HIERIT
(T4 85 Hipk B A EINTVD. £oT, VGBIZDOWTIE, RV AT AEH T TE
W 2 MR M = & S IRE S 5 Mets, F 72, B BEE MRIARES % 20 L 72 A%
ST LT BEDH L. 7))L, VGB & LT 1 H 50mgkg » 55 % Bk L,
3HLUEOREE &1 C1 HEGEE LT 50mgkg # 2 2 WHEPH Tl 4. 1 Hikk
e 513 150mg/kg 7213 3g DWIFNEWIE) 2Bz AwZ e L, Wb 1 H 210
V2500, FIRRE IR L CRETCIHR G5 % 55- Bl 2 ~ 4 ARG R DT H N Wi,
HHVIEIREKGETH S 150mg/kg/ H 2455 L THIEROUEED RO SN WiGEIZ
&, FGHPIEZEET L R CESESR). 72, ISR/ REE 0% L LG H
K& 320 H T8, HEFHAE ERENRE) 2474 & b&GmpkE, &5 320k, 9»
Az, 20R1t%, ZhPETe A L IFEmT 2 UENH L. /2, 1FEIZ1HEHE
& L CEMMIZEEH MRI A & FE RS 5 L8 D 5 GEIEEH AT A FE2R).

PLEX Y, TSC DIESS 2BV TIE, VGB 1L 1 #PEL L THEHTH 575, FRIIATT
HVEDFOEHE R ORIER I TR B L ETH 5.

BHRX - BECLITRER

© PubMed % 1 2021 427 ] 14 H
"Tuberous Sclerosis" [mesh] AND ("spasms, infantile" [mesh] OR west [tiab]) AND vigabatrin [tw] AND (english [la] OR
japanese [la]) AND 1983 : 2021/05/31 [dpl]
= 150

o [EHEEME 12021 457 H 14 H
(CCREEITEREALAE TH or #5EIMEREILAE ~AL) and ((CADA - J8H TH or CADA - B AL) or (TADA -
JMUH THor 7 T A MEFER AL) or West / AL)) and ((Vigabatrin/TH or vigabatrin/AL) or (Vigabatrin/TH or ¥ 777\
F1) >~ /AL))) and (DT=1983 : 2021 and PT= &Rk < )
=109 f#
PubMed (2B T/ Y B —F 12 8 2 kg b 175 72

SR

D FEIER, HRTADPAZEZTA N4 AMENERSE. HRTADPAZERTA P4 AMEREREHSE YA b
REBHEDZMT - R A KT A4 > TAH AN 2006 ;24 : 68-73.

2) Go CY, Mackay MT, Weiss SK, et al. Evidence-based guideline update : medical treatment of infantile spasms. Report of the
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Sharma S, Kaushik JS, Srivastava K, et al.; Association of Child Neurology (AOCN)-Indian Epilepsy Society (IES)
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AT RELEICE S AR TAD AT ANA LIEIEEE
(West FEEBIS ) cH VT, ACTH EXISEAD

1. ACTHEAIZE 1 BIRETIEAL, £ 2BIRES L TEEINDS.

2. EFNKNU A ENH B WVRFERATESRWEE(C, BIFER GFICOEEEDIBX)
CEEUTACTHEADREZRETT 2.

e

TR LAE (TSC) D FLIE T A D ATEA 7S X 2 4E B (TBSS, West i B HE & ) (2053
%81 BIREEE, BHAOTA RT A4 RRFETITE AN ¥ (VGB) SRS T W
%051 BER). ARG, ACTH HHEIX A 2 B & LTS T bty »7,
TADPAMEANRZ AOQEHT Y O — V2BV TAEE ERTWE 7.

VGB 1% 1989 4E (2 EC, 2009 412 KET, IESS I2xf L CHRGR S N2A, ZNLLATIE
TSC O IESS 12xF L C ACTH B LS EM S N TB Y, TOHFAKIZOV T {O00HE
3% . 1990 4F 12, Riikonen 5 Y& TSC @ IESS 24 #1253 5 ACTH #&EDH %
HL TS, 246095, ACTH EENFEH S L7z 22 Bl 16 #1(73%) TTAD AR
ISALDTHER LD, 2D H B 10 F1(62%) THEF L, FHHEFEHNIL ACTH #EEE T 1.6
PRAHEAM~32H) Th o7z, EWREBIEQ5~19 4 M) TiE, 24 B0 1 614%) 1%

¥ 7213 Lennox-Gastaut JEfEHE 2§26 72, IESS IZXf 3 545 | #INFE & L T ACTH HFE &
VGB O % LEE L 72 Vigevano 5 D 5 ¥ & L ALHT HHRIIFZEIZ BT, TSC 1d VGB
#E23 Bl 3B, ACTH BERE 19 Bl 1 BIAZ NG EN, EHLOHICBNTHTA
MANEZA S Z MZ LTI L2, £ D, 2000 412 Riikonen |3 ACTH #1%: & VGB
OFHEICHET 2 BHE % £ Lo, ACTH FHEOF R 23 14 16 61(73%), VGB O
BRI 93 BIH 67 B (72%) & L, WHEREICAEZRRVE VI FHREZR LAY, IESS
DFFHATSC Th, VGB AN ACTHE L Z L AT 0 FIHEL D bENH L LT Z
W RO TWA, 5121, 2021 4EI2 Riikonen 51X 31 f1® TSC O IESS % £ /1
MIZF L@, ACTH #IEZAT 572 25 Bl 16 61 (64%) TTADAMEA S X LA DHRE B
EMELTWE Y, bETY, EEHSOHE P TIE 76361 (43%), wHES O
&5 YT 5 Bl 2 61(40%) T, ACTHIREDHN TH -7z, & 512, F%Mk TSC @ IESS
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2R3 5 weekly ACTH DA IS 2 HEFIHRE 255 b ODTEF Y A LNV
DR L%\,

1940 44X~ 2015 4£ 0 TSC @ 1ESS 12xF § 2 {6 L ORFAENEA L % £ & © 72 TuberOus
SClerosis registry to increase disease Awareness (TOSCA) O k5 WTIE, B 1EINEE LC
ACTH 514 1980 ~ 1995 4F 134 30% THEME S LT\ 7228, A LLREIEIR 4 12T EE
DEA L, 2010 ~2015 Tl 10% £ TWHA LTz, —HT, #1#RIFEL LT VGB
1 1980 SELLFED 5 60% LLECTHERGE S 41, 2010 ~2015 FTlEH 90% 12 F TEL TV 5.

TSC D IESS |Z4f L C ACTH LA EfET 5 12H 720, — &M% ACTH L O EINEH
Nz, DEBUHIE % SO 7 OO B2 BB T HLEDH L. ACTH HFIZ L .05
AR > 72 60 3 B A & 2 L 7B 19 %0, OBERUTIE OB K12 & B SE T BI o 1Y
Wb,

A578A4 FiEED 12 ThHh e FaalF VU I IZB LT, TSC ® IESS 12473 % VGB
e FoavdyrofgicET 28 REEHRT © ¥ AL (RCT) 255 5 ©
VGB B (¥ 5-& :150mg/kg/ H) 121161, . FaavF v v (&5 & 15mgky H =
ACTH:40IU/ HIZHIG) 12 11 FI23E ) DuF S, i3 IC K385 % 1 20 H S L 7=
EREEHE 1 PA OB A TTADPAME AL ADEA L TV LIERTlE, EH* ANEZ
T (crossed over) 52 1 HEEL. OO 1 AR TEST, TADAEAISZ LN
HRL7201E VGB #ET 11 6 11 #1(100%), & Faa)vF Y #ET 11 Bl 5 6 (45%)
TH), AEIZVGBHTENP>72(p<0.01). . FOIVF VU BNENTH-72601E b
FoaVFyyoRWERIZE DG HRET L7 18I LT VGEB 235 Lz 25, 76
EBITTAPAEANSZ AN R L2, TADATEAISL L KE L, VGB BT
4H(05~14H), e FaavFy T 128 HB3~30H)THY), VGBHTH >
T DR F A BT RRO SNk 25 72 (p=0.058). & KT I )LF ¥ H 5 VGB (28] 0
272 TBEMZAE, VGB #5618 ) TIETADAMEAI/ SR L OISR G
FlGt: 35 HE ), ARIZE D o 72 (p<0.01). BIEAT ROZILICE LT, RABREAGE
e TATY)AIT 20729 BITIE, &AEMIZVGB 66, & Faa)i v )36
ZHG- S, AP I BTk L7z, RIMERIE, VOB #5185 6l v oz
VT G 1Bl 9 I TRED H 7z (p=0.006). LLE XD, v rRoavFvrind
VGB 2355 1 B L LTEEEINLIRETH L EfimoT o,

CNFETHRR/LHIZ, TSC D IESS A LT, ACTH FEIIREITEMICHE L T2 #
R LTHEMT L EPRFTENS.

BERR - BEICLIEZXRER

© PubMed 1% 1 2021 47 H 14 H
"Tuberous Sclerosis" [mesh] AND ("spasms, infantile" [mesh] OR west [tiab]) AND ("Adrenoconicotropic Hormone" [mesh]
OR ACTH [tiab]) AND (english [la] OR japanese [la]) AND 1983 : 2021/05/31 [dp]
= 14 1F
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GRE B EREALAE, TH or A5 BT ERE(LAE, AL) and ((CA A - FIH THor CAD A -3BH, AL) or (TAD A -s58H/
THor 7 T A MEMEHRE ~ AL) or West / AL)) and (ACTH .~ TH or ACTH,” AL)) and (DT=1983 : 2021 and PT= £k
i <)

=28 &

PubMed (2B W TNy K —F12 L 5 LHEZR L 47- 72,

SR

1)

2)
3)

4)
5)

6)

7)

8)
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12)
13)
14)
15)
16)
17)
18)

19)
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VR 50% Adiii (McHugh 7038 I £ 7213 1V), 5 61 (31%) 12223 7 L (McHugh %348 V)
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26 LT O/ 13 AAS VNS 2 AR Z 2T TBY, 209 6 7 N (54%) H35AEHED
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E£EOE AR 83

BT TR L, TADAREORR &SRR, FE), A, 178), 54, QOL
ZHIEAH B LD BEOHEE—FLTWw5 Y.
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PEDOWLE L NG % 72D 5 DA TH 727
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DEHIIRETH L L DPRIBEND.
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[la]) AND 1983 : 2021/05/31 [dp]
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© [EHIEE Web fR3% 1 202347 H 14 H
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=1
PubMed (2B T/ Y B —F 12 8 % kiR b 17 - 72
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1) Chu-Shore CJ, Major P, Camposano S, Muzykewicz D, Thiele EA. The natural history of epilepsy in tuberous sclerosis
complex. Epilepsia 2010 ; 51 : 1236-41.
2) Parain D, Penniello MJ, Berquen P, Delangre T, Billard C, Murphy JV. Vagal nerve stimulation in tuberous sclerosis complex
patients. Pediatr Neurol 2001 ; 25 : 213-6.
3) Major P, Thiele EA. Vagus nerve stimulation for intractable epilepsy in tuberous sclerosis complex. Epilepsy
Behav 2008 ; 13 : 357-60.
4) Elliott RE, Carlson C, Kalhorn SP, et al. Refractory epilepsy in t uberous sclerosis : vagus nerve stimulation with or without
subsequent resective surgery. Epilepsy Behav 2009 ; 16 : 454-60.
5) Zamponi N, Petrelli C, Passamonti C, Moavero R, Curatolo P. Vagus nerve stimulation for refractory epilepsy in tuberous
sclerosis. Pediatr Neurol 2010 ; 43 : 29-34.
6) Moavero R, Cerminara C, Curatolo P. Epilepsy secondary to tuberous sclerosis : lessons learned and current challenges. Childs
Nerv Syst 2010 ; 26 : 1495-504.
7) Helmers SL, Wheless JW, Frost M, et al. Vagus nerve stimulation therapy in pediatric patients with refractory
epilepsy : retrospective study. J Child Neurol 2001 ; 16 : 843-8.
8) Hallbook T, Lundgren J, Stjernqvist K, Blennow G, Stromblad LG, Rosén I. Vagus nerve stimulation in 15 children with
therapy resistant epilepsy ; its impact on cognition, quality of life, behaviour and mood. Seizure 2005 ; 14 : 504-13.
9) Grioni D, Landi A. Does Vagal Nerve Stimulation Treat Drug-Resistant Epilepsy in Patients with Tuberous Sclerosis Complex?
World Neurosurg 2019 ; 121 : 251-3.
10) Fallah A, Weil AG, Wang S, Lewis E, Baca CB, Mathern GW. Cost-utility analysis of competing treatment strategies for drug-

resistant epilepsy in children with Tuberous Sclerosis Complex. Epilepsy Behav 2016 ; 63 : 79-88.
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=6fF

o [EWEEME 202147 H 14 H
(GEHMEREALAE / TH or SEFIERILIE ~ AL) and (‘TA DA - EWHRHUE TH or T AD A - FHHLMEAL)) and
(DT=1983 : 2021 and PT= £7#$%F < and SH= & H#i%:)
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1) French JA, Lawson JA, Yapici Z, et al. Adjunctive everolimus therapy for treatment-resistant focal-onset seizures associated
with tuberous sclerosis (EXIST-3) : a phase 3, randomised, double-blind, placebo-controlled study. Lancer 2016 ; 388 : 2153-
63.
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