


56

5" F£58 oF

MRREDERTADANDEIREICIIFD H S H

1.

f&

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 #:)
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Curatolo P, J6zwiak S, Nabbout R ; TSC Consensus Meeting for SEGA and Epilepsy Management. Management of epilepsy
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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
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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
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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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Sclerosis Complex in the EPISTOP Trial. Ann Neurol 2021 ; 89 : 304-14.

EPISTOP Consortium. Is autism driven by epilepsy in infants with Tuberous Sclerosis Complex? Ann Clin Transl Neurol
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Aw F, Goyer I, Raboisson MJ, Boutin C, Major P, Dahdah N. Accelerated Cardiac Rhabdomyoma Regression with Everolimus
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Hoshal SG, Samuel BP, Schneider JR, Mammen L, Vettukattil JJ. Regression of massive cardiac rhabdomyoma on everolimus
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Bebin EM, Peters JM, Porter BE, et al. Early Treatment with Vigabatrin Does Not Decrease Focal Seizures or Improve
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FREAERELIE DEFIENETADAICE TS EHEIC
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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
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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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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
Neurol 2021 ; 123 : 50-66.

Curatolo P, Nabbout R, Lagae L, et al. Management of epilepsy associated with tuberous sclerosis complex : Updated clinical
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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.
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o [EHEEME 12021 457 H 14 H
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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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i <)

=28 &
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AR {LEE D FFIBENETADAND
TADANEF (FER) 3B A D

1. FEERMERBLAE (C A D BRHETME TADAND TAD ANEIFT (BIFR) (FFEAEHIHIC
BRATHY, TEBLETRHAOARRERGHEZRETT 5.

2. TANARMREEI CFETADARMRBEZXAT 5 S (FIEBICHETH Y, tIbk
HHDORECIREBNVWIRBEZET 2550H 5.

RS

FEFTEREALAE (TSC) 1A ) SEFIRITE TA DA (DRE) I2x) L Cid, 7 b ¥ BEBERRKE
PRI (VNS), FBEM 2 £ O SV EFFil 22 Lo v <O D IESE LA EIR L L LT
HUITFENDLN, 20 b7 by EEER VNS IZFBEH LIRS Z L VOB TH 5.
—H, NEFROFEREICOWTIZS S OBIREMIZEIHTE SN TWwD, TNFETIIRES
172 1 D systematic review (SR) & 3 2D meta-analysis 12 & % &, YIRS & 2 Z1EH
RHIL56~67% i< Y, BHIMIZY 50~60% TEMEMIFTETHY, TSC Mk
DO DRE 2R T A IFFICHER G E V2 5. 2012 SEDERR TSC I & & v A& TIR[ N
BHOER IIEPED TSC B D TADP AWK LTI Fili 2 ZE T RETH L] Lok
FA AN, FMEDRM I F 28— FSH L ThH [ 7% 2 KIOH T AN ASSIER %
HLTbarta—naEhiw, PORELRREND %S TSC BETAD»AIIK L TIEF
WAEY TH D] L) HTEENEENLY. E5122018EDT Y 77— Tl [H
HIOMETEHIAHESE S, SRR Z MR OWITIIE R 52 w] 2 Lh%E
msEn<tnsg”,

RIEFEROTARTF J

Wit D B2 3ETFHRTMRF £ LT, MEEIERCEREEIES 2V &, FERES 2
WHEETHL I L, METOREVPHEENRTHL Z &, MEEE & MRUNZ DJRTED
—H R ERHIT SN TS ™Y Zhang 5 D meta-analysis T, KW - FVEREE 120K
WSEPRAETH 2139 SHEME L ) b ZAEE LR (MR 4+ v X (OR) :
242, 95% 15 ¥ X [ (CI) : 1.11-5.27, p=0.03, % {E I : OR : 2.48, 95%CI : 1.17-5.24,
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p=0.02), F 7=HEETYIBEAT (tuberectomy) O 13 9 A3FxZE ) Bl (lobectomy) & V) b FE/ETH KL=
DE &S - 72 (OR 051, 95%CI : 0.27-0.99, p=0.05).

MBI A DR, SRR O 72011 E TAD AEEFBON EEZ FFET S5 2 L 8RO E
T D, TSC B D DRE TlE, #HEINLIHE L T 5 & TA DA JEPETEIS O HEE 25K #E
ERD TV, TSCIZBIT L TADABEEIZOWTIIEkA REZ RS Y, FEEOHL
POREHREORE L BT ARERFICBERLTWD L), HHvId L) ENESE T
K35 TWA EWI) B, & SIZIIBEI AN - BB ORH O R v N7 — 27 ICH T
% EDWHAD Y, WELHERERITETW ARV Z2ooke 2T T SO —
FAE SN TV 525, MiEl MRI @ FLAIR BT RIZEED W T 9 RO 3 DO FATES T T
H5b

OFEEIYIRAT © TADPABEME Bbh b REEH O A E YIRS 2 ik

QOFSETVIBEAT + o @ RTERUIBRICIN R, FBEAENICHE T 2 B OR E% S 512 1~2cm Y)

[ A WRES
OFEYIBRAT © TAD AR E b 2 BB/ & & OHEE 2 3T 38y
(S W RES

BEsk, TSC BAHE T AN ADYIBRTM & L CIIABE IR & MIEGI RS — AT b,
AR L7z &9 ICHRBEYIRRAT 13 O A FAERIHIRI R TR . 7272 U IR P S A #E L R
Z LT, MRICHEERESHEET2) A7 3B 5720, WEER D E D) LER/NREO YRR
FIZE DL ENET L. 22C, YBEFMEZHET SN2 TSC HETANPABRED
Ik — MR R RS & L 72 2023 4E D meta-analysis Tld, YIFREFHIC X - T 327 AD TSC
B R B RATEE & RS ETVIRAT + a TR0 2 BEIC U CESEERIR & ORI IZ D W TRRES
LTWa. ZORE, MHETYBREMTEEOFBIEE LD 58% TH o 2DIK L, #EEiYIERM
+ a BETIZ 77% L BREITEWEIEEERPHE SN TW2(RR = 0.72, 95%CI : 0.60-0.87,
p<0.05)".

WMHBEOFBIERIFEIET LD, WHAICEEIZTAPABREHEEZ YR TE L0120
Mo TV, EHIA1DFIERELKECTH Y, BELAEEAIT RO RIEITHER LI
HELTOT, 2 OFAERIDS H—TdH 2 EFNZ 0 L TE— I 2 U R ABER L 3w,
—F, BEORKE DY, ZHEMEORET R BEHOBER 22T 585 0%E1E, L)
K& 7 T AD AFAEFEI O HETE O 72 D |\ AZ BRI 70 F iR M2 (RE RS T BEAB AN 0, 72 A A BE S
WK (SEEG) 21T > 729 2 CUIBR#IM 2 g 5, MW FilisERI N2 L0 dH
%. Neal 513 SEEG & W THEED TAN AR Z M L 7245 %, TSCEEDTANA
JEVERESEE, TR 1 DO R ERKEEZICRE T 586 L, MRI CIEHE 72355 25RO
iz b BE AL, XVLHEPHOEM A Y b =22 BRL TV HEGD 2 D0
F—VICHBEEND EHELTWD Y BIEIE 1 DO E LS, IR - TT
ADAEEDHRH S, FEEBRMTIC L ) BED 80% THREMEIESNT VS,
TADPAREEZ A % K5ETIE MRIFTRLAFEY T, 86% T FLAIR - T1 madff & b I2IE
FERMESOTWD. IO OREEITIE, BEZENMME, FRICEMEMR SEEG |2 & o THEEIN
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BV THRINCERED TADPAMERELZ WA TE, HELrEINT S L TR
B FRTEDLIEDS, TAPABRORELZERT LI ENTE S, 2, B
TANPAFY NT =2 2B L TV ASERE—DTADAFMEZEES 5 2 & 2T
HY, YBRFMCEIMEEZESNISWEEZ OSND. FREEBMNIEZ 0EH L 72K T E
M SEEG (£, FATEIS % HIB§ 29 2 CHRATH A MREMIRIEE NS, ZhFT
DOHFETIIFEENWIEE =5 ) ¥ FOFIEIZ X 2 RIFEROEZIEO L WH 0D, 4#Y)
RO R E %2 BHED LY RE SN, FRBGHEA LT 2 5EEIEH D155,

F 7o TAD ARSI O E ICEE R IR RN A L LC, PET, %1EK: SPECT, M
K, BERER MRI, JL#T >~V V14 (diffusion tensor imaging : DTI) 72 & A3 FEIZ DWW T
LEEHE SN TVD Y WO B TORFEAL L YIRRHE & O — AT B 7 55
BIREARBICHBET 2L bDTHY), S4B 5L HFEDOMESRIZ X - T MRI MK
OFT AT T HERRIERE % 5 WMDY H 5.

ZOMOFHEFURT L LT, TA»ATESEE IR TA D AN XX 4 4E
(IESS) DABIZOVTH L DL T LONT WA, FIEERIC OV TIdER 12 2 H
KMl THAE L 72 BE D SEVEN Je5IL A MKV (OR £ 047, 95%CI : 0.24-0.92, p=0.03)"7.
IESS DEEAEICH L Tk, sk kMAFZEIc B CBEAENH % BHE D13 ) 2358 EiiE 0 E
WITREMEDS RS ST D P, 2013 4E0 meta-analysis T b [AREDHEHTdH - 72 (OR:0.45,
95%CI : 0.24-0.85, p=0.01)". L7*L, Z# LI D meta-analysis % SR T3 & 7> 72 B 8
PEZIRI SN TE ST, TSC BEIZBWTIESS DMENTFHEARRT-TH S &)
BEEICR SNDEIRETHDLEFED LBRTWD . BRI OB K e R O A 412 B
L Cldiita 05 Ffls & OF B2 BEEITR SN Tn v,

TAFHTOINR J

It 2 e WA U 90 B A0 0D 55 0 72 W DRE L5 L CEIR E N A B 2 T4 D 1 O THh
D, EEOHESLEEEORHE HIYE LTiTb s, WML ORI ORKD
LHAHETDH Y, BERTT A Z & TTADAEBOMMERILZ #H5 25 R EEETE 5
728, HERGEIGT SR ATV EC D5, B RMIENE, CTADPAMANRLT LIS
WTIE—EDOEREPHIE E N T 5. Okanishi 51X TANAMEANNZLEHT A TSC
B C A ABE 7 B3 LR IRBEIRTAN & JidT L, 3 BICRIELHAR Lz L LTw
5 L LEMEOEEIIH & v ) BERTORHIE 40Tl 7% <, Madhavan & 13 TSC B
T TAD AR T % B REERTT 2\ EH R O N DI 17% DA TH -7z L i L
T2 ' 2007 4D SRIZBWVT b PEEWHT % 2 1F 72 7 Bl N TOBE THRIEOTS
BHELNTWE V. L Ladss 7600 3 61 CREBED 90% UL LKA LTBY, $7-
Madhavan 5 (37 2 B1EE 1Q & QOL DELFED G H A, FFIZHHET O 1Q ARV EE TR R
DEHoEHELTHED P, QOL DBAALDT ¥V 2Ny MNYZRIBHEE L TOHEME
IREENS.
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VNS (9 XTD DRE D& 50 5 FEERNIK L CHEIEAH 5. TSCHETAPAZED
DRE O/NE 347 BlZxt 3% VNS @ 2 ER OBHAAEIC L % &, FIEHIERIL 8% L&A -
7273, TRIREIAAR IR b BEE Th o 72 BIERICH 35 50% L ARV ¥ —3(% 49% TH S
NTHY, YIREIEO 2\ DRE I T 2 3EHMEF L L T—E2DFRMEIRI L TW
%W TSC B DRE 2% % VNS 1% 2/MNABEO a2 & — MEFZETIE, 50% L A K
¥ F =L 50~90% & ERE UTY ) AR A B E R T & A O MREERTRT & 1 1%
BREMIIE L 0720, EFREND T X hVEER, IRBERT %O BERHAEIRO H
BAR A SN DERNII LT H T BERIGRTH 5.

FEANDNR J

—f%®D DRE 123\ T, /NEBEETIIMA LD &R & FIF ST o R R
FMALEESINDZRETH Y, BEOBACHBIGEH~OHE L EXTH A I I kik
XFIFIRELEINTVE Y. TSC O/MRIZBNT S FHIZ L o THREDOLEHL L b1z,
1Q ¥ QOL DI HEAHE X LT 12 22 T A AEMED B 5 HEATE S WA 1
FEOBED S b RHOSEN ADE A TH 5.
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EHEERRER 12021 4E7 H 14 0
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mTOR [HEIHD ) &, ENTTADALKH L THEHTE 2EHFIZNT) LATHET
T4 b= THAE. 77 4= b=V ObLPETORESIZEMILA A, FFEEP 5 WES,
FHIATE F 72 13RI A, AEEHPEMLAE (TSC) TH 5. TSC IZDWTIL#EIG ISV o
GHHEDOFEEE DRV, TAPADHFEII) 1D ST TSC DFZWH HIUIMEH T
x5

TADPAILBIT 50 ) A ZOMHRGOBIGEEICOVWTIED STV,
Curatolo 5232018 fEIZIER L2 D L% 28— M ¥ =4 » TlE, — O IEH Ik
TAA(DRE) & FABZ, 2 FOFLEIELE (ASMs) ISR TH - 72358 LT b 2,
IO A ZDTSC EBHENDENEIZONWT, T ¥ & 2 b IEEER (RCT) 12 TR
RENTDIF ER T E M2 A E (SEGA) (EXIST-1 5%8%) Y, B I 5 Mg i (EXIST-2
SHER)Y, CTADA(EXIST-3 3ER) Y TH 570, TTY) A AHEARI A FERNOR)FIC
WREL TG SNZDIEINS OFT ARCERSHBL TE g E1%nwEEZ LN
%. EXIST-3 #Bilc BTz Na ) AR ZMH SN2 881E, RO 8 #H I 16 [
EEERD Y, $TRTOBRETIHILU LD ASMs 2647 L THE STz Y, 2023 4F
DOEKIND T 28— b+ ¥ =7 »Tld, SEGA R B MEMIRIED, HAIKIETADLA
(DRE) £ &0 L TV ABAICIERIIIc RO ) A Z0H G2 EETLELTWE Y. h
LEMBAMNICEZ DL, DRE DIREE, FIENL T L, SEGA B I5 # Ma ilE o & b
B DWED, IO AADRIBOHZEEZ DI ENTE S,

774 = b= VOB L CIEBEARRM SCE, BRI A N GEEERLE), S
OHFEOLBY, BEFELEL COBFERE L OCBEMITHEOEREN, /7 NVT 4 R
77 =B SHAEE T LA MIAHSNTEY), BEBLOY Y v u— F2WEET
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H 5 (At OEFEEEERITY A ~ [DR's Net). BEHR> 77 4 = b — )b > BGHEARTG
e (IRACGESE) https://www.drs-net.novartis.co.jp/dr/products/product/afinitor/document/#TG) .
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B ACHEERE & L CIZZeE Mg 2 L 2 7 12 — )L (300mg/dL LLF % 7213 7.75mmol/L BLF),
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FIRNC ISR & pigEn e 5. =, BIEHIREDAOEE BN TH 55613
30mgm’ Z 1 H1EELTEBY, BEORERMA NT 7REICL ) EEMET S &L
THEY Y, TADPACHLTHAT &I 0B 2MBEOH%ZE L, Mif b5 7
HEZYY T LoD S, EXIST-3 WBRICEB T 2452 d0F b7 7iRETHRE L
THY, KBEEREL 3~ TngmL, =SBRENL 9~ 15Sng/mL L FELTW5 Y. $72EX-
IST-3 #BED & PR ENL5)E & LT, >5ng/mL DIt b 5 7 4E T 50% L EFsVER A
5 BHOEE (50% FAERAZ) (THIET 30~50% & PRI, 50% FE1ER/AD I
Hi k5 7 & IEAR L 72, <Sng/mL DI b 5 7 TERIRIIEA Th o724 F72,
Z OFZE % B FFEEARR T E M IS ARAT L 7245 R, EHEIC L 2 BIEEEOMA IO )
L ADMHREE E ORI R S, RS H10MH b7 7#EIL 5~ 15ng/mL & L Tw
%

HEELEIER & LCiE, BN R BYE CRERIRNIC X 2R &7 A VA - #iEo
HEME b &), BAL, Bk i, ~NE7ul s, pimEkimd, ) o Bk
DIE, WHRERIEA, MGEA, WK, TF 74 7% —, SVEREAERRE, g
MediE, R IRIARE, SRR (CREDA), BIBGERANE, TS 581 R e
BK 7 AV AEHE, MRMER/NERE, MBEOE OEEFE 2P IToN5. C
DH L, ONE, MEEMES, BYE FEEREECOWTIERERD 2 NV T 4 27 7 —
TR EHOEE T A P L VEEH~ A Y A Y PR ENTW L, AEIZOWTIE, &
MAEFEE, Bl sLEZNSE LABRRBRIIEBS R TOz0R Y, 2@kiEcs
FAEMOEERIE RN bDLEELL T, BEELbDEI a2 8%, EX-
IST-1 #ABRIZ 3 AR TEIM L 72 BHEOFE 35 2 HOBEEIIB W THHERROEE
FERNBRHRANEFARBETH -2 EMEESNTVDE Y, BlEICOVWTIZEZOREL B
RLeVLOEERG L LTV

T 7Ty OIS TH S . MAFEENEL, e S 7 EOWEY, BEeH
BEHR 2AUAICIT) . CYP3A4 I X o TREBFS L, BERFBEIC L 2 MH & OMENEH
25 EDOT B Y EEC oW TIREARN CEE BR). AE LT 7 FriionTid, B8
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WHEOIANTY) A ARG BEIIBNTA Y INVI T 7 F U OEPEON o2 &
WA= VR R 2 F v, WA T 2 F VRO 1gG Pkl LA A T RO Y
LA L EEE TREN P2 VI RE Y, KT TEBEICBIT LA
TN WD 7 F U EEHEOPRMIE T RO ) ARG ICEV LA R LZE VI H
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AT HE R 2 D020, HGHIZT 7 F U BRGPLETHIEREL T ) 2 & 9%
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1)
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4)

5)

6)

7)

8)

9)
10)

11)

PubMed #:%% : 2021 4£7 H 14 H

"tuberous sclerosis" [mesh] AND ("dmg 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 [dpl]

=321F

BErpakRER 12021 427 A 14 H

((CREEIPERELIE, TH or #5EITEREILIE AL) and (TA DA - SEWIRFIYE TH or TA DA - EWIITIEAL))
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= £X7ffkbx <)

=21

PubMed, PEHEEIZBWVTNY FH—=FIZ LB AT 72 727 7 4 = b= VO @M T A FiZowTid
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T 74 = b=V IR A A N ASEIERE LR (2024 4F 6 HUGET). / 2NV T 4 A7 7 — < BRalatt 2023
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FEE MR LAE (TSC) 120k ) SEHIEIUME T A 2> A (DRE) 126§ 2 G IIZOIR T4, 7 b
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TSC ® DRE |2 5T, VNS 1ZW { D2 #ii575d% 4. 2001 4F | Parain 5 21 TSC @
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412 Zamponi 5 VX FERBI 11 61 (2~ 35 1%, FI94ERS 14 ) & ERD 3 M5 % &0 49 6 (OF
WERG 145 5%) T, BIERAE 50% ML EAS71% (9 B 2 BTSN ), 50% Al
A 14% L35 L, TSC @ DRE IZBWT VNS IZARREHELEE L THELTWAE. &5
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