BT BRI R E: (EHAVEREFBORMIE S (HIATEIR BEORITTES2E) )

SRR
s ERPERE A LAE O 2 I BE T D WF4E
BResing kO W UK KRR SRR SRRy
W &

HATarDOEoEEZ LR,

il EMEREALSE (TSC) T HF3E 9 2 AT EL M 2 A A e (SEGA) DRI AT A R T A » ZRE L
T2o T 9 BLIEWFEIZET 5T, nTORILEHREZ AW/ FRIEIC OV T ET 20k
R L, HERRZERR L7z, £ ORR, nTORFLFRIZOW TSN EFZ BED | #HELHIfES

A. BEEER
FEEEREALIE (TSC) CTIXAEBEMHIE I+ TSCI,
7SC2 DTN U= R D 7=, TSC1/TSC2
BAERD THET mTOR R OTEMENTLHET S,
AN 25 G TSCL/TSC2 MEBEAS null & 72~ 7=
FARIE two-hit GRS - 728 GEFRIE) 4
IZE YT, AR A D . TSC IZOFF L7
BT 5 mTOR FHEIE A T2 3 RE DA %)
PER R &SN, ZNETITHEE., I, Dl Al
BIROEZC R L CTSH S, 9 BN - BRI
X L Tl everolimus. JfifEE 2% L TIiX
sirolimus 2SEEICPRERIEH S 7z, BRICE - IfifiE
BAZKT LTIk, piE 726 L ) DIRENIE
Mo o7z, mTOR PHEFRITIRE D A& DJEIZHE Y
Hi72o TSC \ZOFFT 2 MBS T BT B 2
HURE (SEGA) Td 5, SEGA 1T L TlE, fEkM 5
BEAE b6 L9 5k E LTHET O EY)
BR) MFELT2, Z D72 mTOR FHLEIKO®E IR L,
FITOR SR L R DI WERITEEBEIND,
AWFFETIL SEGA HA KT A 23T mTOR BH.
EIRDOA IOV THRE LT,

B. #FZEFIE

A ASKEEIMEAEALIE 2. A A/ NRAR RS2 AR
F£LTSEGA A RTIA U= T 7 N—T7(H
KMIER LA BT A U HIEEBES O FE
k) 1B, SEGA ONEHRIE CRElL, (b
HEVE) ICET A= BT v ADIUE & 314, HERE ST
DIVERRZAT > T2,

V=N T AF g 0% [IEAVEEmE £ -
IRESEfENE (BERH V) D SEGA 2% LT, AhF}
FIUIBRD %S & 72 5720 EAIT mTOR PR SR 5
XER»? ) & LT,

(fEE i ~DHELSE)

U —% 7 N—T OFEEEEN B AR

32

DA RTA4 VHIEEB ST L TR O
HARE L ET, A4 R4 v OREEEE
HeD 7=,

C. Mokt

TSC \Zf 5 SEGA A 19 % 726> D mTOR PHFEIK
ELTE, v U ALAN 2006 L, =Xl
LA 2010 4E0 LA SNhD T, BET D
LIRS OD, DR TEEDIER] % 5
FBLTET VAOHMLE720 5 DRI 5 &
(9 B randomized control study (RCT) 1 &
SEBIEERE 4 #ms0) &V TH -T2,

mTOR PEHE DL GhR) (BT U7 MLk
L C. A fE R (PFS) ZE R0 E7E O (QOL)
M EICBET A HRERIZIZNAL OMFEICITZ
U<, BB A XD N EE EME— DI CTh -
72 mTOR LEHK O H-% 6 /nH ~3 42 7=-> T
BT 724412 32~56% DHEE T 50%LL E o EER
i/ Nl snizoenb, me5 2L T
IXFEZ55 2236 G, mTOR PR FE O IEISHE /N
ISR LB 2 Divie, REHD B ORI &
LT, BHBIA% 3 02 ARBICIIEESHE L, &
B2 DR SHFERREITZ DR DEHT 5,
L LEEIEATERT D Z L1, 2884 h
B4 2 EZOBICHBENHOE KT S Z &N
HEEINTW, B, 3 F2Bx sEHMEIChT-
o T H Wi DM ENH DD h, Mk L
BTN BT e T A DT HOWTIEL, WEF A
R 7einote, EIRERIGOIENRE, FIREL L
DL IR bR (R AT V23 MESEE
%) (BT D5 S 220> o 72, mTOR PHEFKNARIE
BHFETH D7~ SECA LISk TSC ek (Him
M RRMERE, B ARG, CAMA, BEE
I T DRIRIIEBIER b IIFfF S L5725, 2
WIZOWTOFHEH S ZbOHTZ Lol



mTOR PHEFEDE (FEFS) ICEAL TXANE,

JRYE 7R E SR EWER DGR STV, 7
L— K 3~4 OBEKRLEIERAOEE L 72 <,
MR AR AIRE L HIB STz, ARKRWLH
VEPIBBII R 25O RE (BXZ80%) IZALN
LEWERHTH D, #GHBEROENHIZE L,
TNEW/E D EWHENRH D & SD, BYYE
bEBEICR O, Bk, ik, EXGER, F
F&, K Enidish iz, 20%< 0
HBE C, mTOR PHEHK & O FLEIFR b BHBE Treuy,
Loy L7208 BB M2 BRUMIE CHT & D
HEbHA IS, AR (BARRLE), &2
(FEIE 72 LESIERRTSZ) . kR (=L
ATFa—)L, MU ZVUEY ROEE) XEZnEh
10%LL FICR 6=, £7- mTOR PHEIFL (KR
Ui, RBEEENEE L7220 O O BV MENER
BAOEEDR RO BILD, 7ok, /NELDORRERSE,
ke D EFHRE ) 72 8B G O - BRI e REIZ S
WTIE, WEEHRNZ DO TZ LYY,

D. #£%

PLEDOFER IV | BLEHE T mTOR PHEZEIZ L 53K
WRIEIZOWTIL, W03E LA ERY | #ELEIES
HIGRA T a0 THD LML, L
DUEMMRREECHETIMANEEARAREL
TV, SBROEEPLETH D,

RCT RWONEDDAT, BEMMOGENZ LD,
TU NI AERICET 2R T v R
BIWVEEFHMI L7z, LasL2ein s, ARhPE (G
AR IFH LN TH D,
FBLMONT AL T, RIFERA oS
EEWA, Moy he— L ERETH Y . BIVER
D= DRI 2 P Ik UTIERNLI R o 72 2 & ;
W L7,
HLEOMIICE /T REHERD H b, BEF O
EBSCH IO T, ZOIREICKT 285 (K
R) ORI RE NSO EHEE LT, AHOME
E (BHDHVITAE) I2oWT, & B OIBEERL
RO D121, BEREBEEICBWTAIHE Y A
7. BEFEG, B, IR, TSC BENMHMEE
BAOEBEIZOWTEETILERDD EE
Z BT, EBROFIEN T R RROGEIZ T R
BTt DINE D MITONT, HEL O BT & FE
T, IREMM O EMIchbs 2 EnTPHEINT,
RN L B EFRER G RIIAHATH ST,

E. #&ia

CQ TFEAVESEMNE £ - 1T mAEREME (W RH V)
@ SEGA 1Zxf LT, ARBIHIBRD RIS & 72 5720
BAIZ mTOR PHESRE 513 A 02 ) (BT 2H#
REIILLTOEEBY & LT,
FERMERENE & 72 1T IEE e (B KB V) D SEGA

33

WZxF LT, AABEIBR ORI G L 70 B 7 WA
mTOR fHEH O G2 IR T 5,

F. BFEHRK

1. I

72 L,

2. FEREK

1) Mizuguchi M, Ikeda H, Kagitani—-Shimono K,
Yoshinaga H, Suzuki Y, Aoki M, Shinpo C,
Yonemura M, Kubota M. Efficacy and safety of
everolimus in  Japanese patients with

refractory seizures associated with TSC. Zf
59 [B] A A/ NIRRT P AR 2%, KB, 2017 4F 6
H 16 A

2) FAAES, FTHADE, EHEIGE BHHHE
B, KE S, ke, [, KOHE, B
BN EEEME T A AT L CHLEIICE RS
FEEN OUIBRM RN L 7= ki MERE(LAE D . 56 59
[B] B AN s b e 2, KRBk, 2017 426 A
16 H

3) 7K .
% 58 [l 0 R ERHEFSR R,
10 A5H

4) THADE, L 2G5, BHM A, FAE, 71
g, KH S0y, [B, AKO%E. EEARETAD
AT U CHBHEIE 21T - T FEEiMERE(LAED 4
. % 51 BIHARTADAFREMES, A,
2017411 H 2 H

5) MiAME, EESGE, BFEEA, JEHRT, F
JIKS, BEERL, 7rdlE KA IS0, FHA
O3, WA, KO¥E. NEERRETADAIZET
% 2R AR EIE O S B T OIRERGE. 55 51
Bl H AR TADATFETFINES, A, 2017 44 11
H3H

6) TGk, B A, R, R, B
A, FREE R, ERREGE, AfRERED, SR
{HRE, KA, BIRE AN A F7 A4 L E
BCE TORGE. 55 a1 HAKEEPEREA L RE S
H£2 fFh, 20174811 A 11 H

7) FE, ANEE A, BEHEE, FEER =
JEEE, SOANHEINE, ERREGE, RREE—, AfRH
Feth, K CUHE, HIAEE. “MINDS =i X ARG
PERE(LAE SEGA A KT A 280 5 TEIRZHT
[ZDOUWT. 5 5 [a] H AR E P LIE PR 2,
R, 2017 4511 A 11 H

8) M7, FRkrE X, R, BiREEf,
FREBGE, ZEE—, ACREREL, SORENE, K0
M, BREAE N, THINERE “MINDS J5=ic X B hEHEr
PERE(LIE SEGA A KT A 280 5 THVBHERE
[ZDOUWT. 5 5 [a] H AR E P LIE PR 2,
JFH, 2017 411 A 11 H

9) KO NEHEHE. 5 5 (B B AKEEIEE LT
TEtEAES, R, 2017411 A 11 H

mTOR FREESK A VN7~ ASD D IEMTETE.
AR, 2017 4



10) VEpEsGE, whmFnfE, AKOHE TSC 2B 5
H BESERIC T 5 mTOR PR O B B rtkEsh
K. 55 [ A AREEIMEE LI P IR S, T,
20174E 11 H 11 H

G. HAWRIEERED HEE - BRI
(TEEZET, )
1. ¥rrius
2. FERFTEEEK
3. Ffth
ML,

34



