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[HEEFEHHA]  ASM34E1H 25 H

(K - &) 18EPiIcy ol AX 1mg 28481 DR EE

[H 55 X 4r]  BERAEIRES Q) FaheEREmn,  (6) FrilEEREm,

[FF 50 B 1H]  FOPIRAERS (GBEE S 0 (R2FK) §491 5, S 24 11 H 25 AfFT AR
112559 5)

[FEAHYE] HEEAE

[ 7 5 3]

BIEDO L B0 | BHEESNZERNS, ARG B OHEEMEY B RE (V) o E () o NEHIE)
U/ VEIERE, T— L0, U NEILRIE) (ST 2 AR S, RO LT RT 4 v b &
F R D ELZEVETIE ATRe &R 5,

PLE, BEFEMEREIFAGEIC BT 2B EOR R, A BIZOWTIL, FRROEREHELZ(T Lz |
T, AT OZREXIT RN N HE R O ECERGRE L CE LI 2 e Il Lz,

[ZhBE X TN A ]
OV R FAEAE
O FRLOEEIRYE Y > 7 VEIR R
Yo NEE (VB wE) U NEIIE, T NS, Y S NEPRIRIE

(FH#EEsE)
CHIE K OV & ]
U N IRAE Fi NERE )
WE L AR AR E L T2mg & 1 H 1 ERAOEET 5, 7ol BEOWRIEIC XV #EHEET
LA, 1H1E4mg ZBR RN &,
(HETRIE Y v/ E R
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Lol HIER&OKEGT D, DL, mp 7 7RESCEEDOREBICI VG EZHFE T, 1
Bl 4 meg RN &

HE, v AR LT, RREMED 1.0 m L EOHAIE2 mg, 1.0 m® KIEDOEHAIE 1 mg Z B
=L L
H1

QNS ISEY)
& R ]
FEIRGL Y 2 7 G H 2R E 0 b, WUNCERmIT D Z L,
HARNTOEGEBRBMD TRONTWS Z &G, BERTEHR. —EROIEFIIR LT —Z RN
FREIND ETOMIT, 2EMZRIHHBGEREZ FZT 252 L2k, AFlofHBRED

TRl ET 5 L & b, AR OREM K UH M

BT AT =2 e REICIEE L, AHO
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2

F8) BRFELMG_ ) — T 7 — RS A



Bl A&
B#EHE (D

SM3FETHSGH

ARHFEICEBWT, HEEE N LG R ORI RS S B T 2B EOMIME X, LT
DEFBYTH S,

B

[k 52 41 T30 AREE1mg

[— fix &1 TrUL=R

[ 3 & —U7 7 —~HaH
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(HEIRIEY v o VE R R
W, eV AAL L TC2mg ZBHEHES L 1B 1RROEGT 2, 221, WERES 1.0m &
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1. BFEXIIFEROBER ONEICKIT 2ERRICET 2868%

IREESS - IRE TGOS B, VU NEOREEEZ 2T 5B (LLT, AREETIE T o ERE)

CRLHT D) 1F. BINEHNIIRIE L, KR, B, BROMRRER, EElEE, BR LoMES L X
7od, AT, VU SEREDY b, U FERE, T — AR EOERY oA GHESE R
) IHREER E ST D CEK 2747 A 1 BT EASEE HRE S 277 KN 278)

BUE, AIZBWTY U/ VERBICR2EIEE2 G T HEEMITAR SN TR, U U ERE
AR PRETH 256 b H Y . BILRE, BEBRESEPTOIL TV D28, ARANZRIBRIT Ei
LTy (MAENE - B - Vo EG 2T A R A 22017 Rk 26— 28 R A F7 @Ry
W EAMBG  ERATER B EECRII R (HHAMER B BORIE ) TERAMEMEE - mE & -
VOoNERE -V B ERESS K OBEIRBIZ O W T OIS BE)

vu Y AR (RE) 1E, WL T S~ A VUAER X VX7 (MTOR) BEHKTH Y . AT TR
OAl (Z/3U AR8E 1mg) MY A SIREFIEAE, SAHA] (T30 AR50 0.2%) DSREHEIERE(LIE I FE S
FEJEIRZE AR DI CENENEGR STV D,

5 B R R R BRI B e iE . 2017 4E 10 A 7 S ENZAFFERIFE AN B A EEHRHIF F2 B S i O B AR A5 -
TRBRHEERT SR 2 L AR IDEIEBR & LT, UL S, ) U EIEIE R T — DR RS E LT
ARIEOEGRRRZ Fhn UTe, A, BEEE T ZHATEY o VE R BT 2 RO & O 20
R Sz & LT, BUERFEARFH ARG RH AT o 7o,

7285, 2021 4F 3 HBUE, AT/ T 109 OFE T HL TERRENTWAR, U o YERAIC
£ 2 i CHGR S AU TUW 5 E ST IR T 2 0,

Fio, AL, HHAMEY L NEREBEZ ST TEHEMIRE S - IRE ) 2 TEINDHEMHE - 2R E
LT, Hf 2411 A 25 Af CadEFAERS (FREES (R23E) 491 75) ITHREShTWD,

2. WEICETIERRUEEICRIT A2 BEDOHK
AKHFEITTRREL OFHEIZD O TH Y . FHi- Rl BRI S Tun i,

3. FEERIEHEBRICET 2 BRI R UOBBIZ R 1T 2 FE O

ARHFEIIRT R OB HRIRD D TH Y, ﬁ%@@ﬁ%%ﬁiéﬁ%kbf invitro 23155 U
2 BN BB SE RN HRIE L U oo N PN BRI bE = IR L invivo | Téﬂ%ﬁfﬁﬂ@iﬁ'ﬁﬁﬂfﬁﬂ{’ﬁﬂﬁ
SRR oD U o SR 3 AR R0 I A5 T AR O BRI 4 %*ﬁﬂb?‘:’.&i‘%ﬁﬁ@mﬁmméhto ¥k, AHEDOIEH
tFr (MTOR OHIFITESE) 2OV T, PIEAGERHCHEER A THD ([F8) ARFEImg  FHAR
HE (P26 45H 15 H) )

3.1 ZhEEMT SRR (CTD4.21.1-1~5 (BEEE) )
3.1.1 invitro 2331 % PN R AR RS FE BN VE

AH 1.0~100ng/mL 1F, & U 288 PRI O BEHE % IR ARSI L7s, 7o, A 20 ng/mL
Tt b U o NEN BRI OWEE 2 B L7z (Kidney Int 2007; 71: 771-7)

AHE 1RO 10nmol/L 1%, U L IERFESRO E b U 2 SENEMEN (PIBK (Phosphatidylinositol 3-
kinase) Bin AR AZHT25) OHGEAZHIH L7z (Angiogenesis 2015; 18: 151-62) |

AHE 1~20 nmol/L 13, ~ & A M8 PR IR D HE B Ke OVl A 7 Ji BE AR A7 AL 4] L 7= (Curr Ther Res
2014; 76: 99-103)
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3.1.2 invivo I3} 2 EFMRREFEMBI KR O Vo NE - U BT AETHIVER

AT, =~V a M RmET Ay R TV any MEREE~ 7 AU L oEN ST TV (Kidney
Int2007; 71: 771-7) . ~ U AMAE W IEMIRLZAEE 7 /L (Curr Ther Res 2014; 76:99-103) | ~ ¥ AFHRAT
7% (J Clin Invest 2015; 125: 3491-504) (ZEW\T, ZALH OEM)E T /L TR D AU 7- RS o HFE K O
TS OIEEAIRL O Y L SE R AR BT A A i) L 72,

3.13 fERKF

AREIL, B FY EFENEMIRIZIN T, NS ERA - (VEGF-C, VEGF-A XX VEGF-C*
(AT A 156 NV ACEBESNZH D) ) 12X % p70S6 kinase DV ER{LAREEVE Z 3 L7-
(Kidney Int 2007; 71: 771-7)

AT, v v AMEANLEMAEICEN T, ML ViEbshiz7n7 4 %) —FE B (AKT)
(Ser473) . mTOR, GSK3p (glycogen synthase kinase-3 beta) &N ARV — A% /378 S6 DY L
Z 3N L7= (Curr Ther Res 2014; 76: 99-103) .

AIL, X— R~ 7 2D NI L 72 i VRIS D (BL13LM flfa) OMFEAMH T2 & &b
(2. VEGF-A }¢ Y VEGF-C d3gH & & il L 7= (Cancer Sci 2007; 98: 726-33) .

3R HEBIZRIT D EBEOEIK
3R1 AEDY » EEREBICKT 2FEBIERICOWNT

HEEEIE. AV > FRBICKT 2 3BERICOW T, LFO X 2 ICHHA LT3,

U U RERBOFRRIZIEIC 2> T2 DD, PIBKIAKT/MTOR #&E O BFETEMEIZ LV | mER
U L E DT A LT 2 IME N BGRAE IR 1 O FEBLSEIIN L U > S8 N B 5 D S 5 HE il
FRZTZEDFERO—DTHD EHZH X HN TS (I Pediatr. 2015; 166: 1048-54.e1-5)

AFIL mTOR FHEFTH U | PIBKIAKT/MTOR #2325 Z £I2 LV | invitro IZ81T 2 Y /3
PN R OB E R . ST 7 U1 D IEES AR AEmi K VY oA - I AR a4 A
ErTEEZLND BLBM) . LLEXY, KEDY L EREBIZHT DR BI IR S D,

FEREIX. ARREEICH 720 F 72 2 dE RSB AGE TR ST nb o0 e S 72 AF Sk
X0, REDOV L VERBICHT 203 cE 3D EE 2D,

4. FERRAREYHRERERICET 2 BRI K OHEIRICRIT 2 BEOHE
ARHFEITHRELOFHREIMRD O TH LA, IR BB IR 5 &R 13W)RIAGR I
IZFHliE A T D & &L (7830 ARGEImg) FaAWMESE CEMR 26445 A 15 H) ) | Hiiz/2akBing
RRIFIR—H S v Ty,

5. BHRBICET S ERRUEREICRIT S FEOBK
ARHFFIHELOFHEIAR L O THY  TEABRICE T 28k (ZAIEARBR (R FF 2
b5 (1730 hAGE1mg) FEBREE CER2645 7 15 H) ) o BN LY | NEREREX5
CEEND Z LD, I E T mrERER D i S T,

4
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51 Z0fDFEERR
511 S$FEEMZEAVW-EHERR

AT > bR AWTeE RN FER S e (R 1) o AFEOPIBIKGRRFIC I S LTl T » b &
VW72 3 1 A IBCERE D G- ERBR TR O b o e & LT &%ﬁ?éﬂ%%ﬁ%@%m\
FLIREEIE QNS KBRS D A RAR M OBIERE OIEE B0 bz, WEEE 1L, Ba AT 2 Kb IERMED
MEOFHIRZEIZHONWT, 26 DB O kIZE) O plidz & Y iﬁkﬁﬂk EhlTREESND Z & WS
(REHGININE & OV FRER O FEEERIE D FRO HAVTZ Z LD RIEOBEIT K 2 FEINH SUFTEBIEIZ E S
HRFRBRENTHLIEEZRI L TWD, £, KRG ORER KL OBEHEE OIEREIZ SV T,
PIBK/AKT/MTOR 7 /AR OLENA O OB E 5.2 H e Z 2 Db B2 L TW»

% (Stem Cell Reports 2017; 8: 1600-16, Bone Research 2018; 6: 1, BMC Pediatr 2009; 9: 3 %) , 7235, 4h#5
T v MBI i/ EMERBHE (0.1mg/kg/H) TOEFEE (AUC, 7 : 9.1ng-h/mL. I : 6.0 ng-h/mL)
DOEFRHELEH & CTOBEEE (120 ng-h/imL) ([ZXT 5T 1 fERHE CTH -7,
£ 1 YL AV
5 # 5 RE = EEE AR
won | By | wmesm | PR ERFR, s | wUEE
Z0.1: REBINAH BEROEME, AST-ALT O

FOE, M - TR RSB EIR - BISIAR - R OE
BILE, i~ 07 7 —VORE BEREEon
Kb, BIRERIREDOER, KERE OREROEE -
R E OEE, FLIRZF DM

=03: U U/ BRHEROKME, FHRLERORME, M
LT FURF—ERalrxTu—1- ) ViE

YES vk 4 B@H 0901 B (M) OEE. B T7AT I - A/G EEOIKE.
(Sprague- &R | ERWBERDL) | (27 | REF I UL M) - HY s EROEMHE, R <01 4235.4-1
Dawley) (1E/R) 3 il b KB BRI, A - RO E R,

y RS - BEBA O DBIE., B2 T B K HHED

B, BRO~ 7 a7 7 — VBN, BRaE okt
1: ROBRE - ~ETREVBE -~ 27 Yo b
EOFME, Mk - AR OKAE, JFERGAE M
RO, P 7V a—AO&EE (H) . iF
WY (M) - DAY T L DY TLADKE, W
R FEOHEEMEME, JPROBEDED - HER

a) RV Y /L~_— | 80-Phosal® 50PG /KiRi%

5.R HEICRIT B BEOEK

BtEIL, 90 7 v MW BRI W CRIRE O R OBEERE OBE RO b Z &
IZDWT, /INRBFICAEZ G Ui & S TEH ORI E L KT T Rt IL e )y, HEEEICH
ZIRDT,

HEEHEIT. LT X2 IZ@HB LT,
E%iﬁ%%<Mm4ﬂ¢Mﬁ%)&@%Em%ﬁ%(mbmmonﬂ*ﬁmf\@%@%‘ ﬁm
T 5 EHEERE K OPER VE VD RIEILFEM ST, iRERER O ERE & \Wo o 502
%@%L_%ﬁﬁéﬁ%$%®%ﬁ ROLINTNRY, 72, 15U FTOREIZONT, %E@ﬁm
EIZHESWTAREDOBRA~DOEELRF LR, WIThoRBRICBWTH, FEOHONEIAEINT
W BERN BB D RAERE OEHER e ROV LI L TR Y . RERFEOMOEMEIT 25 2
& ERET D AT RIS B o To, mTOR MREITREFR, MERNTSOFEBERA L, B ORE
FOMEFEMEZHET 2 E0MANRH L3, FDA = RALIMFA S TWRY, KEOYHES v %
W R ICB W T, REEOEAAEORMENRD 5N TEY . KEEE O ER & OBEf#ECE o e
TIERRBICESSENLTHL2ARBELEZAONDLDZENL, BROBESOEENERKED

U EEARMENRE RS - WRE AR 2 ARED R AR OF S & AT 2 2R 2L R IE B I R OR5 E M RATF L,
5
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PIBK/IAKT/MTOR 7 7 MeiER I O EIC L 2R BRI EH Th 2 FIetEI TRV &35 2 553, ARFED
WAER 72 ) 27 & LT, YT R 2R SCEICER UEWRIgtt+ 5 2 & 245,

PRI, A O Z TR LT,

6. WA K OBEE T 250, BRRKHERBRICET 2 BN MBI 381 2 B E OB
6.1 AWIEAIFRABRKL CEET 50T

W ERE R T 2 R RHIR ST, AHFEICE U CEMEE R LTI S
EIWNERARRER CIE, FRERANHWO, BILPARE T Z7REL, Kk o~x N7 0 —20F
LB &SN (LCIMSIMS) 154 W CHIE S 41, & FEREIEL 0.1 ng/mL Th -7z,

6.2 HRIRIKEABR
6.2.1 EEIFEIEB (CTD5.3.5.2-1 : RBES NPC-12T-LM <2017 4 10 A ~20194E 8 A >)

HEAYEY VO VEIRBEBE AR, AREMEROEE Lz L& oambhARE N7 ZRENSRR S
77

ML - R, R 1.0 m2 DL EOSAIIASK 2 mg, KEHERE 1.0 m K054 13 A% 1 mg % 5
MRS L LA LERPRO#KLT 528 Shvie, URBIE, BESLTARKE N T 7RE (5~15ng/mL)
EHERFT D L 91T, Amg/H BB R 2 WEIPH CHEMETT 5 2 & & shvie GRBROBING, FRMER VL4
PEOFERIT 71 EHSM]) |

FYEREIZOWT, &5 52 % E TORIMHPAIE N7 7IREHRIIER 2D LB Tholz,

#£2 2mFPAEKFZ 7EBE (ng/mL)

TB& i T HE | 2@ | %8& | nak
Sk 5.44+1.82 5.55+1.59 5.52+1.79 7.40+2.04 8.43+2.20 8.13+4.53 8.92+3.28
(11 #) (11 #i) (11 #1) (11 #i) (11 ) (11 43 (9 i)
N 5.02+1.67 5.46+1.57 5.65+2.01 7.32+1.50 8.29+2.50 8.21+5.33 9.60+3.42
rERERLOMEE | o) (8 ) (8 ) (8 ) @ ) (8 ) (7 )
5 6.57+2.06 5.77+1.96 5.16+1.28 7.61+3.59 8.81+1.45 7.94+1.77 6.56
FRERLOMAR®E | o) (3 #) (3 fi) (3 #) (3 i) (3 4 2 #i)
R R

72120 2 BIOHE T EEEEZ R,

6.2.2 REMEWENMEMHT (CTD5.3.35-1)
FEAMEY BRI AR L LT EM 2 EIRER (NPC-12T-LM 3XBR) | #EIAMENRE IE - IRE 47
WRF Z R E LI FrERIZE (SRL-CVA-01¥ ) | HHEM Y v VSR EBEBE xR L UK
(04039 ) | fEFERAZ &G L L-BARRBR (NPC-12T-1 BRY ) KONV v IRE W EE R & i 5 &

DA T IFEEEIIARBEOWT R TL LW, A BETEIEBREEL O ThANSHE -T2 L L &his,

¥ 0 5RLL EOHEAVENRE RS - IRE AT B ki8R & LI RIS, IS - FIERIILL T O &80,

- 1mg 82 : AEAAE 1L0m2LL EOBA L 2mg, AERA L0 RHOBEAIT 1mg ZBAAREL L, 1H 1ERAKFGTH L &
SNnie, DT, BRESMPARIE N T 7RE (5~15ng/mL) Z#ERFT 5 X 912, 4mglH %18 X 70\ EGPE < A ERRE,

- 0.296885K1 : A | 7 AREOHE T 1Elmg/kg. B7 AL LE R D HAREOSES T Mlmoke. BV AL Il P ARBEOHEIE
IHl mokg. W7 AU EOSEE TR mokg B4R L, 1A LEROKEEST 22 & & &l BRIE. BRI ASK
7 7HRE (5~15ng/mL) ZHEFFS D X 912, 1.4 mg/ B &8 2 2O EPH © A =R EN,

VO LD Y SR BB E xR L UIERRATSE, 1 mg $ER W TEmS L, Al 6 7 ARIMDOEHA1E 0.1 mgkg, 6 4 HLLE
DAL 1.6mg/m?, 20 LA Lo T 2mg #BBHAEE L. 1 B 1EROEET D Z L &L and, DI, B P A ~Z
TIRE (5~15ng/mL) EHERFT D K 512, 4mg/ B E B X e\ VELPE CH EFRE,

9 20 Ll L OREFERA &4 & L7 BRAREBR, 1 mg $EXIT 0.2% Mk & VT 2mg A HE#RET 52 L L Shiz,
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L7 BB (MLSTS #BRY ) TR LN RMHPARIE N7 7IRE (141 1, 963 &) ITHSE, FEHE
IRANFE T V& O CREEFSEBIREFRHT 23 FEhi S vz (Y 7 F w7 =7 : NONMEM version7.4) ,
B, RIEOEMEREIL, —REIGHRRE LS 2-a 23— h AV MET MLV Rk & vtz

ARIEDOILIEED PRIBOFER, CLIF K OFRZERZETT N (IR 2 2P ARIE b T 7 REO /L, W
ICHE TR (Ka) 1Sk 2 RAOEN (1mg 88, 1 mg SEOBMIER G, T 0.2%fHk) 238N Sh, &
KT MIHAIAENT,

BHEET NV ERAWCHERYEREY I 2 L— 3 V2 FE M LR, HEERmhARE N 7RETR IO
LBV THY, G 1~14 AR TEFREBIZEL, AEOMET, AREH 1.0 m* Kt D5HE13 1 X
% 2 mg. REREFES 1.0 m2 LA EOSAIEL 2 X% 3 mg TEFIRAERFO HAE 4 rhASR kT 7 2 5~
15 ng/mL 23 HERF &5 & HERI STz,

F3 EmMPAIELS TRE (HEE

HREH (m) BER EHIREERED b T 7 (ng/mL)

- , 1 mg/B 5.72 [0.93, 20.0]

0.6 m ELE 1.0 m* A% 2 mg/H 114 [1.86, 40.0]
1mg/B 3.58 [0.57,12.1]

1.0 m?Lh_k 1.5 m? i 2mg/H 7.16 [1.13,24.2]
3mg/H 10.7 [1.70, 36.2]

1mg/B 2.76 [0.49, 9.09]

1.5m Pl k 2mg/H 5.51 [0.98, 18.2]
3mg/H 8.27 [1.47,27.3]

HfE [90% T IX ]

6.R HEIZIIT B BEOEIN
6.R1 U/ YERBEEIIRT HAIED TDM IO T
BEAKGRONEE « R0 U 2 /8 RE A IERE I )92 Ak - A& T, 2MHARE N7 7REIC LY EE
W52 L eanTood, WMEl, BWEMORINREDNL5GE. ITHEEREEN & 2 BF &GS
%6, CYP3A4 UL P-gp (TR KITTHHA L OFH T 256%., REORMTP T 7REICEEL K
FTZEBRTRINDIGHEICOLRMT T 7REAAEL, HGEZFET LI TND (17
NY LABELImg) FAEWMEE (Pl 2645 H 15 H) )
REEE L, BEATE Y o NERBBE ST 2A3ED TDM IZ2W T, LFD X D IZ@HB LT,
HHRMEY L NERBBFIL, EROBRBERERATLZ L. MNRBELEAFET D2 %, KED
BB R L 5.2 2 HRNL L BERBESNRRKEN ERBESNI-Z &b, HHATEY vV
BB E ZxIg L Lz [EA 3855 (NPC-12T-LM 3BR) TiE, &M AR NI 7RELZE =2V 7
L., BE2MGDAE NS 7REZMERTD X912, 4mg/H 282 22 W#FH CHEMRS Lz, BEamdh
KIE T 7L, UTOHMRERE X2 T5~15ng/mL & L, &5 1, 2, 4%, LI 4ET LICHE
L7,
AARNEHEM Y o SERBEBE 235 & LIoARIEORGRIISE (0403 3ER) O BAEA2M AL N7 7
RN 5~15ng/mL THh-o7-Z &,

O 18 WL B Y L IRE AR B A xR & LR EERER ([9 %) AR EE Img) HAMEH (Pl 26455 A 15 H) 1) .
Img#EZ N CTER S, 2mg ZBlmAEL L, 1 A 1RREAKRS TS 2 L & ahd, DL, BEamn A b7 7RE (6~
15ng/mL) Z#EFFT 5 K D12, 4mg/H B2 W EI CHERNT 2 2 L & and,

DS RL LT, Fip. M (RE. BMI AFRimEAL KA, B, RAIOEG (1mg S, 1 mg SEOMFERS T 0.2%HkD) |
AU PALE b T TREOSHTER OB S (CYP3A4 FRFHSUIFFEE) OFERSHRF ST,

OONEL, Bl XIIME - PIOEEBAEET A D LIE L, Bk LIfR, Whlise 7 @RS hi,

7
IR AABELI Mg S — LT 7 —< RS A



HARANY 8 RE FHIEIE 2 %0 8 & Lo ARSKD MLSTS B BAE M P AR N7 7 RN 5~
15ng/mL Th o722 &,
mMTOR FHEHAZ 2 BIRE B 3 1253 2 [E NS O BEEAFFE D % < T AR M ASE b 7 RN
5~15ng/mL X% 10~15ng/mL & #HE ST\ 5 Z & (ActaDerm Venereol 2016; 96: 448-52., Lymphat
Res Biol 2018; 16: 330-9)

5 Al VAR (NPC-12T-LM #BR) OIEFIE D TRONTWD Z LICEETHILERDH 508, &
MAPASE b Z 7 R I B AZRE (5~15ng/mL) OFFHN THERE L (£ 2 28) | Ak,
LRMIIRERMEE 225 L9 B mdERO b e hole (TR1IEKNTR2ZH) |

LMo T, EREAER (NPC-12T-LM 3BR) O EICHE L T, BERTES b am b A L 5 7
ErBEEms L, HERfd 22 L@ EE 2, 2T ARE T 7REORERHIZ O WX, £
LB REMRAT 2 D AR RE, GBI Db LT, &5 7~14 AHR CTEFREBISET S LHfESHL
722 & (62228 D, FBh 1~ BEBUBENZYE LB O, o, ERIEERR (NPC-12T-
LM 3RER) A N O\RHERESE BB 2 E 2 5 &, HEDN —EBIZHRIEN TV DAL 3 T HIC 1 [H
BEOE=4Y > 7 TEHAREEEZT,

iEIX, LT X 212525,

PER S EIRR (NPC-12T-LM #BR) CTRET SNTIEFSBIIIER IR O TR Y | BEE RS2 A
IR I RIET A, RMPARIE N7 7RERNOZEMSE LTS5 Z L IR#ETCHL 0D, HE
SNT-HERFEHHIECHE - TEET 5 2 &, AR N7 7RI BERE (5~15ng/mL) @
HIPHN THER L, AR OV PRI K& eI 2 v o722 8 (TR1I KN TR2EBMR) 225 L,
HHRME D L ONVERBRERFICH L TRMFARE N 7RELSZBICHEMRH T2 2 LI EOERITIH D
EBEZD,

ZE Al E VAR (NPC-12T-LM 3kBR) ChER S iz 2 ASE b 7 713 K 19.6ng/mL TH V. &
BOF R CTHEEMPARE T 7EED ER (15 ng/mL) 282772 AR sSTWS, — 5T, &
NETEBINIZY > IRE FIEE IS 2 BRRBRICB VT, )RR T4mg/H ., I AFASE 7 7Rk
& LT19.1ng/mL £ TOFRBHTIE, M7 7RERNORZEET 0 7 7 A4 VITKERENT RNV EHBRIB
ENTVDEZ & N DOIRRBEE 258 L UBRRER (301-US 35 ¥ [2BW\WTh b7 7R
DEEET B 7 7 A VICRKRERENTEO LN TV W L& (T3 AREE1mg) FaEHREE CE
267 E5 H 15 H) ) #Ex s L., &M AK NT Z7RENEMIERR (NPC-12T-LM :BR) 12817
5 EEAMPASRK T 7REDO ER (15ng/mL) %8 2 756812, EHICZeM EoEN 15ng/mL &
WOLELY HE LI EEDAREEIRWNEB X 5, Eio, M OIRGBER 2515 & Uz AR
(301-US #ER) TiE, AMEIEMEIS OFBIC X 5 BN 7 lizF 2 [58ET 5 72 O IR IR g o FRRE
(5ng/mL) 2NERE SAVTWDH DS, HEHEME Y VBRI IZRB W TIE, 2l ARTRE D 5ng/mL UL E
ICHEFF SN D KO IR ICE BT 2N EHIFRNEB 2 oD 2 b b, U U YERBREICH LT
ARFEE B RF IR 72 TDM & AT 2 0BT E B2 5,

—J. KB LR LR L oNERBOBEITNEN L REOEYBIREDEREAET N KE N
EDBEIND I L EEFE XD L BHBAHROEFIRIEICE LR (85 7~14 H#%) CTilHRE
iR L, LARRIE, BEAFRhRE & ARk, &R, RIERZRBLNEON 256, CYP3AL [T DH DI

9 B E% 6 mg/ B R ORI B4 2 mg/B . USBIREH B4 15 mgl B R OHERFHI &% Smg/H & L, 2 ERI# G,
8
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Al BIOERASHET DI EEE, FFHAERES Db 5 B4 AL LI R LA R IET 2
TS ND BT, PRI 2SS S5 & 5 IR BB TR T 5 BE b 5,

7. BREAGMER CERHZ2MIZET 5 B NI 81T 5 FEOBE
AINER O PRI 2RI RS LT, EATEERER 1 BRI S he (% 4) .

K 4 AHYMERORLMIZEE S 5 RS OB

il BBRES E REBRTFA v | BEHM | fik FRIE - FREDOIRE
Bte AR
BB Y L oER R ARERB=10m?: 2mg1 B 1[H
I | NPC-12T-LM | (U v 8 fE, Vo /%8| FEMRIERTR | 528 | 114 | AREH<1.0m?: 1mgl H 1
JERE. =—L9F) DIRsiE b5 7MER 5~15ng/mL & 725 %5
IZ 4 mg/ B 248X R\ HBH TR

7.1 [ERiEEEB (CTD5.3.5.2-1 : 3ERE B NPC-12T-LM< 2017 4E 10 A ~20194E 8 A >)
HEHAYEY L oNER BB (£5)  (BAEJERIEL 10 FILL B0 ) 2%, REOF R K OVLeM: %
a5 BR T, Sl dLFIEE I BaRBR 23 E N 5 sk T S 17z,

K5 EREFUEE - [RAMEE

< EREREYE>

 RFERED 0.6 m? P CTHEAI2S AR AT AR

< DUoVERE (BEFEUIERE - #IENICEREAT3) | VU SBEEXIT— AL Sh TS

« MRI THIEF R 1 DL LOEMRE (V VBB, VU \BES) 26753

cHBEBIZEY . UTOWFINICEEYS T3 EEOEEIBFEAEREZETD
HifiL, 1B, BAMESK (FE3ELLLE) | REEE. BRI (W, DE. k. ks | FEE. EERE (8.
RiE. BFE) OREXIIZOMEEM

< EoBRSEUE>
P TOWThIrOEHEEZETS
oy b RBOERK., & ILE LS IE
BT B, BHBRE
c REIEE CZ7uARY v, Fr7ul ARE) LA T A P& 4 AU ERE

AL - HE, R 1.0 m2 2L EOLEIIASE 2 mg, RFRmEAE 1.0 m? Kl D5 13K 1 mg % B
WHEE L, LHIERAOREGETDHZ L &S, DREIE, 2mPASE 7 7R 5~15 ng/mL & 72
LI, AmglHE B2 2 WHIFH CHERET T2 2 Lt anT- (F6 kOFET) . BE5 WML 528 &
hiz,

#6 MAERHHE BRE2HEKET)

LMt AE T 7RE EREHE 1.0 MR fEFER 1.0 m LA -
BE 1E% 15 ng/mL LLF EERL EERL
(6~10 H) 15 ng/mL #8 1mg BAZRLGIZER 1mg KRE
2mg ICHE Img IKHE
——" R 2 D 2 AT T 7 ME R
(AEEROFEBEIZ L WV EERREY 2BATIHETS,
5 238% pAEI o))
(13~17 B) 5~15 ng/mL_ EERL EFERRL
4@%Kéﬂ¢$§b?7ﬁ§%ﬁ%
1mg BEEREICER 1mg IZEE
15 ng/ml. 8 VB 2 ML A LA 5 7 B & R

0 R RRAN R 50% L RE L. R4 D 95%(EHIX D TIRME (Clopper-Pearson 1) A3BIE 5%% L[E1% Z & & 7) 90%D b &

TRFES 2 BI%AE 9 il & B 41, FURSIC X DRl RRERI O TREME 2 BRE L. HEIEGIEZ 10 Bl & L7,

9
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£ 7 REHRMGFE GHEOLMHPAIKE TF 7 RERFELE)

2MPEE NS 7RE EFERiR | AFERAE | WORE
4 mg BBkt DB S Z Rt
3 mg 4 mg
5 ng/mL A 2mg 3mg BB 2 W LR
1mg 2mg
5~15 ng/mL 1~4 mg EERL 438%
4 mg 3mg
3 mg 2 mg S 4%
15 ng/mL #8 2mg 1 mg Bk 2 BB A
1mg 1mgRRH
1mg fEH BBk DB S 2 AT
2 HPAZE b T 7IRE 5~10 ng/mL THREEREDOH L »hREFESED bHRVEE, 10~
15ng/mL & 723 & 5 FEFRE A
Bh 24 AR, EAIREHIRRGRIE L R 20% 0 B K LA 51 (BY, M
£V, —FIZER LTV BFE1EEL)

TRBRIE NP ST 11 BB 232 2 VEMENT )R ER L TV FAS & 4L, FAS 23372 2 B 2 iAo 4
EH & sz, FipliT 24 ( TEBREOR L) | [EFELT28 HELEREE] & 1)) ThoTz,

BRI HOWT, FEIHMEEE TH 5 15 52 % TP IR OEARE DOZREHR (58228580 UL
DFRN RO TG OEIE) | 13F IR SERRYE SN, ERIIEIDLEEBYTHY, B%E
FAX O TIRMESFRNCRE L7-BETH 5 5%% LAl ->7- (p<0.001, MR E., A=K 2.5%)

#8 ERRE DRI RNE
il MRI BT &,

Z2%% (CR) | &2 COEMREDNE
H5ED (PR) | BERED_R—R 5 v DERE ik L CHRRE D AR 20% B

%257 (SD) PR &4 BT3B AR 14>, >0 PD &3 A1 RBRBAE DR/ NOKTE & il L TR

BOBMB T4
#47 (PD) TEPRBRAR LI RRGR S 7 B/ DIRRE & Bl U TR D ETEDS 20% L0 L1 N

&9 #5552 WEIFIEROEMREDRR (FRHAE) (FAS)

Bl B&% (B
CR 0% (0 i)
PR 63.6% (7 i)
SD 36.4% (4 i)
PD 0% (0B
ZohR [95%(FHEKRE ° ] 54.5 [23.4,83.3] % (661°)
p & ® p<0.001

a) Clopper-Pearson (2 X 0 it
b) TIHMRE. AEKERM 2.5%
¢) Wik FEHEICHEfR L7= PR 0 1 I3 FEZEh & L CHER)
TEMEIZOWT, FEFEGLORWERIZWT L 11 BIEflciRd i, 261l EICBO b N-AF
FHLORIWERIZFR 10D LB THhoT,

®10 26U LIZBO O HEFR L BIEM (REWMATIRER)
AREEH (11 6D AREEH (1141

A FERE BIfEF FRA FERS B
2EHR 100 (11) 100 (11) P 18.2 (2) 18.2 (2)
HA%& 81.8 (9) 81.8 (9) ARREZ 182 (2) 182 (2)
SEREER 72.7 (8) 72.7 (8) B2 18.2 (2) 9.1 (1)
TH 54.5 (6) 455 (5) fifize 18.2 (2) 9.1 (1)
FE 54.5 (6) 27.3 (3) HEE 18.2 (2) 9.1 (1)
R 36.4 (4) 36.4 (4) SER 182 (2) 9.1 (1)
(55 27.3 (3) 27.3 (3) AV INT U YREER 18.2 (2) 0
NHEE 27.3 (3) 27.3 (3) ik 18.2 (2) 0
Ba 123 27.3 (3) 18.2 (2) 5 EEVRnE 18.2 (2) 0
3 27.3 (3) 18.2 (2) e 18.2 (2) 0
XEXE 18.2 (2) 18.2 (2)

FEEIG% (FEBUFIER)  MedDRA/] ver.22.1

10

G AAELI MY — LT 7 —~ RS AR E



FELCHNTRD DR oTz, EEDAEEFGIL I ik, REEE. SMEFRE 16D 12RO 6
iz, MRK OB ERGIIRIER & SNep, BRiITVFRbREE TH o7, RBREORSGHILIZE-
TEAEFLRIT21LH (BPERTR. SIBREERS 16 (ISR bz, SIBRREERIZREIERN & Shiz
D, BRI TH o T,

7R BEBICR T B BEOHIK
7R1 A@EIZONT

HEEE 1L, B FEIRRIZE T 2 AEDOFMEIZHOWT, UTO X I ITHI L TW\D,

PR, MTOR 28V U/ & G e IRE B OJRIRWRBICE 5 LT D 2 & AR S 4, ARIERH )
DRIFRBFMEE R LT &9 BN o#HA  (Pediatrics 2016; 137: €20153257, Orphanet J Rare Dis 2018
13: 191, Orphanet J of Rare Dis 2019; 14: 141) (Z3&-3& | ERIZERBRGH S N7, RO EIEBR L
LT, Wb U o NEORRERE BRI & 72> TR Y, BERMICITERSEEL L T D U v VEfE,
U 28 EIE e OV — N DR DN IR S Tz,

LEBRERFFRIZ DWW TR SR B O ENEBE IR 5N TEB Y | + o RERE OMELSREETH 5 2 &
RBDERMED DR EE CTH L7127 T e R HOBREVNNETH D Z &V o/ EFRBICR D 2hhe
R EAT HHANIFAEE T, SRR S U Clib e ERIBRaER 2N 2 L D | RS IRER o0 PR
FEAREET, eI B & Sz,

AMED EERMEE Td 5220 FIE. MRI THIE FIREZREERRZAY OERFEOZL (£8) I3
THRHEFEERINUIE Lz, BNEEEN 20000 LD LA s Lok, ENOBRENSE
(Orphanet J of Rare Dis 2019; 14: 141) 2>5., AR 20%LL 3D L2 35A X BEARIER b kE L TR Y |
BRIICERERN D LB LB N0 ThH D, Fiz. RIEOWREM D RITERICHBE L, ENSE
DG BN TIREEN MG/ LTZEGNEZ 6 7 A, 12 7 A LHEERICEN L T2 2 &b BBl
eI G- 52 W% & R E S, BOMEOBIEICOW T, 2FEFER 726, BARRBIC L VIHRED
M/ ST IV HIERBNT LT% EHEE L, RSP HFE S » T 5% & iRE S 72,

FHEFHMIEE Th 5 [#5 52 % UL IR OERIREOFRHE (hieflE) | [95%EFEXM] X
54.5 [23.4,83.3] % (6/11 f5il) TV . BWIZHIXHE O FIRENSFANIHE SN -BETH S 5% % LEl-
72 (9 . o, #5122 RO 24 BHOEDRITVTE 727% (8/11 1) THY (F11) . Ao
BHFITEE 12 BRICITEED B, TO% bR Sz,

WM ORWE LT DA ITRIINE ZBIRT 208, RINELSOWTE P ERIER I b BT 2 L BEx b D56, PRHE
ZREZOHWNC XV A L T5Z bl e s,

2 SRR 24 4R B FEME ST Y L NEIERE O R EFAE  CERL 24, 25 FEIRA BRI EIR R4 MIETER B IR EE Y
> NE TR O S [EE BIEATIR K ORI - IGBHEDRZEICBT 20178 ) ISR\ T, T =X O R RERIF 2 RS 1FL L8
B SN ARIBIRD 40 B (F— 295 22 Bl U >/ NERIAE 18 Bl) THIZ DM/ LTDEGFITRRD bR o 7o, K 27 E26
Ehi sy o EEOEGIFZE CEA 26 FEIEAFBR A REFE MHaIR BRI S, Rk 27, 28 FE AARE
PROHFEHERE AR B EAULIIE S TR U o VR B OB EHER L OB - Ml £ 9 71 0 R O BRI IE F -~ 1 72
WFSE) BE) 123V T, AR B D & 2 1B 2 21T TV R 19 Bl TIHRZA DR/ N AR 7= Did 1 ] (5.3%) Th -7z,

11
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£ 11 EAREOKEOHERE (FREE) (FAS)
Eaali] 12 @% 24 8% 52
CR 0 0 0
PR 72.7% (8 ) 72.7% (8 ) 63.6% (7 )
SD 27.3% (3 ) 27.3% (3 ) 36.4% (4 i)
PD 0 0 0
ZE5h=R 72.7 [39.0,94.0] % | 72.7 [39.0,94.0] % | 54.5 [23.4,83.3] %
[95%fEE X 2 ] (8 #1) (8 1) (661")

a) Clopper-Pearson #:12 & 0 %
b) ik EEUE AR L7 PR o 1 Bli3IEZR & L CER

BT ER O #5552 % AT LR OFERPRE DR ] 13X 12D LB Th-oT,

® 12 BEERJOHRE 52 B UITIEROEFEFYREDORELK (FAS)

BEER BiE | 29FE% BIF)
3 m5~5 B 2 50.0% (1) @
6 Be~11 5% 2 100% (2)
T om~iom | 1 0
202 E 6 50.0% (3)
1.0 m2 Fji 3 66.6% (2) @
R 1.0m* Lk 8 50.0% (4)
YR | 9 55.6% (5)
KA YU ENE 1 100% (1)
T =LK 1 0?

a) HUEFEVEICHRAR L7z PR o 1 FlIZIEZR5h & L CERE

FEAR (K, BEAK L OYESR) 12O\ T, B X BREEIZ LY ke v | & SniogiBha i, S50
134 i, &5 52 WESUIH LKL 2 Bl CThH -7, EEHEBERREICEY EAHY | & ShigRE
X, BEGENE LB, B 52 A ST IERRE 2 Bl TH o7, VASIC K D CEBE EERER ) 13,
B 5A11E 28.9£31.8, #4552 % T IERITL 2172179 TH o7, £, Hx OWERE OHIMEDORE
EWEIIR 13O LB THoTz,

# 13 HBREROFEERRBE (FAS)

; ERERE | o EER R | BREHE )
) Eis i (m) A (%) (mg) BEER
6 AT 0.64 PR 63.1 2 —
6~9 % 1.15 PR 46.9 3 —
10 £% 1.18 SD 14.4 4 —
20 1.19 PR 30.4 4 —
20 1% 1.57 PR 75.7 3 —
Y B fRAE TR BRIR B 511 D AT D Y R H) S TR BR IR %
204 163 | b 10 4| b sh, ks
20 1% 1.83 SD 1 3 SEERBEEROTDIEBREREPIE
TEHEWERBKREDY 2% (1H 1~2L)
2048 195 | sD 3 4 786 0 BEICIE, PR S
30 4% 1.33 PR 86.2 3 —
U U EE 10 % 0.92 PR 40.9 2 —
EEYN - 6 BT 0.63 PR 59.5 2 AR D DR EE 1L

PRI, PR 38R 2 IR BRI FREBR & U COEhE L7 2 &k, EhE T REMEOBLE ) ot 21570
Mol bBEZ D, EMFEIRRICIEWT, FEFHMEEE Th 2 15 52 % OERIREDOEHHE (hik
HIE) | [95%IEHEX ] 1% 54.5 [23.4,83.3] % (6/11 1) TH V. HEAPHZEDEFEIC OV T —EDRD
DR SN &, Fio, EREA T DHEBRE I3l 4 OFEROEEHA IR D N L bBEET D
&L BBROXRE SNIZEHAMEY o VERBICHT 2RO A IEIFFCE 5 LB 2D,

BB FEGFEARONTND Z EMD, BEYSRROAIMZFEMICEHMET 2 Z L IZREETcH Y | &
EIRFERRAFICB N T, SIS HFRNET OILERS DL EEZ D,
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7R2 REMEIZONT

RS, TR21~TR.24 OFERMN S, IREN ﬁ-%&*% TWCTRRICEE L, AEOER LU X
7 ey R UTCERIMER T 5 O ThiX, AEDOZE IEFFRAIREE B 25, oL, [EAEETS
%Tﬁﬂéﬂkﬁ%ﬁi#%uﬁ%ﬂfkbxK%@fi‘Kowfﬁm FHFEZ IR T &
XEWRNET HLERHD EEZ D,

7.R21 ERMEFHRBROFEEROME

HEEE L, ERIEERR TR DN AEEZOMEICLONT, LTFTO X I ICHHAL TV

ZE Al RIS W T A FFR L ORIER I 111426 THE e b L7z, 2 Ll EIZ7E %a”wt%%
K1U0DLEBY Thole, HEHNIRD LT, HEERAFFRIT L H ik &ﬁ@%\%iﬁk
£ 1B ISR AL, MR R OREREIRIER L SNy, RTVnIThbEE Th -7, BhHHIk
ICE ST AFFGUL 211 6] (BMEFR, SEREER & 16 SO bl SEREERITEIER &
SN, BRI CH - T,

BEYEFMNOZEMEIIONT, AEFROFEBERIIIR 14D LB ThoTe,

£ 14 BEEEIOEEERORERN (RS ER)

Be Lt -
= ; 'HER BB HIkicE o7 HIkizE S . .
REWR B | geme BIfES FEFS AR e
3~5 2 50.0 (1) 0 50.0 (1) 0 0
i 6 E~11 5% 2 50.0 (1) 50.0 (1) 0 0 50.0 (1)
12 B~19 % 1 0 0 0 0 100 (1)
20 2A |k 6 16.7 (1) 16.7 (1) 16.7 (1) 16.7 (1) 16.7 (1)
J— 1.0 m2 ki 3 66.7 (2) 333 (1) 33.3 (1) 0 0
1.0 m2 Bl E 8 125 (1) 125 (1) 125 (1) 125 (1) 375 (3)
UUNERRE | 9 11.1 (1) 11.1 (1) 111 () 11.1 (1) 33.3 (3)
KR Yo RENE 1 100 (1) 100 (1) 0 0 0
ENPNIN 1 100 (1) 0 100 (1) 0 0

FHEE% (FBELFIE)  MedDRA/] ver.22.1

# 14 BEERBOAEFROREIRN (REUMITAREH) >5F

BEER i | 2RYUERESES? | EERRLEHEESY | BBEEHEESY

3B~55 2 100 (2) 50.0 (1) 100 (2)

i 6 m~118 2 50.0 (1) 50.0 (1) 100 (2)
12 F~19 % 1 100 (1) 0 100 (1)

20 B0 6 83.3 (5) 16.7 (1) 100 (6)

1.0 m? K 3 100 (3) 66.7 (2) 100 (3)

ERER 1.0 m? LAk 8 75.0 (6) 125 (1) 100 (8)
UL /EBIBE | 9 778 (1) 111 (1) 100 (9)

A DIPZa% 1 1 100 (1) 100 (1) 100 (1)
NN 1 100 (1) 100 (1) 100 (1)

FHYEIE% (BHHIE)  MedDRA/ ver.22.1
a) MedDRA SOC [JEYER J OFABIE] XX PT T4 v 7V U PHRER ) UL TREFR )
b) MedDRA SOC I'H ks

FEIR OB FEFROREHEIGIZONWT, AEFROFEINNITEL 15D LB THY | AEHFROREH
DS DAL R o T,
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# 15 RHRIOFEEROREREES (RetrdREM)

1~12 38 13~24 38 25~36 & 37 @LAE 2

(11 451) (11 451) (11 451) (11 451) (11 4)

LEEFER 100 (11) 90.9 (10) 90.9 (10) 90.9 (10) 100 (11)
2FIER 72.7 (8) 81.9 (9) 72.7 (8) 72.7 (8) 100 (11)
BEERAEER 0 9.1 (1) 9.1 (1) 18.2 (2) 27.3 (3)
EEREIEA 0 9.1 () 91 (1 91 (1 18.2 (2)
BEFIFCE - - HEHS 9.1 (1) 0 0 9.1 (1) 18.2 (2)
BEFIFCE S -BIER 9.1 (1) 0 0 0 9.1 (1)
BERN « BBICE-EEFS 9.1 (1) 9.1 (1) 9.1 (1) 0 273 (3)
SRYEEHESR Y 36.4 (4) 45.5 (5) 27.3 (3) 72.7 (8) 81.8 (9)
EELR R EES Y 0 9.1 (1) 9.1 (1) 182 (2) 27.3 (3)
BBk Es Y 81.9 (9) 455 (5) 54.5 (6) 455 (5) 100 (11)

FHEHEIE% (FEBUFIER)  MedDRA/ ver.22.1
a) MedDRA SOC [EYMER & OFAERIE] UL PT T4 7z o FRRER) XUT TAMERF%K)
b) MedDRA SOC ['H k&=
FERE LT, PRl EEIRER I EFIENFETF TR OGN TR Y . BEE 5R0R G-3RI B 0 2 M 2 3 E I 2 5F
322 EIFREETHL OO, BRMICKE2MEE 25 X0 H TR D SN 7o 2 & A
L7,

7R22 BEBEKMRAOEEEROBE

FHRVENRE I - RS AT & x5t & LT ARIRO R E BRRAFZE (SRL-CVA-01) BEMH TH Y . ARG
WRCHRIRE R (F—42 > b4 7 H 2004 3 H 31 ) "3EEEE LTiRE S, HiEEIL.
TEREARITIE TR DN FFROMEICHONT, BLFO LI IZHH L TV D,

FrE BRIRIF SR DT — & 1w b A 7 R O BVEFHIEIEUT 77 61T, 2 OWNFIL, ERTEEIRER DO x5
RRTHD Y L /VEHRE B2 6] (675% : U L/ EHE 24 5, U 2/ EEAE 20 f51], = — 295 6 Fl LYY
Vo RERERRAE 2 1) | IREIEST 11 651 (14.3%) | FEARATTE 5 5l (6.5%) M ONEERUNRE 71 )% 9 i (11.7%)
Tholz, 7ok, EMIPEIRPE THRICREBRRMIRICBIT LIS BINEENTWD, /o, REOK
HHARMIE 169 H AR AY 23 i, 169~337 H A 21 1, 337 HLA L (Fxk 848 HIH) M 33HITH -7,
FEHRIE 12 AR 2N 47 1 (61.0%) . 12~19 ;%78 18 f3i] (23.4%) . 20 kLA 2N 12 f5l (15.6%) TH Y .
R EAEIE 1.0 m? K023 44 61 (57.1%) . 1.0m2 LA 73 33 44 (42.9%) ToH -7,

e B BRI SR DA EHR O FIHEI 1T 18.2% (14/77 #i) T, [ERTTEIEER & ik L TR - 7228, 8
22 (CkBi) BHENReD 2 & (FEATEEIRERIT 15 [B], FFERRARMIZEIX 52 8 T4 [E) EAREL TV
B LEZ LN, FRERERIIZE CRILEIG N 5%l ETh - - HRIXAMNE 6.5% B/77 ) . SIERK
JE% 5.2% (4177 f5l) Thotz, LTI 4H] (FPRAERY | BIEY | LAY ROWE - Buiie® )
RO B, Z 0D BHUMAE & Ak - BUIIED 2 FIIEAZE E OREBMRIIEE CE RV LT s, &
ERAEFELILT7.8% (6/77 ) 12580 B AL, SETHILAOFLRIT, MR Luam: - FflERA 1B TH Y |
WA E ORIRBEMRIZIEE SN o T2D, BIRIIEE TH Y | R - JlilEg TIIEE %I AR
BEREEASNT, FILICE T2 AEFEFLRIL65% (B/77 ) 12580 Hiv, BERO 1F1ZFRWTHETIT

Bk, Vo NEIEE, RS U AV ARYEICEO IR A FE, MIERIE TS b IEREASE L L. MK B, RS S 435 H
TR AR4 & 720 450 A HIZHEL,

WERE. Y BB, ARG 25 A B FURBOEITIC LD & b o N I 2 R . ARSEFIE, BK SR Y T A fEAS
HEAT L, AREEE DI 6 B HICTREREZRD, £ORBMAEIES o v 7 &7 0 | AL IR 10 B HIZET,

Ok Vo NEIEE, AEREHS, DAR LR AEORE & Pk, FERITSE Lo, ARG RIE3 A% LY | FARERICE
K92 i, OAEZRAE LAEL, AT PSS TWeZ &b, AL ORRBERIZGE S L7,

© IR sk, BIREE. ARG 81 H B, WHFALERV OFE, 85 A HICHBARIE L. AMICTE b, WEEE WA L0 @k L
TV EXGEDORAZEIC L0 PP sk, OMEIRICED 86 H HIZSEL, ARRRFOMREETE CRMmM: L o FERE AT S iz,
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G WABELI MY S — UL T 7 — A A



FEol-HFEERVIEERAEFLLEHL WV, B, EERAEFZOMBRIIMA TH-T=2
ERFERINTWS (T.R23.2) .

PRSI, RPERRARMFE O RS O R, AEFROFEBRESIIEMBEBRBRICENMRN LoD, K
WL DR EBURDGE TERVEYWEIC L A THIN 2 FERD N TR, BMENLELEZ D, R
JEIZ DWW T, 7.R.2.3.1 TRIEMHFTT 5.,

7.R23 AETHENMKLELINTWVBEERIZONT
ARIEDPEATRD U o R RE FHIESE OTRAT SCEICBW T, BERAREIERE L THEEME I N TWDLHER
Z ISR LTz,

7.R2.3.1 RYE

P Bl VAR IS BV T, JRYYERT# S (MedDRA SOC O NEYYER L VA RSE] . PT 470
T UYERER] U TAMIFRD ) XL IR bz, 202 HEEREGUL 3B (K, KRR
LROBMER & 1) ISR b, ik & BB IENWER & Sen, BFidRE Tho7o, &
PEIFRIZ T A NV AEIIC LD LB 2 B, ARIEE ORRBIRIIEE ST,

FRERARMZE (T.R.2.2 2M) 128\ T [BYWER X OFARIE] 13 6.5% (577 ) IZRBO LT, &
YUEIC K AP TIT 2 1 (BUdE e G 2% - BUMSES 16 TH Y, WIhbRIEHR & Sz (T.R22) .

B, AIITEMHIER 28 T2 2 e DEYIEDO Y A7 035 Z &, [ERiEEIER CIXEE
JERGLENFRD LTV D T & FFERIRMFZE TIIRGYEIZ LD ERHIRED 5N TWVWD Z NG
BT ORMSCEIZB N TY U NIRE IR (26f L CHEBBE S TW b K 51, iRt Y v VR
KL THBYYEICHDEETOMNERDDL EEZ D,

7.R.23.2 MHIEMEMER

PRETFEETRERIC BV T, MEMMREICEES 28 EFEFRIRO bR T,

FEERRARMIZE Tid, BB 2 il 28 1 H1ICER 0 b, ﬁﬁa@&“ﬁ% T L7223, Hiiigde C i3 < ik
Tl Z MRS, FUEANAIRIZ & 0 BIHE LASKO RG2S hiz,

HEEE 1T, HEMEMREICEE T 2 EEREIC SN T, UITFO XS ICHH L TV,

2&%®ﬁﬁ®/ﬁﬁ§(%fﬁi\ U SIREFRIEEIC RS L, FEMRMREICEE L, BREATR UG-
EHRNT NI CT A A I 5 K 5 BEHEME THEEMRE L Tno, #aMEY U/ VERBRICBN T,
KRIEOEG-FI X OG- FIE, EHRRFEA LI L B 2 505, /RIS U TiE, RIS o FE MM
DY R L CT MAEDOKHMRFEICLD Y A7 2BE L2 LT, HMEICE/MOES ZRET 208N H
o

PEAEIT, HGEEE ORI Z TR LT,
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7.R233 HLEREE

FERN FEEBRIC BT HIGEE ICBE T 2 A5 F5 (MedDRASOC IHIGIEE | IS5 HE)
F 1L BN Hiv, ANK (911 1) KOVRHT (6/11 #) 22 <R Lo h, FIkicE -
THLTRO e o T,

FEERRARMIZE CRBIUBEE N R bEr Tt AEERS,. ONK 6.5% (B/77 1) Th-o7-,

R, LB EEICOWT, DNREORBBEEIZEWL OO, BHEHILICED L) RFERITRD
%nf %%@UVN&W UZRBWT Y, BUTORM CETHEEME SN TWD X9 ICBEE 01297
W, BERERD LG AIIIAEOR G 2RI T 5 EOMEY B A{T) I L CTHRERWEE D,

7.R234 HKEBEE
PR AT 8 VABRIC W T, BB REF IR 2 A HEF UL, SIEREERN 8 i, 1B’ 2 fil, FE%,
ZOPERE, FETES. SRS, P, REER., BB ROEEOLARE LBNCED B, 20
HLEBHERERDO LPNIEETH Y . REOFRE NP IEI N2, EFTERchH 7=,
FeERRIARMIZE Clx, SIERRRZE 23 5.2% (477 i) 258 b7,

9

PEAE IS, &%Kﬁ%&lob\f %ﬁ‘?"*'fiU YVERBIZBWTS, BUTORMCETHEERE S TVD
EOWBEL+IATV, BERRD DN GEIITIAREOR G2 I3 2 EOMEURLELITH 2 &
TRIERWEEZX D,

7.R235 77T 74 7% —KUWRBUERIS

RN b SIANEN 7%747%/—&Uﬁﬁﬁﬁm CEEET D ATREME B D HE R LGUL, W
W26, R, & OFERE. RERE., EE, RN, REER., T35, &FU%A&Uﬁﬂﬁm
% 1N bITeny, EHERFER «@%hﬁ#oko

FrEBRIRAFTE Clx, 777 4 7% ¥ — R OMRBUER G BT 2 WREMED & 5 B EFLITRD b
Mol

AL, 777 4 T & — ROMHBUE SISOV T, %ﬁ{"* ) //\“’Sfﬁ BNTH, BUTOURMC
FTCHEERE SN TS LT, BELHIIATV., BEPBO ONEGEICIIAEORG 2T S
DEN 2B 51T 5 Z LT & B R D,

7.R236 ZFDfhoESL
RIEDPEAFRD U N IREFHIEIE DU SCEICB W T, BERAREWERICEEH I N TWAHFDMoFES
(7.R.2.3.1~7.R.2.35 LIS DHELR) (2O T, ERIEERER K O ERGRMFIE TOFRBURDUILL T O & B

D TohH-oT,
HEATMEZ M HEINE,. BK 7 A /L ARE K OCBHEIREAR BICBEE T 2 ERHRIL, B EERR &L
O ERGIRMFZE T ‘\&)%%Lii#o?‘:o

RIRATEE CLSEIRATHE ., RIEVERIE, Mk, MK ICBET 2 A EFFRIT, EM ISR ClImEns
1 FNZFRSD BT D3, %Eﬁmfﬁﬁm THEHED N2 o T,
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NEEREIEICEEST 2 A HFFRIT, EBAIEERRTIEE MY 7V ) FlE, @IFLE, mh=X
71— /U R OMEELER U AR BN 1 BICRE D DAVIZA . FERRIIIE TIERE0 e h o7z,

HIEEICEE T 2 A FFRIL, EAEEIER CIIE R L MRS 1 HICRD b3, R R
WFFETIEERD B R o T,

BEA I, SR RIS W TERIE ) v VBRI T D ABROHTIZ 0 Y A7 3G SN2 &b,
U 2 S IREFREIE NS X9 2 BAT OB SCEICB T 2 EEME 2 L E T 2 08T e B XD,

7.R24 BIERGEH# OREMHFR

HEEE 13, ARORGERGER 0L EMERFRIZ OV T, T X IZHMA L TWD,

AHRIX mﬂiﬂﬂﬁf‘m9@lﬂiﬁﬂfﬁﬁéh/$%@%L%ﬁ%®f HIR TR & 729,937
BEELHESNTE (KEO 1 AHEZ 3mg & LTHEL) ., 1&?Hm.¢aﬂ~m.$3ﬂ)
Dm Y AADUETERIT 31,483 B - Ek%ménto$£@lmﬂma(mm$7ﬂ)ﬂamu$
4 HETIT, BINCBITDARORIERGEES Th D Plizer #> B2 1 72 [EERE LMK g5
(CIOMS) [Z X 2D EERAEFEL TR O Z S RE SN TNDOIFMI% (157 1) Tho7z, EHN
(2B DAIED Y o/ RE R IERE (2R 2 plisii A (200l 4F 3 H £C) Tl HERRAIEM OB
HIA 1% 10.3% (40/388 f5) T, Wb Z < WEIN TV L OIXMEMMER GHl) Thotz,

Z O, BEARO U 2 WRE T IEAE O IRAT SCE CHEEMUE STV D HRIT OV T, AREDOENAR
H (201447 A) 75 2004 3 H £ TIZE LN T A ENAO IR L 2MEERICB W T, RV A
L ADFIEMEILIL 5 B, TS M A EMNEIL 2 1, BK 7 A LV ABREIX 2 6], Bk U ST
JE MRS 80 Bl STV DAY, Wb s b Otk T, Er$iﬁﬁﬁr%rmﬁﬁﬁé
HRYE D L NERBLIANOR B TH o 72,

T DHDFZIZOWTITI CEITB W TEENICEEWE X O #Et 217> Tk v | Bk R E TIZ
BON TV DAL NN T DTG ENET — 20D, RIEOLZEWICET 8- 2Rae,
TS ZERP NI L 7225 K9 R FRITHE O LI TR,

FEREIL, BLRF S E COAREORERIEH DL EVEF R D IE, Foll et RN E L 72 5 He 3 H
BEEIRTWRWZ L a2fER LT,

7R3 ERRHNLERITIZONT

FEEEIT. AROBRINEMSTICONT, LTFO LS ICHHA LTV,

U 2 EBRBICRIT B0EE - IR E AT DIANIRL, AT AR, Ay ¥ =Tz BT TR
FUEPRRTI SN TWD 2, ZhRIFA S Th, Eiz, RO EIFR-CIE LR ESE O SNBHALE 73 R
TR H 20,

MTOR [HESH CTH 5 A3 L, EMFERBRICB T VoV E (U o Ew ) U v SEEER D
T— LIS D e VDR DGR S, IR EOIER N SE L, Le - T, A3, BifE
R TEDIBFIEN 2V IO EHEN ) v VEBRBICH LT, ALERIBEORRE AT 50 TH
HEBEZD,
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PRI, ERITFEIEBRIC BT IWADHKRITRD b o 7o b DD, —ELL EORZEME/IN &SR
DYCEDRRD Hiv, KEOAMETHFETE L2 &, REMTFATRETH 122 L5, mTOR [HEF
EM A9 2ARZT, HHEME Y VBRI T BRI L e b LB R D,

7.R4 FhEE - HRIZHONT

HEEE 13, AROB LS L 2hhE - ;dJST% () IZ2W T, UFOXIIZHALTWD,

AR B Z o [EIRR I A I A& 27 %% (The International Society for the Study of Vascular Anomalies)
#FﬁbfwéB$m”*fd:%aﬁ@ﬁkmﬁﬁﬁwzo IRBIESNTERY | EATEEIRR OS5
LNV RERE () NEEE) U U REIER T AL, WIS 7 DIRE R Y Y
VRNETHYBEMBMY CREHFRICE IS, B U NE GBI
Lymphatic malformations (U > /¥4 fE) | Generalized lymphatic anomaly (U >/ VEERE) | =—/ A,
Channel type Lymphatic malformations (VU >/~ $L5R5E) . Acquired progressive lymphatic anomaly & UVt
MY L NTEIED 6 FRIEN D D, EATEEIERTIX, Vo gl U o NEIEE R VT — DR E
ZALBEL, 9B O L FRHA AL BV, REOHMENER SN TRLIZHW) , VI EEE T—
LIRIES LBIOBRTH > T=h, #4552 Bk T IEFFOFEMIX T s PR ThoTo, 7o, RERK
rZeiziE, PRERER (F—% 0y b4 7 H 20%F-3 H 31 H) KT, U gl 24 ], U o g fiE
JiE 20 B Je OV — N5 6 BIASKHAANI DAL, B 5 24 KON 52 %O (CR XL PR) (X, Ui
EHETIL 62.5% (5/8 i) K TUN55.6% (5/9 i) . U o SEREAETIL 0% (0/6 #i) KT 50.0% (2/4 i) |
T= L TIE50.0% (12 61) KX10% (01 41) Th-o7,

EMFEERROR G L S ) Vg, U o NEER VT — A DJFO 3FBLS T, U oE
JERRIEIC R U CARIEZ W= HERH 5 (F 16) .

F16 U A NEHRIE ST D AROMEA BT D EE

1. Common (cystic)

BFIEX i3k B | sEfE B - AR BEORR
D ERiFERBREEC 6 I AREED MRI 2 X HEBERREDEREEL
(SRL-CVA-01) A 2 L, BMRCBCAEEZERE L | 1I22oVT, 1 FIiZAMEERT (146 B) i<

TVHBASNGORAE» LB | 1k, 1 BIXAREEL 20%0RME
2 .

Orphanet J Rare Dis MR 1 mZU‘J: : 2mg1H 1M 6 W A%HD MRI IZ L B EHFREDOBEER
2019; 14: 141 A& 3 | HREHIM AN 1mg LB IE | by e 006, —01%, +2.3%

T HE T 78E : 5~15ng/mL i 70N =70
:3ntern Med 2017; 56: 943- B ) 1 mg/B X4 2 mg/B }J@%%ﬁﬁ&lwuzﬂiﬁm MRI TIREM
Pediatrics ~ 2016; 137: |y 3 0.8mg/m21 B 2 A& ks 6 I—2AKRN 12 a— REFEDIBRKS (12—
20153257 BHE +J 78E : 10~15 ng/mL 228 AR 1x341&H PD
Am J Med Genet A 2015; K 1 1mg (0.08 mg/kg) > HBIRE UEEHRIC | BT VT I U MiE, TR, BEARHMEEBIE,
167A: 2209-12 11mg (0.61 mg/kg) £ THE RS DRI HE

—7J5. Acquired progressive lymphatic anomaly 1%, FE& #7211
VONENRE TR BHEOEEOFT RICES . REOF AR LTEREIT R,
ZBET D MEITIT LA LR, ERTRE SNIEHEITR,

PNEREIZONT S ARIEDOTFREGI

TRME Y CONBEITIIN R E ISR O LD N,
JENHEBL L, AREZHPIELY VB ENSE L EOWRENBAINTEY, AFEIZK

WHbHEEZD,

PLEX D ARIEDHE GRIEE
BB OIS b Xt 3R L

TiX, AHTIEINE T RMUICHWOILTWDEEBAL TH D,
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THEDOEE T, JHERERRAIFT I3 Y

F7o. FEEMEY
PSR

WM BN T, BBIEERFOBE TARERGHICY vz

D E(LT DREE

I, BETE T DIBHIENIR VB Lo VERBRO 9 b, [ERfE
DU NEYRIEE T D2 ENZUBLEEZ D, B, VU YEEIZHOWD

ISSVA 3 ¥ TIISE MR B CTlid7e <

S




W TdH D Z &S Lymphatic malformations (U >N E ) & SNTEBY, £, AHOEEHR CIX
TERY v/ NER GEHHEENZ) | MR & SN TnLZ EbikEx. U o YEE (U o EwE)
k%gﬂ‘a‘éo

kgL, EREEBROR L S 3EEBRICHOWTIL, SEAIEIIIEFICE SN DD, BB R
EHFEHEOUNEAREZ DL, —EOANMEIIHIFRFTE D EE XD, ERIEEIRBROXGSIL L iz
VONEPERIEIC DWW, EEE RN L3 11 1o 5 5 3 61 (Intern Med 2017; 56: 943-8, AmJ Med
Genet A 2015; 167A:2209-12) [ E 2 L OO —EDNFNFRD S, ARFD mTOR PLEMEH ITEEZE R
CHAENERHIFCED EEXOND 2 &, Fio, BIRATIL Y N IRRIE ISR T DSz L 7o KW
ERRNZ b EXD &, U NERBOBZW-CIREICKE L, RKED Y X7 %2+ B LT ERIA
AT 2D THIL, U o NEIRIEZ AREOREMRIIED D Z EITFHARTEDL LB R D,

Acquired progressive lymphatic anomaly & OVFEME Y o /STRIEIZOWTIEL, RO MBI 2 1 #
WINZ EnD, BRERTIIAEOR GG LT 2 LTt chne B2 5,

PLEXD | Hix, REOERGIRERGBENRET D A4EBLTHILIEIRYTHY . 2hiE - IR
FUTOLEY LT ENEUEERD, £, EE - ZIRICBEET HIERICEWNT, A FIAM
EBEI, EPWSNTEBEEXNR LT LELERMETIVLENDH DL EEZX D,

[%haE - 2R (%) ]
OV v IR i
O FEOEIRME Y v VEB R
UL oNENE (Vo EEHE) UL ONEEE, S A, U o NEYRIRSE

(FREHEIEN)

7R5 HiE - AEIZOWT

HEEH L, AEORHE « AHEICHOWT, UITFTOXHICHHLTWAS,

FERN 8RB O L - MET, IRE RT3 5 BRSO ST E . AIEOBIKGEETHD U
MNIREFIEE DR - HESEEZSZT 5L &I, HIEN 1mg DR THDL Z EABFEL, RO X HIC
BE LT,

BlfEHEIL, LA OFEN G, REEFE 1.0 m 2L EIX 2 mg, (RS 0.6 m2 LA E 1.0 m? KiiilE 1 mg
LT,

FREREHE LR O IRE BF 1262 mTOR HEEDOWEICET 2 A7 ~7 v 7 LE 22— (Acta

Derm Venereol 2016; 96: 448-52) 23\ T, AIEOBAMHEIL 1.6 mg/m?/ H RN b Lotz &,

WA C M ST IRE B A k5 & LT ARSROERR B OB H &1L 1.6 mg/m2H Tho7-Z &
(Pediatrics 2016; 137: e20153257, Orphanet J Rare Dis 2018; 13: 191)

RS FH A e RIS N R G SN ENIRE ISR T 28R 1.6 mg/mY B (72721, 2mg/H %

8% 72\Y) TdHh-o7-Z & (Orphanet] Rare Dis 2019; 14: 141) .

BEAGRD Y o/ IRE I IEE  (BN) ISR T o AREDEEHEITZ 2mg ThDH Z &,

FEAIT b 2 ARFEDO IR FTRE /2l D TR, HARAND 5k O 728K mRE (0.7m2) | A3 152
(Img) ZHKELIEHAIZ 1.6mg/m?IZi% YT kK mAE (0.6m?2) E42EET L&, ABRroOEHRIL
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W CHRKREEO TR (0.6 m2LLE) 23%7E Lz LT, (KRR A 1.0 m? K D85 A& 1XBHAAREH &% 1mg
ETHZENBEYLEERT L,

HEE N7 7#REEIX, 5~15ng/mL & L (6.R1ZSM) | 1 HORRKHEZX, U o RE T lEE O 5K H
BA5%124mg & LT-,

BHEESL, UToEBG, 1HLEE L,

ARIEOHPINEE < (HARANY VA IREFHIEERH O i 1L 47.72410 KfH) [ 1 H 1[G TR
TR A BREERNICHERT T A Z RN ARETH D Ly
U U RE R IEE IS 2% GBS 1 H 1ETH L Z &,

VL ED X DICRRE Lo ik & CEAN 55 A4 i U 7o/ 2R, 52 8 RF S X IR0 1 &5 &,
Img 25 16, 2mg 28 451, 3mg 23 3, 4mg 7> 3B Tholz, HHEEHNNDOLZEMITONTIE, &hH&E
DN HENE FEER BN UXEE LT 2R D HivZe o7z,

FER FEIEBRIC B W T, REEO AR b, ZEMTFHFARETH 722 &b KIEO kL -
FEIXEMTEERRICEL D Z RN B X, 2k, AL, M N7 7REICG U CHEL R
THULENHD (6.RL)

PRI, A D AL - EZEM TERRICEC TUTO LB RET 2 ZENHEI LB R 5, £z,
MmMAREDE=2 1 > 7% L HEEITEICOWTE, M CERERUERE T OBEHME S VT,
EYNZE WS D B ER D D,

[ - & (%) ]

Y R i BEE)
W ATy e Y AR L T2mg 2 1 B 1EREAKRGT 5, Zd, BEORREIZ LY EEHEET 2
A, 1H1E4mg ZBZRNT L,

(HEIRYE Y o VE AR
WHE, Yu U AAE LT, RERES 1.0 m L EOBEAIE 2 mg, 1.0 M RiEDHEIE | mg ZBMAHE
ELLH1ERAFEST S, DIfgIE, I b7 7RESERFOREBIZL VG RTS8, 1 H 1
[0 4 mg X 722 &,

(FRRHRIEN)

7.R.6 BIEIRFTEHE OBRINEIHIZOWT
HEEE L. BOERGERICHE 17 O XL 5 R ER 265 & L bR AE 25 mE LT\ 5,

# 17 FHREREEETF (B
BE B ERAERTICEBT 2 AROREMR CFEORE
RESE R =
NBREE UL RS (VL BER) L UV BIEE, I MEXIRY Lo VERRE D B
HEEERIE | &6 (RN 5E15 100 41)
BEHHE 52
- BE R GEER, ME BRI, ABHE. BEEES)
c AL ERY (k- HE, £8 LEES33EH, &58/)
- AEERECOFARORE FHEERLOIFAROAE, A4, R5RE. REMRS)
- FR, KE, 2FRE, Mk - BEROFE, Mk
- MAPAREE
c R—2 5 A VOBRFICHT 2RI E- S BRI RHE
- FEFR (BBA, 525E. &R AEKOFLOFE, AEEOREBRS)
- AESRICET A BRREE

ERREHA
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PRSI, PREN SRR OFEGIEI IO TIROEN TR Y | AEDORLEIRGER (1T —EROIEFNZEIT 5
T—A e RYICERT OMERDH D T LD, HEEDRTEL TWD X oIS, BERZ IR E LIciE
WOE A Z FZM T2 Z L PEY TH L LB XD, AEREIT, JR LT D 4RBEZLENIZONT
—EBDIEFNEET 27 =203 GF0oN5 L0, ERTREELEE L TRETOLERDH D EERD,

. BUE, FLSIEGIRMDSFREZRAIY & LT, ARIEOBRIAINBRE T TH Y . AR L HRIC, M
BB GTENAMENRE RS - IRE a2 R & L2 EM B EOIERIERFEER (NPC-12T-CVA
BR) MBUEFET TH S,

8. B X AAGEHBEICHAMT REERNIIR 2B A AR R B OWEE Ok
8.1 HEEMEmMRAEERICKT D88 O

RIS, EEHEGREOMWE., AL ONLEMEOMRZEIZET 2 EAOREICIE D X AR HEEICR
P _REERHIR L CEAMEEmRE 2 e L, T OME, 1B SN KB HEERHI KDV TRE
119 Z I OWTEHREIL 2RV S D & B I L7,

8.2 GCP HEHIFAERE RT3 2 M8 0| Wr

RIS, EESAREOME., AR VL2 OMAZEZEET 2RO BRI D ZAGEHFEEIZIR
P _& &k (CTD5.3.5.2-1) 1Zxf L C GCP FEHFHE %l L7-, ZOfER., BH I N/ AR P HE R
ICHASNWTEELITO 2 EIZOWTEEIZZR W E O &I L7,

9. FEHE (1) 1R DA
fEHSNIEER G Adn B OERE ) o EIRE (U YEBIE (U o EwIE) L U B EE,
=N LIF RN o NEPEIRIE) (S 2 AR S, BBOONIEANRT 4y haeHiE R D LK
EVEIFFARTTEEE B2 D, Adn HITEEHENE Y VB RE (U Y8 (U B wig) o U v NERE,
=N DIFR Y 2 NEPRIRIE) (2R 2T R ROBERIK 2 T2 b0 TH Y | IMRNERN H
HEERD,
B ek TOMG 2B E 2 TRICIBEDR 20 SR T 2561213, KB 2GR L TEL AN
EEXD,
Uk
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EEHE (2

M348 6H

REEmHE
Bk 2 4] F/%U AREE1mg
[— fix 4] veUAax

(B & #] 7 —UL7 7 —~f&tHt
[(HFEHFEHB] Sf341H25H

[ AR — ]
BlEED E R,

1. BEANE

B @A OZ O% OBEICB T 2FEOHMIKIZ, LTO LB Thb, B, AEMBHEOFME
BliX, KELBIZOWTOHEMEZEENSL OB UHEICHS X, [EREFREISR A 2B 2 51
ZEDEEICET HE] (CFak 20412 A 25 HfHF 205#5$ 8 5) OHEIZL Y., B4 L.

B

1.1 BHERNEZEEHIZONT
HAWEHICBW T, BERE (1) ICR&E L7 [7.R1 AZMEICHWWT) KR [7.R2 ZaMEIZHOWT
BT DB O HIKHIT M EE N b XS LT,

12 %hEE - FRITHO>NT

HR#HRICBWT, LFTo L) REASH S, Fa®SE (D) I8 Lz [7.R4 26 - ZIRIZHON

T BT 2 ORI Z ED bR S vz,

o UV ONEIRIEE XIERT EEIRBROMRIITE TN TV RN DD, U 2 VERRIE IS5 LA
BH-Zh, MRIFHMIC LV IRE DK/ INRRO LN ORER DL Z L b E 25 & AR
JSIZ Y LOoNEYIBRIE A G D Z L ICRIBEIT VW E B X D,

o AEDU R LEEE X, AREREY R BFIHEHIND LD, WIS R DAY o ERRIC
DWNT, FEMIZREFREZ AT REELE R D,

PEREIL, AREDOLIRE - 2R L ORI - ZVRICBET 2 HEE AU T O X S ICRET D 2 & 238 &l

L7z, F7o, ARENEG R BE IR SN D L5, ZWARESEMFERROBIILE (K520 %

[ZDWT, B TR IE RIS 5 2 & 2%t &l L7z,

[Zhae - 2hR]
O >/ WA i e
O FRLOEEIETE Y o R
Vo NERE () Vo NERE) D Vo SEIERE, S A, U L SERIRSE

CTARERE )
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[ZhfE - ZhEICBET 51k ]
U 2 RAE Fi5 NEE )

1. AAIOERIC STz > TL, AT HEIATER B IRAF IR FE M R 2 B3 2 AT 8E D Y
>R B IESE lymphangioleiomyomatosis (LAM) F2Wr L ESE 4 2 2 [ CHEE 2 I S T- BB E & % e
ETHZ Lk,

(BEIRYE ) o~ VE R )
2. ABOFERICHIz->TE, A RIA BB ELK SN BT ERP LT LI L,
CRAREREM)

1.3 A - ARIZOW\T

HHEICB T, FBAEmRS (1) ICFEE L [7.R5 FYE - AEICOW T B3 2 o 13 5
MZEN DS,

Ber L, ASEOME - HEROHNE - HEICEET 2EEZLLTO X S ITHRET D 2 & A% &k
L7,

CHIE - A&
U 7 RAE fi e )
W, AT Y ARxELT2mg 2 1 B LE@EARET 5, el BEOIRIEIZ LV @I
L2, 1H1FE4mg #2202 &,
(HEIRYE Y v VE R
W, e AR LT, RERERES 1.0 m Y EOFEITL2 mg, 1.0 m RiEOHEIL 1 mg & BEH
BEXL OIHIERO#FETSD, DkiE, b7 7RECRFOREICE WG EA2FHET 528, 1
H1F4mg #7202 &,

CTAREREM)
[HE - HEICRE 5 1EE ]
BhEEIL )
1 @IEEOERRICAR Z G LIGE, MPRENENT 5 & OWMERH 5, LE Lk
FEZfRrCE 289, AFOREGRIT, BRIEERFOWFhNr—ELETDHI L,
2. AAOMF ~ T 7 RESLEGEOEIH, FEVERMKEDIILY 2 7 03804 5 aTaetEns &
%o FEMEMRENFER LI2GEE, R, BEEIISCT, UTORLEZBE L, IRFEIP

T35z L,
MR R 2R3 - ik B %

JEAR B 5.0 A%

IEREfEIE CHfEAT RO RE O B Gkt
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AlG — TNTI/ a7 s

AKT — asrA % F—YB

ALT Alanine aminotransferase TI57=VT ) NG UART =T —E8
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BMI Body mass index —
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CYP Cytochrome P450 >~ 7 1 2 P450

FAS Full analysis set e KA R G E H
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International council for harmonisation
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