EMEEEMENER (FR BEERFER) OB ST (HE)

SHB8ESH19H
AwEEAN B RN SERRRE 2 —

B3 & IIHEORMELEERHINE 2 SFSESHIORIZERLUELE, 58 20 B S@EATY, 2EMIE
pmda DAR—ALR—YDERMNXEETEIZ XN,

(N H %) B SR QL L5 SR R
5 | EEXER % GQ/HA #Ala—F BB A % fii (M) B %l
429 |4V Cy 2 A7l 100meg | #EE 100mglC 11,137.40 | &
LVaN&s+1-17-574Y— | FEDR/100mg (7zR5F=7,L
PSPAAYD) <)

(BRBS) 7 = N 5F =T IREIE KR

PUEMERRE, VXAFF—EY (JAK) HEE,

(%h8E-RNR) B BERRHEEE,

(R -FHE) X 1 H 400mg z 1 B 1 A5, EEORBIZIVERRE.

AFHESIZEVEWERANRB UG8 MY XEOEEE SEITARE, BEXIEF LTS, /2, 200mg
TRAUENMEONRVEEIT. AR DREEFIET S,

AFREIZEDV IV T IEE TG40, HEE(1 H 100mg M E2HZ)DEEIY BiRHAH 24 H
EEE

g BB AEIEE (/17 F =2 275> 2(CLer) 15mL/min Bk 30mL/min &) £ 572 EEIT 5T
55E1F. AF D 1 EEE% 200mg IZEET 5,
-5V CYP3A FHEXRIL A T2HEICIE. AFID 1 BAER 200mg IZBET 5, £/-. 58\ CYP3A FHEH
COFHEEERTRIZE. AF % 300mg I2EEL, —EHE#R 5% 400me IZEET 5,
(FEEMERE) £12 CYP3A TRE# XN, —3BIE CYP2CL9 Izk->TEREBIND, /-, KFIL CYP3A,
CYP2C19, CYP2D6, OCT2, MATE] KU MATE2-K IZxfUCPHEERAERT,
(TeFksFe)
T RIF =T, YXAFF—E (JAK) 2 1T TR HEER2ET2ELFILENTH D, 72 RIF =T,
JAK2 DFRDY T FIV5ESF(STAT F) DV VLR HETRH I EIC LY, EEEENHIERE R,
2 B EEXER A (&R # Al a—F OB 7 ¥ i (M) &
399 | VR AAh T Img Ef lmglC 46,062.10 | B A
n 1.5mg Img:PVO 1 1.5mglC 57,114.90
" 2.5mg 1.5mg:PVO 1.5 2.5mglC 95,190.70
" 5mg 2.5mg:PVO 2.5 5mglC 190,381.30
" 10mg 5mg:PVO 5 10mglC 355,689.50
(IPSEN) | 10mg:PVO 10
(BREA)SanNoFy
VF A VBB RIR v fEENE,
(ZhBE -3 ) AT B L AR B AUE,
(HEE-HE) AN S BULOZREF 10 U EDOERIZ, TROAE(GERZESE)2 1 H 1 BEE+HX
BBRERICEE, 7V 77y TRERIE, TROBE(ZLVL7 7y RS 1~4588)% 1 H 1 H 4 BHE., 2D
#%. TROHFEOLV77y /RS 5EBELE) 2 1 H 1 [H 8B (8 BMRERET LY VY I EHRL T
BE1E. VT TV T INERTHET 4 BB TER) BETIBERIZHR S, BEOREBIZIVEERE.
. VY7 THERE
o BT T ag D
= AR OBAEDS I U/ 5mg 20mg 10mg
fRE 10kg Lk 20kg Fi% 2.5mg 10mg 5mg
BEOERID | KE 20kg L E 40kg R 3mg 12.5mg 6mg
/NR fAE 40kg BLE 60kg FKif 4mg 15mg 7.5mg
fKE 60kg DAL 5mg 20mg 10mg

V777 BB DR RE 25 BT EERRERIC £ U S IR IEE
TV Ty T DFEBRRORERI, F2T VT Ty TREBREUZGEE. 7V 77y T DOFEERD 1 BEORS
MOBEERET D,
10mg A7V Z DD EBD ATV EDE TEYZENRFEIITINT RV ED, 20mg %57 5K
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1$10mg Z 7 eIVAE 2 7V EFERT5, £/2, 10mg, 12.5mg XU 15mg 2% 5358 10mg 77w
K1 TN FDMDEED I TN EHAEHOETHRET S,

BBEMENAED SNV E IR, AFIDRBE, KEXIRESFIEERETTS, BEEZTHOHEL. BMIXEDEE
SEIZT 5, BEETOTERBUENRDOSNRVHEEIL. BEBETAILNTESD, 3RELB2EE:
B3 S5AI0% BREMEOES 2 EEIZKRETT 5,

-HFTEE D CYP3A FHEFIEARFI L DHRILET, REBEEADEEFL2EE TS, fHANEITONRVGEIX K
MXEDRESEZIIAFDREELRET S,

(BER) i@ SUSERU TS A REM D H S0, BE DIFHEREEE (Child-Pugh 2% C) 2 B35 8%, L4

v ABEIFEDERE,

(BEHEBR)CAIV A BF], 38 CYP3AFHER (A MaFV =)L, YUNFELEEERE], 75) AuxA(Y Vv EE

BRI RS aFV =), RV I F =)L, TV RV TRIVEE, AV ARy NEBEEF], vVF =T ZIFE

WV TR )—VAIMEEEK, 0FT77L=7),

(FEEMERE) 12 CYP3A T REMIN S,

(feFItsFe)

AT B AL MG HE BT AUE (FOP) I3, B4 /32 & (BMP) BIS &Kk THh5 ACVR] DELEZFERIZER

THEETHY ., FOPIZBII B EMMEEEDERDFEIRIZIZBMP ¥ 7 FIVEERKAIE S LTS, BMP &

7' FIUE ACVRI D FFREDY I FIEES FTHD Smadl/5/8 DV VELE N L TEEXNSA, ST T

UNE VF OV R v (RARY )EEIZETHY . RARY 2/ LT Smadl/5/8 DV Vet #HETEIL T,

MEMEDOLEHET S,
o EXE W2 (&&4) HAR-BE A ¥ M (M) ARl
399 | RYa /I FPRHARK 100% (Ultragenyx Japan) 100%500mL1 #& | 734,770.00 | a
(B#ES) NONTE IV

W S

lgFNIANTRIAY 1g

(Xhee - %R ) RIS RE EFIE,

(F-AR) UTOHEREFAVWTEHUAAFID | BRREE% 4 BIZH TROXIIRERE, SHENBIT
BIDCLIZXHT2AKNDEIS 11X, 10% S8, 2~3 BEIZHN 5% 3 M35, BIEHEIZ 25~35%+ T3
M, BEDOREBIIEU CEEER,

1 B 58 (mL) =1 Hd=VnHa) —EEE (DCI) (kcal) X DCLIZR§ 2 AKDE& 8.3 (kcal/mL)

AKID 1 BB EEDEHIZH /2> TE, BEDOEHRBIZIGUT 1 BHhZY DAY —EERE (DCD) 2R ET
%, FERKROIIRTIE, D E#RE L Lk U TR EED EICNEL 2D 2L D, ik - AEDOFHERFD
8.3kcal/mL IZARFIDEALIH -V DEAETH 5,

-thEABRAEE M) 27V ) R(MCT) 2SR D EBEHE T, AFIOBBHAZ (1 BRREE)2EED MCT D% 5ELH
BLIEHIEMNAEE, MCT O 5-2L A= CHIAT 254, IDCLIZW T 2AFIDE| S |IWEZEETHD 25~
35%IETHET, 2~3 HEIIHN 5% TOHEETS,

-BEEEDHKE &) 520, ARNIERDOFFHRELT T, BENTHERIEERAE X SEFL BT THRE
5,

-EBEEZDHRFIZIVEABENESNNEEIZE 1 BHEVOREERE 4 BEL L, 1 EHEYOREES
WET 5, F/-. BERSDGH AL 1 BH/-DD%RERHEEZ 20~30 U EELT5, INSDOXMIG 2T TERR
ENESNRNEEIZIE. 1 HH 2D DBREELZFBET D, BERKERINEELUZIZEIZIE BIEEEXTHEE T2
LEEETD, BIEEZTOHEENTIRWES, RAMAZ 2R 5, BB FICEBEEE RO N
BEIL. HEEROERE 2 EE T 5,

(HHEER) UN—YDEETH D, /-, REIDOFEEREYTHENTZUEEIZOATI KO OAT3 I3 2HE

VERMEEDSNT VS,

(RARMFOER)

CBEXIIREEIIN U AFOFAM B EROIRAFEEZEET S,

AFNIEDFE £ M4T 5,

(RARAMBOER)

ARENEHEHEDHEIME (AT VLA HFTA, RSOy, GEERY TF LY (HDPE). (ERERY TFL
VORVDIL AV ROV V) DEE FIERAVIVIREHENY T2 HVT, AF 2 AN IIKZ S5 T5, R AF
LY RORVIEE =V (PVC) Bl RE, HEAV) VY RCHENY FH N PVC D74 —F 1V Fa—
T3 BENHITEIEETNLH D0, FHLE,

RBOF/ERFOER)

SEERREBEER AT EE REEANT, BRIV IOREENY TEROTAFID 1 [MRE5EE2E
ELTHIA, IKEELTHSHRET S,

AFEEERE XITIREDESIL. TR EURWVIGES, BBIRET 24 BEUAIZEST 5,

(BEREROER)

SEY) R BRBRIIERARS IS IN I EREEANT, @RV IDHENY T EHAWVTAFOD | BHREE
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REHELTIX, & <(E'b bff)\b’d‘< HETE, TIHRETEIRWVEAIIEET S,

cTA—=T AV T Fa—T DHALE BTS20, KFNIFERDEEHE L\,
(feFIsFe)
ESHiB R R R EE (LC-FAOD) &, REEREHFEONRIETIERZDELRFERICIZELRAMAKREMEDE
EHEEETHY, LC-FAOD TIXAERFEED B FAILMEE XN, TCA Y1 7V DOEEENMET L, TRVF—KRZ
&Y SRR (R M MR ISR, ODFES % 295, AFIL 27V B VBRI EHRBEIEREETH B
TRUEE S DFIEELTEY., BROBERIZEKRNTATIVBENERINDS, NTRUEENSIZTCA Y12
DEBTHZT7EFIV CoA L TCAYAZNDHFBHEATH DAY =)V CoOA BERIND =D, AFIDHEIZL
). LC-FAOD 28} 2 g e R DRE R O T AN F—EEDR LD INS,
KEFER IR G BEHIR (1 [E 14 HAFE T3,

(i & &)
| E X R4 (&) OBy i (M) #
729 | ZARIIVE ANEEE 2mL 25.79% 2mL1#Rk 2,261 | AL
n Yy 5mL 25.79% b5mLI1fd 4,930
n 7.5mL 25.79%7.5mL1f& 7,098
n 10mL (X1xI)) 25.79% 10mLI1f& 9,193
(XL
(B¥ED) TR T "oV KF
BRBIIEA A M MRI &,
B %) BREAIZIVV I IHDERE
¥ 2mL HRZT NSk 515.8mg
xS Y 5mL (FEAMELT) 1289.5mg
Bt EE Uy 7.5mL 1934.3mg
= FESY Y 10mL 2579.0mg
(e - R KL/ IV — 2 —WBIREICH T2 - BEER ., e - ISR,
(A RAKRO/NRIZ, AF 0.1mL/kg 28 RAE S,
(feFIteFe)
AENIEHMED GA*T 2 EOBREBEDIEAAVENR) I LFL—M HFEETINERTHY, KERF
OB BRI k) REREEEEDESHES EREXES,
(BEEESHE W
HEA &R & E BB AL 3 fli ()
77— IRABERE 1 N4 7 (1mL) 1= 4 72,716,528
(FoN17) | 12.5 X108 @D LR (EABE#SErY N EH
(5% IAFINANEKFVREED FREEAT)
HRERERL I RE)
(EBRDINVTF 7145708V
b MM ERRT AN T8,
AEDEBBAARTHY, b MNEE) BEBEHRMERBMAEIC, Notch-12 NN 7EDMEARAC Y2 I1—RT5
BEFEEOCTIAINEZEAL, BREEELLED, ANATIVNGR5,
(b8 - ZhR I M) SMEMEAHRZIZLES BRI DEE R DI E,
(- AEXIIMERFE) A, £S5 X104 (300 u L) Ok %z . ERRSEREYYy e HWEE
MR FRIZ LY, BB UMD BRI BHET 5, BEEE DO/NLIE R % 8D EE AL ERIZ E 5 3D DB HER
B | 2o, 1BHERE DD MERER100 u L RIELRH S5~ 6mmEkE COEmC, 1EfFdH )20 u LEHET 5,
B | EAEEIYIOLL/minkd3,

(BR-2b) EERZE. BREZ I (EAREEES),

(FHE-AH=XL)

AEEDVEREFIZBSNIINTOROD, BEZICHIEGECRBA N ABEFICIOBEINMEN T
TS 2R THHE S/ R AR ETE R F (FGF) -2 0 i MR D 1 FE & (R X 3 5.

(AR EDER) ARIZIEEBAEESURIEYTIILNS, AREFEALASAT. BAEESURL
(R7ed). TDELEBR S X IFELETLE S (Oy hES) FHEAH. FRALZBED KA RCMEFRELEEHL, DR
EE20FEMREET D,
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LR ) - i I TA X i (M)

TLaVzS) (ERT77—Y) 1 Fa—7(BESHERImML) | 18H1#E 55,306,737

1x10°fEDIEE 2 iPS Ml
kRN AR RIS AT

(B3T3 avl

v M TZReME AT T8,

AL, e (FERE) R MBI Y = R X=X ) EEFEAZTWERLAIPSHfE2EEL, 216
BRE X/ R NI VR IR T Hh 5,

(Zh8E - R XIIMEE) LA RN EF A 2 O BEOEYEIE T O BMENMESNZON—F UV REED
EENERDWE,

(- AEXIXMER )

(AR@OBHE) BAIL, FlH~D5.4x10%E% BREL LT, EMMEMICLY ., MEIOBFRIBET %, HBEED
INLIEE P 2385 3D DR EREEN S, 1R ERKH-VH1.8X 105E % 1 ~ 2mmfEFET6 ~ IE AN 2 1) TR iE
T2, FEAEEITNO.1uL/BLT 5,

(BRI T2 08RO E BiE U R SEBIERTER OS2 70 ARKM OS5 FHiER)

g 1. 1E0.03~ 0.15me/ke % | H 2. F 4 H 08 45 8 (5 5. D% . B d 57 S5~
10ng/mL& U, MM 7EBEEZE=R) VT URNOREEEFAT T, EMKICHRD SN-5EIE, BEML
RS 7EBE%210~20ng/mLE T 5, H55BEIEEZ BRI, EBI2EBNI CTER LIRS 2 F L5505 4
U THREHHE2ERE T2,
AREBAERTEDX71T0) LA ADF5IZIE, BIEEEI DA AU, REEEENIER L2V,
(22l BEFEREIE,
(R AH=XL)
ARIIBFRANDFEAEE ., RNI VR b - BRFA L, BHEERALIT B IZE W T RN VMBI DY EE A - 43 b
THERNRMEDRNIVEZEINXES, £/2. BBEORNRI VETEEDOEOMZFPWENHFIND,
(BHRW EDER) ARITIEEHEEESFERIZYTIILLS, AREFEALLEEE. BAERSEHFEE
(e 4). TDEER S X IFEER SOV INES), FHAEAH FHALZBED KL R CEFRELERL, FH
ERAENORBELUTALEE20FEMHRET 5,
HEEEGEGEHR & B OBy ¥ (M)

Ty AT BEE 1 X471 (3.0mL) By 167,077,222
(OPNIVTF4 A 77—7) | 1.2X10¥ R2&—7 ) I (ve)
(EETERE B DIR L & B L.
BEFIE)

(EBRD)AFXLITY FRINVRRY
A IVANRY A — B
Ashlk, EHEMEOBEFHEZ T T I EETAINVATHY, 7T ) EETANVAOBID TV RE VNI BEH
U A AT OIAN AT YN Y — /2R B-FIFUNAT VY RTOE—Z—DEIH FIZ MEREEE = o
—OVEEFEEL. 7T HEETAINVA2EID 2D DRIEH AL RBEFTID1 DI, BEABLZFOHFRNT ==V
TaRETEHIHBEINTEY, TOERLUT, BEWRRZAREDE A ELEFIEEINT NS,
(%hEE - RN I MERE) BREM: FFZMEAE, /272U, STAAVIFUAD &M DB E IR S,

. 2 EDEEIRET S,

= (R -AEXIMEAFE)1.2X104vg & ]~ 20 M CRERENICE IR 5, AT L)Y TRIVVERZD

B E R ERBIZEDRV) NHLEEIIIRFZERELRD,
AREREICE)FEEEEENREIRTLIIENHDIENS, NXEDERESE ISV RV Oy 0%kE52175,
BB BRI,

(FRHE-AH=XL)

BEREPIZ R S XN A R, BEDEH — 2 —0  UIHMBESIRGE L, L NSMNZ VNI E 2RI FHEER

TBHIL T, BEMHEMEICTTERERT, RBICEBEHIN-EEFRIRERRIT, ERMRE R aRIZ

HHARAEND LRIV —LE U TRAIZEEL, E BSMNA UV BRI ZE LU THET 5.

XHFFIY (BEF7E R, mMERE) .
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