e R

A Fn 5 4 10 A 31 H

[ 8 JR = 3K A

7 A PR

[k 78 4] OA 7 L v FEE10mg, @IRAALS> 21 10mg, GIRIODHE10mg,
DRI RIAvay7/NNEHSL Tng, ORI RTA4 a7/

103, 4mg, ©[FIFE2. 5 mg
[— % 4] UoS—n N
[H 5 & 4] AN )V RS
[FEEFEA H ] O~ fM44E12 H 14 |
©5f547H 13 H

(3 & A AR

SRS 10 A 27 BICBME SN EIEMLF AW T, AbHO—HZ

FARHBZAR L TCELI AW E S, BE - B8N EE
WCHET AL &N,
A B OFFEESMIL4FE L SN,

7K 58 2% 1)

B U A S B A FEO L, #OICE TS D b,
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FEHREE

SFB5410H 12 H
TRSTATEE N 38 S R g e A it

HGRHFHE D B > T2 FRLO BT 70 5 R RIS S COFARMERIT, LT LBV TH

éo

[k 72 4]
[— & 4]
[ GE #H]
[HFG4FA H ]

[AE - &8

[ & X 47
[%F 7C 9 H]
(SR04 ]

[ Al R

HFRD LB |

v

OA 7 L hE 10 mg, @FEHIRIS A 10 mg, @R OD $£10mg, @RI KT A 1 v
Z/NEA 517 mg. ®F K74 >va w7 /hNEf 103.4 mg, ®[FREE 2.5 mg

YR—nm R

A VR SRR

O~OFf44E12 A 14 H

®® 547 H 13 H

D1 U N—a P30 10mg 2 &5 T 5 8EH

@1 @Iz Y N—a X930 10 mg &G4 5 ERIA]

@1 gEFIZ Y N—a X9 10mg & &4 5 DIFENAEESE

@, GLEFIZY N—aFH N 51.7mg XFT1034mg = EHTDH RT7A4 v v 74l
®1 8T U N— P 25mg B EH T S EEA

O~@EFHERES (4) FzpeEEan,  (6) HH=EERE,

L

Pk i

fEH SN ER G Al H @ Fontan T2 IC36 1 5 fte - FERTERROMHIIZEE 4

HAMET RS, BOLNTARET v FEEE R D L ZRMEITFFATRE &I 5,
LB, RS EREEGE OISR T 2 FEORIR, R BFIZOWTE, TRROARBEMFEZA Lz 1

<. DFoBE

IRRWNCHHER O ETAR L TELXARWEHRT L, 2, HillFRO%

BLURILFEIZOWT, SHICHMRANLELEEZX D,

[ZhaE SUTBh R ]

O~®
DN

» FEFRIETIE MR Lo BN E L2 351 2 i MR A R OVA By R ZE AR E D FESEHN ]
- FURI AR ZERRAE  (PREDEIR AR E X OV AR FEARSE) IR M OV R4l



IR
o BRI AR ZEARE DO TEIE M OV B
- Fontan FIfiif 7428610 S ke - ZERRIERR O]

CTRAREREM)
@, ®
R I AR ZEARIE DR S ONFR S i
- Fontan FTHEITHZIC 51T 5 it - FERR TR O il
CTRAREREM)
©
A
o NBImAT AR A T O R ENIRE BB I T D A - ZERTE RO I
AN
- Fontan FTEITZIC 31T 5 it - FERR TR O il
(R ENN)
CHIVE K OV & ]
O~

o FEFPIELIENE Lo GEANEN B 235 1T 2 e i M 25 R R OV B P ZE R E D FESES ]
WL, RAZIEY N—a PR L LT15mg & 1 H 1EBZRICEROREGT 5, B, BEEOHD
BT L CIE, BHEOREITISTUT10mgl H 1 ENCHEET 5,
o B R AR FERRAE O TRIR K O T4
DN
RN VTR IR AR RE SO A2 ZEARE IR FE 2 DT 3MRFIL Y N—m 33 & L T15mg
Z1H2EEZICERO#FELEL, Z0%IT15mg % 1 H 1REZICROBET 5,
/N
WE . RE 30 kg LLEO/NRIZIZY N—a X P L LT15mg % 1 H 1 EAHBICRAKRET S,
- Fontan FAfT a1 THIC 81T B ifnte - ZERRTEER O il
Wi, KE 50 kg LA EO/NRIZIE Y N—a Y8 L LT10mg & 1 H 1 ER OB 5T 5,
(FH#EEsE)

@, ®

- B R i AR FERRAE D IR K O FE 4
W, KE 2.6 kg LA L 12 kg R o/NRICIT FRRoOfAELZ 1 REE L, 1 H 3EKROEET 5, (KE
12 kg LLE 30 kg Riiio/NNRICIFZ Y N—ax P8 LT5mg & 1 B 2[A, (K& 30kg LA ED/RNEIC
IX15mg 7 1 B 1EEAEEGT 5, Wb 228 TG L, 1 B 1[E 2FEED 3 EE S
BWTIE, 22K 24 BifE, 59 12 B R O 8 BEf B & I 5 5,




# 1 TR FEARAE OTR IR M P SEHIH]) (CBEd D 5 ER

1 (A&
(LNEES (U "= %30 1 mg 1TBEIK L mL IZFY) 1 A&
1H1MH 1H2[MH 1H3[F
2.6 kg L4k 3 kg Al 0.8 mg 2.4mg
3 kg ULk 4 kg Al 0.9 mg 2.7mg
4 kg L F 5 kg A 1.4 mg 4.2 mg
5 kg LAk 7 kg Al 1.6 mg 4.8 mg
7 kg LA | 8 kg A 1.8 mg 5.4 mg
8 kg LAk 9 kg Al 2.4 mg 7.2mg
9 kg LA 10 kg A 2.8 mg 8.4 mg
10 kg LA _F 12 kg At 3.0 mg 9.0 mg
12 kg LA 30 kg At 5mg 10 mg
30kg UL E 15 mg 15 mg

- Fontan FHTHEAT# (23610 D ifuAe - FERTE R D 1

W 2 Eo/NRICE, MEISCCFaoE4 1 mES L 1 2B H1RRO&REGS
5, 1 HI1BKOQR2 FHEGIZBWTL, F21U6 24 B A O 12 BB = 1253 5,

7% 2 TFontan FTAEITRICH T D ifnte - AT O] (BT 5 &5 8%
[A] &
(U = X430 1 mg 135 o
EH i L mL - g Lot
1H 1M 1H 21
7 kg UL | 8 kg Al 1img 2.2mg
8 kg P F 10 kg A 1.6 mg 3.2mg
10 kg DL 12 kg A 1.7mg 3.4 mg
12 kg LA I 20 kg A 2.0 mg 4.0 mg
20 kg VL | 30 kg At 2.5mg 5.0 mg
30 kg LA - 50 kg A 7.5 mg 7.5mg
50 kg 2L B 10 mg 10 mg

(FREHBIEIN)

« P AT AR T 1% O RAH BRI BB A (S 1) B iR - FERRTE KO H]

W AR N—aF PR L LT25mg & 1 H 2 EREO#ET 5,
- Fontan FAiif 78412381 2 1mAe - ZERTE AL O]

WE . REE 20 kg BLE 30 kg B O/NBICIZ Y N—a o3k LT 25mg & 1 H 2 8], (K 30 kg L
50 kg Ko/ NRICIZ75mg & 1 B 1EEOHEET 5,

QN SIBEN)

& G8 & 1F]

ER Y R0 EEAEARED L ECERT S L,
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[HEG4FA H ]

[AIE - &8

[HREEREDZIRE -
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A

OA 7Y L ME 10 mg, @FRIAKIS L 10 mg, @R OD $£10mg, @R K74 21
7N 51.7mg. ®F K74 > v w7 /hEH 103.4 mg, @[FREE 2.5 mg

UoR—nm FH oy

A TV EE RS

O~OFf44E12 A 14 H

®® 547 H 13 H

D1 gEFIZ Y N—a P30 10 mg & 549 5 5EA]

@1 @Iz Y N—a X1 10 mg &G4 5 ERIA]

@LEEHIC Y N—r X 10mg ZEHT D 1N AR SE

@, @LEFIZY N—aFH N 517mg T 1034mg =5 H T H K74 vy 74l
®1 I U N— P30 25mg a5 AT D EEA

AR

« FEFRIETIE MR Lo BN T 35 1T 2 i MR A Ko OVA By R ZE AR E D FESEHN ]
- FURIARZERRAE  (PRADEIR AR SE K OV AR TEARSE) O IRiE M OV R4l
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®

DUN
_ FBMAT AR AT % O R BIIRA BB 1231 £ AR - FERRIE RO HH]
AN

- Fontan 1% O e R ZERHEIZI T £ fife - FEFE AL HH]

(TR A mhEN)

[FREERFO YL - &)
O~®
o FEFPIBLIEME LB ANED B 2 35 1T B i i MR 27 v R OV By P ZE R E D FE S ]

W, RAIZIEY N—aFH N L LT15mg &2 1 A 1 RBRICROKRET 5, B, BEEOHD

BEICR LTI, B REORE IS U T10mgl A 1EICREET 5,
o BRI AR ZERRIE D59 K OFFF6 )

TIN

W RN TSR R AL RE SOV A ZEARE IR FE 2 DT 3MRENIL Y S —m 43 & LT 15mg

Z1H2BE®RZBICEAREL, TO%IT15mg % 1 H 1 RIRZICROEEST 5,

/N

W, RE 30kg A LEO/NRIZIT Y N—m %o L LC15mg & 1 H L EBRICERO#FEEGT 5,
- Fontan Fifitg D5 R4 BABFICIS T B e - FERTE R ]

i, (KFES0kg UL EO/NRIZIF Y N—a RN L L C10mg & 1 H L EREOHEG 35,

(FHREEA [B1EN)

@, ®
- B R AR ZEARE D YRR K ONEF 4]
W, AE 26 kg LLE 12kg RiEO/NRICIT FRRofELZ 1 EE S L, 1 H 3 ERA#ELT 5, (K&
12 kg LA E 30 kg Rifo/NRICiT Y N—m P L LC5mg & 1 H 2[E, {AFE 30kg L ED/NEIC
IZ15mg # 1 B 1EREAKREGT 5, Wb 2GR4T TG L, 1 B 1[E 2EKEO 3 E#HEIZ
BWTIE, TR 24 Bifi), 59 12 B RO 8 BEf B & I 51 5,

# 1 TEpRI AR ZEARTE OIRHR K OV I | (2B D& G-8ER

1[El&
(ENEES (U N—w 930 1 mg TR 1 mL (ZFEY) 1HHE
1H1[MH 1H2[MH 1 H 3[H
2.6 kg LA F 3 kg Al 0.8 mg 2.4mg
3 kg ULk 4 kg A 0.9 mg 2.7mg
4 kg LA F 5 kg A 1.4 mg 4.2 mg
5 kg LA E 7 kg A 1.6 mg 48 mg
7 kg UL | 8 kg AR 1.8 mg 5.4 mg
8 kg LA I 9 kg Al 2.4 mg 7.2 mg
9 kg VL I 10 kg A 2.8 mg 8.4 mg
10 kg LA 1= 12 kg Al 3.0 mg 9.0 mg
12 kg L4 | 30 kg At 5 mg 10 mg
30 kg UL I 15 mg 15 mg
2

£ 79 Lb 1B 10mg fil_rS o = AR S _g



- Fontan 1% O e R HEREZI T £ Mt - FERIZ AL O]

W ARE 7 kg PLE 30 kg REO/NEICIE FRROfAEA 1EEE L. 1 H 2EEO#&S54 5, KHE 30 kg

L E 50 kg RO/ NRIZIE Y S—m N L LT 75mg &, KH 50kg L EO/NRIZIF 10mg & 1

H1FEEOEST 5, 1 HLEEOR2 BIESIZBW T, FRENE 24 B K O 12 B3 X o8&

545,

# 2 [Fontan FHfitg O KM OKEBBEICE T D ite - FERTER OS] (BT 55 8%

1 (B &

(U N—w FH /3 1 mg 135 o
3:: i 1 mL 424 Lo

1H 1M 1H 2
7 kg LA | 8 kg A 1.1mg 2.2mg
8 kg LA_| 10 kg Al 1.6 mg 3.2mg
10 kg VL k= 12 kg A 1.7mg 3.4 mg
12 kg VL | 20 kg Al 2.0mg 4.0 mg
20 kg L4 | 30 kg At 2.5mg 5.0 mg
30 kg LA I 50 kg A 7.5mg 7.5mg
50 kg 2L & 10 mg 10 mg

- T AT FREEARTHEAT 2 D AAEBIRA B H 1610 5 infe - FERRTE RO #dil]

W, AR N—aF PR L LT25mg & 1 H 2 BEREAFKST 5,

- Fontan it o S R DR BRI 2881 A MAe - ZERRIE Ak D #11il

K 20 kg LA E 30 kg ARG D/NRICIT Y N—m Y3 L LT25mg & 1 H 28], {KH 30 kg LA

50 kg K o/NRIZIZ7E5mg A 1 B 1EEOHEEGT 5,

© © N o g~ w N e T

(FARESAS R N)
H ]
SRS FE L OREAE K OSMENZ 31T DRI BT DB E 4
AEIZ BT D R OB IZ 51T DA DMIME ..o 4
FHERG AR FEERRABR I Z B9 2 BB OB I35 1T DB A DB oo 4
FERR A B RERAER (2 B3 5 BB R ORI (Z 35 1T D B AL DHEMS oo, 4
FVERBR BT 2 ERH R OIS I 1T DA DMK oo 5
AW HEF AR e OB 2 4T ids, BRPRSEERRABR (2 B9 2 B RRE DNIHRE I Z 35 1 D 3 A ORI 5
FERIR B9 M M OV IR 22 M2 B9 25 BRI ONTHEAE IZ 35 1T D A DB .o, 12
PEARIC & 2 AGRH FE SIS 97~ S EORHIAR 2 0 B PR A R OBERE DT oo 32
FAME (1) VERRFICIS T DHRATIA ovvoeeee s 32

[ R — ]
BIEEDEERD,

3
A 7 L I 10mg /S A VSRR RS



1. BFRXIIZROBER OHNEICRIT 2FERRICET 28645

Fontan Fiffid, —H DOLBERSCAR 372 BEFREFIT LY O SEE IR EE 2R L= O SR
PEDEREERE 2RI, BMEBMIE (F7 / —8) okE L DERBAMOBREZ B L LTIT 5 Fif
THY (Ll 2020;52:815-21) | BIfEIX A TI% % v 7= EC 12 k5 TCPC iR i ¢ 5., Fontan T
itz B Clk, M/ MRERETLHE, 7'e 7 A » SIRTF, 7 F b r v b v M Al OB R O TTHECHREE
FOREBEIR TS S TH Y (I Thorac Cardiovasc Surg 2014; 147: 1284-90) . £ 7-. HrkEEMEHECHUML
NIRRT TR N T L NIMARTEREIC X DA OERRIN - L 72D 2 &6, Bl R SR
BE3RIC K D fte TRERSE & s (Circulation 2008; 117: 85-92)

AKX, Bayer HealthCare £t (Ei, Bayer 1) 23AI# L7=, OG- rIRE7: FXa O EHEHLERTH 5,
AIIT, FXa 2 BIRACBET D 2 L0 X 0 Mgk R 25 U, ARz 45,

AFCTlE, RO (10 KON 15mg §E) 28 2012 4E 1 H1C TIERBYEME O EMEIERE 21T 2 R
PERM 2R R OVE By PR FEARIE OFSFEPNH] | . 2015 4F 9 A1 [VREER R M ARAE K& OViti b ZERRIE DIEH K OY
FRIEANH] | DOAIEE - R THEFR S, 2021 4E 1 A1 THRR AR ZERRIE O TER K OFFEH]) 12635 /0
ROME - HEMNAKRISNTND, £, AFEOMKI /025 2015 4 9 A KO 12 HiFONZ 2021 4 1 A
(2. AHED OD $E7° 2020 4F 8 H KN 2021 4E 1 H I LRt ke « DT, AKEDO/PNERH RS A vm v
28 2021 4F 1 AT THRIRIMAR ZERRIE ORI & OVFRF NI ) DORREE - 2R THERRBIN TN D, 61T, A3
DOEEA] (2.5 mg §E) 23 2022 4 6 A2 [FEMAT AR M 7% O R M ENIRE BRI 1T 5 Mte - &R T
RO DhEE « DR THEBINLTND,

WAL CIE, ARIRIT, 2008 4ELIKE, NVAF BE ISR 1T B IMzE i & OV By PR FEARE O FJESIH], N
AR RFANTHEITEAICBIT D VTE OIEMH, DVT O PE ORI M OFIREIMH], ACS O EEICR
J 57T u— At N s o], CAD B#E XX PAD BEIZHBIT LT 7T v — Al X ho
PR D200 - ZVRCTRR S hu, 2023 42 7 ABIUE, kA& Te 130 A O EXIIHIK TAR ST
W%, Fontan Fifrf D Se R LR IBIEE I 5 Ae - ZERIERLOINHNILR D H#ISIZ- OV Tid, 2021 4
12 AIZKETHERE I N TV D,

A, Fontan T4 o0 S KM DR RS b G & U 7= [EI B L R 55 T AR AR BR ARG 2 27 4R L & L ¢
[Fontan T D Je Rk IRBBH BT D Iie - R OME]] ORhfE - ZHELOHE - HE%ZE
N9~ 2% =3 B AR e ARGR I — A AR RN e ST,

2. SWEICETAERRUEEICRIT 5B EOE
ARHGEIIHELOHHEIHZL I LOTHY ., [WEICET &R 1TRE I TW R0,

3. FFERPICERBIC BT 5 R R OBHNC 31 5 B E OB
AR IIHER OFARIRD bOTH M, EEHRITRBIC T2 Y0k AR BEARRR
SR Tl 5 2 L b, BT RRBURAI R ST,

4. FERREHBIERBRICEE T 2 EE R OIS T 2 FE OB
ARHFEIFDELOCHHEICHR L OO TH LM, DERAEYEREARRICE T 2 &R 134K DORK
FORHICRIMIE A T D 2 L h . B AeslBRERI IR H ShTunieuy,

4
A W LoL NEE 10mg fill_s S = LSS RRE S L S A



5. BURBICET BB R UEEICRIT 5 FEOBNE
AHFETHNELOCHHEICHRLOTH Y, FEERBRICBET 286 133 STy,

6. AYEFIFRBRK OEET 250, RAKEREICET 2 BN NHEIBIZ 31T 2 BE ORI
6.1 AWIEAIFRABRKL CEET 50T

EBRICE S AR GUBR 18226) CliE, AFICHIT 2 liREA L R—LFD K74 vmy 7R HN
b7,

AIED MAEHIRE L, LC/MSIMS (12 X0 JIE S 4L, E& FRIT 0.5 pg/mL Th oz,

B, AEORTAa vl 10mg §E. AFED 10 mg HE & 2.5 mg FED BE NZENEIURI N TW
% (4 7% L)r hE15mg, [FISE10mg fit) FARES (2411 4 16 AfHT) . 47 ¥ L
NE25mg) FaEMEE (G445 H 16 A &)

6.2 FRRIKHERARR
6.2.1 FABR 18226 DT —FITE-S< PPK fEHT (f&HT CPMX 50089, CTD 5.3.3.5.4)
2 % LA B 9 R O Fontan itk BB 2 x5 & U7=5kBR 18226 7> A5 6 N7 AR O A h g T — X
(76 5], 455 ;5) Z T, PPK fi#tht & 320 L7~ (NONMEM Version7.3) , it REMNICEHIT 5 A7
U —= U JREROF R OMREO R Rl [H#HH] X, 224 [2,8] k10 15.0 [9.80,25.3] kg TH
oz, AHED PK L, 1 IRBINE DN L IRIERZED 2-a 0 "= A METF MRV RS, 7
WRT A= IFIRIGEE EEL (k) » s R—= R A hOGHEE (Vo) . K 73— kA2 b
DHAARFE (Vp) . BHZ7 VT T A (CL) kR a v /R—=h A MEZ U T T % (Q) BNEEh. Ve
Vo, CL XN QICIZARHE 15kg #HEHEE L7 v XA N w7 A=Y VI REH SN, £, KEHT-
0 OHABEOHENIZAE D X NA FT XA Z YT 1 (F) OIRTFABE SN (CPT Pharmacometrics
Syst Pharmacol 2018; 7: 309-20) ., fE{RMIZL®E) (FEEET V) 11X, CL XOVFIZx L THE Iz,
FYEEN (RHE 15kg) 1B 2EET N/RT A —X ORMENPER OHEEM FIHEHERRZE) 13, ka2
1.12h?1 (19.0%) . V23176 L (12.6%) . Vp7333.4L (61.9%) . CL233.3L/h (7.01%) . Q 73 1.09 L/h
(38.5%) TdH Y. EEMETOSH (0?) OHEEME FHxHFEEERZE) (3 CL T 0.0905 (37.0%) . F T
0.164 (25.2%) T -7=, F72. Vo. Voo CLEDQIZHT2D7 1 A MU v 7RI OHEEME (FaxHHE YA
72) 1%, Ve DNV, T1.20 (20.9%) . CL XTNQ T1.01 (23.6%) Tholz,

6.R HEIZIIT B BEOEN
6.R.1 Bk 18226 DMFTHE - AEIZOWNT

FEEE I3, R 18226 OMFI L - IEIZHOW T, LUFO XL 5 IZE L7z, Fontan Fifiik o B TR
B4 2 ERmEIX VIE ThD Z ERHE ST\ 5 (I Am Coll Cardiol 1991; 18: 1733-7, J Thorac
Cardiovasc Surg 2000; 119: 745-52 %) , AL, M CTlE. VTE OIRE L OFFEMEHICA LT 20mgl H
1E S FREEEAR R Pt TBE 2R 5 VTE BIEMHNCA LC10mg 1 B 1 [E#5-0 ik - A
BTHEGR I TV D, Bk 18226 OXIGILMARIE L A S 72\ Fontan Fiiig B TH VY | o5
HAXMARTE O RIEIHITH D Z L0 n . TRIEERAR KR TR O VTE FIEMHII 0 LTS
DENMER L BN RS TND 10 mg 1 H 1B G & [ARREORERN G O D HE - HEEZRE
T5HZEELT

5
1 79 Vv R 10mg fi_SA A R AL _fetrp s



Bk 18226 TOARED L - HEZBRFT 2I12H72 0 /NED VTE BEICHT 2 BIREHCHEE L2 3E
AARNNETO PBPK 7/ (LLF, BEAARANNEPBPK €74 ) ([ 7% L)L Mg 15 mg, [A]
BE 10 mg fili) FAREE (G244 11 A 16 AfHF) B) ORTA—2D—HEHE L, AED PK
(B RIFE LSS Fontan TAiEEE OFREAR (KFEHE, KFELOLHHEDKT) ZKM L
PBPK E7 /L (LR, [Fontan-PBPK €7 /L) ) ZMHE LY . 0 LT, /RO VTIE BEEZxSRE L
7o EIBRIEE R MARRRER GRER 14374) OME - HEZZBIC, /NNRIZBWTIERRANRAO T EHEEZI
BIRFMIEITEEICARIE 10mg/HEZHG L2 & LRABREOCBBEENGOND LI ICREINTHE
(F D 128V, 2 5% LLE 9 R O Fontan it | K%%&@Lt&%@%ﬁEUMQm&qmﬁ
KON Croughss) &2 2 al—a @ 2k FPHIL7E, ZORE, HHEREREN 2V ERE LA,
Fontan I BE 1A Z K 1 OFE TR L L7 & < OIREFE 1L, Fontan %fﬁ’a‘:x TR U MREEE 22 )N
PICARE A FHETHRE L T RO ERARANRABTICARIEIOMY/ A2 &G L X LRBETHY
Fontan T4 BE OIRE, HEEROLHHEOBEVIIAEO A& - BEERICEEL RITS RN ER
Jr&Ehi (CTD5.3351) ¥,

#% 1 Fontan-PBPK EF/LEZ AW I 2l — g VZBITAARED 1 HHAE

[LE 1 HHE
3 kg LLE 4 kg Al 0.7 mg
4 kg LAk 5 kg A 0.9 mg
5 kg L = 6 kg A 1.4 mg
6 kg LI k= 7 kg A 1.8 mg
7 kg L = 8 kg A 2.2mg
8 kg L4 I 10 kg AT 3.2mg
10 kg L | 12 kg Aiif 3.4mg
12 kg LA | 20 kg Al 4.0 mg
20 kg L4 | 30 kg A 5.0 mg
30 kg UL | 40 kg A 7.5 mg

LLEZmA T, /AMRED VTE BB T HBFERHIAA SNLTWLLF ORI R VhEO VTE (267 274G
RPFRGHERY BEYE 2. 3Bk 18226 TiX, AAANBEKROIFEAARANEEIZONT, F—oMikL - ez
RK2DEBVHRELT,

JEAARNNIE PBPK EF /L% ANV R o L— 3 VOS5, (KE 30 kg RiO/NETlE, A%
LH2EFELGTHZLIcky U1 EAEEY 1B LEERST 5856 & ik LT Croughss BSRA DS
REMICRIT % 5 A=t Z A N li% FE L EEZEDORIEBBD+ 52 &

/NRD VTE BEI T 2 BT L7 AN NED PBPK EF L& ANy I aL—v g v
DFER, RE 50 kg R0/ NRIZI T 2 AFKD H & —REBMRIZ A AN L IERARADRTHEEIL T
Wiz &

D pBPK EF L % M- MHTIZIE. PK Sim (Version 4.2) A3 &ii-, Ao PK IZ 885 KIE LIS % Fontan T4 B35 0k te /LB
BT 5720, ARLMRESEIL, REEOEEOHRICOW TIHERHBNCSBEM BT 2 BMEEFEEOR K 0.7 (F21/h &
{Ieb o, DAHEICOVTIERITO»DLLTSRER O 0.7 FL725 L9512, PBPK TFT/UIEITH/3T7 A—2 N s
72

D L3al—var ok, PKSIm VT, A4EH 4000 6 (B 2000 61, 4ofk 2000 1) OFARD/INEERB AR S,

Y 9mll L 18 BRI Fontan FHHEMEICOVT S, 2 Ll L 9 Bk & [k, (K, & EROD R OE AR i —
BRICH LS RIS W2 EAVR&En7- (CTD5.3.35.6) .

6
1 7 L b 10mg 1S VSRR T S



72, Fontan ik OMARIERK U A 7 134tk 6 7 A LLIN Tl b @<, #ith LAELIN DA RIEDO B — 7 &
ERTW5DHZ & (JPediatr 2012; 161: 513-9) | Fontan FAffiL 2~4 i CIThN 5 H AR L WH OO (ke
EIX 3m%) . 4Ll ECHifTSh 2 8E S —EOFIG THET S Z & (Circ 2008; 117: 13-5, Ann Thorac
Surg 2011; 91: 1445-52 %) 76, 3R 18226 Tld, RO MR Y 2 7 NEmWEBE ZMEAAND Z &
ZHAE LT, 2Ll b 9o B 2 9)E 0 Fontan 7% 4 7 A INICHIA AN D Z L & LTz, 1k
BHO FIRIZOW T, &5 7 —# (Health Phys 1997; 72: 368-83, Vital and Health Stat 11 2002; 246: 1-190) (Z
O 2O/NRETORED 33—k Z A VE (K 10kg) MOV R DHEBEE TIHAED Y VA
REMEZBE L TTkg IZRE L, KEO ERIZOWTIE, 8iO/NEOFEAE () 25~26kg) =58 L
T 30 kg lZR%E LT,

#2 Bk 18226 (B IF HARIKD HE - &

K 15 & BH R
7 kg UL F 8 kg A 1.1mg
8 kg LA 10 kg A<l 1.6 mg 1A 2
10 kg UL I 12 kg i 1.7 mg LiEd
12 kg YL | 20 kg A< 2.0 mg (K9 12 eI )
20 kg UL 30 kg A%l 25mg

Rk 18226 DT — X IZHS < PPK TV (LLF, [Fontan-PPK £ /1) | 1621 7Rlk 18226 D7 —
IS PPK fifhit) OHESM) & AW THEE S u7=/hNE o Fontan T4 BEICB T D ARIKOIRTE &
R ORRA DS MREM GRBR 11527) Y ICBIT A AREKORFERIT, K3 DL BV Th-o7-, Ak 18226
N IT D ARIEOURTE F GRATEAM) 13, BEEBOEBEWVINGRADOSIREN] G5k 11527) &
FEH#E U C Crnaxss 1 < Crroughss 17232 723, AUCounss 1XFIFREE TH 0 . 90%CI D KER/D SR A DR
HEHIEEHL T,

# 3 /N Fontan Fifitg BE (FRER 18226)
KON DS RRER GRBR 11527) 1281 2 RIEDOIRFE & @

g w AUC24h,ss Cmax,ss Ctrough SS

kb 51 ’
PR e (ug-hiL) (ug/L) (ug/l)

ap 1440 [1317,1576] 109.0 [100.4, 118.5] 22.8 [20.4,25.5]
#UBk 16226 76 (484.2, 4444) (39.7, 287.1) (6.4,104.7)
o 1494 [1425, 1565] 125.8 [120.6, 131.3] 13.9 [12.6, 15.4]
PR 11527 140 (565.4, 4747) (54.0,292.8) (0.8,99.3)

defEME [90%CI]  (/IME, H KA
a: PPK &5 /LI X 5 (EBIHEEE

R 18226 D H AR AN K OIEHARN/NEEZIZBIT 5 AEDOIRE R L KEORRIIKIOLBY THY |
H AN/ & B AR NN O CARIEDONEEE B OERIHEEME D /AR IT & 72 28 I35 bk d o7,
T, AEOMBEFREE L PD XT A—% (PT, aPTT L OWi FXa M) & ORERICOWTEH, HAR AN
R EIERARNNEOM TR AMHAITRD STz,

D Ik B AR DR B A B AT S % %P BUT . AR VTE SIEMEI R A a5 2 L 2 B L L "B S Ik R
WATEERE el B, Ao Mk - AEIZ10mgl B 1B 5 & &z (Circulation 2006; 114: 2374-81)

7
A THF LIV N E 10mg ﬂﬂ_/*W/ )L AR RS _3F A
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2 (ke
1 /NED Fontan B ABEIZBIT 5
AFOMEFER (Fontan-PPK &7 /LI L A EBIHEEE) & AEOR%
—J7, Bk 18226 TIXARE CHRFE SN AL « HENRE SN, FESRME EARIEOIRGE &8

& < 72 2EMFRO v, A ENBRVEE O CIERADOSRER D 975 N—t ¥ A )UH
(AUCasnss : 3216 ug- h/L) % E[Rl> Tz, L L7226, /NEOD VTE B 2 x5 & U [EE LRI
FHAAER (GRBR 14372) Ti. FEHARARACAIK 20 mg/H 245 L= L & LRABREOBREENGLND
L) RHBETAEM G S, LY @ OIREEHP (AUCons : 1070~7330 pg-h/L) TOZE NNl
NTnWsZtaMEzsl, Rk 18226 THEINT-HE - HEICZEE EOBRITRNEE T,

B, LTO X I12E 2%, HEHEOUHEZRE 225 &, /NEO Fontan B EH 2 x5 & L=
Bk 18226 TOAIKD Rk - HEZ R ET 2 LT, IEARARAD TREEIEIEL K FITHTT8E O VTE 3
JEMIHNC R L CTHRMER O LB REN TV OREBEREZSE L LI LT —EDRHENH D, —
T, BANTIE, FEEEEARK I TRE IS T 5 VTE BIEMHNICAR 5 AIRO A0 K O 2k
ITHESZL L TN Z & nh | YEIRERZ 25 L L THAANNLO Fontan Fofitg BE x4 5 Hik - H
BERE L ZEOZAMEIIRHATH -7, L LR, 3Bk 18226 MO RS- LL Fo S & E
L&, HARMNNELO Fontan FAfitk BE 123 LT, 7Bk 18226 THET S HTE - RIS & AR A &
G925 Z L1328 LT 5,

o LDITFoRMNG, 3B 18226 THiETS L - HETAEZKRLG T2 LI2X0, FFARAKDH
ARN/NEO Fontan T EFICB W CHIEL T2BBZENMEONLIbO LI TEL 2 L

8
A 7 LoL MEE 10mg fill_/ S VSRR H L S A



>  /NEO Fontan FlTf4 ABE TITIRE DR MNE EARIEOIRERE &3N3 2N D Sz b O
D, EDOHANEIEAARNRAN D FEIERA B RPN TBF AT 10mg/A 25 Lz L x &
BWREHL W28 (F3, K1)

> DABTORMTIEH S HDD, /NEO Fontan Fiiik B Tlid, BARANICKIT S ARIEOIREE &
WZDOWTIHEHARNE B DMHITFRD o728 (M 1)

o AR 18226 IZHB W THMER OFFAFTRER Z RN REN, T2 D ABTORFTIEH L L DD,
AARNERTOHENER L EVECOWTREORMEITREO bhviehro7e 2 & ([TR2 ARMEC
SN |, 7R3 ZEMIZHOWT] DHEEM)

FRBR 18226 THR S V7R o TR EX Sy O/NRBEIZB T 2 ik - HER OB SR T2 ER D
INREBFITHRT B B OW TUIIRELE TR 2,

6.R.2 A 30 kg L ED/NRD Fontan FHrEBFICIRIT 5 AL « AEICOWT

HFEE L. RABR 18226 THRT S L7eh o 721K H 30 kg LL_ED/NE D Fontan Filiik B ICBIT D AKD
R - ARICOWT, LFO X 91l Lz, K8 30 kg LA_E/NE O Fontan T4 g 1oxt4 2 ik -
REOREIZHTZ>TL, A UEREXSOIEAARNNLO VTE BEFICHT 2 HE GEAARANK AT
HARFE20mg/HARY) OFE% 1 HHEE L7 BT (K5 30kg LAE 50 kg i : 7.6 mg1 H 1181, {K&
50kg LAk :10mg1 H 1[8]) | Fontan-PBPK 7 /L OV VTE BE 3T 5 BRI S v/
"o PPK 7V (LLF, [VTE-PPK €7V | A 7 L)L Mg 15mg, [AlFE 10 mg fill) RS E

(4f1 2411 A 16 A1) . CTD5.3.35.3) ZHWT, SeZHiE - HEOZYMEZ MG LZY , 725,

VTE-PPK E7 /WL, FEEifH A% 0 7 A ~17 5k, (REEIPHDS 2.7~194 kg DBFENHHE LT PK 7
— O IS EBE I N,

£, KHE 30 kg LL_EO/NE D Fontan FAir#4 BB IZB 1) 2 AKDOIRESE &% T4 5 T, Fontan-PBPK
ET VKO VTE-PPK E7 VORI FTREVEZ T 2720, T V&2 AW TTHI S 7oARIEOIREE &
& #BR 18226 (281 5 EMIME (Fontan-PPK &7 /L2 L A EBIHEEE) %l L=, O, Wi
DETIINTH, HEHIRE OB 2 5% L 1 5 A O Fontan T4 B3 TIE 312 CL Ol KEHm & K
L CARIEDORFE R /NG Sz —0 TP . 5 kbl b 9 RO Fontan Fii#4 B CIIARIEOMETE &
IO RIR & vTe, 2 mbh b B AT O Fontan T4 B T CL 2%E KEHN S 72 mKIT A TH 5
HLOD, RIED CLITHE LGS EWNEHERE LN T VAR —2 —ORBE, BHESORERILE
¥ 2% & (Pharmacotherapy 2009; 29: 680-90, AAPS PharmSciTech 2021; 22: 208 %) . A3Ko CL T8
a5 2 DERMN 9k A HRIC K E < Be 5 /REMEIFR WV, L7223 T Fontan-PBPK €7 /L & (N VTE-PPK

5 3B 18226 123517 B /NRERF OER L O EORF (T2 2 55001 9 MR L 0 9.8 kg UL I 25.3kg LI F) (X LB -7 =
L225| Fontan-PPK &5 /LIIfE A &g oo 7=,

®  HAAROIERAINED VTE BHE 2 HE L LB OB 515 5 - RO M ET — % (512 f1, 1916 ) . KOt
Bk 18226 O/ 3— ~ A B 1G5 A7z Fontan Tk BEFICRBIT A ARMOMIFPRE T —4% (12 61, 72 5) Z&te,

7 Fontan-PBPK 7 /L SN T, ASD CL O % HIMI O & Holls LT 35%~54%/h X < 33 7E L7-fE . 2~5 0 BEFIc 31 2 Tl
L FENOR—FDMEN S 7= (CTD 5.3.35.2) , VTE-PPK EF MZHOWTIL, RIETFADO—ED/RF A —% (CL L NF) %3k 18226
NHFHNTZ PK T — 4 % W CEH L7z T 3Bk 18226 @ 2 5L E 9 ARl Fontan T4 351281 % CLF & U CL OfE BilfE
EHEE L, 2D 2Bk 14372 (281 5 RIFEE XSy O/NNEO VTE B3E O CLF KO CL OfEBIME (VTE-PPK €75 /U L D H#EEE) &
Lo U7-fE S, Fontan P4 A ICH 1T 5D CLIF RN CL X, 5 kbl 9 iRl Clav g VIE BE L RRE Tho7o—F, 2 Ll
b B RTE TIE VTE B & i L T2 R T 56.7%M () 28.4%{K7 - 7= (CTD5.3.35.5) ., UL EoOBKEHERL Y, 2Ll ES
MEARTEO/NRIC BT 2B EOFEN & THOR—KIL, 2N 5DEF AN YZERK S O/NRICKIT HAIED CL @ REHE L T
T2 LICERT S EERINT,

9
£ 79 LoL b 10mg S A = VIR EBRI A L



TTUIL, Bk 18226 1281 D 5Ll b 9 BRI O Fontan Tl #4 FBE L [AIRE, 9 skl k4 & T{AHE 30 kg
PLE@/NR D Fontan Fifitk & 231 2 RIEOIREE & & vl THIFEE &5 2 7=,

Pl B E % | Fontan-PBPK €7 /L (N VTE-PPK €7 /L% VT, K 30 kg LL_E7>D 9 kLA L od/)s
I Fontan Flii% B ICAIEZHGERE - HE TR G L LEOBRBEEEZ I 2L —T a3 2k b 73|
2 Lz (£4), TORER, IEEREN 2V EUE LIEGA. YBEEMN TP SN 7 AREORTE &
1%, BRADOSIREMN GABR 11527) TORER (£3) tHRFERETH-TZ,

# 4 K 30 kg LA LDy 9 LA B /N o Fontan Filitk B C
AFAHRGERE - HETERG LI EOAREOREFE 2

— AUC2sn ss Crax,ss Ctrough ss

X4y Ay ' ' '

ARRES 7 (ug-hiL) (ne/L) (/)
. . Fontan-PBPK 1241 [628.9, 2180] 144.5 [80.94, 229.5] 7.77 [0.77, 28.7]
30 kg B4k 50 kg A VTE-PPK 1196 [657.4, 2187] 147.0 [94.20, 232.6] 9.93 [3.49, 27.1]
50 kg LLE Fontan-PBPK 1230 [664.0, 2213] 139.7 [80.13, 220.0] 10.3 [1.33, 34.0]
g VTE-PPK 1347 [728.7, 2449] 153.4 [97.38, 245.7] 12.7 [4.38,34.6]

Pl [5/8%—F & A JUfH, 95 /—t > & A LHE]
a:PBPK EF VXTI PPK EF L EZ WY I 2 Lb—32 g 2 Xk B FRIE

BeAE I, IRHE 50 kg LA B/ ROV D VTE B IZ-DUW T, VTE ORI & OF SN AR 2 4GR
- HENBARANTIHEARAND 34 &THHZ L& E %, KE 50 kg LLED BARA/NEO Fontan FAft
BEBEIKT HHEEZIEAARNNEE Y SIEAE LT 2080, ST 2 X 5 Rdiz,

HEEEIE. LT X2 Ic@ Lz, HARNMNNEE BN COREOREIREA IR L2 &, BAR
AN TIE 14~15 5% (KE#FI 55 kg F1Y) THREORAMARD S, UBEOFERTIITAANLY b AAANTKA
EREN T2 Z MG, NEO VTE B 2 x4 & L ERE LRSS AR GRUBR 14372) TiL, AT
RO BTN D PK OENAESEE LT, KE 50 kg LLEOBARANTIZH T2 AEZIERANNE
D 34 FEE Uiz, HARANIEIT D 14~15 5% TORE OfafnlE Fontan FAfitgEE THRERICFED b
EEZDH T LD, IKE 50kg LLED/NEO Fontan Ttk A ICAS A BEE YL - HE (10mgl H 1
[) THEL-E EoREREIL, FUEREXSOIFEBARNNRICKIT SBER LY & &< 72D TRefEs
HbH, LNLRnb, BARNERAD PR K P TEE 255 L Lz 2 DOENRE G5k
143978 K U%GAER 143987 ) 1CHWVTC, HARABRABEICAIELT7S T 10mg # 1 A 1[EEE LEE0
BREEREOSMIE. WTNOHETHIEFHRABRABEICAILIOMg 2 1 H 1 EHRE Lz & & & KEBaN
FHRo T2 EaBEx DL (F5) | KE 50 kg LLED HAA/NEO Fontan Ttk BE IZAE 10 mg
Z1H 1R LZEEOBEEONMAS, FEREXSOIFEARNNLEERL EZZ HND,

8 1A AR A ORFEION RO B A AT TR & RTRIT . AR VTE SR RaT 5 = L 2 HiIN L Uiz —H S H L
TRERD Ll BR, Ao L - AR5, 75 X10010mg1 H 1[A#5 L S/ (CTD5.3545) |
9 H A AR A ORFREIOIE RO B A AT TR & RHRIT . AR VTE SR RaT 5 = L 2 Hi L Uiz i SH R
TRERD Ll BR, Ao HE - AR5, 7.5 X10'10mg1l H 1A% 5 L /- (CTD5.3546) .
10
1A 7L M 10mg fitl,_~SA 531/[/’%éwlr{rMiJ‘t_/i\\‘MZ_?{‘T‘ A



#*5 &A@T&ﬁ%%ﬂkiﬁ%ﬁﬁﬁ%ﬂ%kLtlﬁﬁ%(ﬁ%m&r&@ﬁ%mww
e OViEsER GRBR 11527) (1281 B AR DOIRE & @

" NZEh: =5 " AUC24h,ss Cmax,ss
SR ORI - AR | FlE (ng-hiL) (ugll)

HA AR A GABR 14397 K O%WABR 14398 DHFH)

5mgl H 1| 170 | 830 (466.4,1288) 99.9 (70.3,137.8)

75mg1 H 1A 167 | 1204 (861.8,3169) | 146.9 (115.6,232.8)

10mg1l B 15 171 | 1664 (1010,4335) | 197.3 (136.9, 322.8)

FEHARNRA  GRER 11527)

10mgl H 1A | 140 | 1452 (565.4,4748) | 127.6 (54.0,292.8)

HrgefiE (REPR)

a: PPK EF T L DRI HE E

S B2, WERERIC BT 2 M FROBBREN G I HERAIETEEO 6T, B ARABRAEZ ITAZE 10 mg

Z1HLIEEG LXK EREE 7225 X5 e Y A7 Z2R/E4 HGEITERD v TV, A
MW (2 ONWTARI 75mg 1l H 1[A#E L 10mgl B 1 [H#&5 CHMERZRIIRENR D >T2H DD,
Fontan Fifitz DBFIZH N T, MRIEX THEZHET HHEERRFTHY , K EREZ2MELE 25 H
MY A7 %D Z & DIRWEIPH T2 fte PRRIRNG O 5 ML - HELZENT 5 2 ENEYTH
0 AKHE 50 kg LA o> HAN/NE O Fontan Ffiic BF Tk 2 FHVE - &2 IE A AR AR & [[ERIZ 10 mg
1HLIEEEG 3D L3y Ll L,

HrEIZ, TR H5I10E 2%, Fontan T4 HE cld, K% 30 kg UL LT 9 il Lo Bz si)
LRI IS O TE T, Yk E T X 5y /N RE R 5 R3O HEORY
HEIalb—va VEDSERFT L ZEITIRARDH L, LN LR U ToREEX D &,
Fontan-PBPK &7 /L & O} VTE-PPK &7 /L % Y4 B4R E S TAFEER X 43 D /N2 D Fontan il B35 12k
T5HZ LT EOAEMENH Y . 9Ll LA ETRE 30 kg L EO/NE O Fontan FHf#4 BE 1T A
EHGERE c HETERG LI EEDBRERLY, ZNODETAEZHANEY I a2 b—31 g USSR
P9 2 LIXATRE &I B,

L0 VTE BE 2R 2 BRI 30 kg LA XUE 9 LA 1 & & & 72 MR U A R B OV iR
(FNZEN 0 7 H~17 Ot 27~194kg) DO/NRIZBWTARED PK T—2NELNTED,
Fontan-PBPK €7 /LD Jk & 72 5 723 HARAN/NR PBPK €7 /L&Y VTE-PPK E7 /LD WT LY, 1K
B 30 kg DA 3T 9 LA o /NRICH T B IR R A EYNC TRIFTRETdH 5 2 & DSBEKGRIR I e
NTWBHZE (T4 7F L M 15mg. [78E 10 mg i) BAWEE (SR 2411 A 16 BAHT) )

«  PBPKEHTORER ( T6R1 7Bk 18226 OfFHHEL - HEICOWT) OWEBM) 7205, Fontan FAi
%EE TR DI A D H B — RHGEBERICE L 52 W EAVRIE STV Z &
Z. PPKFEMTIZ L 0 | 3R 18226 D 5 kLA I 9 ik AT D Fontan FIN# B 1231T 5 PKIL 5 %LL I
QARG D VIE BE LB L TS Z e RENTWEHZ &7

o ARIKD CLITHEZ RITTERN 9 A RICKRE B DRIl nWZ 2 E x5 & 9 mklL
Eo/NRIZOWT | Fontan Fiff%EE & VTE BE O TAED PK IZKEREWNTRNEEZEZD
nnze

. JNR

100 pyT, EBIEH PE UZRIET DBEAA 2 F ORBEL

11
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F72. KH 50 kg UL LD AAN/NRO Fontan R EE 2T 5 HE - HEIZOW T, BARANED
VTE B35 b & eEES L RIS MAHRER GRUER 14372) 2B\ T LY @WVIRFEE#HH COLZEERN R I
TWDZ EaREEZ D L /NI Fontan it B3 CIIERR EREZ2MEE R oMY 27 %25 2 &
D I2NFIPH T oy 7e e TRAZN RS F DD YL - HE&EZRIRL, FEAARNNE LR 10mg 1 A 1 [
ETH T LIEATRE &I S

PLEX Y K5 30 kg L ED BHARANED Fontan Fiiiz & 2R 2 R3O 3L - HEIZOWTH,
HEE L T OB RAERT D E VO BENOITZY LMW 2, YA - HEOZSMEIC OV T,
AR 18226 (12351 D AN VL EMEORERF I E 2 CTol &R Batd 2 ([7.RE ik - &ICHo
WTJ OIEBH)

6.R.3 2R D Fontan Fiik BE KT A EIZ W T

R 13, 7R 18226 TR S e o 7z 25Kl O Fontan Fii#% BF (x4 2 Bl2H>W T, IR
DL F YA L7, Fontan FATIL 2~4 i TITON D AN R H %< 2 A Ol THIc SV T,
WA CTHE2 55 B DD (Ann Thorac Surg 2011; 91: 1445-52, H A/ N EIEBR S22 MEE 2010; 26: 49-53,
HA/NRIESR#FMEGE 2018; 34: 182-8 %) . Z0HUIZL e EX D, £z, Edo LB, 25
LU 5 At Fontan i B T CL 2N KFHl SN2 JRRIIAHTH L Z L2 ikE 2 5 & ( [6.R.2
T 30 kg LA /N o> Fontan Fofitg BE 12361 5 Mk - HEIZOWT) OISR | RBRICHA AR
BV DN T2 2 FEA; D Fontan A4 B 12815 CL ORIEORE L gL 5 Z L1 T& ., £T7
NaPAWTEy T2 b=y g VMICESETHEURNERELZITI ZLIIRETHL Z &b, AEOEREI
HERTE RN EEZD,

PRI, FBR 18226 0 2 B LA E 5 A O Fontan TN % B TR0 & L7z TIlE & SERIfEDO R —F D
SRS B 2N 72 > TRV & ORFEFER OBBNTM A, /NEO VTE 3 Tid, Fontan Filrie B & 13572
D KRB OBV (FRICIRE 12 kg R O/NE) TARIEOBRFE EME T 2 AR bz 2 & (11
W Lor b BE 15 mg, [FISE 10 mg fill) FAREE (G244 11 H 16 HHT) ) bESEX D &, 2 ki
O Fontan TAite BFICHFERTE - HREZHREG LI EOARROBRERL THIT L2 LR THY . A
WO ITHRECTE RN EEX D,

L E6R1I~6R3 TOMmAMiE 2, AEOHRFFHIL - HEOZS IOV TiX, [7.RE AL - A
H|IZOWNWT) OIHTH EfE T 5,

7. EBRREIAERIMER CERRHZEMIZB T 5 BERE T IZ 1T 5 FE OB

APER O PRI B3 2 EREARRER L LT, 6187 1R IEH S (PK XTYPD IZoW
TiE. 16, WA & OBE % o #rik, BRAREEBERBRICRE 4 2 BRRIE DN IS 1) D &
DM DEHEM)

12
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6 e O

. 5 . R 72
ﬁtgﬁ% *B X‘T%}%‘\% fﬁ”;ﬁ Hq {£ )EH E‘@*&Em% ng'ﬁﬂil/é\ H

N— K~ A

{REE 7 kg LA | 8 kg Rl o> 35 TIIAIE 1.1 mg,
{AEE 8 kg LA | 10 kg Ahii 0 5 #E TIEAIE 1.6 mg.,
A 10kg LA b 12kg i o B TIEASE
I s #ElD Fontan Fliz 58T Liz 2 1.7 mg. R 12 kg LA F 20 kg Rii0 B#HF CTIIA| PK/PD
S il:% 18226 | I |[#&Lh b 9 FERIOMEAYELLE| 110 |3 2.0 mg, fKE 20 kg LA | 30 kg Riso g | Lotk
o EDBRE AR 25mg & 1 H 2[ 12 7 ARIRO#E | AR
"=+ B

ARIRRE - /S— b A L [RIBE

ASA B : ASAKI5mglkg 7 1 H 18112 7 A/
RO EG

HH | Ehi
Xy | Huls

7.1 EBIEFRSIAERER (B8 18226, CTD5.3.5.1.1, FEHikFHA 2016 4F 11 A ~20204E 7 )

HIEID Fontan FAfith OFERERY BLLEIE O /N BE 2 X512, RO PK K OPD # a4 5 2 & % H
)& LIz S— Kk (=K A) | REOREMER E IS ASA L HHET 5 Z L2 AL L7 B{E
AACEFS— (3= |k BY ) 22625 IFEMRER, EWSL 36 sk CHEM Sz (HEERIEL
100 Bl (V8— K A: 1061, 75—k B : 90§12 (AFKHE 60 5], ASARE30H]) ) ) .

TR AU YE T FALVAT 4 4 H LLNIZHIEI O Fontan Fli& 58 T LTV 5 2 bl b 9 Al O R RE
HIHLLSIEZ B 5 8% & S, MRIEA R TIT AR S B, M/ MEAY 50X 10%L Kl
B AT A RUEMEGER IR A2 B L0583, eGFR 2% 30 mL/min/1.73m? i o fE 38
B ERARAICERA ISR (L, SEFZE, 1BMEEEPERFA. ALT 23 ULN @ 3 5@ e U L
EUAULN O 15 fFB T, 95 20BN EHEE UL Y) ObbEE, AR 4 HELNIZ P-gp PR
AL < IXTRSI72 CYP3AA BHEZE, FAALAT 7 HLAWNIZA b T 2> — v fLAZURT 2 B LANIZ P-gp
B TIR ) 72 CYP3AL H 8 DI b2 2 T 7o i . UIABIIF P 2 b oA 254257
ED B D EBEFIIBRIN ST, F 72, Fontan FAlit: OB ae ek LIS CHUERRE XX b/ NOETE O &
R DBFIIRA SN TN, LTOBFITHANARE L Shiz ¥,

Fontan Fiif212 VKA OG- %517 TV ey, A7 UV —=V ZREZIEHIE L TWAEE (72,
N—=2F A OEFABREEZ VKA Ot -7 B HERRICERIRT E 556

A7 V==V TR ASA OF LG22 TV D IBFE (7272 L, IGBREOYIEIE 573 ASA D
24 REFILARR I BAAC X D85 4)

Fontan T2~ ) o TRy T8~ Y L OG22 TWHEBE (272 L, IR0 p)E
H3 s ) o TRy - BN ) OWE 5T EREZ O 0~2 ReAfcBitsc& . 2%~/
VXUHES F BN OB ERFIETE 284

BB LIS O AR SE & BB & O fF ITRBR I 28 U TAE IR Sy, TR G-BRAG B S UM
HAET RIZR W TIIhA] & OB X D72 OO A Sz,

1 | A DRBRFOBREEG 12 A% ETOPK, PD. REMRORAMICKSE | M T — X E=2 ) oV EBAMTHE & Hk
L7z Cy 29— | B OEEMEA LB 23BE S iz,

12 3 | B OREBISIT NG ATHEME T He S X B S L, AN B AR AR R A R EET B 72 0 ORI R STV o
7o,

13 s 2.0 B (2017 467 F1 27 RAD) ICHSEEE S,

13
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AL - HEIZOWT, 2S— h A KROVUS— | BOARIERETIE, R 21T HE - HETAEN 12 1 H
OS5 37, /S— b B D ASABETIE. ASAKI5 mg/kgl“) N1 H1E12 7 AMEOERE ST,
N— K AKLTON— | BOWTHIUCEBW TG, BG5BT 6 7 H Rl CIRERDINC X 5 A& S
niz,

#2 AR 18226 (BT AARIEOHE - HE ()

K 1 a5 & E AT
7 kg LA I 8 kg K5 1.1mg
8 kg L4 I 10 kg A 1.6 mg 1H 2
10 kg LAk 12 kg A4l 1.7 mg g4
12 kg PA_L= 20 kg A 2.0mg (%9 12 IR )
20 kg LA | 30 kg A 25mg

TRTOMIEMEA R b, AR, KOHMFRIL, R FCHRMHEZESICEVHESH
Tz RRMEE LT 2 —KOFEILLT 2 — ORI T o 7o, MO EEFMEE & Sz
PEA 2 (ERMESUTENRNE) 12, OF IR IR Ef{E R TR B AL 2 DRI E PN o 7= 72 if.
AR OB, IOt & ORI & 2 BiR A X N OFRBL (DFIEINZERIE, MZERIES) &
EF ST,

O 2EERORK

N— K AT 12 6], »~— |k BIZ 100 il (AFERE 66 i, ASA B 34 i, LLTREINE) 2SHAANL B, /X
— F ADEF, /S— |k BIZHHAAN HALTZ 100 B0 5 6 {53072 b 1R EG S 17z 98 4 (64
Bil, 34 ) 2% FAS K OVERMEMHTRIGEER & Sav, FAS DN OMRHT A GERM & iz, HIkflix
NR=KFADLF, N—=FBDAFTHY, FILEADOHNRIZ, /S—h A TTF—ZEFEAEZELORE 1
B, oS— b B ClREMIE 2 61 (261, 06) | BEAREE 26 (L 16]) Thoiz,

RPN RGN T 2 F Mo h Il [#FE] 1L, S— M A T2 [2,4] #%. 73— F B OERIERET
4 [2,8] k. ASATET4 [2,8] ik, IKEOH AL [FEMH] 1L, ~~— M A T133 [10,18] kg, ~~— K B
DOAFEREET 15.5 [10,25] kg, ASARET 15.4 [10,23] kg TH o7z, EARERMEOEBIL, L REZRFp
PASHIE, 7o CMETEREGRE, e RMERTEIIR R PASH, MR A 4 SEAE, L EXRE, A OMRTERUE
B IEFREASE CTH - 72, Fontan FHTOMTAIL, ECHER LT #2058 %— k A T 91.7%M ) 0%, /<— b
B DAFEHET 92.2% M X 1.6%, ASA HET 85.3% K TN0%Th V. APCIEDEF 1TV e/ 7-, Fontan F
o DIEEREEYIE G- F oMM o dfE [&FH] 1X. /S— K AT4.0 [2,61] A, 73—k B ORI
T340 [2,124] H, ASARET24.0 [2,117] H CTH -7z, 1RBREYIEIE G- BAMGR PR3N B G- S
TV HREEIA T, Hui/ MRS 283— |k A T41.7%, 73—~ B OASERET 68.8%, ASA £ T 67.6%,
R CTTREE SRS 23—k A T 83.3%, 73— B OAIRRET 32.8%., ASA FET 29.4%, #% 1 HUkES 5K
D 33— K ATO0%, 73—k B OARIERET 20.3%., ASARET 14.7% CTh o 7=, HUEERHEZE TP/ MRS
DO SN BEFIEIE, 23— M A T66.7% (8/12 i) . 73— k B OAZEHE T 45.3% (29/64 1) |

19 g 16 (BAHIROERERICE LT, 81 mg X% 100 mg 245V BALE) & &AL, ST LTRSS = & AHA
SN,
15 ASA. ZHE K2 L. ACETYLSALICYLATE LYSINE
16) <y = /%420 . TINZAPARIN SODIUM, HEPARIN W/SODIUM CHLORIDE
10 51771 ACENOCOUMAROL
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ASA FET 23.5% (8/34 f3]) T o723, 1REREWIEE G B I T B LM HUEERE 2SO TP M EE A
PEH SN EBEEEIL, FNFN417% (5/12 61) . 10.9% (7/64 f5]) . 8.8% (3/34 f3]) ThH -7z,
HRMEDO EEFRTER & SN2 MARNEA N> FORBEE (RBRERGKTET) X, R70LEEY

ThHol-,

F 7 MetEA X2 FOFBEIES (FAS)

N— K~ A N— KB
(12 1)) AR Eegt %) ASA Ff ((3)4 %)
NS 16 (1 88 (3
MRtEA ~ ok 83 (1) [NA] [0.0, 19.8]
FAEAER 0 (0) 0 (0) 29 (D
HZEARIE 0 (0 16 (1 0 (0
FUR MRS 8.3 (1 0 (0) 59 (2)
BRI 0 (0) 0 (0 0 (0)
Z O 0 (0 0 (0 0 (0
HEEIG% (FEBHIE) [95%CI
NA : BHe7

LARMEO FEFMIEE & S TERZ M MmFR
AR & 70 2 519 | R OY TMZR M F520 | ORBEIG L ZOWNRIT, K8D LBV Tho

. BIRGHIEE R & Sz TERTIRRW DR

776
# 8 HMFLRORBBEEIS & NN (TRRIER G WM 2, L RVEMT X G 4E )
N—FA S—hKB
(12 1) AERE (64 1) ASA it (34 i)

4 H I 2 5 33.3 (4) 35.9 (23) 412 (14)
EED AR %5 0 (0) 1.6 (1) 0 (0)
= 0 (0) 1.6 (1) 0 (0)
%ggu@w%%%mu%%kﬁém 83 (1) 63 (4) 8.8 (3)
LA 0 (0) 3.1 (2) 2.9 (1)
A 0 (0) 1.6 (1) 0 (0)
1fn 0 (0) 0 (0) 29 (1)
T & 8.3 (1) 1.6 (1) 2.9 (1)
AT 0 (0) 0 (0) 2.9 (1)
R 7 HH 1 = 52 25.0 (3) 32.8 (21) 353 (12)
b 0 (0) 10.9 (7) 8.8 (3)
L 0 (0) 1.6 (1) 2.9 (1)
A 8.3 (1) 47 (3) 2.9 (1)
1fn 16.7 (2) 109 (7) 59 (2)
T & 0 (0) 219 (14) 235 (8)
M7 7 & ZFL 0 (0) 3.1 (2) 0 (0)

FHEE% GEHME)
a BB ORKZRE 2 B £ T

8 FREOVFAAICES T S EE L
- A~NEZEErO29dl PLEDOBA RS

R AZ B CTHRIESR M ER 1341 2 BALLL BICA S 3 5 Bz E 5

HEEAL (BEZEN, I, IR, DI, BIEIN. =8 — B AV NMEBREZ LD A, %IER) ToRBR

- FELICED

19)

FSESPIN
TREADIERM & O GRS ERS)
1REREE D (—Hp) Pl

PRI 72 EHBRE T & o TORPUK

H O ATEIE B 517 5 308 (ORI, ABES)

20)

15

TERZHMFSR ) OEELRZ SR, TREOWTINRLE & 72 25 Bk H i

TERZHDFSR) KO TERTIEROVAHRIICHEE 225 HiFE ) OEMEZRTZ S 202 OO BRMEH M
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IRBRIE P 5 HARRY 1B 2 A EFLORBEIGIE, /S~ A TIL7% (11/12 1) . 78—k B OAZ
BT 85.9% (55/64 i) . ASAHET 85.3% (29/34 f5l) TH V., WITIDORET 10%LL EIZHBL L 7T-A%E
BRI, KIDOLBY THoT,

K9 WTNOLORET 10%LL LICHEI LA EFS (GBRER GBI o, Zatfird R4EH)

R=FA X—FB
(12 1)) IR (64 f31) ASA Bt (34 i)

FEEL 8.3 (1) 234 (15) 20.6 (7)
_IREESE 8.3 (1) 219 (14) 17.6 (6)
Jfg 7k 25.0 (3) 18.8 (12) 59 (2)
WK 0 (0) 15.6 (10) 8.8 (3)
R RGE R 16.7 (2) 14.1 (9) 14.7 (5)
Mg - 25.0 (3) 14.1 (9) 8.8 (3)
BER H 1 0 (0) 9.4 (6) 14.7 (5)
R 0 (0) 3.1 () 14.7 (5)

FEBEIGY% GEBLBIE)
a BRI O R G 2 A% ET

WEILE TR EFGIIRD Lo T,

HERAEFEZORBFGIL, /S— F A T50.0% (6/12 i) . /X— k B OAFERE T 28.1% (18/64 1) .
ASA BET 23.5% (8/34 i) THY ., WTINORET 2 HILL EICRI L= EERFEESL. MK (16.7%

(212 41) | 14.1% (9/64 15]) M 1r5.9% (2134 41) ) Todh o7z, »~— kB OARFERED 1 4] (HffE =
v 7)) IXIRBREE & DRRBMRN G E IR0 o Tz,

BRIEOB G PIEICE > - A EFRIT, /S— b B OAKRKRET 3.1% (2/64 6 : Hiftks 3 v 27 K%
b)) IZ@ED NI,

@ BARALEH DR

HARNIZ N— |k B2 BfAAN STz, 23— b BIZHAAIL G- 9 6] (ARERE 8 1], ASA i 1 f31]) &
BNTIRERIED D7 < &b LRI G- S, 2R EET L,

73—k BITHLAAN HAVIZ HARNOFRGO Tl [FEFH] 13, AFERET 3 [2,5] k. ASA FET Rk,
(REOHYE [FPH] (X, AFERET 13.1 [10,20] kg, ASA BT 1J.7 kg TH -7z, Fontan FAfiH HI55
SEREE G- F COMB ORIl [#FH] 13, AJERET96.5 [82,122] H, ASABE TR0 HTH -7, 1A
BRIRA A G R P AR KA B G STV EBEEIA I, Bl MR 1 R OJERR D HTEERE 3K 10 3 AK
BEROVASA BEDOWT LTS 100%, % FHUEEREISE 17 23 ARJERE T 87.5%, ASA BET 100% Th -7,

AMED EERMEA & SNl tE A X FORBUIRD bivie o7,

RO FEFHMEEE & Sz TERARMMFRY | | GIKEHEEE & S TER TRV AR
PR & 72 2 i 19 ) RO T8 R 95 20 | ORBEIE L ZONFIE, K100 LBY TH

ST,

2D BRI DR 2 Hig T
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F 10 HMFRKORHFG LAR (GRELGHME . TSR

EgEEe (8 ) ASA E_(1 B
e 875 (7) 100.0 (1)
(B k7 () o B 125 (1) 0 (0
» 125 (1) 0 (0}
ﬁégu&wmmﬁﬂtﬁﬁa&am 125 (1) 0 (0)
] 125 (1) 0 (0)
BE B Y f B 875 (7) 1000 (1)
3 375 (3) 0 (0)
W 125 (1) 0 (0)
1 & 625 (5) 1000 (1)
)] 500 (4) 1000 (1)
MmEF &+ AT 125 (1) 0 (0

RAFS% (ZHFE)
afEEREORRES I AEET

EERER M 2 B A A EFSORREI ST, AR T 100.0% (8/8 i) . ASA BT 100.0% (1/1
) THY, EEBETIFLILIEOENT-AEFRIL, X111 OLEY Thot, BRELOEREME
DEETERVEEFSIT, AEHEO 500% (4/8 ] : %886, FF T, fFFifE- M eV re 88,
S - HitEs 3 » ) (B LTz,

F11l EFEETIFLECEROENT-AEFES (FEBRELSHM 2, FAS)

A et (8 B ASA®r (1]
|- HHER % 87.5 (7) 100.0 (1)
B 375 (3) 0 (0
N ERE 37.5 (3) 100.0 (1)
B i & 375 (3) 100.0 (1)
& H i 375 (3) 0 (0)

ZHFS% (FHFE
aEBREORMRES ) AEET

ERLATEERIT, AEHED 125% (186 : HfEs s v 27) IZBOH LI, RREL OERMKIIE
EEINT, EREORERIEIZE-T,

TR Wi BT2EE OV
7.R1 Fontan FHEBEZx S L LMEHEIZOWT
7R11 BB 18226 OF ¥A »iZ2WT
IS, #ER 18226 OREERT ¥ A 2o\ T, LIFO L 5B Lz, 3B 18226 ©/3— |} B i,
ASA ZRBRE LT-IFEREERLE LTERB LA, HE 18226 0 AR TIZ, £FED PK R PD O H%
B LERLEZBRELTEY, FEZzRELZ2VHBREREO/NETOTRERELEZRITL-HIZ, ZE
ERTA CERATAHAZ LIRS L R L, B EERICE ZFHMD A, T AERR/MET B0,
Mt <2 P UTHAFERIZHOWT, PRETHEZESPER T THRMELITHISOFHEER U1,
FEtEo EE=FMER I, BIRESIEIRE, EEEIIFEREREL MDY, OESREIIREE
BRETRO LN LML EAOH - MG OHER, RU@Mmie L D58\ BENR & 2R A
FoGDEERERE, heERES) OFR-LZLIMREASA < FELE, BBHERATIE,
IO XEFIMER ORRBEE, AEBETER 7%, ASABETEM 12%48E L (N Engl ] Med 2011;
364: 806-17 ) | AL ASA BEoBIFiTH ] B PlREN P, FEAENIR T . HBHH
17
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B Li-sa, 250 asa xR v s ewovEreEszo e L shs. B
PISHZ 1T D Fontan FHFOEMMBEITHHEEZEE 25 L35 18226 O BBERIIBOLAL Z LH D
(World J Pedatr Congenit Heart Surg 2013: 4- 349-55) | #FHFEAYERBEICE S EMIIBRET T, E
BEFTREME IC S X EFIBARE Lz, BB 18226 THONTFDERUEL2EIZ OV THEHOBRELZE
WA R L7 BT, AEOFDMEN ASA L RE{ BRI LERRETOI L E LT,
FHREE L LT ASA ARELEBEIILLTOEEY TH5, Fontan FHlTED FEAATHMEFEIZ W
T, BNORETA FF74 2 Tix, EMicbi a8 M MEEE (#R 7 5 A la, =2EF A L1 0)
Fontan FHfE 3 W ANE 2 WA ETOUA T 7 U VL HESFE~RY) E R F AL, =
FUALULC) |, BEIENIIOITHENGERE T2 ET2BE TR, REicbis29v 77V ViG
X (RS 7 ATb, T ET AL~V C) BENENMREINA TV S (AHA statement) , £72, ASA ¥
EXdRpE~ SN FEEHEOTALT 7 ) REOBRERHER (FL—FI1C) EhTwd (ACCP HA
K74 2) , BROBERAT A FF7 A L Tid, Fontan Fifi&BELFIZHT 5 ASA &S (HELRS 7 A 1 a,
TETFALAULB) RUTATZ 7 U s (#3772 10b, =T AL~V B) | MBFEDGEERE
FE#HT5 Fontan FFEBEFIZHTHIOLT 7V 4EE (#IRs T ALDa, =T AL-L B) HidE
W/ENTVD EREOEBECIZNEELEBAT A K74 ) . Fontan Ffiik O FEAAUH MR REIZ
BT 2B EREEVCEREEMIC W TarertARBohA T RVWLOD, ERMTRIZEWT
%, Fontan FfiEEFICHT oMETFHCELTIETAZ 7 U L 0§ ASA DHESEEEA B,
EEEETIX, @AM & HICHERR Z & | Fontan Fif#E O MBRESBEBRZN TV SRR TH 5 (Pediatr
Cardiol 2010;31:1219-28, HA/NEEBRIFESMEEE 2015:31:81-125 %) , /=, #5 Tid, Fontan Fiif
BEREOUNLT 7 ) AEREFTIZPT-INR A2 br—ATETWRWnWBRENREL {, PTINR =
FPE— A RREOTALTZ 7 U AERFTOMmMEY A7 IZASAERFALY L/ 25 L 0EERHS (TAm
Coll Cardiol 2013; 61: 346-53) |

PErEIX, /R Fontan FHTEBEE S L LIEREOMBEHEIZOWT, LLTO LI ZEXD, BB
18226 Tii., AHMEOEEHMHEA L Sni-migtEoS v FORREEGIZOWT, HEHFEN{BRE
SRS BB HE SN ed 72 h, Fontan FHFOEIS & 725 ARG CEBRBERENA L HICHE
B WZI L HEZERTH L2002/, £, ERRELZEHELZ2VRE THoTHEEOFD
HEOHETEELFFNRET D Z LASEY Th 7245, Fontan FTRMBEFIZE 1T 5 FIHAUH MR HED
migtEA ~ FORFHSEHCET L5+ RBARENB LN TV AHRRTIZ o2 biZhA, &
EPBEARDETHREREDORIEO— L LTBRRICEL{ERZATWAZ L, BRLLTHALAL
HERAE ( [TR2 A9EZ-oWT) OESBM) 2 EE/T 5L, FHBRAMEICE-IZ . Fontan Fiiri iR
FETORBEOFHELZFHM T2 Z LIEFEEL AT L=,

B 18226 I ERMEBR L LTEMsNbOO, EREHERCEZLEOFMHERIZOWVWTIE, F
S HEZESICLAEMT COHERERENATED, FEOE TIX A 7 ADERD = H DK
BN TWEZ L 2ERTS L, HB 18226 OFEICES A EOF IR UE2MIclT s —F
OFEAf X ATHE & Hlb L=,

HIBEL LTASAZRELEZLICELT, ERANORETA FF4 T, /MR Fontan FilTi%
BEIZBT AT MmRRELE LT, ASA XU 77 U ORERHERINTVWAY, AHEOES
CoVWTRERPHTB LT . aREOEVFITFIZoVWTOa e RARBLNA TRV, —F T,
FHOERERE L U CIToubEmEEE Bl I HEERE L/ MEEO R IZ L v il fRER{Thh Ty
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L ENER S (AANREERS 2 MEE 2015; 31: S1-125, Pediatric Cardiology and Cardiac Surgery
2015; 31: 229-37) . HEEEIK TH HAREOXIILE L CiL, BN THNL#ESE AT 2HEEETHL T
NT 7 VU ERETDHIENIVEY TH o, LA L b, EEEILFENEER CoH 535 18226 (21
T, VSN OERFEREZ S B IXHRIEAFE L2 2 & Fontan FIROEE & 7 2 5 KB EEF X EN
HEBIEFITA I, KRDOHBTUNT 7 U o axtRIEL L TRBROHREOBRIKRRZ Eii+ 5 Z &
DRNETH ST Z LT TE S, b, ERNOBZRETA RT7 A4 2BV T, Fontan FF & 24
X35 ASA EENRTNLT 7 U oG ERRRICHERE SN T D 2 & G RMELE B QNS N
BATARTAV) L EEZ D L. BRNBFIZB T 2 ARIEOHIE L NLZEMIZ OV T ASA & ik L
ToRERICEES T 5 2 & IXATHE &M 5,

7.R12 HERRERERICESE ARANOFEIMER VLM LZTET 2 Z L OZYMHIZONT

FHEEE 1L, WIRPER OSNEME RERER OEWNAAE, WO EEEILENRERICEE S & HARAN O
O ETMT 5 Z & OZYYECONT, ZRENLLTFO X D IZH Lz, WERMERRIERIZ O
T, Fontan Fiit& D MLARMEA ~ > F OFRBEIEICET 2 WMEITRONTEY | A TIE1.9~21% (AA
/NRFEBR R RHMERS 2015; 31:51-217, HAVNRIEER G~ MERE 2015; 31:51-125 %) | B4+ Tld 17~33%

(JAm Coll Cardiol 1991; 18 :1733-7. J Thorac Cardiovasc Surg 2000; 119: 745-52 &%) & & LTV 5 23,
VEFORETHY, IFR, BEE LT 2 —HTORE, PURREOFBROCHNEEICLZEL2EN
L LEHEZD L, LD RENNELZRET HHOTIERNEE XD, B ERREE LT
HATRDONDE V AT Leiden BRST 0 b U BEVBEFERNT U7 ATERDLNT, BHA
ANTIET BT A SRTBT A CREZIECEHTIERANELHIERTHDL Z ENHMLNTEY | EEE
BRI A T B A ROMEEICRIEZENH DA (Pediatr Int 2013; 55: 267-71) | VTE & & 515 &
L 7= RO R BN\ T, BsAMARTERR O BRI TARIED VTE O B PIHIZN RS e B H]A
FREO LN TV WD EEZBE 2| YikBEMARER K OE OB ARIEDO G EE KT " HE
PEIZENEE 2D, PKIZOWT, AEZEEHBECTHRAMIES Lz & ITXERNAERRD SN—T
T (A 7% v ME10mg, [FISE 15 mg §E] OFIEIKRRFRGEERD) | /NRICARE THE LS -
AECAREZRE LTz & &0 PKICH B2 ENAZEITRD D TW RN (1, T 7% Lov b §E 15 mg,
[F$E 10 mg fil) FARSESE (BFf24 11 A 16 HfHT) 3K .

SMEIME R ZERNZ DWW T, Fontan FAF O U3 FE NS & $12 TCPC IEN it Toh 5, TCPC 4
IZ & % Fontan Tl 5 AR AAF3R 1L, AFRT 95.2% (Ann Thorac Surg 2007; 84: 1619-25) | 4+ T 94.9%

(J Thorac Cardiovasc Surg 2006; 131: 172-80) L #i5 SN TRV, I OEM TR ICENAZE TRV EE
z %, Fontan FFOREATREEIZ OWT, ARHTILFEE 3~6.5 5% (Pediatric Cardiology and Cardiac Surgery
2015; 31: 39-51, HATEEREFEMERE 2015; 31: s1-125 48) | #E41TlX 69.8%7% 2~4 7%, 17.0%75 4 1% LA
= (Ann Thorac Surg 2011; 91: 1445-52) L s X T\ 5, F7=. Fontan Ttk OHLMARRIEIZ SN T
I, ERSOBZITET A BT A ATBWTASA T LT 7 U OB GRHEE SN TV D, BSOS
A RTA 2 TIEA~ARN) U EREBHEEI N T D (AHA statement &N ACCP A KZ A4 ) — T,
WOBIEITA FF A 2 Tid Fontan FFFEEE Z KR & Lic~ Y UEREITRDREHEIT AV (e R L%
BT ONT/NEHIIRB T A T4 2) o L LERRS, FAA K74 280 T, JEEER O HE %
BHAIITTIALT 7 U OB GRHZANY U E AT AR, KON U N U D A ERBR R S
NS OO/NETHHIN D ERREINTWD Z EA2HE XD L, ZOMAERICHL N RENSL
IV EBESND,
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ME 18226 OiER., ~— FBlICBTA2EAEAER U EERNEATCOBREE RIIF 12, BEIEMIC

FEEsDBEERIIFRI3OLEEVTHoT,

# 12 2EEFAEVCBEFAEHICBITBEE R (B 18226 (/*— | B) , E2EAFrorSEH)

™

L

EEEH & A\
FEERE (64 F) ASA B¥ (34 47) IR (3#) ASAEE (1D
K 40 (2.8) 40 (2.8) 30 (2,5)
Gl 547 (35) 676 (23) 500 (4)
o b
A %) b 453 (20) 324 (11) 500 (4)
hE (kg) ° 155 (10.25) 154 (10,23) 131 (10.20)
HE (cm) ® 100.1 (78.133) | 1008 (79.127) | 93.8 (8L 109)
ﬁxﬁiﬁ“#%ﬁ 424 (28) 382 (13) 500 (4)
o AT R f I B 303 (20) 235 (8) 125 (1)
ik ﬁxmgﬂ’”ﬁfﬁ 182 (12) 235 (8) 250 (2)
T : —
Fo i be ﬁ"h‘mﬁ;ﬁ'i@é 197 (13) 118 (4) 375 (3)
e 36 (9) 50 () 250 (2)
BT U Bt 152 (10) 88 (3) 250 (2)
R 106 (7) 88 (3) 125 (1)
TR | LRE T —T e 200 (60) 824 (28) 875 (7)
HnE | KBIREERDS 864 (57) 882 (30) 875 (7)
e Norwood 77 682 (45) 350 (19) 500 (4)
Fontan EC & 022 (59) 853 (29) 1000 (8) 1000 (1)
?gﬁ Tl 78 (5) 147 (5) 0 (0 0 (0)
CEX N 438 (28) 618 (21) 0 (0) 0 (0)
Fontan 377> & i B3R E]
i3 -oN (B = 340 (2,124) 240 (2,117) 96.5 (82,122) 920 (—)
L 210 (13) 1247 (5) 0 (0 0 (0)
- &Y 781 (50) 853 (29) 1000 (8) 1000 (1)
;Fm& P 6838 (44) 576 (23) 1000 (8) 1000 (1)
s na | SPEECOBEET | 328 (21) 204 (10) 100.0 (8) 100.0 (1)
. OB £ 703 (13) 147 (5) 875 (7) 100.0 (1)
LT 367 (10) 235 (8) 100.0 (8) 1000 1)

B Fh o0 o

: ASA

D PaE (RME. B
D HJlE% (FE)

P EEAEHIE (SRR (RZEIE 66 Fl, ASATFM4F) |
D IRREYE R
Fob &L, ACETYLSALICYLATE LYSINE
st 2 Nl 2, TINZAPARIN SODIUM, HEPARIN W/SODIUM CHLORIDE
: U7 7 . ACENOCOUMAROL

D Ui REE, FEEOABEFAENEENRERED > B, 2EEN LofiimeEOIEE
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# 13 BEMNEFIZBT @~ 0BEER (A5 18226 (/~— | B) | E2MMirxtRER)

- , Fontan Fffr &
il | | KE N e - P #3E
SR 7 -
@ | B | e T LESR FE i FH iBEEyER S -

F CTOHM (R)

ASA, s

9 gy

ASA 29
a7 Ve, T
Fr s
ASA 28
106 Ve, T
Zr
ASA a8
122 Vo, T
Fr

' ESR E

[ | | 1§09

[ | B 13

AIER ASA. ~ur

06 Ve, T
i ey

ASA, s
a1 Ve, T
Zr
ASA, s
82 N, TR
Zrle
ASA 28
96 N, T
Zr
ASA a9
92 N, T
Fr

EAR

[ | 8| 1IN

ASAE | m |WH| w4

B 18226 DEANEFATIE, £EEH - R L TERIMEL . BIZE Fontan FifT &2 1 - BEHESH
{§ <, Fontan FHiH bLIEBRENEIRS £ TOHMBEL, A7 V—=VFRiCHmEEOANERE LT
AN REEOMBEEEZFERA L TWiBERERE -T2, UL, Zhe0EFREFIO
HoEREFrOBRESEZEEZS L ([TR2 FHiIconwT), [TR3 Z2#izonT) OmEER) |
ARNENENOBEEROEZRNAEOFIUR CELMEICRERAICE RO H 5 EE RITTFEEE
FEWEEZ D, £, ZoOMMICBEAAEFATE2AER LR L THREORBEFERIIED LNED-
e

L, LTFTOLIIcEZ D, NESERUAREREMAZERIZSWT, 3Bk 18226 DEMIZHT= Y K
X E R SERNNZEII RSN TV Y, BB 18226 DR, BEEROS L, AANGNRERE
OFEE, MEWNORE, FBREEREEZ TOHMECHER L LTHV W ok EOEEIZW
TEANAZESED biLz, LHvLA2A 6, Fontan FFdi#ILdH 0 L Hlr =45 4#, Fontan FHTIZE S
£ TOBRFORIRCEHREICHT 2 H 7 —F LGRS [5RERE . BITH 2 &0 - firk wrme
DARZa Y ba— A E 2 oW TITEHRIZE T 2 ZBEEICE CEEN2ERAER S L TWEEE X
bhaoZ biomz, 3818226 (2B H2HHEARTOBERS NG, Filp, MEWNOFE, REBEYRE
BE5E TOHBEVRITER S LTRAVW AR EOEROE VA EEOF IMER L 2E0OFMIZ
KELRBEELZRIZLUETMEEIECEZLBNE ([TR2 FHEIZ-T) . ITRI EE£#HiZon
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Tl oEBW) , ko b, 36k 18226 OREMOAEIZHSE, HANIZEIT D RKEDOEL)
PR OV A 5925 2 & IXATHE & I L 7=,

7R2 AZMEIZONT

HEEE L, LT X S ICH Lz, 7Bk 18226 0 8— k B IZBW T, MEt PR Z MEET 57290
DREINIE LT lob OO, FGED EEFAMEE T 5 MARPEA <2~ OFBLEIG I IAIERE
TASAREL IR LT o7 (BT o

Fio, il GREARN, 5Ll E) | BIEITOA S, Fontan T2 DIGERIEYIRIE G- £ coMM (7 H
LI, 7 HE@8, 14 HELF, 14 i) K ONRBRIEYIEIF G- O HT il ke 3O RIEF B O ke Pk~ kD%
BEIEIT, R1UADOLBY ThoTe, WTNOERRKFIZHONT S, REDOFLRMEICERMIZEKRDO S 5
WA RFTRIREMEIT IRV E B 2 5.

# 14 BRFRIoMmetEA X FoRBESE GRAUR 18226 (/X— K B) . FAS)

AR (64 51]) ASA Bt (34 i)

P 5 AT 0 (0/40) 4.5 (1/22)
" 5 Ll 4.2 (124) 16.7 (2/12)
e g Y 3.6 (1/28) 4.8 (1/21)
PR L 0 (0/36) 154 (2/13)
PumFE A L 0 (0/14) 40.0 (2/5)

Pl H v 2.0 (1/50) 3.4 (1/29)

P MR 2.3 (1/44) 4.3 (1/23)

S Fum /e (HLA) 0 (0/26) 0 (0/15)
R D FE O oSy 28 (1721) 100 _(1/10)

AR SO A 0 (0/5) 0 (0/6)

VKA 0 (0/13) 0 (0/5)

VKA (B.Al) — —

2 fEkaL E 5.3 (1/19) 125 (1/8)

7 HLUF 0 (0/17) 11.1 (1/9)

Fontan A5 a5 | 7 HE 2.1 (1/47) 8.0 (2/25)
e 5-F£ T oM 14 AL 0 (0/24) 21.4 (3/14)
14 Hi& 2.5 (1/40) 0 (0/20)

FHEIE% GEBUFIEIRAT R 2G50

AARNERTIINTNOEGRICB W T H MAeMA < hORBUIFED BT, DT oks RoOfiE
FRIITEERMLETH L OO, REER &R E Bl a2 R~e T 2 RITRO bned o T,
UEXY, FERRANBRACAIEL 10mg 1 A 1 [A1FG1F & FRRE ORGEENS O D L O ICRE Tk
L7zl - AR CTARE®RG TS Z Lok, B 18226 D &KREM TR EENEONIZZ L, H
ARNERNTIB W T HRET S -#IPH T ST RIRER & B2 DA RS ATV RN & BARAE
HCAREDF RN G282 RFTEREERIIFESN TN E ( [7TR12 EHERILRERER
[ZHSE BARANDHNER Va2 i Ml 5 Z & OZY T HONWT] OEBMR) % b, AAANE
IZBWTHREOFIENIIFFTE 5,

BEREIX, LT X 2B 2D, RBR 18226 D/X— | BIZBWT, AED EEFHIAH & Szt
PA R N ORBIEIE PARIERET ASA BEE Il U TR o 72 2 EEN S ARIED ASA % T 572 0E
IPERRIZE SN TN D, 3Bk 18226 (ZHLA AN BV B AR NBE LA MGD TOECTH v etk <> b
DFRBUTRD N1 Z &b BIRERIOHRE & B ARNEHDORAEO —EMELFHET 5 2 &1l
[RANRD D3, BARNCBITLIAMMEEZTET HMERE ETIIWA NI & REOHFMEIZH &2
WL KT TR R ORI RRER OZ R IR S cnz2nZ & (([7.R12 FEELFENGERIC
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ESE ARNDAMER LM ZFHET 2 Z & DRYMEIZONT] OHBH) bikEx, AANEH
(CBWT b EREM & FERICAREO AT TE 5 Ll 5,

7R3 REMIZONT
Ferg I, Bk 18226 TOARFEHFZORKIVKIL N FOMGEHEREL Y, [7TR2 FAMEITONT) @
HTHD ONTAREOFENEZ W E 2 5 &, /NED Fontan 784 BB I2 BT 52 KD 22 M X RRYIC
FFAFIHE &I 5,

7.R3.1 HMizoWnT

HEEE L. REOHIM Y 2712250 T, BLFDO X 9 IC@H L7z, ik 18226 (28T, ﬂéﬁ@iﬁ
FEEIEE & L7z TERAQRMMES] (35— F BOAERETLH GRHIL (BAAN) ) 12RO bR,
NAKUVS— K B O ASABETIERD b hote, TERTIEHZRWAERAICHEEL 72 5 Hif 5
DFBEIAIL, 7S— b B OARIEEET 6.3% (4/64 Fi] : T L il 2 F, s, FEEHm (AA
A) & 1) . ASA BET 8.8% (3/34 {5l - IMfE « FENE FHIM. T b i, g i 1 4 .

N AT 83% (1/12 3] : fzJ& i) T o7z, 7R H MG OFRBEIGIT/ S— N B OARIERE T 32.8%
(21/64 f51) . ASA BET 35.3% (12/34 ) L[RFRETH D, /S— K A TIL 25.0% (3/12 f5) TH-o7z,
N— kB OHARNERCET D TR MM S ORREIGIL, ARIERET 87.5% (7/8 fil) . ASA #f
T 100% (U1 f) THolbDD, HARMNEFIEIL O Bl & D722 &b | fEROFRIZIZRA R & 5,
Fln (5 kA, 5kl ) | Fontan i HigERIEMIRI G- £ CoMM (7 HLLT, 7 B, 14 HEL
T, 14 B8 | IRBRIEYIEE SR O PR IO RIEF B O H i FR O R BLE G i%ﬂﬂ%ﬁ§m®kk
DTHY, WTNOERKFITONTE, HIFROFBBUEEIRANZERD & 55 8% KT Rtk
RneE 2%,
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# 15 HRREFMNOHMFRORREES GAER 18226 (»X— bk B) . LM S 4£EM)

5 AT 5wl |k

I T @0 ) ASA TE (22 B)) I Q4T ASA TE (12 B)
EHMESR 40.0 (16) 50.0 (11) 29.2 (7) 25.0 (3)
EO NS 25 (1) 0 0 0
TR CIL/R VDN BRIk F 1T
RHRE & 72 7 H L 0 9.1 (2) 16.7 (4) 8.3 (1)
A i 5 52 40.0 (16) 455 (10) 20.8 (5) 16.7 (2)
Fontan 12> & 1R R FE A 0] $¢ 7 BT 7 HA
5 CoMR AIERE (17 61 ASAFE (9 B3 AFERE (47 f51) ASA Bt (25 i)
A MmESR 52.9 (9) 66.7 (6) 29.8 (14) 32.0 (8)
EAR A i 5 0 0 21 (1) 0
HRTIER VDRI
PR L 70 2 i 222 (2) 8.5 (4) 40 (1)
A i 5 52 52.9 (9) 55.6 (5) 255 (12) 28.0 (7)
Fontan 12> & 1RERFE A 0] $¢ 14 HLLF 14 A
HFE ToHIM ARIERE (24 B ASA i (14 1) AFERE (40 f51)) ASA #iE (20 f)
e 41.7 (10) 643 (9) 325 (13) 25.0 (5)
ESNA 0 0 25 (1) 0
HRTIER VD EERAIC
RHEE 1 70 7 H o 0 214 (3) 10.0 (4)
AT 41.7 (10) 50.0 (7) 275 (11) 25.0 (5)
1R B 3K 1] ] % 5B 00 i I 2 H 2L
RO PRI AIERE (50 B ASA BE (29 fi) AJEEE (14 f511) ASA Bt (5 f51)
A mES 38.0 (19) 414 (12) 286 (4) 400 (2)
%i&ﬁ%%% = 20 (D 0 (0 0 (0) 0 (0)
SEAANY N A G
ML 72 5 I FS 8.0 (4) 103 (3) 0 (0) 0 (0)
B b 340 (17) 345 (10) 286 (4) 40.0 (2)

FRIEE% FEBHIED

#* 16 HUkEE ORI O HiLFROREHEIS (R 18226 (/S— bk B) | LEVMT I REM)

i/ R ~RY VKA 2 R E

BRI 50— \ - \ _ \ 2 ‘
IN AR ASA FF AR ASA F¥ ASERE ASA F¥ AR ASA #f
PUBESREORTER | G | oam) | @ign | aomh | a3E) | Ge) | ask) | (%)

386 39.1 57.1 60.0 615 60.0 632 62.5
Al FR (17) ) (12) (6) ) (3) (12) (5)

A2 95 23 (1 0 (0 48 (1) 0 (0 7.7 (1) 0 (0 53 (1) 0 (0

EDNCESAANA
EARRIICHEE | 9.1 4) 8.7 (2) 438 (1) 20.0 (2) 15.4 (2) 0 (0) 105 (2) | 125 (1)
725 M ESR

I A HH o 34.1 34.8 57.1 50.0 53.8 60.0 57.9 62.5

(15) (8) (12) (5) (7) (3) (11) (5)
RHEG% GEIHIE)

BRIE, UTOX9ICEZX D, HMITARIEDO FHEREHEERICEE T2 Y 227 Th Y, 3k 18226 1T
BWT TERZHMFES) WS D S AR 1HIZERO Hivle, YEIERIX RO HARA
T, Wity g vy 7 Z2& 7 LTABEL 720 . Al :ﬁTé%mﬂﬁbhékk%’%%%®&5%¢t
L7z, SHIMIZEA EmARETH 0 HIPES 2 v 7 b BB L CABEN D 2 BEIZITBBE L TE
0, R AEIC KV EERREECThH o T2 & T 5,

AR 18226 TILH M FROFBEIG 1T G HEM CRRE CTh o 722y, MBROBREHEFIEIIR 5T
HZ e, ROVNED VTE HBE &2%4 & L7-ikBr 14372 CTIIAEAEEHERE & it L CAEREcCHILFESR O
FHBEENE NPT (A7 Lv hEE 15 mg. [FISE 10 mg fth) FAEMEE (52411 H 16 H
1) 2R) ICBETILEND D, S5, Rk 18226 (BT 5 HANBE TOMPIMD TRS L
TWDZ L, ROKRIEREGRHZE=2 ) 7T X EHUEEEERIC BT 2 B AT B 1T L TVh72en
Z &b E x| ®IERTEZ I/ O Fontan T2 BE 23T S ML O R BLR DU D W CIEE O G e
L, K2 DBTHM ORI A DICERET D L) EEWRET DZLENH D, B, B 3CHE
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CREWT, AROUEBRREICE L THotimEk UERzA L TWHEMPBREILICHD Y A7 &
L. FREOEAONEEURGH#RO G CREICHENT 5 B2 ERRET D L OFRHEEOITIX
B4 LHET 5,

7R3.2 HEHUAOFEERIZOWVWT

HEEEIE, LFOLIICiE L, HE 18226 TIHHFICHEE TR HFEFE L LT, EEENEED
MR IED | EAERED B E OLF P ERBUVEY | ILMEREUE - BAEFREEM | EEEHNEE
OIEBIERIG DD | EREURY | BEREENSEOCHREHEDE N RU#EREHERY (ALT &
TRHEUALECH ULN O ST 2 BE2845) ORRERREFERL, WThoESLED RN
=,

E7=, BAAHER 18226 /N—F A T250% (3/124)) . ~A—F BOEEFHERFASABTENLTH
18.8% (12/64 f5]) TR 59% (2/34 ff]) 12388 R4, KIZ Fontan FIFEIZTFRISNAFEHTHY
WTNLIERE L ORRBREITES N, -, HOEORKIZFED Loz,

BLERFEHEOZEERBICOVWT, KEFN/NROBECTRESINTVWHET, 202141 A 12 BHb
9 A 15 B TIZ 18 R OER 11 FITREFRS @SS, EELREHERII 2HITSHY, WThi
AL OFRREBELRTIESITA, £, 202149 H 16 Bb #9207 A [E1* (2. 18 B
OEFTREIERSAEARNTIZ 13 6, AETIR 12 ##ESIAE, EELBERARAEICEVTOA 65
FIT@E SN, IERBEICENTECHY 1§ (FEPESN CBEIhR, EFRB ORISR
T#hD, 73, Fontan FiEDEFICA C-BIERAIIAETT2 FAE S, WIFNLIEEET 1 #HlilE
IAMER, 1 FlIZEETAOBIERTH - =

FFEIWNEOHEG TRBENTHWRVE BIERAOSERR) T, 18 SRMOER 402 I TRIIERS
NEEEN, BEELENSAE 1416055, 51 FITIE 1 U EoMEEREFSE | 46 HITIE 1
HEL o Him s RO L, FEUHIH (FEDESE, WERMR, BEERE - RES16) I
wEah, 1 FBE, WREECETHEEMRZERER, 2 flBRBR S ERTICEELZRALT
wi=rozamikxE2%. 3 68 =8 R AR RA L 0T
RERUVEREEICLLIACTHY, WIhbFEELORRBFICETIFHRTREISH TR,

PLEX D, AEOMERFEEIZ 18 MARBOESN CREMICEERFERY A7 I/FEIN TV,

i, LToXHI2&EZ S, B/KiZ, Fontan fBROE W LERIREICER T 5 EFIRD 5 - LA
T CHE SN 2R ERIERCERBEIC L > THERTIESHEO—TH S (BF/EERES
MR 2019: 35: 3-8) , BUER 18226 M/3— | B Tid, MAKORBRB SV EFEHETASAHLEBRLT
Ehvofedt, HiE t@ESAEEAZRZS, WThoESLEREL ORRBERFESIN TV S,
MAT, EOMOERIZONWTE, HER 18226 R USRS (/R CERENICEERF- 2 271X

) RS 50 % 1091 ik
B E ik S00/uL i
2 MedDRA SMQ [FMEIERSE) . NEMEFIC LD QMmO E) | EMREEFIC LS 2 ML Lo DBRRDE)
25) MedDRASMQ [T+ 7 4 F %2 —Fis)
26) MedDRA SMQ [EfEMR WRWER | BT MedDRA PT [ ATt H e 52 e )
2 MedDRA SMQ [#AIEES 5 FRE) RO (FFWICBES 5 8HE L CHLES] CEY T3S0 ThbBE LSS
28) MedDRA SMQ [ (FindeA ~<> b, B, Bk, B - BIROMETH R OB E BRORE (58 |
29) MedDRA SMQ Hifn (L8 )
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i STV RN Z & BIFE S TI3/INE O Fontan T4 B CIEBINO B 2 B9 5572 /2 e
HEOBREITED DL TV RN EHIWTT 5,

7.R33 [FEREREREZE ~DEEITOVT

R, Fontan Fii7#4 FR3& Cld. Fontan TEER O EF 2 CTH 2 MW DB IRIE S HEFF S p 2 &
2k % 9 ST % Fontan #ii&FAOHE (FALD) 2388 Hiv, I/ NE COREFIHRE L H 5 2
LD (AR R BEAMERS 2016; 5:12-6) . FALD 2404 % Fontan FilFz BREICBIT 5
ARIDEE G TG K OVEEME D2 A % X 5 Rz,

HEEHR L, LTFTO X DI Lz, ENOZET A K74 2%, THFEZ OAOF=1% Fontan it 10
ME. 20 FER XN 30 AFIRICE TR 1%, 6%, 43% & IS4, iR O 1 FEB X5 FAFRITEN TN
57%. 35% & NRTh 5, MO HFERITINT 20 4£, 30 £ T 1.6% &L 5.7% TH v . FriZilitk 30 FLURKEIC
BT 5, | LORENHD e RMELEBINZEBIIAT A KZ4 ) . FALD 122U CTHIRE A T HIfkE
IRWTEE e < B b~ — I — 2 ST IR PRI A K OB T R EEOBRBZHE L ZE L TRhE
FINZHIT SN TWDONREE LB 2D, BNOBRTA RT4 12, MFigS oz KL e e
PRy -GTP BN EFRT 52 ENZ0N, RO LIV WE RINZIET VT R VO ERRED
FREMET T2 5. WM T HIFT R & O FF R o BE B E TR EE 225, AT L7 8s
B, ME7 VT I UEOKT, BUAEY ERETa) 2 X7 T —EBDR TFRALIL, BTl
VIR IV B a T — U AMER ERTLZEOREN S Y e R DREBINEREBI T A KT A > A
KYEERBZIETA 74 ) | IR L HEE RIS LT, 72, SIEE OFHMmCIX
Child-Pugh 2 =27 <> MELD-XI 2 27 AMEEANZEH SN TWD EE X bLD  GERMELEBINZ =R
HMAITART42)

Fontan Fifith D BF T T HIFAIHEDREUREFIZLL LD LBV TH D L OO, A K O D
A OFRIL Fontan TR IERRIIICE WS L 2B E 2 5 & A UIFE 2 A0 2/ NERE T Z < e
CHESND, £7-. Fontan TR UM% OFHEICIT, BRI L OB 2 AT 2 B ENESE L
TWBHZ EMD, FALD BIEICKHTHE=4 VU 7 ONEM, FFEEFEN FALD Z KM L7\ 2 & BIE
FEFEMIZ 33T Child-Pugh A 27 ZEEIZEA T 5 2 EHIZO W T, +oIi@f# s Tns b o s
2D AREOUICETIL, BEEFEE 25 FRBROBE R OHEEL EORFREE (Child-Pugh 234 B
XIXCITHY) ObLREICHTHEREGIIEZ LI TS Z s, HEMEICEL Y E=21Y
7 R ORe B 720 b & | FFPAHAEAS Child-Pugh 7038 B U C IS 325 & flr S D L 5 72 FALD
UL, AEOBEGERMEN OIS N D, IAREDOEERPIEEND bDEEZ D, XD, &K
HOYAT LEITI VT, Fontan TAFZBFIZE T 5 FALD % & T IFHERERE F 1 TAR 2 0 7= e ik B ML 13 AR
WEEZD,

HEIEX, LT O X 125 2 5, Fontan %A TRD S5 FALD TiE, FFHEIROIERIZ X 2 ik
s, AR R, MBI & 2 P~ DR MG DK TIZ & 0 IFER OB B, S HIZMR
WOBHMEL MDD Z & CIHFMAEICERT S B2 6 TWD (HANRIFERZRFSHEGE 2013; 29: 162-
70) o BEMEFEEZ ML FFREBOBE R OHEEL LOMFEED H 2 BH KT IAROEHIIHE L S
NTERY ., RIERGHMAEIC FALD Z30E SUIIHE L. IFTHHEDY Child-Pugh /3% B XX C fHY & 7¢
ST EBFETIHEUNIE LGN FIESND D EBXHNDH T LD, AREISAEDIBINC & 72 0 IR SCEIC
BOTH R EEE I A LM 5, — 5T, FALD OREARMRIRREITRIE 2 fEb 72 W IFRRAE L T
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572, AST, ALT 0 — R FHEEERE CIZRFE N AL NN LN (AA/NRIEERE S
MERE 2013;29: 162-70) . Fontan FAi#£EFH OEF LD 5 b JFRRHE L FIE S O FEAGIZ DV TUIXIH ks B
FEIZERONTWDEERH L I L2 EEE 2, RIEEZLTGT 2/ NRIEEREEICH LT, [ERRIEM
& T, Fontan Fi D EFH TIZ FALD OFRIEY A7 13 5H Z &, FALD O HiE 2 UM L
7o ECAREOE GG OS2 W D 2 LG ERRMT S Z LN LB 2D,

7.R4 ZhEE « ZRIZONT

RS, #IE10> Fontan Fiit4 OFSRERHLL EERE O/ N B 2 x5 & L 723k 18226 1238\ T, ARFED
B N EERRBO LN Z L& E 2 ( [TR2 AgEiconwT) . 7R3 ZatEicon T
DIEZM) | HEERFIEE - IR Z 8B L7z BT, KHGEIRDODEE - IREZUTO LI &T5Z L7
W TH D LYW L GEENCOWTIEZ, [7.R5 HE - ARICHOWT] DIEBMR) |

(%088 - 2hR]  CRHGFEICLR D068 - DR OFFE, THEMIZHRFER D OBEFLE AT, BUEHRIT R FERED)
5 D HIERE T

A 7 W Lr MEE 10 mg, [FE#IRZS>E 10 mg, [A) OD $& 10 mg

AN

- Fontan FAITfii] T £ Se ML EE B 12381 2 e - ZETE RO I

AT LIVE RTA a7 /NRASB1LTmg, [F K74 > m v 7/NEH 103.4 mg

- Fontan T jiif TH DA KRB HELE 1T 1T 5 ife - ZERTE R O i

A 7L MEE25mg

N

+ Fontan R fii{THOIEFRPLIEE I T D ilnke - FERTERL O]

7R5 HiE - HEIZOWT

FHEEH L, ABR 18226 T & SN2 - 72K 30 kg LA E3XE 9 % LA E /N o> Fontan FAfi#4 B
(ZB T DAIKD MM K OMIE « HRIZOWT, LFO X 9 IZH Lz, 35k 18226 TiX, Fontan F{it
D — %0 72 FEHEAFE i & O Fontan Tt D MARTEAL U A 7 1347t 6 7 AN Che b i < | itk LAELINAS
RIEDE—27 L ENTWDHZ L (JPediatr 2012; 161:513-9) &k x. MV 2 7 (B L CHE AR BEE
FAZRAANIND T DI 2 3L L 9 R D BE %% & Lz, —J5 T, Fontan FAiitk O MAett: A~ K
FHBLOFH O — 7 )% Fontan Fifitg 10 FLIEICH D L DO@EHH Y (Ann Thorac Surg 2002; 74: 556-
62) . FEHR TIIEMICOI DR T2 0B & 5 BENFMET D, £z, 1990 FLLRTOIEAER) 22 i
X Th o7z APC {EHIZ K 2 4)[EID Fontan Fiiitg ORI, FH e BILREA & 72 L, Fontan fEER D
e LEANIMAR, BHEREIRGOF 2580 5 BE (RASRMEOREBRETA RT7142) TiE, 5B
BEQIbR &, W HmEs Lo Fhif e OY TCPC {EIZ K % conversion T3 SEfiE =i b 2 E238% 0 (J Thorac
Cardiovasc Surg 2001; 122: 863-71) . Fontan #EER (2 5 MARTZAUE AN 6 L CHULERES T T D
EEZD,

R 30 kg LA 30T 9 3% LA Eod/NR o> Fontan 4% 135k 18226 TR & ST, UikBHHEMH
BT HEpEE, AR OLREMEOT =X IIH N THRNL OO, IFEREREFE R Z2WVEH IO
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T, Yalb—ra NIESETHIELT2BERENGEOND L - HENRETREEZS ( [6.R2
{AH 30 kg Lh o>/ o> Fontan FAlit4 B 12381 5 ik - FEIC O\ T OIEBM) , £z, /o VTE
BRI A PSRRI, AR ooy B AR B R OASER oD i S TP i B & SR ROG IR N & /N THEBLL T
WD Z & A0 A ~18 AR O/ D VTE B IV TRA & R OB R & 2 33 2 ik -
HETHIRHT 28R LN TOND T &, BT LY AR OL MK E 2E0 T
BOOLNRNZ EPNRENTWVD Z LD, RHE 30 kg BLE XX 9 5 LA ED /N Fontan T4 B
IZBWTYH, HEL T 2BEEZENRT 5 2 & Tl 18226 T/RSN A IMER O ZEMER R TE 5
EBEZD,

PLEX Y | SRR E TR IX 5 /N O Fontan BIFZEEIZOWT, IBBFEEOV I 2 L— 3 |2
O HE - HERZBRETHZ LITEE B X 5, IRMCETIE, 2 Wkl L 9 WLl Lo/ N A kf5e
& U BER BRI SN L W W 2 AN E g T o 2 L LT 5,

F72. BAHID Fontan FITZEF TR T 2 RKEOEEIZHOWTIE, ITD LBV E X 5, Fontan Fif
% BE DSR2 3 0 BUZ T2 0 10 AEAETF R34 80% % 8 % (Circulation 2008; 117: 85-92, Ann Thorac
Surg 2011; 92: 1457-67) . k¥R 18226 & [FI4E4X T Fontan FAfi 2321 7= BE DL N A £ TEFT D
Z LR END, RAWIO Fontan AL BE Tl 1BIER 2R IE IR O 5 o M1 S ITRERE, B
HE X OB ERSRE~ DI EN R E S, BERERRET 2 50 OMRE R O EARE & o0 8RR E
Jifi Al A ZER00E 1M 2 e L I RRYASR B S O F HLREE A B OHESTFE L TR Y . ERNOBEIA R
FTA TR, REIROBEE, MATERER R, MARIEOBESNH 5540, Kk, NEIRIEE, IMER
FTEOMARTER ) A 7 3@ WA IIPUIARIRE O i 3 ERE SN T D (RS R DIR B2
A RTA v e RMEDRBINERREIT A BT A 2) o RIEIZOWT, B AW Fontan Fofitk B2t
U CHFIH AR PLeESE & U CEEBGICRt T2 2 L 2RO b D etk dH 5725, Lo & k0 |
B Fontan 2 BE Tld, Z< BIFHREREESOSINEL R L, WEBRZETHL 2L bH, K
HWOHLEHE - HEZPK DU I 2L —2a v DRIZE > THRETDHZ EITIEBANRH S, LEER-T,
%A D Fontan T BE ~DOARIKOE G I HELE &3, /NEIIC Fontan T2 i L CTRRA & 720,
BRI FUARTRIE O LETH D LR 2551213, A7 7 ) CEICEV R 5 2 LiEd &
B2 D, 2B, BT, A D Fontan FIliZEE 2 %5 & LI ARIEOBRE T EILR W,

BT, LT X 2125 2%, Bk 18226 (A 30 kg LA E X% 9 sELh /N D Fontan Fifitk B4
TN DN Do T2 b DO, 35k 18226 T HAE & T 2 AFEDIRFE EIZI\\ T Fontan FlrizEE1ZH
T ENEROLEENHER SN TS Z L K0 IRVERLEOMEEREZ SR E LiZ/NNEo VTE BE I
BWTHRA L AFREOBRERAZERT 2 2 LICK VR T 2HIMER LN E LN 2 ERREN
TWBHZ EEEEE 2, (KE 30 kg PAEIE 9 LA /N D Fontan BifF BTk L CTH ., ATFRERERE
ERARWEEAITIE, Bk 18226 D& A & [FARIC, Fontan-PBPK £ /L } (X VTE-PPK £ 5 /L % v /=
BTEEOT I a2 b —ya NI SEIHE - AREZRET D2 L1324 LT 5,

FENZ X 7, itk O =BR I IE Fontan 8 BRI K3 2 I REFE H OB REIE H 2 BT 25603 H
D, itk OGRS AE T h 2/ NEIICZ N D OfEREE 2 23 5 BEFEOEIGITKL, 20
RELHRINBETHL L EZ DD, LIERNo T, BMISIET, ARG HIIAFEECAIHES O R
FHOWRAER FITEIEE L, Mk 5O S A EE | HIT 5 S AR L- BT, fAKE 30kg BL X
1% 9 kLA B/ Fontan Fiiitk BE A AROPGXGIIEDH Z LITREE B x5, 72770, #Bk
18226 (21X Fontan FAf5E T 1% 4 1 A LINDBE O A PFAAN AL, Fi2, 9Ll ED/NR D Fontan T
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Witk BE kT D RO E GBI /22 & BEERGERIZIE, Fontan Fifitk OiEf@ i o B ~0
B GREOZRMFITONTIHERINET 2 2 &P HET & B R 5,

*ji A Fontan FAHitEBFICOWTIE, /NEEHRTEY GIHES 2 2T 2BEOEENE L,
IR ESLHEITL TCND EEZOND Z 0D, YkBEEN CTOBRBERELZHTET 5 2 & ROAREKR
ﬁﬁ%@ﬁaﬁ@%@%?&{ﬁ'fé_ CIXNEEE B X 5, 7236, Fontan FINEEE L DIBRRAEZ 2 1T 72 W R Y
Fontan fEER Z#EFF9 2 Z & LD 7=, AJEZE L TIRERMEA XV O U 27 B3 kg L TR Y., /)
WRHNCASE 2 e 5 ST BE N ASNCEZE L COM L7 EEMTObN D Z ENEF LN EE X
bNDHZ L, Fo, BRABNCEL T D TCPC IEIZ K 5 conversion Fifi & £l S 7= BE %, BUAERIC
Fontan #EERIZFE 5 MARTZRE AN X L Tl PRANME L 2 A BELHFET D e 2HEx b L. 4%
B A\ O Fontan it & Combl 2 ik - HEIZOWTHIRET T2 2 EBHEE LV,

PLEmA, T6.R1 7R 18226 OFFHHIE « HEIZOWWT) TOiim. 2 A D/ Fontan F
it B xT 2 ARIEOE HITHELE T X & ORFEE OHH ( [6.R.3 2 5Kl Fontan Folitk AH
WX T DT GIZHONWT ) OIHSR) ZE5E 2, AL ARBEFUTOLEY LT LML E 25,

[ - E]  CREEEICR D HNE - HEOHE:, THREIZRFER D OBREAT, BUEHRIT R FERE)
5 D HIERE FT)
A 7 W Lv EE 10 mg, [R5 10 mg, [7) OD $& 10 mg

- Fontan FHli i f TS R MBS 21T D Ae - FERRIE RO 1]

W, KEB0kg UL EO/NRIZIZ Y N—aF N L LC10mg & 1 H LIEREA#&EE 35,

AT VLR RTA ey NRAS51LTmg, R RTA4 vay 7R 103.4 mg

- Fontan T fii{ T OS5 KM OSBRI 1T BT D iffe - ZERRTE R O il
. 2 Eo/NRICIE, IREICIS U TR 7 kg B30 kg Rimo A RITiE PRt &% 1 A& &
L. 1E12|E]X‘i1E|1IEHXDTQ5?‘%) e 30 kg LI 50 kg Ao I T ) oXee e dp o0 s B L

1H1REEO 2 EGICE

ANYESN %ﬂ%h‘ﬁ’i 24 E%*F'ﬁ&()\f’] 12 H#F‘ﬁk’a‘ G5,

7 2 [Fontan FAITjif T4 D Fe RSB 2B 1T A Mufe - ERER OS] (2T s 58F
1 [e] &
(U _"—nm 430 1 mg 135 -
i iz L mL (2482) LB
1H 1M 1H2[H
7 kg LA | 8 kg A 1.1 mg 2.2mg
8 kg LA | 10 kg A 1.6 mg 3.2mg
10 kg LA I 12 kg A 1.7 mg 3.4mg
12 kg LA F 20 kg A 2.0 mg 4.0 mg
20 kg LA I 30 kg A 2.5 mg 5.0 mg
30 kg LA 50 kg A 7.5 mg 7.5mg
50 kg LA I 10 mg 10 mg
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A 7 L)L MEE 25 mg

- Fontan Tl {782 DL RU LSBT (T8 1T 5 e - ZERRHZ AL Ot
WE R 20 kg DAL 30 kg AT O/NEITIZ Y N—m FHoN L LT 25mg 2 1 H 2 [\l {ATE 30 kg LA
50 kg R >/NEIZIE75mg 2 1 H 1R O&RET 5,

7p¥, ARFE 10 mg FEOHEIRE O FGRHICITBEOLEITRD b o7 2 & Gk 11937, [ 7
P LU EE10mg, [FASE 15 mg) FRMEE (P 23411 A 18 H) &) | A 10mg £ L. HRIY
10mg. OD$E10mg. RTIA v v/, 25mg$Ed BE RZFNZFIRENTWNH I &, BEOHRES
HICHENM L 72 18226 SR I W TARIEDO G RMER WL EMENRBD LN LN REISICHWD %
AN O ML - HEICB T 5 RBEOREZ R 20T 720 SR LT,

LU EOBREDHIBHIZ DUV TR, M3 A B E 2 TR L 720,

7.R.6 ERIRMHRIESHTIZONT

HEEA 1L, REOBRINEMTIZONT, LLFO X D ICHH Lz, /NEOFERMIELEBROK 7.7~
10% CTHERER BLLSRE & 70 DRk % 72 TR RES IR 23388 B 4L (Front Pediatr 2014; 2: 62, Progress in Pediatric
Cardiology 2002; 16: 31-8 %%) . Fontan FiriIFERER B EAE 12 %~ D HEREREE N Td % (Circulation
2008;117:13-5) , Fontan fEER DEFH Tik, MARTERRYEA X FORIEY A7 B|EmE > THY | Huili/h ik
FOUIPUEEEFE DO WT DT K 2 ke PRERMEE & & Cuvb (Circulation 2019; 140: €234-84) , AT
X, ERNOBZRATA BT A4 2BV T, Fontan TN EHE BN 5 ASA 5 (Hi4E27 7 2 1Ma, =
EF VALYV B) KOUALT 7 ) ok (RS T 2 Mb, =T A LUV B) | IMKIE DOfERRIK A
A7 5 Fontan FIFZEFICKT L2V L7 7 U UG (57 7 2 Ma, =7 AL~ B) D3fESE
ENTVD GERMDRBI N NEIEREST A KZ A ), EWNST Fontan FligBE 1T EG-9 5
PLARSE L LTO ASA XIZU LT 7 U v OBELIZONTHREGRITHE TR S, Ao ERSS TIX, Hx
DOBEFEOIREITIG U CEMBEAZBR L TWDHHEDLEEZ D, —J7 T, ASA TSI, Fontan Tl
BEFICBT DS EH ST, £72. ASA 25 L CHIM/IMRERE %+ /0L T & 720y ASA HEihE
DOBFEOIFENMEH SN TS Z & (BMJ2008; 336: 195-8, IntJ Cardiol 2015;181:19-26 %) | /L7 7
U AZOWTIR, BRI . AR FORELZ T, HRIORMIZE D PT-INR OF=
VT HEBELETLHI NG, ZIODOIA| L ITR 2 DIHEERREPLETH D,

AR 18226 (2B T, R & S HUi/IMREETH H ASA LR L TAREDO KT v N U R
Tu Ty ANVHRETHD RN RSN, PRI TH D VLT 7 U & AIEDOA MK O 2
Ze EHR R LT BB AAR I DL TR WS, ITOREZEEZA D & AFEORRT v R A
T Ty AMIINLT 7 ) LD B RIEFTHDL T ERHIRESND,

/NED Fontan FA%BE ZHRIZUNLT 7 U b ASA % Ll U - WM EE A L LGB 12 B\ T

MARPEA R S OFHENGN T LT 7 U U EET 24% (13/54 15]) . ASA BET 21% (12/57 #) & [FRR

ETHo7=2 & (JAmColl Cardiol 2011; 58: 645-51)

Z ORI OFEFR, U7 7 U UBED PT-INR =2 ko — /LR BHIOMAeMEA <> b DORED Y A
71X ASA BEICEE R EDr o7 2 & (ASA BEICKIT 5 — R [95%CI] @ 3.53 [1.35,9.20] ) (JAm
Coll Cardiol 2013; 61: 346-53)

UNT 7 U CHEOERTRWHIMFROFEEES (33% (18/54 #1) ) 1%, ASA FE (14% (8/57 f3) ) &
_TEMN-7=2 L (J Am Coll Cardiol 2011; 58: 645-51)
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F 7. Fontan FIFOMZEIIZOWNT, ILMAHER TE 2R TN COR A2 L, #&0
P 53 ERE & 72 o 72 BB O 0 o P MBI SUI BB EIRIE I CBAT T 256405 5 (AN RIEER SR
S MERE 2019; 35: 3-8) , #hBR 18226 ICH\V T, Fontan FIFEIC A~/ U o UKD B~ o E
T TVDBEBRRITE O TARIE L ASA DA KR VM2 Feliat LTl v . A3, /hED
Fontan FHfits BT ~ORE O E G A[RE & 72 o TR CEH S A & Dt ORIE DO —> L 7 5,
7B, ENOBIETA KT A BT, Fontan Ttk OHUEERE ZE & Prin M EED FFHIZ oW CTidtdk
STV, R 18226 (2B W\ THUMARIEDRTER & L CTEEOHIMARIEZ LM L T\ 561534 <
ROONTZZ ESEaWE 2D L, ERETAIER~/ Y R0 ASA & O S D ATREMEIZ R E TE 220,
TS DK & AR E G LA I OERIERS R T 582NN H D Z LIcOW T, BEAED
WISIE BV TR SCECREICEBEME 21T TR Y, BMOEEMWMEIIRELEEX S,

PLEX Y . AT Fontan FITZREEICK T 2B EE L CoOHT-igE&iR ke s 525,

BEREIX, LT X 5128 2%, Fontan fEER DB Tld, MARZERMEA XV FOFIEY A7 BEE - T
BY . P/ SOIPEEE 3R L D A2 TR ST L S Twvb  (Circulation 2019; 140: e234-84)
Fontan T DM IG & 72 5 e RIEDEBIIZHETH Y | ZNENOMATENRECA OFEBIZIS U iR 7 &t
IR XL DH—JC, Fontan Fifitk D ifite TRHIZENIAOZE T A KT A4 AZB W T—H L THELES
TW5b, BIEEOENDOZIEN A KT 4 > Tl, Fontan FiFEE 0T 25 ASAKREENT LT 7 1
rE . MARTEDERIN T2 G 5 Fontan FEEE T 2007 7 U ogENZRENHER ST
WD, RIMOEPFERELE LTEL, ASA EULT77 UV EHHLTODREHENZ NI ERHELRIND
( [7R11 Bk 18226 DT WA 22O\ T) OHEBM) , HUEEIE TH L2 AFEOEL LTid, &
W T/NEEICE AT APURER CTHLI IV T 7 Vv EZHNWD 2 ENRL VY ThoTo LB 2 50, A3
EUNT 7 U A EEE LRI EGRE S R < L BURER Tl - ZERERR O MHIIRICE L T Y LT
7 U L U AR ORI E IR TH D, — 5T, Fontan Ttk BE 2 x4 & L=k
18226 |2\ T, HEUEIRIRD — D L E 2 B ASA & Fal 5 72 WA D A IMENRIE S, FFA rlHEZR
REMDHERINT-Z 00 ([TR2 ARMEIZHOWT) . 7R3 ZAMICHOWT] DHEEBK) | A
3K% | Fontan IR EHE 21T 2 PUMAREIEIZ AW D IGFEIE O — o & L CERBIGICRILT 2 8%
RO HBND, BB, BONTRBREESENS, ASAKRUNLT 7 U v b il L TAREN B2 % 7
4y NIRRT a7 7 A NVEAT D EETITHW TX 720, Fontan Fii# B 12317 D HufeIEofk
TR ASA L OO EETLAREKOM AIEIZ OV TIX, A% ERBY COMHAERIZS U TR -
TV bDEER D, RIELHUl/IWEE & OOFHREOIFBRIZOW T, BEREH A CHBINET D
Z L) & S,

7R7 BUBERFER OBRTFHIZOWT

FREHE L, AROBERFE % OMMFHICONT, LLTO LI ICHI Lz, EHRML Y 27
(R) \CRE SN TV B AHKD L RIERF FIHO T, /RO Fontan Tt BH ~ DAL LK L
TRICRAT RS EATET T TH Y BRI T TOARSE 5 Mo i R BLR IS O feFR
FEE Lot MR (LR - 6 1 A UL 24, FBSEGISL : 50 B (R AMERENTOSUER] &
L)) ZEMd 5, BIEFE 50 Bl TREHARIZRBRET 21T 5 2 L ERETH 2 LoD, AR
18226 TOMHMHFROFILRNEZEEE Z 5 &< &b 12 fITRBLARBLT 2 LBEShD Z &M
5. HUOFEBUCEBEE G2 5 ) 27 KT & BRINBHT 2, £z, YFHEARERECBON T, &
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H L PU/RFI R OIEAT 1A BIEfRERE A & OO, CYP3A4 BLEAI & OOFH, BEFOH 5
BECBT DM, REERGROLZEVECHOW TS AR 2 #H TIE - Ml 2, 7ol RIERIEHR
(Z AR A R N ORBURPUZ SOV T HIERINET H TETH D,

HREIX, UTO X B2 %, MEIGERMAE T, RSNz, AEEGaNICfhoRkn
PrEEE R G- 2 % T T, KO Fontan Fii O 0 BF 1236 1T 2 L BMEIZ OV T b I HINEE
TOMENRD D, FEPCEHMEOFEMICOWTCIE, TEHEML Y 2 7 FHEHETEEHIOWT) (FAL 24
4R 11 ATTSERZLR 0411 55 1 5 3ERFEAT 0411 55 2 5) ICHED& | ZARMEMRFTFHEORE K
WU A7 HEOZ4 M, ERLZEEERIEE N N 27 /MUEBIOZ Y 68, B H# Citin
L7c ECHRALHINTHIET L7z,

8. T X B AKMEFHEICHMTT & FRHT AR 5 8 S HERREERS B K Ut O Yl
8.1 EAMEEE IR DA OHIT

I, ERSREOME, AR UL A ORI IT RO BE IS X AR EICIR
9 & RN U CB A m A 2 S0 L7, 2 OREE, SR SN R RN SV Tl
EATH 2 LATOWTHRRR AR b O & SRR L 72

8.2 GCP EHIFHZRE RT3 5 BEHE ¥

I, ERESSREOME., AR O OMREICRET 2RO S X KGR R EEICR
g _&&k (CTD5.35.1.1) (Zxf L C GCP EMIFHA 2 M L7z, = OfEE, e SN/ &GEHGEE
BHZEESWTHERZIT O Z LIZ oW THEIT AW D & BRI L7,

9. HWEHE (1) ERRITRIT 2REFHE

R S BRI D . AR H @ Fontan FAFHEATEE 12T 2 e - ZERERRO BN 3 5 A5
IRENEBOONIZART 4y NEEEE X D L RAMITFHR TR EE X D AN BITFXaflEKTH Y |
Fontan FANMESTEF 2B D PLREEOIERENEO—> L LTHKRNEREDRZH D LB XD, 16K
X, HE - BN ORUEIRTEE OMGTHFEICOWTL, SHICTRFNBELE R D,

B COMGET 2B E 2 TRICRIED 20 L HIB T 2561013, R Z KR L TAELIZ W
EEZD,

Uk
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BEHE (2

SFB5410H 11 H

[Bk 72 4] OA 79 L v bE 10 mg. @IRHEKIZYE 10 mg, @R OD $2 10 mg. @R K7 A >
oy 7/ 517 mg. ®F K74 vy 7/ 103.4 mg, ®FIEE 2.5 mg
[— & 4] JoN—m N
[ 5 &) A VSRR
[HEEFEHA] O~®FfM4412 A 14 H
@©nf547H 13 H

[h&FEE—E ]
MEDOE B,

1. BENE

B L O D% OB ICBIT 2FEOMESIL, UTDO LY Thd, 2B, REMEHOEMZE
B, KWHIZOWTOHEMEENS OB UHEICHS S, [EELEEESSGOEEIZB T 25
HBEOEMICEAT 5] (P20 12 A 25 AfHT 20 EE 8 ) oflEIc kv, B4 L,

1.1 B3R CEBERMIALE R T Iz o T
FAERE (1) [7TR2 AHIMICHONWT) OHEIZKIT 2l £ 2. A% Fontan FilifIC
PUmARFRE OIRRERIUE O —> & U CEMBIGICIRIET 2 BRI H D & OB OB, %F’ﬁ%?ﬁ Ji
FFani,
Fo. HMZE XY, DToRRARH SN,
A SIEIC BT DAL D BRI BT OV T, KENFEEE THDL UL T 7 U O L 72
DHDMWNPEETHDZ LD, Bk 18226 D/N— K B TIXU L7 7 U U ERIRIEE T2 L K
ViEY)TH o7z,
KL U7 7 U o DR LA % i U7 B R R BRERE 135 S TV RN 2 L stk
WIS 5 Z ENEE LUy,

BT, AL U7 7 U OF R OV B2 Fl U7 BRI BRI 345 D TRV B 2 1H )
2 X0 HFEHE IR L. HEEHEIETITS S LT,

1.2 %hEE - ZRITOWVT
ZhRE - B % [Fontan FTMEATHR IS £ Mite - ZERTERL O & 522 LA RY LT H8EDH
Wrid, BPERICFrENT,
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1.3 RS EE ~DFE 52OV T

EEE PR A 1 5 RO BT KOV EELL EOFFEE O & 5 BFICKHT HAREORGITETE ShT
BY ., BALECBT O 2EEREIIAETH L OO, RIERGHMHHEIZ FALD OFIE X ITHE
Je OVEEE JE 58 2 T UGN U 72 B CARIED B Ak 0 rI S A MW 32 & L 2 iRt 9 5 2 & vy
& OBEDOHIWIL, FEMERICF I,

14 AL - AEIZSWT
FTARBRE (1) T6R HEICBTA2EEOHMK] KO [7.R5 AL AEIZHOWT) OHEIZBIT 5K
SEEEZ, RHE- HEBZUTOLEY 452 LN %Y L oMBEOHIBIL, HEMEEIC KIS,

CAER O E]  ORHEEICIR 2 Ak - HEo#
O~®
- Fontan FAThEf 712123517 5 ifAe - ZERRHE AR O ]
W, ARE S0 kg UL EO/NRIZIZ Y NR—m ¥ P LT10mg & 1 H L EROEST 5,
@, ®
- Fontan Tl 712123517 5 ifAe - ZERRHZ AR O P
M, 2l Lo/, AREIZSCTCRRLOHEZ 1RIEE L, LH2REXE1H 1ERRO#&ET
%o LHLIERO 2 BEEGIZBWTIEL, ZAE10K 24 K R O%) 12 KRB 2 1I2& 53 5,

# 2 [Fontan FHTMiATHRIZI T S Mke « ZERIZRL DM (BT 2K EGEF

1 [\l&
(U "= 430 1 mg 1305 o
I i L mL () LR
1H 1M 1H2I[H
7 kg LA I 8 kg A 1.1 mg 2.2 mg
8 kg LA | 10 kg A 1.6 mg 3.2mg
10 kg LA I 12 kg A 1.7 mg 3.4mg
12 kg L I 20 kg A 2.0 mg 40mg
20 kg LA I 30 kg A 2.5 mg 5.0 mg
30 kg LAt 50 kg A 7.5mg 7.5mg
50 kg LA I 10 mg 10 mg

- Fontan FAFEIT#IZ351T B A2 - ZERRTERL O i
W, KE 20 kg LA 1 30 kg A0 /NRIZIZ Y N—m o3 2 LT 25mg & 1 H 2 [E, KT 30 kg LA
50 kg AR O/NRIZIXT7E5mg & 1 H 1EREOBET 5,

F72. Fontan T OEBIADOEE~DOEFELHIZHONWT, HEFEBE LY, FTOBEANH ST,
Fontan fEBRIC ALK 9~ 2 iRes a1 3 T Ch 2 B A TERME T 2 L ERH 5,
RN D RS A B Gk L T2 BB Tlk, AT b ROk 503 r[RE L 725 2
ENEFE LW, BRI TIER, BAINZ BT 2 ARFEOHELI L - HEZ PK OV Iab—a DA
K-> THRET H Z LITREETH 2 RUITEERETH 5,
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FERE 1. Fontan 1714 B35 Tl Fontan FEER IZIE KT~ 5 AR DEITIE D fa E 2 4 U 5 5 B LUK
G PIXEEOREL /0 IC8I8E Lk 5O RS 2 EEICHW T2 B2 ERET 5 XL 9 HEEHE I
R L. HEgIEycstis Lz,

15 ERRYRA7EHHE (8B) 20T

FEHLE (1) © [TR7 HERFELORNFEICOWT) OHEICHT 2Rt E 2., Bk SICR
HAKNOEIES Y 2 7 EHEE (%) 1[ZoWTC, RITIORTRAMERMNFELZRET 2L, K181
TR I 2 VR ARE B R OSEIND U A 7 B MEiEB & Efi+ 2 2 &, WOucHE 19 (R4

TEE IR 2 5 2 L S Y) & O OHIbTE, EMERICSR ST,

F 17 EESY A7 EHEEE () (1ZBT 5 LR FEL AL T 2 B FE

e e e ]

EERRFESNZY AT HERPENY XY HEL ARG R

- i - CYP3A4 BHEAI & « RN DIREEBF IR T DLtk
P/ MRAI R OEAT B A R OPEA - BEEOH DL BEFIIBT D LM
PEARENGEIR 2 A & OOFH - CYP3A4 #5854 & - R EICBT b et

- IFpgBEREE - BHUH DHFH - RFIBE RN O O BT E R 5
- FEVEL M AR 2R BT TV RFICBIT A Re

< I/
AN BT 2 Mt SIE
ML

F< 18 MU A7 FBEE () 1285
BN 5 5 22 PR ATE B L OV R 7 f5e/IMETE B O L
BEN Y e e R )] BIMD Y R 7 f/MLIEE)
- TIRE %4 (PAD) - TIRE %A (PAD) 12 & 25t
- hRE %A (N Fontan FBiff | - HiREZHAE (I Fontan Filitg) 1 &L 2 & et
%) CEFRBEEF BT EM GEEM AT A R/ANE VTE, /NE Fontan F
BEEGER T — & N — AT () #ite) OIERk &Rt
2 VTE) c[EHPEEF BT EM (PAD) (1 Z L hEIEFEHATA K) ©
c RITEIRTER T — X N — Al YERk & $Rlk
(PAD) - BEMTEM (MR VTE. /DR Fontan FAfits) (79 L
- e A RGEFRA (N Fontan FERAENDBFEE L ZDIFHE~) OIFER & 121t
Flitk) - BEITEM (PAD) (A 7HF LA FEZRAENIBESA
~) OVERL L $2ft

HRNEICBIT HRA - SR
YL

TR ARHGERIRE - ZDRITER D IEE)

# 19 FeEMEHEGEREREOE T (%)

H 5] i A ERE P IC BT 2 BIHR 5RO LZMEEORG

Ak gt g 5

*IELHRE /N O Fontan F1li#k

B2 6 7 ALl ERE 2 £

FREEGIER | 50 B CEFPEEHIFEPIC TR T EEMERICBIEE U 54 © b IERIPR G A fkkt)
e BEER (A, Fontan FAFOMEZS) | buiteik, PR3, BRRERE, 7F
B FHROFREBURIE
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2. BERE (1) OFEEHR
BERE 1) OFRROAIZHOWNT, LFDOEBYETIET A, AT IEH LEERE (1) OIS
NN L B R LT,

H 17 FTIERT] FTIE#
8 F 11 ARIEHETIFILLEICED SN-FEFS F 1l AREBETIFILL LIS LN FEFS
(BB 3ER G-I 2. EAS) (RBRIER 5 I o, RV S4ER)
20 | #12 g 7 —T ik AT —T VBT
20 | #12 Norwood F-if J—U v Rk
3. WA FHE

i bofEZHE 2, B, TROAKRBRKMEZM L2 BT IFORIRE - R MO - FETK
R LTELIZZRWEHET 5, 2B, APGEITHDRE - FIHEEKLIHRLIPETHLL Z b, K
HIFEICPR D 0EE « IR MO DML - EORFEEMRIL 4 FEM/ ERET D 2 L 2AEY) & HEr§ 2,

[ZhBESI TSN ]
O~®
DIN

o FEFPIELIE ML LB AN Eh R 2 38 1) B i i MR 2 o R OV By P FE A E oD FE S )
- BRI AR ZERRE  (GREREFIR MARIE K OVl AR ZERRAE) OO VRIE K& OV &4
/N

o B IR AR ZERRAE D TR K O 4k

- Fontan FATHEI T2 12351 B ke - ZERTZ R O ]
@, ®

o B R AR FERRAE OO TR K O T4

- Fontan FTEI T2 Z 31T 5 iAe « FERRTE RO il

®

EUN

o TRAT AR T B ORI BI IR BB A ST D ke - FERRTE AR O]
/N

- Fontan FIlaf 75 (23617 2 ifke: - ZERRTE R O HH

Ui O & ]
O~®
« FEFPIBENE Lo N A (2 35 1T 2 K MR A e OV By R ZE AR E D FESEHN ]

WHE L, RACIZY N—a xR L LT15mg 2 1 H1ERZRIROES T, 2B, BEEDOHD
BEICR LTI, B REORE IS U T10mgl B 1 EICREET 5,

o B IR AR FERRAE O TRIR K O FE4mH
HIN
RN VTR AR AR RE SOV A2 ZEARE IR FE 2 DA 3 ML Y N —m 43 & L T15mg
Z1H2EEZICERO#FEEL, Z0O%IT15mg 2 1 H 1REZRICROEET 5,
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/N
WE . RE 30 kg LLEO/NRITIZY NR—m X P L LT15mg % 1 H 1 EAHBICRAFEET S,

- Fontan FAEI T2 12351) 5 fiAe - ZERRTE AL O 0|
W, RE B0 kg LA EO/NRIZIZ Y NR—a oL LTC10mg & 1 H 1 ERO#%ET 5,

@, ®

o B IR i A ZERRNE OO TR K O FE 4
WE . RE 2.6 kg LLE 12 kg RioO/NIITTRROMEL 1EEE L, 1 H 3 EKEAKST 5, K&
12 kg LAk 30 kg KAt/ NRIZIZ Y N—m PR L LT5mg &2 1 H 28], K8 30 kg UL ED/NRIC
1L15mg # 1 H 1 [RIRAEET 5, WIS EERFZRET CRE L, 1 H 1R 2RO 3 [E#EEIC
BWTE, N1 24 BEiEL K9 12 Bef ) O%9 8 BRI & 1o 5975,

# 1 [E IR AR IEARSE OIRHR K O EFE4H] | (2B S &Rb- 8%

1 [Fl&
(LNEES (U x—nm 430 1 mg I3 L mL ISFY) 1 A&
1H1[H 1H2[H 1H3[F
2.6 kg LIk 3 kg Al 0.8 mg 2.4 mg
3 kg ULk 4 kg A 0.9 mg 2.7mg
4 kg LA - 5 kg A 1.4 mg 4.2 mg
5 kg LA L 7 kg A 1.6 mg 4.8 mg
7 kg LA | 8 kg Al 1.8 mg 5.4 mg
8 kg LL_I 9 kg il 2.4 mg 7.2mg
9 kg LA 10 kg A 2.8 mg 8.4 mg
10 kg LA I 12 kg A 3.0mg 9.0 mg
12 kg LA 30 kg At 5mg 10 mg
30kg UL E 15 mg 15 mg

- Fontan i T# 123 1) 2 IAe « ZERTE AL O]
WE . 2L Eo/NRICE, AEIJSCC FRROoAEZ 1REE L, 1 H2BXE1H LERAOKST
5, 1 H1EKO2 [\EHEGIZEWTIEL, 2230 24 R K& O 12 BFFff B = 12535,

# 2 [Fontan FHfE1 71212417 5 iiAs: - ZERRTERL O] (2T & GE&F

A 7Y Lv Mg 10mg ﬂﬂ_/{4/ 31/[/'ﬁi:\‘u!\MiJ‘ti\\‘Ml_ﬁ}*' -

1 [ml&
(U _—nm X #3001 mg 138 -
i iz L mL (24824) LB
1H 1M 1H2[H
7 kg LA | 8 kg A 1.1 mg 2.2mg
8 kg LA I 10 kg A 1.6 mg 3.2mg
10 kg LA F 12 kg A3 1.7 mg 3.4 mg
12 kg LA I 20 kg A 2.0 mg 40mg
20 kg LA I 30 kg A 2.5 mg 5.0 mg
30 kg LAk 50 kg A 7.5 mg 7.5mg
50 kg LA I 10 mg 10 mg
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- Fontan FAEI T2 Z351) 5 ifiAe - ZERRTE AL O |
WE R 20 kg DAL 30 kg AT O/NEITIZ Y N—m FHoN L LT 25mg 2 1 H 2 [\l {ATE 30 kg LA
50 kg A D/NRIZIZT7E5mg & 1 H 1EREOBET 5,
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el

rLLﬁl

W il A AR
ACS Acute coronary syndrome AP E R
ACCP American College of Chest K EME R B

Physicians

ACCP 1A T4~

Antithrombotic Therapy and
Prevention of Thrombosis, 9th ed:
American College of Chest
Physicians

Evidence-Based Clinical Practice
Guidelines (Chest 2012; 141:
e737S-e801S)

AHA American Heart Association KEDE S

AHA statement Prevention and Treatment of —
Thrombosis in Pediatric and
Congenital Heart Disease

(Circulation 2013; 128: 2622-

703)

ALT Alanine aminotransferase TI=VT ) R T AT 2T —E

APC Atriopulmonary connection i E-TER O B &

aPTT Activated partial thromboplastin EMHALE S b a R T AT R
time

ASA Acetylsalicylic acid TAEY

AST Aspartate aminotransferase TANTGRUET I ) NT AT 2T —

¥

AUC Area under the plasma I A5 P R R R R R
concentration-time curve

AUC24h,ss Area under the plasma TEEREEIZ I T B 24 WS 0D i A5 e R -
concentration-time IR R R T T F
curve from time 0 to 24-hour at
steady state

BE Bioequivalence el S i

BT ¥ bk Blalock-Taussig shunt —

CAD Coronary artery disease LN IR HR

Cl Confidence interval {31 X ]

CL Total body clearance 2HI VT TR

CL/F Apparent total body clearance AT oeg 7 )7 Z A

Crmaxss Maximum plasma concentration at | &5 IRBEIZ IS 1T B F s A s B
steady state

Chrough,ss Trough plasma concentration at EFIRIEICR T 2 MER ~ T 7R E
steady state

CYP Cytochrome P450 F K7 1 L P450

DKS W& Damus-Kaye-Stansel procedure —

DVT Deep vein thrombosis REB R A2 S

EC Extracardiac conduit LM ERE

eGFR Estimated glomerular filtration rate | #£5 R ER A A E &

F Relative oral bioavailability XTI ANSA T XA Z Y T 4

FALD Fontan-associated liver disease Fontan 7 Bz B e T ety

FAS Full analysis set e K DT R G4

FXa Activated factor X TE A e [ 27 X IRl
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y-GTP y-Glutamyl Transpeptidase y-INVE IV T UANRNTTFHL—F

Ka Absorption rate constant W TE R

LC/MS/IMS Liquid chromatography coupled WKk 7o~ 777 4 —-5 07 WVEE
with tandem mass spectrometry SR

LT Lateral tunnel s Y%

MedDRA SMQ Medical Dictionary for Regulatory | ICH [EF[E K54 MedDRA 2 #3250
Activities Standardised MedDRA
query

NVAF Non-valvular atrial fibrillation FEFPNESE ML T A

oD Orally disintegrating 11 PN A

PAD Peripheral arterial disease RAS BN £

PBPK Physiologically-based A PR ) R B
pharmacokinetics

PD Pharmacodynamics )

PE Pulmonary embolism fit oA ZE 4 E

P-gp P-glycoprotein P-W & L\

PK Pharmacokinetics W) RE

PPK Population pharmacokinetics RHE Sy EhRE

PT Prothrombin time A= N = e S 1 |

PT-INR Prothrombin time-international 7u ke O EEE R
normalized ratio

Q Intercompartmental clearance AUN—=F A NEHZ VT T A

TCPC Total cavo-pulmonary connection | KEARIEIIRY) &

ULN Upper limit of normal FLVEE R

Y, Volume of distribution Iy AT A

Ve Central volume of distribution byl X— h A2 N OO RFE

VKA Vitamin K antagonist [ ANV S

Vo Peripheral volume of distribution | A = > /<— K A > b D434 A%

VTE Venous thromboembolism B R A% ZEAR SE

BN SE R MR RS — FENTE R IEZIR T A BT A4

WHARTA (2017 AFe&GETHR)

SERME DRI NS — SER MR BB NS/ N O R BB D B2 W

NEHLOREBATA R

T4

AL & ERRIE T A R4 2 (2018 FFk
STHR)

He R MEDIR BT 4 i
I A K74

SR MO BRI O HL - REER
BRI T 204 BT A v (2022 FUGT

B

hii)
MSTATBOAN IR PR SRt TS

JS—a XY AL

A 7 Lov REE 10mg fill_ 3o LSRR
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