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[k 72 4] F A v MNEASEEE 1 mg, F/NR D #EE2. Smg, [A]
$£10mg
[* % 4] TR
i A 4] Yoty Ty —<X et
[Elﬂ H4EA A 743 A28H

(5% 5% A 3]

FR7H12 A 3 BIChE SN ERLE —H2TBW T, A 721y A
55 HusE 1mg&U“ﬂ/J\ 2 4 HLBE 2. 5mg D AKGEHEEIF NZ A7 A X v M EE 10mg
D—EFAGERFEZ AR L TEL AW E S, EFEERESICHRET S Z
L anr,

A7 A v bRy e 1mg&UH/J\ B4 BB 2. Bmg 1342 W Sl 0 &
O EAEWH B O WF IS b Y9, BANTEERKICEY T &S, 4
A v RN FSEEE 1 mg, H/J\ A HEBE 2. Smg K ONFIBE 10mg D F5- 58 A 1
fIZ 10 & STz,

[7& 58 4% 1]
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FEHREE

SMTHE1LA 11 H
MRSTATEE N 3R 5L R g e A it
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[k 72 4]
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[ GE #]
[HFEFA H ]
(A - &8

I

[

i X ]

k=11

[%F 7 9% 1H]

[T 2435 ]

[ A& KR

7

OAF A2 v MRS EEE | mg, RN EEE 2.5 mg, @[FISE 10 mg
~wUTUE

Yoy 7y —~iEAStt

SF7H3 A28 H

D1 gz~ T % 1 mg Xk 2.5mg 2589 5 5EHl

@1 $gHic~y T %2 10 mg &8/ 1 5 B

OERMERS (6) FAEEIRL. B D2) ABIARLERSY (FHEAMM T
TR\ H D)

Q@EFRMEIES (6) HHEEIM,

AV AESES (FREES © (R63K) 25 634 5. HF 6 4 11 A 27 BAHTEIRIKE
1127 %4 5)

Fr FgESS (FRERS : R7TFEE) H3 5. B 743 H 31 AT EEEE
#0331 553 5)

TR 0

BIRED &0 AR SRS AR B 0O/ T O B ARME AT L EAE (26 D AR EIOR S h,
ROONTNRT 1y b EEE 2D L ZRMEITFFA ATRE & HIWr T2,
LB, RS EREEGS OISR T 2 EORR, R BEIZOW T, BN OAGERMF2AT Lz 1

T, LT O%hHE

IR ONCAESOHETEBE L TELZZ WS LT, 723 v N

SyHE 1 mg K ONR/NE A BEE 2.5 mg 1220 T, AW SRR & ORFE A SRR O W i bk
LA, WANTBEKICRE N 15 LTS,

(e SUTRN R ]

)30

VB AR I v L = A
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[k O & ]
o)

wE. 3 AU EO/NRIZIE, =T o2 LT FIRTHES 1 A 1 [El, R,

RO 5,
il 3 WALLE, 6 7 H ARG, HE : 1.0mg
s 0 6 W HLLE, 2 R0, & 2.5 mg

im0 2 %2 b
Fln 0 2 %2 b
im0 2 %2 b
im0 2 %2 b

WA, v T2l LT lomg & 1 B 1 ERRAFKEST 5,

IR -
IR -
IR -
IR -

15 kg At
15kg LA E,
25 kg VL I,
50 kg LA |,

JHE : 3.5mg
25 kg Adifi, M @ 5.0 mg
50 kg A, & : 7.5 mg
A& : 10 mg

Wi, KES0ke LLEO/NRIZIZ, w3 T o2 LT 10me a1 B 1 EEREOEEGT 5,

& 38 & ]

T Y R A A O b OIS - &

(FREHIEN)



Bl &
BEHE (1

SRT74E9H 24 H

ARHFEIZB T, HEFE D R LTGRO L R S S HEE (236 1T 2 A OIS 13, DU T
DEBY THD,

i

R B
(B 7¢ 4] OFF7AIv MNEHASHEE 1 mg, [F/NEHEEE 2.5 mg, @IFSE 10 mg
[— & 4] ~vT7r&v
[ 5 &1 Yrivr7vrzr—~&t
[HEEFEHH] A 743 A28 H
(A - 8] OlEEfic~y T4 1 mg Xt 2.5mg 28/ T 5 5EA

@1 $gHic~y T % v 10 mg & G881 5 B
[HGHIFDRIRE - 2R ]
0)36@)
JI A JUR P A v o 5

(@OIF£EERL)

[HEERF O ML - ]
@
W, 3 AU EO/NRIZIE, v v T2 LTI RTAES 1 B 1B, AR, &K
BEEROEST 5,
s 3 W HALLE, 6 7 AR, A& 1.0mg
ffm 6 W HLAE, 2 o, HE 2.5 mg
i 2 LA b, IREE ;15 kg AT, HE : 3.5 mg
i 2 bl B REE  15kg PLE, 25 kg A, & : 5.0 mg
i 2l B REE - 25 kg PLE, 50 kg A, & 7.5mg
i 2 Pl b, (R - 50kg LA, HE : 10mg
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WHL. RAIZIE, w72 LTlomga 1 B 1RO T 5,

AN

Wi 2 ECHRE SOkg L EDO/NRICIE, w3 T oA LT 10me A 1 B 1 EEAEEGT 5,
(—Ffl/ﬁHKLjJU)
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4. FEREAEENRERBRIZRE 3 2 BB ORI 351T DA DM oo 3
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[ R — ]
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1. BFUIRROBER O EICR T 28 AR+ 58k

AHT, ETa KO ETs B KR A HEFET 5 ERA TH Y | ATl 2015 4 3 AT THlish IR T & i F5E )
ZEhEE - R L L. RAORE - AENER SN TN D,

At ENAOBERRBRALIC S E . PAH (BT 2/NEO Ak - AEABINT 5 EIR L RE IR 77K
R A KGR RS W ONT/ N B O A A BN 5 B3 RS IR FEAGR I EE 3 2R ST,
F o, AT TIFENIRVENG & MEE ) 2 P S d2hee - 2R & LT M BmAERS (FEEFS (R6
3) 634 7) KOWFEM®RERS FEFRS RIFEHK) H35) ITHEEINATVD,

WEANTIE, 2025 4F 8 ABUE, AL THHEhARMEN & ) OZhEE - 2R CTRICKZ & T 81 DEXIZ
s TGRS AL, /NEY O PAH (TR 2 IS IZRON 2 & Ee 32 O FE T TRB SN TV 5,

2. SEICET B ERR ORI T BB E OB

AKHEFFIFTHEIBRDL O TH DA, RIEO/NEHSHSEE 1 mg & OFEISHSEE 2.5 mg (2O TIE, Al
TEBEINARDEELE LTHHGEINATEY, ELO BE ITRLIERD RSN TND, KftEET
T EICR D FHO L ZFLHT 203, HEBICB W TAIIZEMIR D EHRES & L TREEZIT > TR,
K& R RBEIERO bR Tz,

3. FEERRIEHERBRICET 2 TR R OB IC 1T 5 FE OB
ARHFEIIFHREIRDL DO TH L0, [FEERAREHERBRICE T 28k (343K 10 mg §E DGR IZFT
MiFEH» T D Z Db, Bl B TR STy,

4. FEREIRFEMEERABC B3 2 ER R O IZ 31T 2 A OB
AT EIR D bOTH LM, PDEEREYERERBRICEET 2 &R 134K 10 mg FEDKGREF
(CRHIE A T D Z &b Bl eBREGR I 5R E Sh Tz,

5. FEMERRBUC BT 5 SRR OMIC 1T B B E O
AHEEHIIRIRD O TH Y . Fie RRBMHIHI T S TR,

6. EWEFFRBRK OBEHET 500, BREKERBRICET 2B O IC 81T 2 BEOHNE
6.1 AEWIRAIFRERK OB 5 otk

EIPNF AR (PAH3001 38R) <t MiiRTERA (RFE | mg /0 HsE O 2.5 mg 73 #edE) | Vst
FMAHERER (AC-055-312 3RR) Cid, TR T & AN K ORGSR A LA (3K 0.5 mg /0 #dE. 2.5 mg 47
BEE KNS mg 0 dE) NV BV, AR BA SRBRIC X 0 | BEARHER R & T E A o PK O
HUIPEA, BE SBRIC X 0, HlEA OR3E 10 mg §8) & HiIRTERAID BE NENETIURENTND
(6.1.1 HE O 6.1.2 M) , TIRTERAID | mg e & 2.5 mg pHbEIL, ZHIEVCBE VA R7 A
Ao e HEBRIC X 0 AR O BE 2R STV D,

AT OAEDIEIERBM TH L7 7T o & OmEPEER, LC-MS/MS IZ X W lESh, &
& FRIZWTI s 1.0ng/mL THoT2,

RN M OVN'N



6.1.1 FHXTEY BA RBX (PAH1008 3B, CTD 5.3.1.2.2 (BEEE) | EHEHI 202147 A~10 A)
AE R RR N 16 5 2 b 5212, PR AR ER F BUA 5 mg 70 BEE 2 B8 & THER T ERA 2.5 mg /7 HkEE 4 S %
ZENEIRFIC B OG- LTz & & ORI BA 2595 2 #E 2 17 v A4 — —ilgps Efi S e (IR
FEHIM - 10 HREIEAE)
i R SR T A1) 5 mg A RBE e G-\ 256 2 il T B4 2.5 mg 0 HUBE I G- RF D ARFED Crnaxs AUCo &
Y AUC .0 D SATSEBMED I [90%CI] 1X. 241 0.8776 [0.8358, 0.9216] . 1.0124 [0.9759, 1.0502]
J 01,0095 [0.9759, 1.0442] T o1=,

6.1.2 BE #BX (PAH1010 3Bk, CTD 5.3.1.2.1, IR 202246 H~10 A)

HMEAEEERR A 28 il 2 %t 52z, TREA] 10 mg 62 1 8 & T ERA] 2.5 mg 73 BRbE 4 §E & Z2fEIFIC
A OB L- & &0 BE Z7Ffid 2 2 8 2 M7 o 24— "—iBas £l S vz (RS @ 10 A [
Lk,

LA 10 mg S 5125609 2 Tl T & A 2.5 mg 4 BREE G- DO ARIRD Chax. AUCo 2 O AUC-co0
DA EIEDO L [90%CI] 1E, L4 0.9456 [0.8794,1.0169] | 1.0354 [0.9949,1.0777] K TX 1.0401

[1.0007,1.0811] TH -7z,

6.2 FRRIKERARR

6.2.1 BEIZRTHHRE

6.2.1.1 ERNFEIMAERE (PAH3001 3Bk, CTD 5.3.5.2.1-2, EHiE 2022 4 11 A ~202543 A)
HARN N D PAH BBFIZ, 2 bl RIZAREX S (15 kg A, 15 kg BLE 25 kg K, 25 kg PA F 50 kg

A, 50kg LAE) fBIZENENAIK IS, 5, 7.5 L 10mg %, A% 6 7 ALLE 2 mARKiililE 2.5 mg %,

1 B 1 EERORELZEEORERDT 70T 0 X D PK AT A= TE 1 KOE2DLEEY

ThHoT,

F1:2ml LD PAH BEICAEZNEROKE LIz ZOEFREIZBITS
KR RT Fas T B DPKINT A—H

5 & » Cmax Cirough AUC: tmax
REXS (mg) P (ng/mL) (ng/mgL) (ng: h/mL) (h)
AHE
15 kg Al 3.5 2 230, 352 131° 3151, 5714 4.33,7.48
15 kg LA E 25 kg Al 5 1 184 101 2855 3.80
25 kg LA | 50 kg Al 7.5 1 250 52.1 2886 4.02
50kg ULk 10 1 193 58.1 2897 3.80
VA=A
15 kg Al 3.5 2 1170, 1340 1230° 23246, 28313 0.00, 23.33
15 kg LA | 25 kg Al 5 1 1000 909 14768 0.00
25 kg L4k 50 kg A 7.5 1 929 949 18521 24.12
50kg LI 10 1 764 580 15288 23.50

1413203 2 B oD 31 fied

a: 1 Bl T PK MR 2RI L 72 o 7o 72D 1 RIS R




22RO PAH BB ICAKANEROKE LIz L 2 OAREE T T a7 o o OififEdgEE

A B b Fl|EES 2 I | EIE 22 PGB G BB bh
(mg) 2 g4 5 IRpftl 4 24 W4 4 38% ° 8 %
ARHE
R A 21 71 A 2.5 33.6 120 242 55.1 59.4
HRE B 22 71 A 2.5 81.4 155 61.1 143 83.5
VA=AV Ve
PR A 21 7 1 2.5 7.98 65.9 162 864 982
HERE B 22 71 A 2.5 7.62 292 119 662 648

ng/mL. &5
WERE A RO BIZZENENE 11 OJER 4 KON 6 & [F-—JEH]
a: N7 7RBE

6.2.1.2 ¥ESMEIIAERER (AC-055-312 3Bk, CTD5.3.5.1.1, FEHEHIRK 2017 4F 10 A ~#eH (2024 4E 2
AF—4#_X—2197) )

SNEINNE D PAH BBFIZ, 2 L RIZIRERX Sy (10 kg LAk 15 kg i, 15 kg LA E 25 kg K, 25 kg
LIk 50 kg Kiii. 50kg PAE) BICENENAILIS, 5, 7.5 XL 10mg &, A% 6 7 ALLE 2 ikhE
25mg &, 1 H 1 RIREROESG LI EORERDRT 70T 2D PKNT A—=FTHR 3 LDEK4

DEBY THoT,

# 3 278l R PAH BB ICAT L FURIE N5 Lo & & OFR GG 12 BIFIZB0 %
KK ORT T 72D PK/NT A—H

N e b Crmax Cirough AUC, timax

PR (mg) (ng/mL) (ng/mL) (ng- h/mL) (h)
10 kg VA1 3s 439 [428,564] 145 [58.8,246] 5796 [5622,7234] 8.00 [2.02, 8.00]
15 kg A5 ' (3 f51) (6 1) (3 ) (3 f51)
15kg LA | s 351 [191, 396] 103 [57.4,402] 6087 [2734, 6755] 8.08 [3.93,11.98]
25 kg A (5 f41) (12 1) (5 441) (5 i)
25kg U b 75 344 [241,574] 173 [6.75, 581] 6645 [3102,9570] 8.00 [3.98,24.07]
50 kg A ' (9 1)) (14 f51) (9 1)) (9 1)

. 387 [131,631] 226 [19.2,334] 6437 [2031, 9052] 4.05 [1.00, 8.20]
SOkg LE 10 (9 #) (15 i) (0 &) (9 #)

T T R

10 kg Pk 35 1530 [788, 2240] 1100 [748, 1660] 30893 [15592,36805] 0.00 [0.00, 24.00]
15 kg Al ' (3 i) (6 B1l) (3 i) (3 #il)
15 kg YLk 5 1140 [666, 1310] 823 [522,1210] 23842 [12921, 26622 ] 8.05 [0.00, 23.95]
25 kg A (5 f4) (12 1) (5 f41) (5 )
25 kg PR 75 925 [592, 1540] 1024 [370, 1530] 20990 [12867,30150] 0.00 [0.00, 12.20]
50 ke Al : (9 f3) (14 f3) (9 f5l) (9 f5)

. 1020 [663, 1770] 1060 [339, 1450] 19450 [13653, 35158] 7.98 [0.00, 24.00]
SOkg BB 10 (9 f3) (15 5l) (9 ) (9 1)

e D/ M, ek fE]




4 2R * D PAH B ICAKANER OB E L2 EORKE T a7 o oo

ke Behg WiEl - WiEl - Fl|EES =2 BB A BB bh
- (mg) 2 IR 5 R 1% 24 IREfA#% 4 @t 8 % °
K 55 543 [11.2,177] | 126 [90.4,440] |90.7 [42.0, 195] 87.3 [0, 186] 90.8 [39.8,274]
' (8 ) (8 ) (7 B1) (7 f51) (6 f51)
VA =D 55 7.96 [0.00,36.6] |31.3 [13.8,106] | 230 [130,335] |[766 [19.5,1020] | 722 [131, 1460]
2 : (8 f41) (8 f41) (7 51) (7 f51) (6 1)
ng/mL, FRAE [he/ME, feoRKE]
a:1.2~1.9 %
b: T TRE

6.2.1.3 PPK##7 (CTD5.3.3.5.1)

/N PAH BB A %4 & L7= PAH3001 78R ) OY AC-055-312 kB, W NI A D PAH B & x4 b
L 72 AC-055-303 PK iBER? (28T 2 H5RE 77 oD S 7z 520 S0 MAE R AR S 5 — & K O it
T Ta T B URET — 2 & T, PPK T AN SENE S 472 (NONMEM Version 7.3)

AED PKIL, F77 XA LEZE L 1 IREIEEONT 1 RIBKREOT a7 o X o ~OREZE 9
-2 R—=R AV NETAT, 77T X0 PK L, REORBICL DT T u v T2 DRk
BT RHREMED 1-a 23— K A METATRIN ST, (KHE 25 kg R0 BE TlE CL I RIET
REOFBENFAIA TN, KE 25kg DL EDOBE TIIAREKD CL & REOMICHMEZRE DGR 5
NiehoteZ Emb, KEOMEBIIMAGAENLR -T2, 2 MO BE T, FElvICPEOREEESE 2
AR UACEHRE S K & < B892 (Clin Pharmacokinet 2014; 53: 625-36 %) Z L6, AEEROT 7a v T
Y @D CLAZ FAT TR SR O AR TE DR B AIA E T,

FRMT BR[N] O 7ot SR - D3 A, PERINE M 25 B, £tk 52 i, ANFEiZ=a—h> 7 v 3861, 7
TUBRT AV BN, e A=y 7 116, TVT7T N126], ZOfh 14 ], (KEL 45 [6.1, 125] kg

(roefiE [/ M, mRE] o UTRAR) | FEsid 12 [1.17,72] K Ch o7z,

PK /XT A—% (VEONCL) (29 238 8L LT, Fhn, KE, HEIERAEIBRF SN, &K
& PPK BT MZITWT N bR E & L L TRIRS o T,

& PPK €7 /L% U C, PAH3001 iABR, AC-055-312 3Bk & Y AC-055-303_PK iRBRIZ 1T 2 A %
WhED PAH BEIIARIELZ EHRG LT & EOEFKRBICBITOIARER DT v o7 & 0 D&
EHELIERIIESOEBY THHo T,

D PAH BE x4 & LI ARIOWEIMEIFEFER (AC-055-302 2BR) OffkkiiE 538 Tdh 5 AC-055-303 &RER IS L= A
FOHH, MHEEMEICHEA L2 20 B2k E LT, A 10mg % 1 A 1L L EZORERYT I mnyT i
D PK Z3Hili+ 5 2 & & BAICE SN PK V72 ¥ F 1,



%5 PPK ARATIC & 0 HESE L7oR AR VMR O PAH B (A A TR 5 LT & % 0
EFREBICB T OARIER YT 70T 7 o Ol &E

. » 55 AUCo24ss (ng- h/mL)
AHSIRH b (mg) AHE TIRYT R
PPN 18 ik 2L E 20 10 6398 [3202, 14318] 19757 [10765, 39923]
SN 57 2.5~10 5061 [1406, 8873] 20826 [4171, 40522]
1% 6 1 H CLLE 2 A 9 2.5 3588 [2131, 8390] 19090 [4171,29721]
N IKEE 10kg LA b 15kg R | 5 3.5 4127 [3746, 6321] 24465 [16629, 40522]
2l E | IRE 15kg DL E 25 kg K9 | 11 5 4104 [2913,6997] 18241 [12654,25879]
18 IEAT | {ANEE 25 kg LAk 50 kg A | 18 7.5° 5524.5 [1406, 8873 ] 17690 [11386, 32348]
{R# 50 kg LU E 14 10 6036 [3169, 8753] 25127.5 [10720, 34977]
HrgefiE D/ ME, SR
a: 1.2 5%

b: 1 BIZHBWT 5mg ™M %5 Sz,

6.R HIBIZE T 5 EEOHNE
6.R.1 EEROTFuT 40 PKOENNEIZONT

HESE 1L, /NED PAH BEICB I AARER YT 7T % D PK DERIZECHONT, LTFD X
NI LTz, BARAKROSEANOMRREMRAICAZE 10mg 2 1 B 1 BIKERS L L XORELDT
YT R D PRKICKRERETRD BN TR ([T Ay MNE 10mg) FAHREE Pk 27 4
2H2H) &), 7=, /NEDO PAH FBE Z x5 & L EWNETERE (PAH3001 35) K ONVESME IIT
FAFER (AC-055-312 #BR) ORAEICEEDSE . REXR T T 7 % O PK DENI IOV TG
L7eitR, BARNEZEIZRONTWD Z ENLFHMIICIZRA A & D23, 2 3R O BE IZARTE 2.5 mg
EERGLIEEED PK IFARANEAEATREE CTH 72 (2 KOE 4) , 2 U LOBFIZHONT
IF, REXS T OB TARIEZEL Lz L 2O HARAND PK IFSMEA & g U TR MBS B i
7oy, BERAMELN TR ® Hiviz PK OFPANTH Y . HARANNE L SE AR T PK K E 20 TR
oo le (R1KEDERS) . LIeRnos T, DMRIIZBWTHARER YT 77 o2 O PKIZKE
RENAZTRD DN TR NWEFE XD,

FEREIX, AREEREHIRED PK 255l SN2 BEARNEBEENRRONTNDE Z EnD, KREKDYT Fa T
VA D PK DOENIZEIZOWTHIEZRHIBIEITE 20V DD, S5 TWARBRARE D IXHARAN
PAH HB# L ANEA PAH BB CBITAAIEL T a2 T X @ PR ICKXEWTED ST
WwWeEZ 5,

6.R2 AFEDOHE - AEIZHOWT
FEEE X, /NED PAH BEEICKIT D ARIED HE « HEORERILIZHOWT, LTFO X ST LT,

O /NRBEFERIGE L-ENAN LRI ST 2 AL - HEORERIL

SRENNREBE Z %S L LTz AC-055-312 ikBRIC IS 1T 2 A D ik - FEIE, s ABE AR 10 mg %
1 A1 ERERE L E & LRBROIREENGOND LD ICEHRE LT, 2 B2 oWTik, A3FEoD PK
& A NME K VLD BRI NEE L/NREBE TR U TH D & DIRED T T, AEANKAD PAH &
Fa x5 & Lz AC-055-303 FBRD MAE R ARSER A2 W THEEE L7 PPK E7 MICHESEMET Lo & 2
AL REXSy (10kg LAk 15 kg A5, 15 kg LAk 25 kg A, 25 kg LA E 50 kg A, 50 kg LAE) (ZxHiE



Ltmi(%h%m¢4ﬁs 5. 753X 10mg) =1 H 1[G LizE &, B &R OIRgE &

TEET D EHEE SN, 2 RIS OV TR, AC-055-312 RBRIZHEAT L CHLA AN BT 2 oL E D&
%T%%MtPKT HEHWTHEH L7z PPK £7 /MIHEDE, A 05~35mg #5 L& EDE
FARRED AUC ZHEE L TRt L7z & 2A, HimiXsy (A 6 7 AR, £k 6 7 A LLE 2 ki) 12
e LR (ENENAE I I 25mg) 2 1 H 1EHEE Lz L &, RABE & [FFLE ORE RI2E
ThHETHENZ (K1), PLEXD | AC-055-312 SBRICEB T 2RO ik - HEEFK 7 (7.1.1 THEBH])
DEBYVRELT,

adults 1-<6 months 6m-<2years
w 20000 .
2 | | ‘ ' i
3 10000 \.' | 1 | | [ 1 ! | r 1
B | L I e e
J = [ == [ | |
10 0.5 1 2 2.5 3 3.5 0.5 1 2 25 3 3.5
dose (mg)
X1 : 2 AR OBFICARIK05~35mg 2H% 5 L1z & & OREOEFIRREIZH T D AUC OHEEE

AARNINREFE 255 & Lz PAH3001 BRERICISUT 2 RO YL - A EiT, BARNEERERS A LK OFMME A
fEFERAICAZE 10mg 2 1 B 1 RIKERG L2 EOAELRT 7a T ¥ O PRICKE 722137
DHITWRNT & BAARAMAD PAH HE ESNE N D PAH BEIZI 1T 2 R3O F 20 K O 4
PEICBRE 221380 b TWenWZ & (TAH7 A » ME 10mg) FaEFREE CER27F2H2H) &
M) 5. AC-055-312 5Bk & RIERICERE LT,

@ WAL - HEOBERIL

INRIZEBT 2RO AL « HEOZSHEICONWT, KL T T a v T ¥ X ETa KON ETg ZFIRIC
XD ICso DRI D Z LMD, FIEERTETR LD in vitro TORYIIDOENE CTEALIT LIZIER-ATEAR
HWROFRESTET 707 2 0 AUCoaanss DARFIT (AUCycombo ss) (2355 Zfiif L7z, PPK fEHTIC &
DHEE STz, BRABE ST D/NEEE D AUCucombo ss CRITEEIMEDLL [90%CI] ) 1Z2W T, 2%
PLETCIRAERS S (10 kg PLE 15 kg Riifi, 15 kg LA E 25 kg ARdifi. 25 kg LA E 50 kg AKiifi, 50 kg LA E) i
\ZZENEIL, 0.94 [0.75,1.18] | 0.83 [0.7,0.99] . 0.87 [0.74,1.03] X1 [0.85,1.17] TH-o7=DITxk}
L. At 6 7 ALLE 2 AR Tix 0.69 [0.57,0.83] SIRfEA R L7z, Y%K & LT, PPKMEHTIZHW
t$%6ﬁﬂuﬁzﬁ$%®%ﬁmf~&mB%ﬁ@%wﬁﬂuh@$%@¥~&ﬁ%ot:kﬁ%
Z BT, Ak 6 B ALLE 2 WA O/NE PAH FBE 23T 5 AUCucombo ss 14 2 LA ED /N PAH &
FOHFPANTH Y | 2ﬁuhkik%<£ﬁ5%@fiﬁmk%ztoit % 6 1 AR OB
AC-055-312 &l % O PAH3001 #BRIZHLA AL B2 Do 7oy | FHEIX 35100 AUCu combo ss 2 AR/ INREE
MzRHWTyrIab—rvarLEfRIEIK20EBY THY , A% 3 WALE 6 I ARMBOREIZEIT
HAHE 1 mg 514 D AUCucomboss D THUEIL, MOFEK Iy & RE S ER Lo Tz,



80 -
70 -
60 -

50 - " L

40 4 . Y

30 +

20 - - 4

AUCuU, combo, ss[ng - h/mL]

10 - I .

3-<bmonths6m-<2years 10-<15kg 15-<25kg 25-<50kg =50kg pediatrics adults
1mg 2.5mg 3.5mg 5mg 7.5mg 10 mg 10 mg

2 )EHE.I: /DJIJODAUCucombossO)/ :Ll/‘—“/a/ﬂd:%

PLEQR@OMEHE R L0 . RIEOEGRRITE% 3 DAL EE L- BT, PAH3001 35 % -
HEZAREOHE - AEE L TERE LT,

BT, UTOX12B2 5, NEEFZEEXSGE L ERNEIIERBR ORGSO CORNIBREIC
KRIEEEG LT2T —2BRONTW b0, FIREERT —2 020, /NEOFE K OKREIZIS UTH
NBE L FREOBRBEENGOND LHESNIHEZERBOME - HEE L TRELEZZ &3y
Tholo LYl 2, o, EPEIERR TH ORI G, 2 ml EOBRFIZHOWT, KE%
REXSZEOHETREG Lo L EOBREREIT, RABEICAE 1I0mg 25 L E LRABRETHD
ZEWRSINIEZ ENG, 25K EOBEE IR D2 HEILPK OBLE BT LT 5, —, A%
6 I ALLE 2 RO BRFICAIEK 2.5 mg 25 L7z & & OBRZEROHEEMITR A RE & il U TEE T
btz L WONT PAH3001 75k X OV AC-055-312 sBRIZE W TAR% 3 B HLLE 6 7 A K L OV 6
AU RO RBEFICAE LG LT & & OREEICHT 55T — &i%%nfwﬁw:&#%
A% 3 D HUE 2 RO BEICE T 5 HARIL PK OBLSN S IXZY L cE v, /NEICBIT DA
oMk - HEOZ YL, PAH3001 3805 & 8 AC-055-312 3BRIC ﬁéﬁﬁ%&@ﬁiiwﬂﬁ%
BSER T, BlEHEMATT 2 TR6HESH) |

7. BRREAER CBRAREMIZEE 4 2 BN OB I 1T 2 FE OB
AR O AP BE 2 TARHlE R L LT, F 6 ITRT 2BRAME I Sz,



3% 6 1 F 7R O

| = - . 7
| ®ms | wemE | o i - F oo B i
DLFTOMEOARIEAZ 1 B 1 HRRO#S
- B2 6 0 AR 1 mg
At 3 B AL .gigpjfsui2ﬁiﬂ§{?ﬁ.2.5mg "
E| PAH3001 15 BRI O 7 Bl _ o LAk
PAH i 15 kg Aii1% 3.5 mg PK
i - 15 kg VL E 25 kg Riifil% 5 mg
8 25 kg PLE 50 kg ARiifii% 7.5 mg
50 kg LL 1% 10 mg
<aTH ERMET A~ MBI ) >
A1 HHUE?® e . . . o PK®
. PN FEVETRIERE : PAH TARSE (RSER OY PGL REHAIZ | .
b | AC055312 SEE T <) oo s s 2 g o
- AHERE © PAH3001 357 & [FRE

a: RBRSFEMEFHEESE 9.0 fE~DET (2021 4511 A 23 H) 12XV, 25kl ED A% 1 I AL RICET Xz,

b IBBREMF B 9.0 F~DMWET (2021 11 H 23 A) Ik, KEOHLME, Ltk VPR O#E &2 HigE Lz
ARy NERERBR D, AHD PR, MR OEMMEORGF 2B & Lo BRICA T Sz,

¢ REBHESTA N R IE, WTRRECIIAIELIAL O PAH JEFIE OB E- 78, ARIEHETIL ERA LSO PAH AR D&
HRwEe & Sz,

7.1 FIAERER
711 ERNBIAERE (PAH3001 3Bk, CTD5.3.5.2.1, FEHEHIR 2022 45 11 A ~202543 )
A% 3 0 HLLE 15 3R D PAH BF 25512, AEDOFRNE, ZEMEKR O PK ZFEd 52 &% H
)& LT, IEEMIERHRERBREN 6 fiidk THEi S iz (BEREGEL : 6 61 )
T BPULYE T, DLTICRE Y T 5 4%% 3 W HLLE 15 RO PAH [B#H & Sz,
o PHEWESHESE | B 9 5, IPAH, HPAH, CHDY |21 9 PAH, #4) - Tk 5 MEICFE S PAH, HIV
JEYWEIZBIE S 2 PAH, UTFREEAMIHEIZTE 9 PAH OV
o WMEOHLAT—T VR T OEHEEGTZ LT D
> mPAP 7% 25 mmHg LA I
> PAWP 7% 15 mmHg UL T
> PVRI % 4 Wood Hifi7 - m? i

- AEIX, E L OMEERSINCHRESNZR TIORTHEOARKKZ 1 B 1 [E, 52 BAFRO#&E
THZ L E SN,

Y EHEPEMIE H T d 5 Bl 24 JRFD PVRI DX—RA T A U5 b OEALFR DKM R 70%, k4L PVRI ZE{L3R O 2 U
7w 0.5 SUE LIzE . FEhE eI BT 2 A S JEFE CTH D 5 Bl T, RERORENELHE (PVRI 1k
LORTEIIMEN 81.6%LL ) ZERT HMRIL T54% L HB SN &b, BB E2EE LT, HEEMEKIL 6 4
L&,

VLAY ¥ F T TE 2 CHD ICfE D PAH, UTAE R Y v o MEEDRVEE T itk 6 1 A LA F&RAF -
FIE) O CHD IZfE5 PAH Zxt5 L Uiz,
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T ARl K O E S5 o0 &

fEfD - (R 1 [Alk:

1% 6 1 H AR 1 mg

A% 6 1 A LLE 2 iR 2.5mg

15 kg A 3.5 mg

. 15 kg LA F 25 kg A 5 mg
2mAE 25 kg LI I 50 kg A 7.5 mg
50 kg UL I 10 mg

PDE-5 PHEHRZMHH L CWABEDOHANIL, 27 UV —= THEOELT T —T A 90 HLLE
HIZN 6 s s AEAZZETE L TOWZRWEAICIRY AlgE & &7z, PDE-5 JHESKLIAN O PAH 163X, PAH
BEAL~DIEEBA MDA, HRANTFE SN,

ek SN2 T BT R CUICAREN G Stz RN G SN2 202 B VERRAT 6 SR ) O 20
FRMTXIGER & S, RO G2 IE L2 BF XV e h o T,

A IERRNT R GHEERNC I DM ORI, 4% 6 B A LLE 2 s 2 fl, 2 sl b 15 sl 5 T
o7z, PAH OEEESFEONRIL, IPAH3 ], CHD IZfE 9 PAH4 fiil, ~X—A T A > TD WHO FEHESY
HONFIZ, 77 A1 36 Thotz, Ml EILiEIE (PDE-5 BEI) OFHONRIZ, Y 6 I, 7
L 1BICTHo7z, aBEOFRGHIH (hJuE @&EPH) ) 1%, 361 (351~374) HToh o7,

BIEZOWT, FEFHEEE TH 5 B 24 HIFFD PVRI ORX—R T A UMb OELEIF, 8D L
B THY ., FANHIE SN T IERE (BERO T EEED 81.6%LL T ) &R LT,

# 8 ¥ 5 24 FEFD PVRI DRX— AT A SO (RN e 4E)

HEfE ® NeZ T D DELRD
(Wood HAT - m?) [iiffl 95%CI] (%)
R—=2F A (7)) 9.50+5.431
B 24 W (7 1) 7.59+7.086 5943 [32.019, 110.303]

a : PIE AR YRR
b AT E

LZRPEIZOWT, REBRE TR (&5 52 i) B 28EFEFRORBRNIT. oD LBY ThH-
776

9 4B OEBE 3 FITORIHE S T,

O g AN PAH HH Z x5 & LI ARROWEIM SRS (AC-055-302 #BR) TiE. morbidity/mortality - > MZBI L TA
10 mg BED 7 T L ARBEIZ KT 2 EERUE S HEE S L. PVR OZE{LER & morbidity/mortality -~ k & OFARIIVE iz,
KRS DA AN ZEN R EVVINETIE PVR 2R A THIIE L7z PVRI IC K BaHli2N LTk Y. EFE AC-055-302 #BRT
E. ARFEREO RS 24 JIRFD PVRI DX—R T A b OELEOEMEEE (Wil 95%Cl] 28 71.4 [62.5,81.6] % Th
ST, EBIC, NEOPAH BEAXIR L L= LT F 7 4 L OREREE (A1481131 #ER) DRGNS PVRI D 20%D
BETFITERMERND D EEZ BN 2 L2 E 2, PAH3001 RBR TlIARSESBE 5. 24 D PVRI Z8L 3R 0> (i 24l
2 81.6%LL F CTHIULERRINZE RO S HLFE LN TE 5 B2, RPHEELRE L,
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K9 AEFROFEIRIL (LEMMHT L)

2k (7 41)
TRCOEEES 100.0 (7)
T ERES
MHEE S 85.7 (6)
FEEL 57.1 (4)
T T A I ARG 429 (3)
L BRI 429 (3)
T 429 (3)
IS 28.6 (2)
JiE 5 28.6 (2)
7 L VX — MR 28.6 (2)
i B S 28.6 (2)

% (#1%0
a: 2 BILL EICRED bz s

1= R ORI DO B rp L ICE > A EFERITRD LN o T, EEREEFRIL, 28.6% (2/7 4,
AH =a—F A VALY - HIAE « MIEVERIZR, ROREXRE 1H) IZBO L, Wit AL
DR FEURIZ A L & HBr S 7,

712 ¥ESMEIIAEERER (AC-055-312 3BR. CTDS5.3.5.1.1, EMEHIRT 2017 4£ 10 A ~FEfit (20244E2 A
F—FR—2Rurv) )

A% 1 1 H LR 18 5 @ PAH B 25t RIT, AFED PK, LMK OE M2 R MER R & s
L2 LHEBMY L LT, FEREEACHEGBRIEIS 54 fidk CHhE Sz (BAERERIEL : £ 200 41
(300 BIAI) ¥ )

ARRBREL, A7V —= 2 7 H AR O EIRHRIED PK, RS LIS 2 2 7 #, ke LD
REMBHFRAE ) SR S, a7 HNTREEIT A X2 N ORBL, IIBERIKEE ORE L=
THHET BOWT RO E Tk Sz, ARTE TR, ARGRRGEIRHCIRH S a 7K TRE (7
—HR_R—2m w7 H 2024492 A 28 H) ETORGEETEHT 5,

FAEPRILYE T, DITICRES T 24% 1| B AL 18 aRif, (AE 3.5kg LLEY @ PAH & & &1
72
e PHEGKRDHES 1 #5055, IPAH, HPAH, CHD (21 9 PAHY | 3% - FWah MBI fE 5 PAH, HIV

JRYMIEIC BT 5 PAH, XUTAEGAHRRIN 21 9 PAH OW T
*  WHOHERESNHH Y 7 A 1T ~1I

D AR O EERGE B IV T, RBRBIAARE S Tl PIRIOIRELETA X b £ TOHM & Sz, COVID-19 Dk
KREIZ LV BEOMANGHE LY b, 72, FEEETA N2 FOFRBLENRRGWERFOBE L TR | ST A
Ry MNEEERT D203 O BN TRHENTZZ L0, HEOREIYE & OBEE0REH., 1R EREIHES
9.0 fR~DET (2021 4211 A 23 H) 12XV FEFHEME E 23 EFIRIBIZ I 2 ARFE L ONEVERE O ER ~ 7 73R
EANEEFEENT, L0 KEOHMM, ZaMER O PK OfiiE HiE LizA X MaZERER) 5. A PK,
TR R OFHEORRZ B E LR BRICE T Sz,

BR D SEHE FIREME 2 B[ L TR E STz, sRBRBAAANE L BAZREGIELITR 300 il (WMEEA X2 ML 187 1) Thoiz,
OFR Z 72T, @O0 FEFRERNE L <IXR y YWEH, UMY A h~0Xék, @PAH BEALIZE DA
Bi, MIZ@PAH OEREKIER OB (PAH {GHEIE, SEAFIIRE TGN 2 BREOBHNLIE L b, AL I
FBRZAE L. 232D 1 THALL EIZEYS 35 « WHO HRESFEHOIAL, Kb OB EL U L, 2 DLl Lo PAH SER D
B BUUTE(L, B OFIRISOE U WA DR OB OF RIS IE ) oOWnd s S, CECIZL Y Bk
TCHIE Sz,

10 JRBR MG GBS 9.0 li~DEET (2021 4E 11 A 23 B) (2L 0| Flink CIIEZLREOIRE O FIRAZ I 2 b
EnSAEZ L AL 10kg LA EDD 3.5kg L RIZATE STz,

8
9
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s WMEOHLAT—TNRE T TFTOREELRZ LTS
» mPAP 7% 25 mmHg LA I
> PAWP, LAP'"Y XX LVEDP!Y 7% 15 mmHg LA T
> PVRI 73 3 Wood BA\7 - m2 i
ARBRZ 1L, PAH (2 D IRIR &2 %72 2 L O W 35 L < IEAEK L O PGL R IEHH % 5k < PAH
TRFERO BB 2 FIE COPFHE LG 22T TOW D BEDPHAAN DN, 7B, 2 WA T,
ARIKIZ K DIRIERED & 5 B bEAILARE & iz,

HAOAAN SN 2 UL EOBEFIT. R—2F A VD ERA BE5OMEE I TE (HY XU L) |
WHO HEFESHE Y T A (77 A1 XTI NEH LX) ZEHIAFE U, EAERERN XIS 101
DL TEAESIZEID T B2 2RO BE L. ERNAERICE Y T bhi-,

a7 N DIRBREE O FITE - F B AR Y B IR BRI Y B Al 0N S VE A (L AT BB FR R L
AREPETIIR T LR E ST,

ORI DWW T, 2 kB L0 B TIRIE/EA LRI &40 TV /2 PDE-S FHESE D A 5-7T6E & S 4,
2 AT IR O U PGL A & ke rTBE & X7z,

PREGEATA X R R BTG, AR TIL ERA LIS O PAH 1GH#IR, FEYETRIRRE CIIAIRLISL
O PAH {BIREEDF G- AV ATRE & S 4L, A T, IRBREEERM N E D) &l L2 3581203, RIEREN b AR
AR Z b AREE ST,

ARBRTIISEOBRHELAZZB L C3ROTFT —F_XR—20 v 7R ENERNICRE SN, 2 TOHA
FNMaTHERET LERSC2RIEOT —2_X—20 v 7 NERI (2024 42 A 28 H) . YEES
F COMMEICEDS T AR TOERRBHEN SN2, UBRIX2RBIBOT —FZX—2 1 v 7 R E TORER
N,

O 2mll bosE

HAEZAL STz 148 B (EEVEVRIRRE 75 1], ATREE 73 1, LAT[EIE) @5 6, 147 #i (75 51, 72 $1)
IRBEE N B S, BTGB & sz, o, BEA LS 2FI28 FAST & &iv, A%
PED FE TR GHER & Shvie, a7 HickiT 29 1EEIE 48 B 3141, 176)) THY ., E/HibeE
HIIZNR A2 1561 (461, 1410 . EC 8B Q. 64 KOHEESRSL Gl 24) Thol,

FAS 1 (2B 24O NFIL, 2 mll b 6 mokim 35 51 (22 1, 13 ) | 6 mLh b 12 sl 61 6 (32
B, 29 1) . 12 mkBL B 18w 52 i (21 1], 31 fl) Toho7-, PAH OERKZFAONRIL, TPAH 71
B (36 511, 35%1) . HPAHG6 1 (51, 141) . CHD(Zf:5 PAH68 5 (32 %, 36 %) , N—RAT A
TO WHO HRE/FHOWNERIZ, 77 A1 3761 (1841, 1941) . 77 A1 834 (4241, 4141) . 7 F
ZIM 28 B3 (15 5, 13 §) Th o7, HBIEOE G MM (PoefE (GEH) ) X, MR T 115 (0.1
~316.4) i, AT 1684 (129~3124) HTH -7z,

D LAP I ATEFAREEZE UL B K e iR BN W A2, LVEDP 1 & B IZfGIE R IRAEN e W IGA IS ATEE & ST,
12 FEAEIRHRAFIC ERA OG22 1T TV 2 BEEMAAND GG, BRI LI 2EBHE D 40%LL FICHIR S 17z,
19 ARIERK O PGL RIEF A & B < PAH 1RO WM 5. 30T 2 FIOFH R G- L shviz,
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HRIEIZDOWT, a7 HICB T 2 0IEOREETA X b9 B, EUERIREET 24 . AT 21
HTH o7z, MIEIOEEHETA X b F TOHB OEAEIRERE G D — RE [f] 95%CL] 1X
$%ﬁ?0&8&M@J4%]T%OKO

BAEMIZOWT, BIEAL (visit 2) D OIRBRIER LT 30 HUN X Za 7 THE ToOWT
MNEWSETOHMY 1BV TWTNNDOEET 10%L FICRODONT-AEFERIIEX 10DEBY Tho
7=,

F 10 : WTNDLDORET 10%LL BIZERD DN HEES (LT SREMN, 2l )

FEHEIRRERE (75 B1) AHEREE (72 )
LETOHEFEL 68.0 (51) 93.1 (67)
TG
b RGE R 16.0 (12) 31.9 (23)
ERUGEED 147 (11) 19.4 (14)
ISV 12.0 (9) 19.4 (14)
COVID-19 6.7 (5) 153 (11)
ELCES 1.3 (1) 11.1 (8)
AT nx W 4.0 (3) 11.1 (8)
& 10.7 (8) 6.9 (5)
M 10.7 (8) 6.9 (5)
% (B30

FETC I, FEYETRIETE T 8.0% (6/75 Bl HEBHEITIC K 2561 4 #l, COVID-19 Jifidk & ONZEIRFEA 1 61) |
AKIEFET 9.7% (7/72 B, HRAEAMEATICE DL 6 B, A OAE1H) 1RO b, AL KRREKRHY &
IR SN TITRO bR oo, BEERAFFERIL, EEBIFET 21.3% (16/75 1) | K%ﬁ?
36.1% (26/72 f5i]) (2RO ALz, ARFERET 2 FILL LIZRRO G- HERAFFERIT, ik G F) |
i, HREOIELEERT (%2 6) Thote, ZoHHAEM (1 F) (XIRERIK L OREEMRITH mé
Y, AREoORGNAPIEIh, ZO%EE Lz, 1BBREORGPIICE -G HFFLIT, FHERRIET
26 (UvE Lk, AREIEAR - ARFE M - FRER - 256 fE - EeE& 1) | ARIEEET 441 (ALT #9, &,
SR M NN T AT IS —EBHEME 1 6) 1RO, 209 b, REFETRO ON-FRIT, WTIh

HIRHEE & ORI EBMRITEE SN2 o7,

© 2 AR D B

Bk Sl 9 BIRBICAT N &b S, LEMEMRIT R RERI K ONFAS 2 & S, FAS 2 Ao+
BRRATRIRAER & S iz, a7 #Ics T 296X 1 41 (RERIE) Th o7,

FAS2 |Z81T DR ORI A% 6 7 A LLE 2 ekl 9 #1 Td - 72, PAH O ERIR 73O NFRIE, IPAH
4 B, CHD (Zf£ 9 PAH 5 fil, _X—R2F A > CO WHO BERE/VHOWNRIZ, 77 A1 541, 77 A1 4
BT olz, RREORLGHIM (Pl GEEE) ) 1%, 37.1 (7.0~729) BETH -7,

BRPEIZOWT, BRBRIRI I, FHEEITA <2 b9 | PAHIZ X D AR, K OBERZ b2 et
BT,

W VR LRE O JFBIK T (ERA G- Okl X IX T, WHO BERE/Y IS 7 A) Tl L7z Cox Wil ~F— RET L,
1) BRI DAY 0 B 2 1o B T, ARG B U TEERIR OB 54 T 30 HUNOW TN RNG £ T
DI & Shz,
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LRV OWT, visit2 2 BRI 54 T#% 30 HUAN X I =27 TH ETCoVWT R NG £ T
ORI T, AEFGILTH (77.8%) (5RO B AL, 2 BILL RIZRD b e A EFFRIL ERGERY: (4
#) . BiEk GH)) . COVID-19 KUk (4241) Tholo, LT K NBREDKR G TILICEST-H
EERLGIIRO SN holz, BEESAEFRRIT, 44.4% 409 B, gk - i, ik, Sk - rex
TR IIE « (BF4, A > 7L HE L) IZRO AL, WIS AR E ORERRIIEE S,

TR HBIZB T 2 EE OB
7R1  BEEEFEIZOWT
HEEE L. BARNNEO PAH BE 2R & LIEARIEORFEFHEIZ DWW T, IO XS IZi#A Lz, K

H T ORISR AUZ W T, A TN 2505 & L7235 IAHRER (AC-055-312 #klR) 23S T

W23, ERBE O DPEIZINZ . AFR TN U TARIEN R < BISIMEH S TRz 1 &

2% &, HRBEBRIZHAILATRE e B ARN/NRIZ A 72 <L JEBIBI IR 112 Mk & ONFE 235% 8 S AL Tuve

AC-055-312 RIS L7t ARERECAARNNERZ E A EFID FTF 60T, BARNNRIZET S

AIEDOFIE R NERMET — X BIREN & 72 D AlietEn b - 7=,

PLEOIRBLA S . BIERENZE IAHER (PAH3001 385R) 2320 L, HARANEKAD PAH & %55 &

L 7= ARSEDE N T/MARRER (AC-055-307 38BR) OfEH & OFELIME: %2 58 L7z LT, AC-055-307 35k

OFERBFIA LT, BARANNEOD PAH BEICHT 2RO F MR N2 LTI 2 & & Lz, 4

T HONWTIX, LFOEBENLRY EEZ D,

e PAH3001 FREBRIIIEFEMIEX BB CTH - 7= b DD, BRI 2T NIEDOFHIEAE CTdh D PVRI DX—
ATGA VPO DOEALENFEEFMEE TH Y, MA T, BKPUERNLDH D EE X OLNDHRYHMEL
RE L TCAREDFGIMEZFHIT 25HHE & S22 & (7.1.1 HSH)

s PVRI, mPAP, DMREZEDNMATEIE T 2 —& 1%, ENIMIEBWT/NEO PAH BE O T aHlIC
HERNFTHY (Wi EERET A RT A > (2017 FEkEZTh) - BINAT A KZ 4 19) | A
@ PAH B 2 x5 & L7ZBGARRRBR X Y . PVRI 1 morbidity/mortality -7 <> b & OFHBEM/RIR ST
V= Z & (N Engl J Med 2013; 369: 809-18)

o PAH OBWiEAE BRSER NIRRT LY XA, MR ERA AR TH D 2 & (ifid ifi
JEIRET A R74 > (2017 H24GTH) )

MR, 5B OMB %2 T& L, PAH3001 #BR & AC-055-307 :ER OHE R OBELIMEN R SN =56
12, AC-055-307 IBREROFE R LRI LT, BHARANED PAH &6 5 A D A 50 o OV2e M % 3 F
flid~% = & iXnlhE &35,

7R2 FHRHEIZHONT

HEEE X, AEOFHECOWT, LUFO X D IZH# L7z, PAH3001 #RERD EEFHEE Th 5 &5
24 HIEF D PVRI DX—Z T A b OEGRIL, FANIERE Lot A2 w7z Lz (7.1.1 HEH) |
MMz T, flxOBREOFERI Y, 5 24 BEHZBW T, FifATEIRE ST X — % OUEEF D D,
WHO FERE DR S ATRE Tdb o 72 3 BRI TN— 2 T A VEFOBEENEN MR S -2 & (F 11)
bikE 25 L, BANNEIO PAH BEICBIF D AROGIMEN RIS NZEE XD,

16) paediatric addendum to CHMP guideline on the clinical investigations of medicinal products for the treatment of pulmonary arterial

hypertension. EMA/CHMP/213972/2010
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7 11 : PAH3001 78R O BIAE B Ol (B b e S EE )

JEB] 1 JEB] 2 JEB] 3 JE] 4 JE] 5 JEH] 6 JEB 7
N PRI Bk otk ik Bk Bk Bk ok
o T CHD (219 | CHD IZf£ 5 | CHD 1245 CHD (2 9
ﬁ PAH DGR /%4 IPAH PAH PAH PAH IPAH PAH IPAH
! il 11 5% 30 7 3 5% 21 7 1 13 5% 22 7 9 5%
R X 4y3% X4y1* X4551% ESANE X 4554* X4551* X 452%

PEROMIMAEYERIE | X T T 4 NE T T A NNEE T T 4 )NE LT T 4 NE KT T 4 )v 2L BHTT 4V
PVRI (Wood A7 -m?)

R—AF A 17.7 4.9 4.5 53 15 6.7 12.3

B 24 I 20.6 1.5 4.9 2.7 10 1.3 12.1
mPAP (mmHg)

R—AF A 68 25 36 30 50 42 67

B 24 I 83 17 36 20° 37 21 46
OMEE (L/min/m?)

S 3.5 3.9 5.1 43 2.8 4.6 4.7

Beh 24 IR 3.6 5.2 3.7 4.8° 2.9 5.2 33
WHO #RE /748 ©

S I — — — I — il

B 5 24 JE Il I I

a: BOHE (LXUEORIE) ITH 9 BN L 0 &G 24 BIFOL LA T — 7 MR G- 40 BRI FE
b @ 4 G O - O B TR

F 7. PAH3001 RERICHLAAN BT/ MBS & AC-055-307 BBRICHAAN L NTZRANBE T, A
SHPERTAMC B KE LIS 2 B R OAMEZEWVITES DT (% 12) | PAH3001 B O 5 24
5D PVRI DN—Z T A b OZAGER G408 [ 95%CI] @ 59.43 [32.019,110.303] %) (2
VN AC-055-307 iR O ASSE R 451 28 11l T & A7 A CGRAEEIAE [iifH] 95%CI] : 60.6[52.5,70.1]1%)
CRBETH-TZ L bisE2 5 L, AANNEO PAH BFIZE VT, BAARAD PAH B4 L [Alf
DEMMEDEFTCE D LEEZX D,

* FHOKER AR LIS, A2 1 IRE 15 kgKfi, X502 @ (AFE 15 kgll 25 kg Al X773 1 {AH
25 kgbl |50 kgAumi, K574 @ {AHES0 kgl Lic@E &z
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# 12 : PAH3001 585 K& OY AC-055-307 5Bk D HBEE T D040 (A 30 EAENT kT 5 4E )

s LN

PAH3001 7&5x AC-055-307 7kBx
(7 4511 (28 %1 %)
o Ttk 57.1 (4) 143 (4)
ek 429 (3) 85.7 (24)

PVRI DRX—Z 5 A Ml 9.50+5.431° 12.80+5.763"

(Wood A7 -m?) 6.74 [45,17.7] ¢ 11.98 [5.9,26.6] ©

mPAP D= —Z 5 A Ml 45.4+17.09° 38+10°

(mmHg) 42.0 [25,68] ° 36 [25,56] ©
IPAH 429 (3) 39.3 (11)
e HPAH 0 (0) 3.6 (1)
PAH ORI CHD (25 PAH 57.1 (4) 7.1 (2)
FEA AR IZLE S PAH 0 (0) 50.0 (14)
I 0 (0) 3.6 (1)
. il 100 (3) 57.1 (16)
WHO By ¢ i 0 (0) 393 (11)
v 0 (0) 0 (0)
e 1y f 85.7 (6) 643 (18)
PAH 0RO O A OH A bl 243 (1) 35.7 (10)

% (B1%0)
: PAH3001 3BRIX A ZIMEMRNT S 585 . AC-055-307 3ERIX PPS
: T fE AR S

ChfiE [ IME, oK AiE]
: PAH3001 BRI 4 sl D B8 3 Bl 2 THEAM

a0 o e

HREIX, LT X 9128 2 5, PAH3001 SRERODFERF] Z & O MmATERE T X —% (PVRI XN mPAP) &
FATOWT, 7619 4 1T F4572 PVRI 2O mPAP OfK T, 2 X PVRI AZ (1 il mPAP KR, & 9
1 i mPAP ARZ8) | 1 i PVRI XX mPAP @ EFERRO LN Z L& HEE 25 L, AR HIC X 20
ITERERHImIC DWW T, 4 BITHRD, 1 BITHES), 2 FTARE L ART LR TE, FEFHEEE DR R
HEOTRREHRFH E LCHARNNLO PAH BB 2 ARIEOHENRIE Sl &l 5,
F7-. PAH3001 3R T H 4172 PVRI DX FEO R E Xk, HAANRAD PAH & A% L Lz AC-
055-307 AR & AL &5 2 HINIZ 2 LN D AFIZONT, BAD PAH I8H & [FIRRO AR /I
WD PAH FBFIZX L THHIFTE 5 L4 %,

7R3 ZEMEITONT

FHEEE X, BN &N D PAH BEIZBIT 2 AR DL T 0 7 7 A VORFIZONWT, LD L 91T
A L 7=, PAH3001 3B K Y AC-055-312 SBRICKIT A A EFROFEIRIIIE 3D LBV THY, »
FTHHMATBER ORGSR Th o7, A & bl U /N CIRRYYE O S ELENG 23 i@ ME TR AN ER D B L7203,
WTN DA E ORPRIMRIIEE SN TWD Z & BYYET@E/NIICZ < RBO b D Z L nlE S
LT 5% Z & (Epidemiol Infect. 2014; 142: 1355-61) 775, /NEEE T W TEHRZRL &M EOREITZR
WwWEEZ 5L,
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# 13 /NE KO A D PAH HiE 254 & L CENAADERARICEB T 2 HERELORBERN
(22 A NEMRAT R R EE )

/N LN
sk EHN sk [E N
AC-055 '3}2 AR | AC-055-3 1% AR PAH3001 385k © |AC-055-302 3Bk *| AC-055-307 2k ©
@ mELE) (2 BAH) (7 1) (242 15 %) (30 #)
(72 1) (9 f51)

T RCOFHEEG 93.1 (67) 718 (7) 100 (7) 94.6 (229) 96.7 (29)
WEICE - HEES 0 (0) 0 (0) 0 (0) 6.6 (16) 33 (1)
EERAHERG 36.1 (26) 444 (4) 28.6 (2) 45.0 (109) 233 (7)
BERCE - FEES 5.6 (4) 0 (0) 0 (0) 10.7 (26) 33 (1)

B/
GBI 31.9 (20) 444 (4) 143 (1) 15.3 (37) 3.3 (1)
_IRBAZE 194 (14) 0 (0) 85.7 (6) 14.0 (34) 433 (13)
FIERL 194 (14) 0 (0) 0 (0) 13.6 (33) 43.3 (13)
COVID-19 153 (11) 222 (2) 0 (0) 0 (0) 0 (0)
ELZES 11.1 (8) 333 (3) 0 (0) 33 (8) 3.3 (1)
T 9.7 (7) 0 (0) 429 (3) 9.1 (22) 26.7 (8)
FEER 9.7 (7) 11.1 (1) 57.1 (4) 3.7 (9) 6.7 (2)
Ji9R 6.9 (5) 0 (0) 28.6 (2) 2.9 (7) 0 (0)
fiti %% 6.9 (5) 222 (2) 143 (1) 4.1 (10) 0 (0)
i e B 42 (3) 0 (0) 28.6 (2) 0.4 (1) 0 (0)
FEME % 2.8 (2) 11.1 (1) 28.6 (2) 2.5 (6) 0 (0)
T LU — PR S 1.4 (1) 0 (0) 28.6 (2) 0.4 (1) 0 (0)
TT ) A A 0 (0) 0 (0) 429 (3) 0 (0) 0 (0)
Lo BR R R 0 (0) 0 (0) 429 (3) 0 (0) 0 (0)

% (B1%0)

a: /NRD PAH B 254 & LIZIEERBR O W T 15%LL IO - H5

b AEOKGHIM GB) ofRfE (FPH) 1X. AC-055-312 #kBk : 168.4 (12.9~312.4) . AC-055-302 545k : 118.4 (0.3~
188.0)

D e 52 IR

d : AFKE 10 mg B

o

F o, ARG F TR TH D TR/ ~F7 v E U ERBAICET 2 F5) 17 T EK N2
HFG 1 RO [IFHREREEICRIT 294 19 OFBURBUZ DWW T, NNEBE ERABE TRER
72 HAEANITRE D o T2,

ST, HEENRET 2L T —2—2 (2013410 A 18 H~20224 10 H 17 H) 12Xk b &,
[EINART 2 5k PAE 12 Al O B 417 B, 2 Ri O B 172 PICARER G S, YBFEIZRBWT
B2 Z B DORRITRD HIVTHRN,

UEED RIEORZEMEIZONT, /PNEERN THERENT RN EE R D,

L, UTOXLSICE R D, AEDENIOEEARER TOAEEROFEIVRIL, ENS O RIETE
BITHE SNTAIEDO/NEA~DFERFNC I T 2 LEVFRESBET 2 & HIFA T, /hNED PAH &

17 MedDRA SMQ i i[5 (2 L 2 AR MmERE) | [3EMmEEEIC X 5 2 MLLE O mERBE/E | & O MedDRA PT (% 1fi |
2352 2% (7272 L. MedDRA PT MMiif&EsE] 12347 5 H22KR<)

18 MedDRAPT (4RI EAK T . TEE T o (EMMEE T . TiERNERGE] o TESmEE T o DES)
ME T . TRREES M EER T . (CTRILE= 7 Ly 7 &) TsESMEIm)E ) . DESSE) o M
£y, MEMEZ V—+¥) . DEESERER T . TEEREnE) o DESZEELE) | ToEgfmnE) | T
(Y N A 72 R R 53

19 MedDRA SMQ (T3 ) 127% 24 %255 (7272 L. MedDRA SMQ [T BEE- 2 EE [l K O &S | 17 0N MedDRA
PT MHEAK) . THIBERYAE AR o THRHPEREAK) Moy TIMEREK ) (IS4 258 4% <)
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HTCHRA LD LRSI KT DI RIS TW W EAIETT 5, LoLaens, EKRERT
Bt SN ERIE IO T2 & /NED PAH B TIIRA L D b EHMICh - 2 AEORA N
HEINDZ L, /MR PAH BEIZE W TARIE L o> PAH 1EHRIE & OO 21T 5 BRI EE 7o f il
WL Z L EEEET DL REO/NLUEFITHT 28513, PAH IREIZ 0 72 5k OS5 % A
THERMZEVITONDRETHD, LEEN-T, IRISIED T4HE - 2RI 2R OHICE
WL NV D BB AR I 15 S O VRIS T4y e ek e O BR 2 AT B ERT O b & T KA O G AN
Gl EnN A BEEICH L CHEAZBET 55 A ERMRET 5 2 &MY & W 5,

TRA  ERRANTEFTFIZONT

HEEE 13, AREEDEERAINLE IOV T, LR L I L7z, /IO PAH (25X 5 TR X
FRANDIRIRT VTV AL % BEITRE ST Y . AEHIBET O 87 2 i 8 LR 38 2 45803 5 4131
OFARE (BRA 25T MThivTnsd, ERNOBIETA RT7 A 2BV T, ERA O/NLO PAH 15#%
WL LTOHESEZ 7 213, WP BHELEY T 23 a2 | TETF U A L-ULE C L&, [AREONLE
T CTH DA (MR ZERRAE « GEEREIRMARIE R X OWim M EICBE T2 04 K74 > (2025 FkiT
) ) . T T U Z AR SN RED 8L LICRESNTWD, o, A Z T 1L
EERGITEKRINTWDN, PAHIRFEICBWTEHERHE s F7 o0, ooy %) b
AR Z 7T 2 E RO EEE o S E Tt &5 2 L AHE S TW5  (Heart 2016; 102:
1i67-85) . —J7. ARFiX, BAD PAH B Z x5 & LZERARFRBRIC IV T, morbidity/mortality 1 X2 k
DFBLY A7 ZKF S8, Ao X o Ll UCTFERE~DOREN D RN ERRBINTEY, A7
ST e T =R e BV g T —AR_—Z (20224 11 ABR) Ickb L, 15mRiloBFEIRESINT
W5 ERA OF 7 ENIAZETH -7,

PLEIZn 2. PAH3001 ERICIB W TARIEO R VL RMER R SN2 EEE2EZ D L. /DR
O PAH IRIRIZ 31T D ABEDNLESH T 1T, BN & FERICPIAOFIPRIE CHM S5 ERA D—D &b &
E2D,

PRI, AR DOALEAT T, R & RRRICOI ORI RIE T S Do ERA O—2 L7 D §EOHFEE D
Bz TR L, AT NAUS b HBREGARLATE TRESNDRICBWTLAMTH L EE X D,

TRS5 BERBITONT

HEE L, T RICR D AR O 5505 % . PAH3001 iRBR ICHLZA AN SN2 - T2 B b &, WHO
BERE DA Y PAH DESRFIZ X BT, /NED PAH 2952 L1250 T, LLFO XS IZ#A L,
PAH3001 RERSEIC IS <RFTOM R, AL, /NEO PAH BEFICBWTRAERE & RIEOH ML
RN CE D EEZ LR (TR2 KON TRIESMR) , AT, MfteZERIE « JEEEIRIMARE
BIOMEMEEICET 204 K742 (2025 FHETIR) 1238V T, WHO #iEntE 7 7 X 1 251K
U 27 DEFITH L ERA & PDE-5 [HEHROHIAGFHIRIENHEIRE ST\ 5 2 & AFIT PAH OERIKSY
BIZE DT HRAKOVNED PAH BFICE GRS N TWDL Z EEEBEE X D & BN L RIBRIC, A3
Z WHO HERE /38 ) O PAH DERIR2HAIZ X B3/ D PAH BH TR D InERE DO —> & L Tk
T 52 LX) & B R T, I A D PAH BB A k5 & LT [E NS O BRARGBR ISR A AL & 4172 WHO

0 TR BRSNS JR) - AR TH D ATREMESE,
20 B R O UG R IFZE (1 A E TR R OS2 &) TERN—F L0,
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HREDHE Y T AT OBRFIZ2HOHLTH-T-Z L6, FAD WHO #EENHE 7 7 2 1 OBEIZBIT S
BRI O M ITHES. L TR W IR CECTHEEME L TWA A, EERERNOZENA RT A4
OFEE YR E 2, NEBRETOFEERERIIRNELE X D,

WX, UTOXHICEZD, FTHBICRDIAROGINE R L EMEIC DN T, $’H S 72 R R R
(LA D NTIEFIED R SN D Z L6 | s D WHO BERES3JH 5% PAH D RRIR 7385 H5
T2 IR TH D, L L6, PAH ITEHEM D SEITIEDRBE TH D | BN ERERIC, /MR
2B T b BN OFEMRAY 22 VE BT 00 572 2 E D FEHN & -2 FRRIEAHEERE S Tn D Z &
TR REDZAKIZ K 0 B D WHO B E® 32 2 L. ENOZRIA R7 A4 o CihEola
PEIEIE PAH BER PHIC Lo TRBISN TV WZ L2 B ET 5 & A & RERIC, WHO H6EJE 7
T A LIZBT 2HENMER ORI L TRV E 2T EENE L7 BT, #FTA&EICfR 2 AREO £ L%t
%% . WHO H§RE/0HE & O PAH OEFE/EEIC L B9, /N PAH & 975 Z L IEATEE &Il 5,

VLEAEE 2, IMISCEORRE - FRICHEE S 2EEIIUTO L 5 ICRE L, BRRBRICHAAND
MT/NEEE O WHO FEREST KL OY PAH DERIRIIC DWW TS IRASCESE TR 2 2 & 2NEY)
&5,

[ZheE - DHRICBIE T 21EE]  (RHPFEICHR 5 BETE OHFY)

*  WHO BHEENEYZ 7 A 1 DREFIZEIT 2 AZMER L EMEIAEL L TUV720,

o /NRORFE RV B ILESE OVRPE 5 e Fnilk S OB A B T D ERIO b & T, ARAID G35 5]
U SN BE I L CHEAEEE T L,

o AKROHEMICHI-TE, 117, BRG] OHEONFEZRM L, BKRBRICHAAN bW BE
D5 (PAH OFRKSHE, WHO BERe/ . Flns) 2 +oICB g L7 L C, Bolgi A K7
A UV EEEBE IR GOER BT 52 L,

7R.6 HiE - AEIZOWT

HEEH L, /MR PAH BE KT 2RO HE - HREIZHOWT, ITFO X 5 IZ# L7z, AR & Rk
DOEFENGHND L9 Ak ARZRE L7z PAH3001 iREBRICEB VT, A & [FRE DA 2 K& OV 4k
DI CEDL Z ARSI NICZ &b A% 3 7 AL Eo/NREEE T3 2 HE5 TS - Fl&i%, PAH3001
AER LA —ORE LT D2 LN LB R T,

PEREIZ . PAH3001 3R K Y AC-055-312 RBRICHHA AL HAVTZ 1 kbl F 2 sl O BFE L T < AT,
1 AT DB NL N RN o Te T EEN D, A% 3 0 ALLE 2 ARl 0 B3 1Tk LT PAH3001 305k & [Fl—
O - HREZRET HZ L OZYPECOWTHIT 5 L 9k,

HEEE 1L, LR X 9 IZ@HB L7z, PAH3001 35 & Y AC-055-312 iBRix, 2 EnAa% 3 W ALE
KO 1 71 AL B PAH B ZHAFVRTREZR 3B & L CO80E L7=23, KF#n PAH 31X CHD 12
9 PAH "%\ 2 & LRERRRERER TIIAE OGN L MR OBLE D . B FIF% D CHD
[ZFED PAH BEILTE 6 7 ALL BB L TV DA ICHANAREE L7z 2 & GER4 SR 6, iR
FILE 1 AR D RBFITEAANONT, 1L L2 R ORE LV L o7,
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—J7C. CHD IZff 9 PAH O&A . FHI O il i & TR O OF IFRIE A ATNCAT 5 2 & T, 1ERFIN
1 s D B2 SRR AT R 8 & 2 S 7= b o it i ERE O BRE N T ARE L 225 ER”H D ()
Heart Lung Transplant 2019; 38:879-901 %) , & 612, 12 PAH 2MRAF T 2560 H D720, INEHE)
O b MMETREREA R G S D 2 & GERMOEBINGERH OEH - REAIBRICET A4 Ko 4
22022) M6, EERTIEAR 3 A LS AETLRED =— X203 h 5, ARIEOEGRZRIZFM S
T2 W TEAE A RRAE TR AT DAk e, 2 EMEFRAT T SUEF] 4100 D 5 B /N (7 5 EA L 15 BRI 13 204 i,
BE (1 kLA b 7 o) 1% 230 Bl AR L OV (15ARTl) (X171 Bl CTh o722 &0 n . 1Al
ZEte/ RO PAH BEICARIEOMH A2 HET /NI RGEMIZIZ VN EBE X HD,

U EDHFNS, TiO~@ Tk, FrEf iRt o R bR L TRE 21772,

O 1Lk 2 ARV T

PAH3001 #BRICHAAN ST 1 kbl b 2 BRI oo BARNEBE 2 61 (F 11, JEF 4 L6, AL
HIRENE 52 8R) 122\ T, REOFMMEKR L MO ET 5 L 5 2R RE K OGO AL - A
BOERITATON R o7, % 2 BlITZENENKE 24 AT 40 FFIZ PVRI Z2 & ol ATERE N T X
— X DUFENRRD B, WG 28 U T PAH OEIEEIIREThH 72, 2605 H 1 I THE
BRAERES (JEXR) BROLNN, AL ORERBRITEE S, AEOELHFIZEIE L,

AC-055-312 BBRICHLA AN BV 1 kPA b 2 AR OSNE BT 9 il (% 14~23 I A ARG
B O YE GEEPE) 13 37.14 (7.0~72.9) ) ([2oWT, KEDAG MR 22O 28T 5
£ O AR OGFAZEO AL - AEOET I ToNeh o7, 25k 9 # Tk, RERBIMFIZ., CEC ThE
RENTIRBMEITA X2 b, PAHIZ XD ABE, ROBERZMbD7RVELE (PAH ICL DT 2 ETe) 1338
D oo T, BB FIZ WHO e TE Y 7 ADEARITRD HiLT, N—R 7 1 VIKFIZ WHO #
REIEZ AN ThoToBE 4 FloH 6 1A, &5 24 BIFICZ T 2 TICHEE L, Hof&alliy £ T
iz, 9Blo 5 b 4 fICEERAEFEES k26, HBhHx, (708 Y827 HEIRL
SE, ERALONEL, 4 160 2RO NN, WTNOFERE AR L ORRERITEE I, AEDOHE
HrAizEE L7z,

FrE I AETRA IC VT 1B R 2 R 0B L 64 Bl Ch o7z, 2D 55 AFERGHMHIZ
fth o fili B HERIE D e - S /g o 72 8 Bl &8 L, AREDFRWER O Rt Z Mt L7z, PAH OREIK
SPBADOWNEFIL, CHD (25 PAH 28 8 fil, AFKDHEONFUL, HiEME (25mg) {1 2~3mg) 2
2 5, 2 mg KA 6 Bl Tholz, ANEHIAARETH 72 7 B (RIEOHEIL 2 mg A XL HFE
HATUD) 1220 T, mPAP Xk WHO HERES B LD < GRS Ik, BB 3 0. RER 4B ThH o7z,
LGEVEIZOWT, BESNE SHICBWTHERRIIBD SN o7,

@ £ 6 HLLE 1 EARmIZONT

PAH3001 35k K& Y AC-055-312 FERICHA AN DAL AH 6 7 A LU E 1R O PAH BBF T\ 72 )
Tey, FEEE RIS 31T 2 YRR 0 OBFIL 9B Thotz, D5 6 ARG M H It
O A PRI B G- ST G MERHMm A FIRE CTh o 72 3 fil (REOHEIZOTH D 2 mg Kiil)
(22T, WHO #ERE D JEIC D Bl Ofs B, W N beED Gl bivlz, LatEic >\ T, k5T 3 4
[N Z ARG E (2.5mg) T 2~3mg) THEEINE2HOEF SHO S H 1 I CTHEERAE
F5 (i 9 -l L OBl IEE) 12X DR Sz, AKEOREBERITIGE Sz, ot
D AFNZFBNT, AFEFRITRD LR T,
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@ A% 3 B ALLE6 B ARIZONT

PAH3001 3R & Y AC-055-312 ERIZHLA AGL HALT2 A% 3 7 HEL B 6 1 A KD PAH & 1TV 727
STEM, FRE R R 5 YRR S D BREIT B I TH 1=, 209 H | AL GHIRFE T

filL oD il B HEBRIE D e - S T DD I PERTAM AS FTRE T do o 72 6 B (RFED A Bl HWEEH & (1.0 mg)
3 (0.8~1.2mg) X 0.8 mg Alifi) (22U T, mPAP T/ Xix WHO #ERESFEIZ HE-S < FRAMAS R 1%

SED 4 B, RAD 1B B 1 BITHoTe, REMEICONT, ERE 6 FITINZ AT B 5E ] Bt
(12mg) THRESNZABFIOEF10FD 5L 2 FITHEFLRPBO LN, WTHLEERAERR
(MR ¥ > MiFROIEGARMEEREAMm, & 160 & L THRE S, EARMEERMERMIIAEKL O
KIRBIRITEE SR 2 T2, WL bIRRIZEE Ch -7,

PAH3001 5B &% O AC-055-312 7R, iw*%ﬁﬁﬁﬁ%ﬁﬁ®#ﬁ LIFDRPHER S NI Z &1
Iz, ERNSOREERFER O H (2013 4510 H~2022 410 A) 2BV T, FEHE LY s HEOARZK
1m@m&5éﬂt$&6ﬁﬂuﬁzm$ﬁ®%ﬁmm&0$&6ﬁﬂ$ﬁ®%%5m%awﬁkﬁﬁ
EHEOIBEDRRIN TN & ENINT 2 5okl D PAH BE Z KR & LI AR O W 72 70 BAFE 51
TN EHEBET S & A% 3 ALE 2 EREOBFITK L, PAH3001 36k & Fl—o0 Mk - HE%
RIETHZ LI ThHDL EFER D,

o ARED 1KLL b2 s D MMmATEN RE O UGERN RIL 2 UL EOBE LR TH Y | eI
72BN &

o FREMHARERAEICRWT, A% 3 AL E 2 RMOBE T, WEEHE S FREXIZNLLTO
HEOARIED HMPEL 512 L 0 i TEIRES WHO HEREADFHOUGENRRD D NTZBENNDLZ &, K
OHFEHE L Y AEOARELGHZED, A% 3 7 ALLE 2 kil 0 B8 TH - 2 Z a0

ITRBO LN TN RN &,

BEREIL, LT X 910EZ %, 250 EOBRZIZHOWT, PAH3001 SRERICIH W T, A0, 282Kk
OVPK IZBA L TR & RERDFE RGBS D= Z & 225, PAH3001 3Bk & [Rl— O Mk - HEEZRET S
ZLHIRRYETHD, o LU E 2 BRSO BREICOWTIL, LLFOSN G, PAH3001 B &[0
Rk - HEZHRETH 2 LIXATRE &l 5,

e PAH3001 #BRIZAHA AT B AV 2 I TIRW T4 s PVRI 2380 L, AC-055-312 ERICHLA AL B AL
729 BITTIE, WHO BERE A s (1 61) SUTHMERF (7#1)) LTWnWbH Z L,
o BT O Ty ANN 22U EOBE LB LERITIRINRNoTZ L,

PAH3001 5%} O AC-055-312 5RERIC KA A2 AL B AL Dy o 72445 3 1 A LA B 1R O B 122V C
PR O /DPE, I ONZ PAH3001 585 & Y AC-055-312 FRE5R D IR FLUE 23 7= KAE R O PAH & MR
DA EEEELXDE, 1 RO PAH BEDEARBRIHAAN OGN T2 2 L1300 21572
W, ASRTHIVUE, EFRHFEEANCYBFICBIT D PK, AWER O EMEIR 2 B A B ki 2 ISR
L. PPK fEHTODFERAC IS < HEE & LA DARML, A ONZRRE S iz ik « B GRrOA MR 0%
ENEFAT L ENWUTHLHOD, LTORERE 25 & /WO PAH 1GEIZE L T4 7 ik
MO Z AT HEMIEY ., BEOBEL A EFRZOEHFEOEYLGIEN R EIND 2 & it L
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LT, A% 37 AL 1 RO EE 25 L, PAH3001 i8R & [l — D Bk - HRZ#%ET 5 2 ST A6

EHIWTT 5,

o AT, ERNOBIETA KT A L OHEIRITIESE | 1 BRMOBF L E D, ARSI TIA <
/NRD PAH BB LEEH SN TV ORI TH D Z &,

o PAH BEICBIFHAED PK F—Z 2 H 2o 2 b—3 g UCHES BRSO/ R, 1 BRIt
FAAKEZ FEEHNE - HE&ECTHRE LEEGE ORERIL, BT ITKRME - & (10mg) %5
L7ZBRORHERE LV HO00MRME 222 AR RBEIN TS L OO (6.R2EZRM) | ABEE
R E LTz AC-055-302 EROFERD /D, v 2 b—y a3 k0 PRl S TARORE
BRRAREIZ10mg 285 Lzt EORFEREZ TR HEICH. BIIMEOZE LWBFINAEL S
AREPEITIR VW E B2 b Z L,

o REEMMAREFAEICES RO ER, BONTIEFEKIZEBIT 2R TIEH 2 LoD, BiEHEM
TORENREINT/NRICBITHZEHTEHRERETH L I ENREBEINTND Z &,

UEXY, REOME - HE, ROME - HEICEEST 2ERE. UTOX 2275 Z &EE LH
W92,

DA% - =]

<A T A v MNEHSEEE | mg K ORI EEE 2.5 mg >

WE, 3 AU EO/NRIZIE, v T8 LTUIRICRTAES 1 A 1 EL AR, DEOKIZS
BSERAKRET 5,

il 3 W HLALE, 6 AR, HE : 1.0mg

il o6 W ALLE, 2 R, & 2.5 mg

Ml 2 kL B IREE ;15 kg AR, & 3.5mg

el 2B b, IRE - 15kg BL B, 25 kg A, & 5.0 mg

i 2l B REE 25 kg PA B, 50 kg A, & 7.5mg

i 2 Ll b, (R : 50kg LA, HE : 10mg

<A T AI v MBE 10 mg>
DIN
VRN, v T oA LT I0mg &2 1 B O EREOEET S,

=

e oom H

. RESOkg LEO/NRIZIE, v T2 L Tl0mg & 1 B 1RO 5,

=

DR - ARICBEET 51 E]
<F T A v MRS HEE | mg K OFE/NEHSEEE 2.5 mg>

2 PAH BEZXIBICAIK 3 KO 10 mg OAESKRET S/ AC-055-302 HBRICH VT, FHEFHMEF & S - fd)
@ mobidity/mortality 1 X2 MIDWT, 77 BARBIIRIT 5% — R [ififl] 97.5%C1] 124K 3 mg #£C 0.704 [0.516,
0.960] . AJE 10 mg #ET 0.547 [0.392,0.762] Tdh-olz, /o, 5 24 HIFD PVR DRX—RA T A U0 b DEE (%
fEEIE) [ 95%CT] 1&, ASK 3 mg BT 76.9 [69.8,84.6] %, AX 10 mg #ET 71.3 [624,81.4] % Th-7=,
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1 WA O BF T 2 AR AL - AEICB T 282390 R 223 RRBRIZB WD THEER I T
2, WA - HEIX. PAH BE 2 x5 & LKA O 1 Ll Lo HBE Oy EEET — X & -
Vial—va URRICESEREINT,

7R BUERRGER ORI FERIIOWVT

ARHFEIZBW T, HEEEITEMOEESZEMEERIEE 2 5HE L TR, #igi, AR RLER

BOMFEIEIZONWT, UTOMEZEET S L, BIMOERL LG L U CRIERGER ORE% X

Fhad, @ OEREN L AIEETIEEI 2 FEi T 5 & LIz HEEd oIy L HldT 2,

o /NHREBFICARIEEZBEG LI-BEORIEORE &L, RN EE ORE SO 2 2 5 rraetk i guv &

ExohbZ b,

INREE Z RS L LTFRIRRER TR DA FFRITO TN O MATEMOFERTHY | AL

/N TR AAVEIZHREIIEWVT RN EEB Z OND T &,

o ARIEDOKFBZIZ I S N EMEHBGERAE BT, INEA~OFREHIZET HIFHRBIE I T
BY., UEERLEOHEEICBWTRFEROMEITERD 5TV inT

8. BRIEIC X 2R B HEZEICHM T R E ERHNTIR 28 6 MR AR 5 K OBEE O
8.1 EEMEEE AR RITK 2 884E OH

EIEM, ERESEOME., AR OR2MEOMREICEE T 2 RO EICEE D S KGR HEEEICR
I _REERHI L ClEaMEEmEE L T Lz, TORR, 20 S ARPHEERHIE S WTHEA
EAT D Z LITHOWTEIT WG D & B 3B L 7=,

8.2 GCP FHEHFRERERITxTT D8 DHWr

I EIESIRS O ME . AR O ORI BT A BB OBUEIC D X KGR EEE
T _REEE (CTD 5.3.5.2.1-2) (2 LC GCP FEHFH A& 2 I L7z, ZORER, R S 7oA &
BHCEESWTHEEZIT O Z L ITHOWTHEIT ARG O & BRI L7~

ﬁ

iz

9. FEWE (1) 1EERFICRIT 2BEHHE

TR SNTZEEI G, KL H O/NRIZEIT 5 PAH ICHT 28I RIS, BOLNTZXRT 4 v b
HESEZ D L REMITFFATRE L B 2 5, AdnBIE, /NED PAH T 287 7@k 2 14t 2 &
ThY, MRNER DL LBER D, EEME, Tk - & NREORGHZOEREIZ OV T,
ELICHMNMELEZ D,

B COMG A E 2 TRICHIER 2V M CE 255100, ARBEZER L TELIZ RN
EEZD,

Uk
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BEHE (2)

ST 11 A 10 H

g B

[k 72 4] OA 7 Z I w MNRMSEGEE 1 mg, R/ EEE 2.5 mg, @FEE 10 mg
[— & 4] VTR

[ & #] Yoo 7y —~ St

[HREEEEA A ] Sf743H28H

(s hF 5]
MELDO LB,

1. BENE

Bk M OV D% OIEICBIT 2B AEOHIKIL, LT LB Thd, . AEMEHOEME
B, REHIZOWTOREMEENG O UHEICEES X TEERN EFRIESR AR BT 2 5
HEDOFEMEICET 5] CERE204E 12 A 25 AT 205 8 5) OBEICL Y., 4 L1,

BMFEICR T, FAWmE (1) (SRR LA, Zath, BRRBOMEM T, &%, Mk - M
B ORERGE R ORI B 2 B ORI IR M E R bR S v,

1.1 EELRVR7EEHE () 2o T

HeREIT, FAERE (1) O TRTEIZBT 2MET B E 2, BIRRRICRIT 2RO ERG V R 7 FEGEH
B (%) IZ25WT, R4 ITRTREMERFFHEHARET 52 &, WNIEK 15 IR TBINOEIE ML S
PEEEAEER R ONBIND U 2 7 e/ IMEiEE) 2 3269 25 2 & ANt & Hlr L 7z,

14 EIEML Y A7 EHEEE () 128 2L RETFE L O ZIEICEE T 5 et
2 VT I
HERFESNTZD AT IR Y A7 I R
- PRk RE R - HigbEdE (i b &) - 1RGO B
- BB - ORI EE R
cEl, ~EZ v e < BRI E N OB AR E
- MEART
- FiEEAREAZEME 2 B (PVOD) 24
T HEE
ANMEIZBT B Mt EIE
ML

F15: EHEGL Y 27 FHEFEE () ZBiF5

BN EF G EMEEARTRE L MBI D U A 7 e/ MR B O3
BN 0D [ 3K 72 4 VE B TS Bh ENO Y 2 7 Fe/METES)
ol L - BET M OIERL & HRit
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2. AT

PIEOFEZESFE 2, BB, UTFTORRSEM 24 L LT, LLFORhEE « 2R R OV - HETK
WML TELEZZRWEHWT 5, $72, REBIIFVEHRAERLTHD Z b, FHEALMIL 10 4
M ERET D Z LNy & a5,

[ZheE - 2R
JI R A v L

A% - HE]
A7 A v MANRASEEE 1 mg L ORI 23 #EE 2.5 mg
WL 3 WAL/, v T 2L LTRSS EE 1 B 1R, AR, DEOKIZHS
BEEROKE5T 5,
s 3 WAL, 6 W ARG, HE : 1.0mg
e 6 WAL, 2 R, & 2.5 mg
Rl 2 P b, IREE ;15 kg AT, HE : 3.5 mg
il 2 kB b ARE - 15 kg LB 25 kg AR, &= 5.0 mg
il 2 kB by IRE 25 kg BLEL 50 kg AR, & 7.5 mg
el 2 LA b, IREE - S0kg LA, HE : 10mg

A7 A ME 10 mg

DN
WHL. AR, v T Z e LTlomg % 1 B 1 [RIROEET 5,
/N

WL, RESOkg A ED/NRIZIE, v~ T2l LT l0mg & 1 B 1 ERAKET 5,

& &R & ]
I Y A7 EHEEE AR EO E, WMUNCE_T D L,

ULk
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el

réilll

W& a5 JERE H AGE

ALT Alanine aminotransferase TI7=TI ) NT AT 2T —F
Bh% 0 BFHD bR RIE TR R E TO

AUC -
AUC

AUComne | — ERIRRBIC IS T D4 5% 0 RefE] D 24 IRFfH] £
To» AUC

AUCq.c — Feh1% 0 KffH 2> & HEFRKHFH] £ TO AUC

BA Bioavailability INAFT XA TV T 4

BE Bioequivalence AW R [ S

CEC Clinical event committee ARV MNHEEES

CHD Congenital heart disease e R MR B

CI Confidence interval fEHE X H

Crnax Maximum plasma concentration e e I AE HP R BE

COVID-19 | Coronavirus Disease 2019 Pl v U A A ERYYE

Crough Trough plasma concentration N7 7 AR

ETa Endothelin A T REUA

ETs Endothelin B = RFEUB

ERA Endothelin receptor antagonist T MU AR

FAS Full analysis set R DTG4

HIV Human immunodeficiency virus bt NERR T A LA

HPAH Heritable pulmonary arterial hypertension | 1 fz 4 Jfi @l R 4 i g ifn i

IPAH Idiopathic pulmonary arterial hypertension | 4¢%& M Al Sl I A 5 i i

LAP Left atrial pressure fe R

LC-MS/MS Liquid chromatography and tandem mass Witk 7 v N 25 T 4 1B T RS

spectrometry

LVEDP Left ventricular end diastolic pressure Fe B PLIRAR M E

MedDRA Medical dictionary for regulatory activities | ICH [E| B2 35 35

mPAP Mean pulmonary arterial pressure Y4 At R

PAH Pulmonary arterial hypertension I JJRe A I v )= i

PAWP Pulmonary artery wedge pressure Sl B IR

PDE Phosphodiesterase RARY AT 7 —F

PGI, Prostaglandin I, TRRET TV,

PH Pulmonary hypertension Jiti i M

PK Pharmacokinetics Iy E)RE

PPK Population pharmacokinetics RHEF Y @

PPS Per protocol set TEBR M E T E RS L7t SR

PT Preferred term FEAGE

PVR Pulmonary vascular resistance Jif /& A

PVRI Pulmonary vascular resistance index fit i & HCBUER 2L

SMQ Standardised MedDRA queries MedDRA FE#EfR 5

tmax Time to maximum plasma concentration B 1 257 e A R S R )

WHO World Health Organization SO G
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