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HBHERBMEIIAOSNT  BERMUERVMEMEROBREEHD LA TL

B
w
=
WEY
i
U\%
z?
P
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RYENRE
B fiEhEVIIEFEt

BEEligs
B 1. BEZ S OAER QMIEPENENRE/NS XA —2 (12RA LOEEMRFAZE)
[AFARTAEAT—421”

EREE S N8R (XTEND-15E8R) ICE LW TABRED 5 5 12U EOBREMRFARE ICA LY E—A"
50 IWUW/kgZz BEIIR S LTc & 5. FHEERFREAIZ. BAAERE T52.28H. ABA RV BEEERE TE47.2
BT L7

HEGSEHOABHNEMBENIA—F (R—X 51 I THILE. /A2 IN— X2 MER)

Cmax (1U/dL) 12 134 23.3 147 131 33.7 159 131 33.0
AUC,.,, (1U « h/dL) 12 10,900 | 1,680 141% 9,500 | 2,010 153* 9,600 | 2,010
CL(mL/h/kg) 12 0.429 | 0.0771 | 141% 0.514 | 0.125 153* 0.508 | 0.124
V.. (mL/kg) 12 30.5 8.42 141% 31.8 7.38 153* 31.7 7.44
ty2(h) 12 52.2 5.29 147 47.2 9.00 159 47.6 8.86

¥ AUCOANMED30% Z B X 1728 66IIEBRSA

RR GABRED D B 12K EOEEMABARE LG (BEALAZED)

BE D BVIEFRE OARBEEICEC T AR EHI~BDOT 5 v a7y MR EZE % ALY E—450 IU/kg%
BRIERARS X290 M T TERTIRE) LT, kxR 5ER. 3850.25. 3. 24, T2 U 168BF R # ICERE L
aPTTICE D CRE—EAICK DEBVIIRFEZMORY B RER 5T L 7.

Coax - RABVINIEFEME AUC) o, : REFRTOEME —RREMETER.CL: VT3 VRV, I ERRETODHER. i, | FRH




W 2. B[O SR OFREN O MBEPREMEENS X —2 (EENRFARE)

" [BFARVHAEAT—2]>

2 B INABEER (XTEND-KidsatER) R UEREFESE 18518 (XTEND-15ER) ICH W T AEED H 2 EAE
MABABEICAILY E—7"50 IU/kgZ BERE LTc & & 5. FIHK LRI, 1~54% T39.985R, 6~
117% T42.4B5R8. 12~175% T44.6855. 185% L L T48 28R T L 1oo H 1o ElEH LN B IZEIREE (AUC) D

,7{ BIML.CLAMET 9 2MEEMASNE LD CHISINEICHESHEDEMICLSbDrEZSNF LT,
¢ BEESBOEBBHUEMBENS X—F (K— 251 Y TRE. /¥ AV IN— kX > MEH)
j) 1 1]\ (XTEND-KidsEtE) EERUHA (XTEND-155R)
ped EMENREINF X —42
(n=14) (n=18) (n=25) (n=134)
| AUC,., (U + h/dL) 6,710(1,190) 7,190(1,450) 8,350(1,550) 9,850(2,010)
§ tya(h) 39.9(5.71) 42.4(3.70) 44.6(4.99) 48.2(9.31)
w CL(mL/h/kg) 0.740(0.128) 0.681(0.139) 0.582(0.115) 0.493(0.121)*
V..(mL/kg) 38.0(7.19) 38.1(6.80) 34.9(7.38) 31.0(7.32)*
MRT (h) 51.9(9.06) 56.3(5.10) 60.0(5.54) 63.9(10.2)*
E% ¥ 1 n=128
15 XTEND-Kids&Bk (7—4h v b4 78 : 2022%1H24H)

WR BBEREDDH D 12RAHDEEMAKTAREI2E (PKYF T JIL—7)

B BEVIRAFHEBORABRIIEBRBICH LT DR EDH3I~4AD Y v a7y MNERZER B AL Ve —F®
50 IU/kgx BEIFRARAIR S (KBS L T2~65 /N1 7IL~157BHh T TERTERE) LTz &%, K58, &S
0.25.3. 24, 12X *'168BF MR ICEREX L aPTTICE D < BE—EEIC K D BVIIRFEE O EY B % 51 L 7=

XTEND-1:8&

W I RBEEOH B 12U EOEEMAKBAERZ LG (BARANLR2HZET)

BiE D EVIRFRAORBEFICEL T OB EH4~580Y 4+ v a7 MR ER %, LY E—7%50 IU/kg%
HEERARSES B 20T TERTES) L. BAE%Z . REEH. $%50.25. 3. 24, T2 U 168K ICERER L«
aPTTICE D < RE—EAICEK D BVINIEFEEOEYERE % SHE L 7=,

. AUCo, - RGBT OEM —BSHMRTER t), : FREB.CL: JU TSRV, ! EBRETODHEAE. MRT | THHEERB
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B 3. REREHOMBEPENEE/NS X —2 (EENRFARAEE)
[ABRAF—4]57

B | BEER (242HAL02EER) ICH W T AEED & 3 BEMARARABREICA LY E—7"%50 IU/kg
(JR—F1)XIF65 IU/kg (AR— b2) TEIARERSLILEETD.AN—I 71 VERUVKRE54BFD
BVIIRFEEORBNHEBRUEMBENS X —2EUTOEED TLT.
#E548E 2288) ¥ TICEEREISGEL, 2K — FLITR EEREDOHKF R GBAFIHME) 1341.3
K T L 7co ERREBOEVIIRFEMEMEIFIRE53H#IC46%. THRIC1I0%ZRL & LT,

[ R—2 51 VBRUEE4HABOBEVIIEFENEOEM R

7k— F1(50 1U/kg)

7k— +2(65 1U/kg)

= (U/dL) - 1880=9) | (%) = (U/dL) -8 1BE(h=14) | (%)
Vil -@— 22HHE (n=9) Vil -@—- 22HH (n=14)
B TS + B B 100 69% TS+ Bt
F m F E i
ﬁ - 40 E ﬁ - 40 :E
= B E]
’I\ vill ’I\ vill
2 - 10 E 2 10~ - 10 E
> 7 1 &
: s B2 s E
4 g % fi8
*IE -1 *IE 1 -1
= = I I 1 I I I I

14 (B) 0123 5 7 10 14 (B)

5% 0O 520

IR REE D H B 18~65 D EEMAHARA B EE 240
B BVIRFEEOBBERICIEC T DB EHA~580T + v a7y MBRZR % ALY E—F4%81E. &5t
AR R 1EEIRAIZ S (TR — F1TIE50 IU/kg. J7R— R2TIF651U/KE) EERLTco N—X 51 VE(1HE) LR85
AFEE (228 8) 2. Bk % 5 EH. $850.5. 3. 24, 48, 72, 120, 16874 240" K% 1)336 BRI (CHREL L« aPTTIC
BOCRE—REICK DBVIIRFEE QR EHRE% ST L /oo
¥1: BVIIEFREORKS BN 1508 U £
X2 D BEAHAREDH (R— X 51 VEEDIRS 168BR%IE 2B DR 5B 5 O RIFRE)

R=2 51 VERVIEELGBREOEMEENIA—Z (R—=X 514 THIE. / >V IN— X2 MER)

EYBENSX—5

#AArIT5(E (95%CI)

74— k1(50 1U/kg)

R=251 VB
(n=9)

34— k2(65 1U/kg)

Coax (1U/dL)

113(98~130)

131(110~157)

158(144~174)

185480 N—2R51 VB 185480
(n=9) (n=14) (n=14)

171(157~186)

IR[(IU/dL)/(IU/kg)]

2.26(1.95~2.61)

2.43(2.03~2.92)

2.43(2.21~2.68)

2.45(2.26~2.66)

AUC,.,, (IU+h/dL)

7,650(6,750~8,670)

8,290(7,260~9,460)

10,500(9,230~12,000)

11,200(9,800~12,800)

t,2(h) = 41.3(37.0~46.1) = 37.3(34.6~40.2)
MRT (h) = 62.3(56.2~69.1) = 58.9(55.7~62.2)
Al = 1.07(1.05~1.09) = 1.05(1.04~1.06)

Coax - RBBVINEFIEME. IR : BIURZE, AUCy.,,  REEIRETOEMN — BRI TER. ty, © FRHA MRT | TR ERE. Al 1 EREK

FINYE—F DERBINBERVBRIIRDEED TH 3.
AR Z T OBBBEEETAR L ERICEHIRNICIRE T 5, HIBEXIIEMNBICIRE T 256 B8, LIEAEL kgY/c D50BBRENERE T 5,
BEREERFEBOREICIGC CEERET . EHRNICIRETIHE.BE. AEL kgH 7 DS50EREMZBELIERE T %,




B 4. REFRSHOMBPEYEERNS XA -2 (12RU LOEENRFAEE)
s [(ABAF—51"17

£
'%- ERRHEE 148558 (XTEND-1RER) ICB LW TABREOH 3 12R U LOERMARARE ALY E—F®
b 50 IU/kg % BIEIREIRE L1zt & 5. E B REDSEVIEFEEH40 1U/dLB% %35 L 1-2ART (F9M@) 1&
98.28%8. 10 |U/dLiB % #3% L 7-HBRS (FE191E) 13 20085f T L 7.

7
g [ RN=2 51 YERUVE526:EROBVIIEFEFYEDZEFAIHET (sequential PKH T IL—7) ]
|
7{@ (lu/dL)
2 ] -~ LiBE (n=17)
?g -@- 26885 (n=17)

- 123.1% THfE+ I R

Vil 68.0%

= 100 4 o eI —
Yy A ]
= & Q) e T e —
1 -3 ] 59.1% 15.2%
2 ~ i ’

I

2 T

4 ]

< 12.8%

Y
B
B e

0 | 2 3 4 5 6 )

B 5% OERH

R BEEDH B 12U EDEFEMAKRAZRE17H (sequential PKYF 77 )L—7)

BiE D BVIEFHE OARBEEICSC T AR EH4~5BDT 5 v a7 Y MR E R % 4LV E—450 IU/kg%
BIEIREFERARS 82BN TERETRE) LTco "= 50 VE (1HB) £ 1%52618K (1838 B8) I\ &K
Z ’E5EF. % 50.25.3. 24, 72, 168. 240K U336 FF IR ICHREX L. aPTTICE D < BE—EZEIC & D BVIIEF
SEIE BB & SE L 7oo 726, sequential PKY 74 IL— FTld IR 5 2B R U2TARIZ ALY E—F D% 5
FTbhh 0T

7
2t
Lo
ol git
%ﬁ%ﬁ
X
(0)

THE\ 0\ O
\HOHEE \ BB e
WEBHAR RN B

HHE\
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B ——

5268 DEMEENT X -5

(R=ZR542THIE. /A IN—F X MEIR) (sequential PKH T FIL—7)

EMBRE/N S X — 2 F19(E (RERE)

185263887 (n=17)

Conaxss (1U/dL) 154(29.7)
IR[(IU/dL)/(1U/kg)] 3.05(0.592)
AUC,,,(IU - h/dL) 11,800(2720)
DN_AUC,.,,(1U * h - kg/dL/IU) 234(53.5)

CL.(mL/h/kg) 0.449(0.101)
V.. (mL/kg) 29.6(8.26)
ty2(h) 47.9(9.27)
MRT (h) 65.9(11.3)
Ciroughss (1U/dL) 18.5(8.71)
Al 1.17(0.160)
Time to 40 1U/dL(h) 98.2(18.4)
Time to 15 1U/dL (h) 170(26.5)
Time to 10 1U/dL (h) 200(30.2)
Time to 5 1U/dL (h) 251(36.8)

% 1 n=15

Craxss - EBREICH T B RBBEVIIEFEM. IR : EUNE, AUCy,, | REBRTOEN —FERMIR TEMRE. DN_AUC,.,, | AEMHIE L R5BRIC
BITBABMEAUC. CL, : EBRETOIUT I VRV, ! ERRETODHEMRE. ty, | FHEA MRT | FETFEEREL Cropgns - EBREICEITS
BREFOEVIIRFEE. Al L BREREL Time to 40 1U/dL : SBVIIEFEMEH'0 1U/dLEB % #5F L 7H8R3. Time to 15 1U/dL @ ZVINEFEMH'1S5 1U/dL
B ERF L 7cBAR. Time to 10 1U/dL @ BBVINEFEMEA'10 1U/dLEE = #45F L 7HAR. Time to 5 1U/dL @ SBVIIEFEMEA'S IU/dLEBZ #E#F L /- HRE




B 5. REHRSFHOFEHREHN O MEPRENEE /NS X —2 (BEEARMENERER)

3 [(BFARVHABAF—2]

,%'% BEMZEYEREETIL (POHO731) Z AWV T, EEMABAREICAILY E—4%50 IU/kgZ BlEIRER S
LI ZSOEEREICEITEIEYFENTA—2EHE L Z 3. EBREDEVIIRFEEH40 IU/AL
FB% RS L 7o AR (F191E) 1359.2~98. 1B5RS. 10 IU/dLiB % #E43 L 7= HARS (F151&) 1£139~20185R T L 7=

7+ . v _
gyb REFREBOEZTREICE T3 FEHBRIEYEHENS A—2 (aPTTICED K BE—ERE. X=X 541 Y THIE)
e ,
] FERUBRAN
4 EMEHEINS X—4
D FiY(E(lEEEE) 1~55% 6~115% 12~17k% XA (18X L)
E (n=20) (n=35) (n=24) (n=124)
Conaxss (1U/dL) 113(26.2) 121(25.31) 124(31.2) 150(35.0)
N IR[(1U/dL)/(1U/kg)] 2.10(0.53) 2.17(0.46) 2.25(0.61) 2.64(0.61)
,; Time to 40 1U/dL (h) ** 59.2(7.68) 72.2(11.2) 81.5(12.1) 98.1(20.1)
. Time to 10 IU/dL (h) *2 139(11.7) 163(17.1) 179(21.4) 201(35.7)
Curougnss (1U/dL) 6.75(2.29) 9.77(3.64) 9.23(4.77) 18.0(16.6)
K1 EEREEDC o Coouen R CHIRIE . 4B R OS28BS (5 SR D RSB RS TR 25) DR{E & DA AT E A MEEE 6 ¥ ICEH
BE %2 . BEMEYBIEETIL (POHOT3L) ICK D H#EE
73
% WR-HEEHBERHEBESE |/ atBE 5 (EXTEN-AGER) R OBEANE | Bl 242HA10285) 0B EAEMHEETIL

(POHOT2T) IZREED H 2 12U LOEEMRBABRE XN R C L BB LR 118558 (XTEND-155%) «
BEEDDH 3 12BAmOEEMRFABREE R Y LIBIENIEHEER (XTEND-KidsiE. 7 —2 hwv b4 7H ¢
2022F18248) RUVEBRERE IEREIHERIER (XTEND-ediRER. T—42 v b4 78 : 2022F1824H) D
F—REEBML. BEREYEHEET )L (POHOT31) & LTze TOETILE AL T XTEND-158ER K O'XTEND-
KidsitBRDBEICDV T, ALY E—F50 IU/kgBLEIRS LT- £ EDEVIIRFEFEDORMBIE/NS X —2%
HEE LT

Craxss - EBREICE T B RESBEVIIERFEM. IR 1 BN, Time to 40 1U/dL @ BVINAFEMAN40 1U/dLB 7z #EHF L 7cHAR. Time to 10 1U/dL @ 8
VINRFEEA L0 1U/dLB%E #ERE L 7o BARS. Cuougnss - ERREEICH 1T BB EHIOBVIIRFEM
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B 6. FINYVE—AKRGILIAY FOY TILT 7 DHEERR SO EENEE/NS A —4

(EEOEFARAEE) [ AXARUVABAT—2] i
ERHEEE | /1l atB5EER (EXTEN-ARER) ICB VW T RER O H 3 EFEMAFBABRARZ ICAILYE —F® ,gé
RUIUAZ +OY 7ILT 7%25 IU/kg (EAEIHR— b)) X365 IU/kg (BEEIR— k) THERS L -
T T BVINEFEEORBNHEBR R UOEYFHRENT A —RZIFUTOEED TLT,

#
1%
| EREROBVIETER IR (PTTICES CRE—R ) Yy
|
{EAE 75—k (251U/kg) ERE 07k~ (65 1U/kg) i
F (U/dL) - -8~ F LY E—7%(n=6) (%) E (IU/dL) - Fve—7e | (%) %
¥ - LUZFH ~IY FILT 7 (n=T) 5 (n=8) i i3
V%I 1004 V%I 100 N DE AN
i B o o E 51% 7L 7 7 (n=9) fn
} - 40 5& } ] ~ 40 5& U
b7 th & 1 17% g =
3 ~20 EOMH ] ? ~20 & i
~ vin % vili |;E
I 10 - 10 B 10 - 10 H
b . A b . A
2 ] s E 2 ] -5 &
7 B 5 7 B
1 1 -3 }% 1 1 -3 }%
> | & 1 [}
*ﬁ 1 -1 *ﬁ 14 -1 EE
iE 1 iE 1 FE
~ I I 1 I 1 I I 1 I I 1 ~ I I 1 I 1 I I 1 I I 1 E‘Z
012345 7 10 12 14 (8) 012345 7 10 12 14 (8) L

B 5% OERH 12 5% DR

TR AREDH B 18~65m D EEMERARA B EEE 166 (BAN2HZFD)

BE WA RY PILT 7 ALY E—F " DIET2E OB EERAIRS (EEEIHR— kTIE25 IU/kg. BREEIR—
TI65 1U/kg) = 3= L Too 1A% R E BRI $850.177%, 0.5, 1. 374 6. 972 24, 48, 72. 9672, 120™% 168™2, 240"~
288" R U336 BRI ICERER L. aPTTICE D RE—EVEIC & D BVIIRFEE O R EE %= 51 l,r:o DAvIa

7 RBRIE LU AT RO T FREBICEREIR - FTOBK CEH3AM. BABIR— FTORCED

ARMFIT oo

1 ﬁvmﬁ%ﬁq@%ﬁffaﬁﬂmusoaut

%21 ALY E—A " (ERE DA~ FRUBARIS— M) 0d

3. ANYE—F(BHEEIR—MOH s

FIWYVE—FDERINCAERVAERADEED TH B,
AEIERMTOBRBEEETAR L ERICEHIRNICIRE T 5, HIEXIIEMBICIRE T 256 B8, LEAEL kgH7z D50EBREMERE T 5, 2
BEREERFEBEOREICIGC CEERET 5. EHRNICIRETIHE.BE. AEL kg7 DS0EBREMZBELERE T %,

WA ORTT TILT 7 OERRBINTCBERVBEIZRD L ED TH 3 [20208F108HKET (8B3hR) BFHRX] o =7
E)E T DBRES MLTER L EBRICHIRIISN IESEIAT 3. 265 10 ML/ ZBIBVEETIATSZ . BR2IF BE. 1E4E 'I‘%
1kg7= D 10~30EMREMZRE T 50 ERICS L CEEERT 5. = =
'% 12

Bl gl‘

R g2

K

(0}

oI\
B\

3
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HEGSROEYEIRINF A —2 (R—Z 51 Y THIE. / >V IN— kX2 MER)

5 {ERE 05— k(25 1U/kg) EREJ5R— k(65 1U/kg)
@ EMBIAE/INS X — 4

2 48 (AT 441 (95%Cl) FNVE—F" )k g7 = B FNYVE—F® Wxo ks
8 : 77 7 (n=T) (n=8)* 77 7 (n=9)
70.1 51.8 161 138
Coa (1U/dL
= = (1U/dL) (49.7~98.9) (43.3,61.9) (142, 183) (117, 162)
L
P 2.72 2.00 2.48 2.11
E IR[(1U/dL)/(1U/k
[ LUU/dL)/(1U/ke)] (1.95~3.80) (1.60~2.50) (2.18~2.82) (1.79~2.49)
i
03" 4,470 638 12,800 1,960
AUC (IU - h/dL
2 ATl (3,280~6,080) (495~822) (11,100~14,900) (1,670~2,310)
ton(h) 37.61 9.12 42.54 13.15
vz (33.28~42.50) (6.24~13.33) (39.72~45.56) (10.89~15.87)
ﬁg
%ﬂ % 1 1BIDEEBREE THET S Ah o7
3R
Co | BEBEVIIETFEM. R : BURE. AUC © ERABR F THE L 751 — B RaS FEMA. t, | 255
FNYE—FORREINTBERVARIZIRDEBED TH B,
FEE R OBBRL B TERL . ERICBIRNICIRE T 5, BB SAMEICRE T 3158 8%, IEAE] kgl D SOEBEIERET 3,
E: BE BERIIBEOREICS L CEERET 3. EHNICRS T 3188 BE. hE1 kg7 D S0EBEMEBIERS T 3.
AR
53

WIFAO AT LT 7 DEBENCAERVARIZRDO CED TH S [2020F 108 46T (58B3hR) BFHRX].
KA 2 T DIRERRS mLTAR L BERICEHIRAZENIERFEEIAT 2, 8810 mL/DZBXBVEETEATZ L. BEIZER. 10FE
1 kgH7cD 10~30EBEM ZRE T B ERICH L TEEERY %,

WAL AT FLT 7 RIALOERSN-EERVEBRIEAD £ H D TH 3 [202356 BT (B4R BERUERZEE) BFFY].

AE R T OBERIRE MLTER L ERICEIRAISENT 3. 88, 10 MU/SEBIAVEETEATSC Lo

BE.1EAEL kgifz D 10~30ERBEMERET 50 BEOREIS L CEEEET 3.

FHMNICRE T 3568 88 RARVO1R2EU ED/NRICIE. 1EHAE] kg2 /- D 40~50E BB % E2EIH%R S T 5 BEDREIZIS L T 1E1EE
1 kg7 D 40~50E K % 2 ARG, 1EHAEL kg 7z D 40~80E KB #3~TAMB TRE TS 3. 212 L. REERE~TAERICERT 5
e —EHEENARS SNAVC CERROS 2T SAMBRE T, S5 ICTANBRS £ TRENICEET 3 C L. L2ERBO/NRICIE
LEHAE] kg 7= D 40~60EMREAI %£5B2E38 59 % A\ BE DRI LT LEHKE]L kg 7= D 40~60E MR £ % 2 B RINE. LEHASE] kg4 7= D 40~
SOEMEE A I~4ARIRBTRE TS 5, 1272 L. REMME4ABRICER T 215813, —EHMHMAED SNAWE L 2BRDS X TERET 3 C Lo
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B ——

B7.ZWVE=F" NIAS AT PLI77RULIVZAS AT LT 7 RN

DOHEIFSEOEMHE/NS X —2 (EENRKABRAEZE) (HEAF—2]1° i
. . = . N . D
BEROHIERNEBABABZEICAILYE—FINUAIRIY ZILIT 7RI A TY !g
TILT7 RIANZEREKRE L 2. FHERERBIZ. FN2N44.4.11. TR V16.3BEMTL 7= -
FILYE—ACOBEERERIBIZ LU A RY PILT7RUIILIAO Y ZILT 7 RAILEHEL T,
3.94f5 (3.47~4.48) "' R 1f2.821% (2.48~3.20) ' T L 7o -
Vi
. . . E
[ BEHE 5 B O BVIIE T EE OEBIHTS (PTTI 85 < BE—83) ] ]
(lu/dL) —@— 7LV E—#®50IU/kg(n=13) %
1000 - A= LU Y b5 TILT 7 RS0 1U/kg (n=13) i3
] - )LUA2 3% 7L 7 750 1U/kg(n=13)
qz
g U
Vil 100 ' Eé.z
= 1 15
F 40 - #
& 1
-
/I\‘ 10 3
! ]
4
x 3
> 1. PR
< 3 7%
L'-'.E, TEETFRE: A)LYE—FCLIU/dL LA -39 7IL7 7 RD)L 0.6 1U/dL.
JUFo 2 7ILT 7 0.51U/dL

T L L L L S A R L T
0 24 48 2 96 120 144 168 192 216 240 264 288 (B
5% DR

IR AEED H % 18~655% DEEMAKARA B M EE 134

FENUFO AT FLIT7 INIVAI RTF FILT7 R ALY E—F DIETIE O HEEERRREZS (2N
50 1U/kgZ 823 M T TIRIR TIRE) & R L 7o A% L IR5EHT. #£50.17. 0.5, 1. 6. 24, 48, 72. 96™% 12072,
16877, 24073, 288" R 1336 BRI ICHREN L. aPTTICE D < BE—EFEIC & D BVIIEF5E M ORISR HETS % ST
Lfcoay>a7 o MRBIK LU A bOT LT 7REBICWARRE LA ~O7 7IL7 7 RJIILEKS
BICHTERBRT 7. =

%1 WEBEICH T B3IV E—A DS AT D SHEEE (90%CI)
X2 LUFL RTY FILT 7 RALRUANLYE—F 05 B
X3 ALY E—FDH

BRI ERQORMBE/INS X—F (R—2 51 Y THIE. / A=k X2 MER) %
i1l (BERE) (n=13) AL (n=13) (n=13) 5 ol
Crvax (1U/dL) 119(14.7) 151(30.3) 140(16.9) L
IRL(1U/dL)/(1U/kg)] 2.37(0.295) 3.02(0.605) 2.80(0.338)
AUC(IU + h/dL) 1,820(748) 2,950(905) 10,200(1,560)
ty2(h) 11.7(4.55) 16.3(5.63) 44.4(10.4)

3

]

5
R 2
825 &
s~ B

8) Lissitchkov T, et al. Res Pract Thromb Haemost. 2023;7(4):100176
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5 EMEEE/NS X — 4
2 AFIG LD S EE™ WA RIATTLT 7 WA RAT T 7 RN
@ (90%Cl)
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B EEE. —EHRHDARS SN AW L EREROS X T SAMRIRS T, S5 IC7TAMBRE £ TEENICERT 3 2 L. RERBONRICIE.
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EVSEICES L5 ITER

B 8. EMBEIENS X — 2 OEHER (BERARMBEMT) [(AFARVABAT—41

BEMZEYEEET )L (POHO731) ZHW T, ALY E—4%50 IU/kgBIEIREDEVIIRFELEES I 2
L— b L7l 25 BVIRFEYE (Chougne Crae 40 1U/dLE B R 3 B5R]) IXAEHME C HICEML £ LT
EEREICE T 2T Crougnld ARV B F (12U L) T11.2 IU/dLEE/NR (1258 K5%) T5.38 1U/dL
MUETHO. FHC,, dRARVTEETL56 IU/ALL T /NNET129 IU/ALA T T L 7z, EEREDBVIIEF
JEMEDYA0 1U/dLiBZ #E45 U 7o HARD (FF191B) 13 AR OB FETT9.58 MU £ /NRTA9.4B M ETL 7,

[ Ctroughss ] [ Cimaxss ] [Eﬁﬁ%f@ﬁme to 40 |U/d L]
(Iu/dL) (Iu/dL) : (B5RE)
. t
40 - : ' Vil $
8 200 - & .
$ e F 150 .
° [ ] 55
[]
30 H
. . n .
R B | 40
£ s g 150 H E IU/dL 100 - ° :
8204 ° g i '
o | © % !
£
100 - <
10 - ! l: 504
HA
fd
0 | [ [ [ [ [ [ [ [ [ [ [ [ [ [ [
13.4 22.1 50.9 78.3116.3 (kg) 13.4 22.1 50.9 78.3116.3 (kg) 13.4 22.1 50.9 78.3116.3 (kg)
MR BARUEBE MR BARUBE MR BARUEE
R=251 VEDIFE" R=251 VEDFE R=251 VEDFE

K UNBRIR=ZZA Y DBEEDSN—t 22 AL EHRIE ARV EERIBEREDSNN—t 21 ILERRE I5NN—t &1L

WRFHEERERSE | /1 a8 B (EXTEN-ARER) R UBNAE | HEER (242HAL10258) 0 BEMEYEREETIL
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B HE
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b MEBAR IR TITHRY SRS PILT 7RIS Y A2 R TY TILT 7%37.5~150 U kgD A&
THEFHRAKRS L. EZUL TROEZFEMBE LR LILE IS WTNOREHICEVWTHR
- EOHEERBIONRO 5N FE L7 (p<0.05. / /8T X k1w 7EKolmogorov-SmirnovDti&EE) o
7
i | mEHATYORERSHRIMIC S SKNE )
2 (WL) p=0.0016* ‘
14 1200 7 =14k /8¢ p=0.006* |
* /2 INT X M) w27 Kolmogorov-Smirnov DR E A
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58 (1U/kg) MAHSRAY | TIFRYSRAY | AUFSRIY
LT LT LT LT
150 0.111 0.105 73 67
75 0.169 0.310 53 40
37.5 0.341 0.541 40 40
=14 () /3¢

SR BVIEFZRIBSHORKAR 7 22 BV EEIRTHRIE T )L [n=14 () /B3] BHERR L L TIEEARCSTBL/6X
> Z [n=14 (i#) ]

FiE  MEMAR T RICCI 77XV 3T 7ILT 7RIS A2 =32 7ILT 7%37.51U/kg. 75 1U/kgX 13150 1U/kg™ %
HBWVIFAE T BOREIRNIES LT ESDRICEZVIMT L. £ 0%R3I0DBOKRMEZ RIE L. KMEIFEERE
FICKDFHEL . BTSN MABAY 7 RDEIEZEH LT,

X1 AREBRTHERSINFVIIFCVWEXTENIF RIEMABATI 7 7RV I ~OY 7L T 7ISEVWEEZ L TE D EYEERUENRBICREZ RIF

SRWEORD BT I /BHEREEZEE L TULW
%2 1 aPTTICE D O RE—RE
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MAEFAR Y RIS TI7F7RYZ RAY FILT7RIBILIUA Y LY FILT 7%1.5~100 IU/kgD BT "
HEEFRARS L. TN 2N T2REEXIT24RERICEFSRZ UM L TEERZAREMBE R L C 2
A.5IU/kgid EDIREBEICEVWTARICEFEERENE <A D F L7 (p<0.05. Bonferroni-Holm## [ELog- ®
rank [Mantel-Cox] #2%E) o

IT77RV2 AT 777 (BERUVIMT2REFNICIKRE) CIIL) A0 ~a0 7IL T 7 (BERIRUIET 2455 i
MaElciRE) zEAETHR L 25,15 IU/kgBER U100 IU/KgB CIXBEREIFROONEFHEATLLE 2
M5 IU/KgBETIFT 7 7Y 2 ka4 7IL7 7 (p=0.03. Bonferroni-Holm##ELog-rank [Mantel-Cox] 7Ir
)« 1.5 IU/kgBER TS50 IU/KgBETIZILU A b O TILT 7 TEERNMNE A D £ L7 (p=0.02. Log- .
rank [Mantel-Cox] #7E) T77®V U ~ 1Y 7IL 7 7 OBRENEBERCILVA I LT TILT 7D 2
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# 60 ‘ i 60 \,
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WA AT TLT 7
4 60 H524B5RIB DEDso 1 9 1U/kg
=
E
40
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HFRERNDBELGXEZTRIFMRIESEBOSNEEATLT

B SR
B 1 HERSBERR(S Y b HIL)Y

HERSEMHEBRIIEEL TLEL A
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TI772YSRIY P77 ICEET 3HRANBEHHUOZLIFRD SNEEAT LT,
%:5; B 7. 20D EEHER
- I AEAHER (in vitro)™
1SR LI~
(ng/mL) F71-3HERME
5 EFRMIZTITITHY S MY TILT 7 &R, 3T°CTIEEA > Fax—> 3L,
;E BMICOVWT. 2IMDAR RV Yy b 2IPAES OE VEE., MERAESITOE Y
2 B R 0.0.41. | BE. MBOEMIENETERIETHRE L. B, MBOEBEERRUERT

(in vitro) 1.2.4.1"% | flECHIE L7
WFhoR5EE(0.41.1.2. 4.1 ug/mL) ICEVWTH. T 7RV I AT 7T 7D
AR MFRESIZERD ShED o1,

X1 BERBELZE3%02Mm
X2 MAFARE ICHIT3ERRETRESDT.A4E (F LY E—4%50 IU/kgB1EIRS)

REEMRR(S Y b)Y

3 M L BRI L TOE Ao

%?g 7120 Sy FRUYILEBV4BRORERSEHRRTIE. BRKENICHI 772V a5 7
Z ;z L7 7ifREELRAESNE LT, T v MMI28BABE. HILIZ29BB X TIC. T 77XV 2 350 7IL T 7IC
%i% MY BTEDEEICL > TREEBNMETL LT,

1w R

#H

SRR TR
S DitHEI o
M HY




S ———

BYMESICE Y AELFNAR
B 53R 2ICET3REENHMR

IT77RVY ST 7T 7 EEFHERR)
Efanesoctocog Alfa (Genetical Recombination)

IT77RVIRAT TILT 7id BEFEBEIFc-E FMREESEVIIERF (FVID-E R T3> T4 LTSV RA
F (VWF) BiE¥E2 > NU B (9FE | $9350,000) T D 1946{E DT = / BEFEEH 52 ZAHKRUESIED T = /
BETREN 572 BB T I N3, ABED1~T458 H. 746~1033&F H. 1034~1036%FH. 1037~1720&H. RV
1721~1946F B 3. T2 NFVIID1~T45FE B FBEERURTFRU YA RTF R UV H— VIO
1649~2332&B. MU'E FgGIDFcR X1 > (CRiE ) & VIRERE) DT S/ BIFEICHY L. BEO1~477E
H.478~625% H.626~657& H. R V'658~883F B O 7 = / B B ¥, € h 2 NVWFDT742~1218% B
(C336A, C379A) . JERBEMR U RTF R > H— FVIID626~65TFB . U E MMgG1DFc R X > (CKig! &
VEREBRE)DT S BEREICHYE T3, T 7RV Y NOT 7ILT 7Iid HEK293MBEIC K D EE I 5,
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