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WA B L 4R iR %% (annualized bleeding rate:
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A% QoL OYHAFER SN TH Y Y, i %4
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R GAE N B R R EN TV 5.

¥ 72, HAVEN 2 TIEHEH X % L 72 ABR O H
202 THDY, ZTAUZIRBRAT O/ A 23 A IE 1 5 12
GREE B L T99% DA %R L7z, £LC, i
013 64.9% DIEFITHEMR SNz, HIZ, WHRIEHK
YT 7 FN— O QoL ZaFHli L7z &
A, ZOMFIZB W THREERE QoL etk L7-2 &
ARENTEY Y, emicizumab (ZBERIEE G772
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POl ENZEn 14 £ 00 Tho7z. HIZ, Barg b
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Twab., 72, GTHAA NI 4 12 FERIC iR
WIZEH O FVIT A O 25 X Tn b,
FVII #AOHHEICEHT LB LT, f el
Y — DI EE IS 5 ILIMGEHE T A BT A
¥ 12013 BETIR TIZRFAR OB D FVITLIEE Y — 2
HEEZ 100% 1T A2 LEEDTVS. 20K
fiti B 2020 45 (R E I (WFH) 7225 %
H & L C\v» % WFH Guidelines for the Management of
Hemophilia, 3rd edition'®’ T & (21 LR TH 5.
L2L%ah s, £ %17 AICE (Italian Association
of Haemophilia Centres) &\ 7 )b — 7 B3 &
NTWw5, emicizumab $5- T TOMKIHA A v e ¥
& — I PRAE BN B JE AR R A BB A
3% Tk, KT B T 508 0 FVII #H13% 5
w13 50~1001U/kg & ENTWVBA, — 7% FVII
OAEKRNENEIZR 2 [(IU/dL)/(IUKg)] FEEE L% 2
S5Nnz ') 72, ZoOHEIRICAIS L, emicizumab ®
HAZENT % FVIT #AIH 558 1 FVILIE T -5
A3100~200% K1 & % BB H 5. - T, %
HARNTA VBT BHRIH T THREWR,
AR NCRIZRERIC L o TR D 2 & 28 A,
emicizumab $¢ 538 A i 12 SHEH] T FVII 35 % v
7o REERER 2 AT, N O A AR IR & R
LTBLIEDPRETH A ). FFI R R 3
AN Z OWEPERE ISR & 2R ST S
ZEWRMOENTEY, XU EY) AR FR AR
bb.
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20214 6 H £ TOWREMT, WHEEKRWBEEETIE 47
B DAL AR A FEBIIZ emicizumab & A % #EEk L T
W5, ZD4THDH L, emicizumab B AEZIZ 2021
6 AR T3 » AU LoRBABISUMIE S
TWHRWVEANBEROIER 23 BIFEL, £ ol
emicizumab B A B & 2 HinbE & e o 72 161, EAKIZ
TEVENE S AL D 72 D FE T DfinkE % Wl 5 72 1 51 b fEAE
TH20, FNEEBRW260% 2 2 TIEN OXF
$L55.

HIEE OWNFIE, FAEAT34 B, DT H,
BRI 1FITHY, £ ey —Biidap (EiE
T2Hl, FEETIH, BIETIH) THo7z 4E
5, AHE, HE, Body massindex (BMI) ZW3h
HFEMETRT (F1). SERIZ 397124 5%, AE
X 67.7£149kg, & F X 1684+62cm, BMI &
23.9+5.0 kg/m” T - 72. F 72, human immunodeficiency
virus (HIV) Pk CHLHIV #5217 > T S ERNIE
5BITVEFRD YA VA3 ba—)VEIf, hepatitis
C virus (HCV) BzPEBliZ 20 BICdH % 28, 1l o HCV-
RNA I ZETOREFIZBWTEMILLTBY, FEE
PERFREZEOFEPNE 1 1D & F N o7z,
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OB, WREEE, MBI O A5 6 B o
il X #RAS % Arnold 73 Ca¥li L, Stage IV DL Lo
BIEIEZ AT 5 0% 4Lz (R1A). BIFIRED
0 DFEBINZ 42 B S BNZIEF D, 2 BIEILL I BE
KE % A9 BREBIAS 23 B, 4 BT LI E I BEIRE & A S
ZIEBIZS 11 BIFAE L7z, BEIS, PARREDEALICEI L
Tl&, A 424Efh, REEICHEEEEZ AT 2500
3160 (73.8%), WMEBIEIICBABHELZ AT 5D DD 14
Bl (33.3%), WPBAEICBMIEZ A 32 b DA 18 B
(42.9%) THLNTIZ.
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D2FITIEENEIN 6 » BT 4 » Fr, HEEIL K
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AR O WM RS- L T PS5 217-TH 1,
B Z %3 5 ABRITHRAET 18 (IQR: 17~21.5)
TH o7z BAED emicizumab DG HEE X, 1
23360, 28 1 EA 1 BICTHo7z T2, BARK
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F1 HHEERHREIIBIT % emicizumab EAF] (n=42) O7T7 74V
1 reesy —3Hf (=38
1> 'ﬁ( '5_5’ )‘ﬁﬁ Emicizumab 1S Emicizumab B1C il ( W‘figjf )
"t Fwnf%ﬁ?(” %i%igﬂ Lot O v 01

ik (%) : “FgfE (SD) 48.0+8.2 43.0+10.5 36.5+12.3 0.13 39.7+12.4
hE (kg) : P (SD) 68.1+13.7 71+13.6 66.2+15.8 0.382 67.7+14.9
¥ (em) : *F3fl (SD) 161.8+6.4 168.5+5.7 169.3+5.9 0.676 168.4+6.2
Body mass index (BMI) : “F-31i# (SD) 26.0+4.6 25.0+4.0 23.1+5.3 0.32 23.9+5.0
FIE (HE) 2 (50%) 8 (72.7%) 24 (88.9%) 0.221 34 (80.9%)
HEE (F1E) 1 (25%) 3 (27.3%) 3 (11.1%) 0.221 7 (16.7%)
BE (#G) 1 (25%) 0 0 — 1 (24%)
Emicizumab # 1 1l (#]4) 3 (75%) 3 (27.3%) 10 (37.0%) 0.429 16 (38.1%)
Emicizumab 2 3812 1 [0 (14) 1 (25%) 8 (72.7%) 16 (59.2%) 0.346 25 (59.5%)
Emicizumab 4 812 1 18] (#14) 0 0 1 (3.7%) 0.711 1 (24%)
HIV B0 sl (F4) 0 2 (18.9%) 3 (11.1%) 0.455 5 (11.9%)
HCV R 8IED ) Ol (H4) 2 (50%) 7 (63.6%) 11 (40.7%) 0.178 20 (47.6%)
HCV-IFN T SVR OJEBIEL 2 3 9 0.516 14
HCV-DAA T SVR OHE B 0 2 1 0.196 3
HCV-H SAIG D i B 5L 0 2 1 0.196 3

HIV: Human immunodeficiency virus, HCV: Hepatitis C virus, IFN: Interferon, DAA: Direct acting antivirals, SVR: Sustained virological response

tEVIIa 8H| O 5% B L T DIEBIDAEAE L7278,
[l B LS B T BB AL AE R 1 2 Ik £ - T
720 0, E4floMiid vy FVIaf 90 ug/kg
OG- TSN TEY, NI THRK?2 HOFkSL
LA AR S ColkiA i S hTn.
3) MARA 1> eE 2 —FEREIEHD ABR

RN RO 26109 %, 38HIH4 ey —3I
BAREGTH Y, FREEOWRIZEREAT32 6, ik
JEA 6 BITH o7z, EAREOEHRHIX 10 82025 6018
¥ CTHEA D 2 75%, AERIE T T 384121 K TH D,
5B HIV IEGHERS T EFN Tz (F1). WA
i, MR, N REET O Amold 44 stage TV DL L
DBAFIIEA 0 Td > 7IEFIA 38 Bl 5 Pl T
c— T, 4% PPl I B % 58 % fE B A% 9 B
GENnTni.

T2 D380 %, emicizumab % & A3 5 HilZ
FVII #H| O WL LT iaro7zi L LT
WRED 2 RO, BANIROER % 2L 72 ABR

FRRESE AR

B LCRHli L7z, iifiesikis LTwinro iz
X 1161, LTl 27fanEnenegy L7,
LUIRT X, Fim, &K, K%, BMI, KM
Fii - WERIET - BRI A S B BIEIRERUC B L C B
THMARTHINA B EITA DN LD o7z, T #E Dk
ELTCWEDPo2HICBIT A, emicizumab & A B
D, HBEEE L2 ABRIZHRET 10 (IQR: 3~13)
THo720%, BAHKICIZT (IQR:0~4) L& DHL
PERIETAAR LN, T2, @siTREZ LTw
721X emicizumab 3 A i % T ABR 2 & & H 12 1
(IQR: 0~4) &7V, AETH-7: (K1B).
4) Emicizumab OFIEFEF]IC DL T

3) OITICEATYSD, 38BIDA4 ey —
FERAIEB DS B, 4615 emicizumab % 6 » H LA
FEHHLAZETHIELTWS., WIFNOGER D
emicizumab % 5- B UG 7% (2 APTT @ 4 & #LX 22 12
ROTHBY, F#EHd 2T emicizumab PLik o 3 %
59 LD % APTTOFHIEE " S A SN A b o7,
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H ARIABR B AKABR L AHIABR BA&ABR B ABIABR HA%ABR
[
40 40 40
=3
FRE 18 (1QR 3-13)
30 (IQR 17-21.5) 30 30 o I
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Emicizumab 3 A i £ 12 B 2 AER I £ (annual bleeding rate: ABR) %, 4 ¥ b ¥ ¥ —{a OFBHNIFFHE L7 i,
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Emicizumab O H1 1 FH1Z, FVII KT 3% o £ 1%
B X0 b HISAEE A 2 75E B GEBT A) A% 141,
B O HH D emicizumab (2 ) H 2 H D
FVIII 5% 0 @RI 1T I1Z# U %5 2 H S FH
L7-ER GEFIB) 231 61d 0, £ ol COVID-19
DFWATIZ & W EEEH & 2 ) MBS 258> 72720
RANDERNFHETEFVITEA O ¥ 7~ ¥ M52
BE L 72 REBI A 1 61 & G EREGE A O 72 D I IRHEE 2 1)

DEZZ1BITH -7

FEB A X500 A v e ¥ ¥ —EDO % WEREILK
WWAOEWTH Y, LN, HIEBET A
B EE 2 A L T\ 72. Emicizumab 35 A R 13 2F 5% 0 A
HEHL D FVII A % 36 1U/Kg Tl 2 [ o & Wik 5 &
LTWw72% ABRIZM4BETRBELTED,
emicizumab [ZZH L7z & 25 ABR 2821 FEEEIZHEN
L7728 A5 11 » HTFVITRFAOHG IR L
7o AEEPCL L, BBPICITRAOME = I —#R
A5R° MRI M A O A #2257 { B O FEMEHGA3C & 72
o7z, BILDITZE A EWAEEBEEICER L TE
CTHBY, emicizumab Y) 1) B 2 A 128 70 W% EHM
% ETHBROAIESLHEOIREZ T L T 2
ENEF Loz Bz,

FEBI B 1X 60 DA v b ¥ ¥ —FED 2\ AR IR
WADBEYETH Y, W, B, LB
I ARYEREEZ A L, WA EBEEoEEEY B
B L C\72. Emicizumab 35 A Fij (3 -8 2 122 e 76 S 55i)
% 351Ukg CH I PG L LTBY, FHEIX
BAEEREDITHoTWDE DD ABRIZ O TR L T
V72, Emicizumab & A %12 b A R BRI 548
ENH Y, FRHTE 5D T FVIIEHF 08 3 [
BHAE W2 720, ABRIZOTRBLA DD, &
A% 6 7 HTITARNEHMFHD I emicizumab 1ZH1E &
L7z, HEDREGTH D720, HEOEEIZHEEL <,
o IC B ORI AL SN o 7.

5) 1 > e E 2 —FERFLESIOHMEFT L

HREE LM LT, HIiERer K OF 1k i
DI IEDFEMNZ DWW TERIAF AT HE T > 72 14
Blafm L, £21RT. 4EFITERT9 A X2 b
DOMIMAHR S 7z28, BIMOWNFIZFIZT70 4 X b
DOREEIPIHIIL & 9 4 XY b OAMENEHIMIZ KR S h
Z IFHENIRIME LTRSS TWz, IR H

FRRESE B

W5 L7z FVIT #A)13 46 T emicizumab 3 A Fij 12
WHENTWZBA M LT, P e Rl 4
FHS8 BT, It RAVH 2% 6 BT ST
W7z, AP RN A g A e 7R A ) oD 4
#1 T emicizumab & A Fi IZFERE S L CTWw72. ABR @
AKX 21 TH Y, ZOREBNL 4-4) TR LZZHER
AZHY LTEIC emicizumab 289 Ik S 7z (3, SEB)
B il & L T3k S T e FVII #A % 5
HETTHY, WHEG L BmEHEE LTh Y v
ML o7z ). ENDNOE2 IR L 7ZIERNIL
2021 4F 9 HHIFED emicizumab % fkfE L T 5.
F72, ER79EOMMA XY DS H, FVIIE
HoOYRPLELS TIEMTEZONRTL 4 XY b
(89.9%), 2H¥5 CIkIMTE 72056 £ X b
(7.6%), 3MFELLGTIEMTEZOMR2 4 XY |k
(22%) THYH, WA x> b 9EFLEL FVII R
HIOHHEE-T, 95%FEEEIL 2 P G- Tk 2 T
w7z,
6) REEKXICHT3BREICOVTOREIE
ARERAE AT L 72 emicizumab B A D 42 FlD 9 &,
T - W - T o> B X R AR T S A R LA
HEREELZ A LTV WIERIZ S HloATHY, 4
R 7E %2 % 31 BICREAMOMERELZ A LT
72. BEA2 emicizumab B AL S A v ¥ ¥ — LA REH]
TIEMERD A SZNEMFEE L Y b RiF T M
ADESLN, 4 ey —JERARERTDH FVII
# O e R FEHE S DTS 2 IR A% 5 h
TBY, b 5B O Ak B e % 43
IR T D emicizumab XIHEFEIUL E 20155 2 &
AR ENT. 72, A4 e ¥y —JERAERICE
W, ZHE TFVILEA O gL 217> T
Wi h o 72RETIIAE e ABR DTSR S 7z,
B2, emicizumab ZEATHE AL ¥ ¥ —{F
JEBTIE MR 121 90 pg/kg 78 2 72\ rFVIIa OF%
BRI N TWABEDS, T TORFEKRDRER
TUE, FHI O BT IR H L . [0 o rFVITa $2 5
TlHIF oIk shTn, 72, f ey —
FEPRAIEBNC BT 9 FIFLEE O Wil A FVII #5)
OHNPPLGTIEMTETEY), 95%FEE D I 2
M5 CILMTETWAZ EAVRIEEN, )TV —
U RIZBIT 5 emicizumab O H IEIHIEN R IZ K & <,
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%2 HEEEXFEIZB W T emicizumab #EA L7241 ~ & ¥ ¥ —IEHRA ML AT A SEB O B IR A O FERE (n = 14)

A ] 1 o e 5

= A =) XA ..
R WAL romomi g IEICE SESRARAL gy by Bmicizumab
[(1u/dL)/(1U/kg) ] (IU/kg) . . 4
X e 11 %)
. A5 e B 3 A i ABR 2 e
2018 N — ) EHL 1.79 227 (B : 2) ke
) - ABR 1 v
2018 A B B A ) SHL N.D. 39.2 (B © 1) ke
2018 ) BHIEHTEE (SM55) EHL 3.19 28.6 ABRI ke
(20 1)
) " ABR 1 e
2018 A5 e B AT S Ol &) EHL 1.83 40 (B © 1) ke
) I ABR 1 e
301 e s P 2 ) EHL 1.94 333 GH 1) ke
. A5 e B 3 HA i ABR 21 o
O ) SHL ND. 37 Op op) e
o FRBE . ABR 4 .
301K T FL i (4M5) SHL N.D. 16.1 (¢ 4) ke
e EBRTAN (AM55) ABR 4
3048 GRBIETA I SHER (FM55) EHL 2.84 25.4 (- 4) ke
AR (YME5) '
) " ABR 3 e
3018 T S B ) SHL 42 20.4 (B © 3) ke
ABR 1
: - RUIAD (9M5 it
3018 ) FHoa M) SHL N.D. 14.7 (B © 1) ke
ABR 12
. A W B O [ ) g
4Mt(AI%%%mW%) ) SHL N.D. 45.5 (i@&qz@», ke
30\ 1)
. eI B i ABR 9 e
40 18, T R B ) SHL N.D. 15.4 (B2 7. 20 ¢ 2) ke
) N ABR 10 e
40 18, e s P 2 ) SHL N.D. 435 (B 2o, 20 ¢ 1) ke
. ZEBRBIER L 6 [nl - " ABR 9 e
601X, S 2 I HIEIN (9M5) EHL 2.13 253 R 8, 20 ¢ 1) ke

GRS S, IO, K OIEMAER OB F R TR TE 2 14 ER 2 NG & L THESI21T->72 BImIcBE LT, B
P Y OB I 4330 U TR L 72, WM oER] b SEFIE I L (R o Fvin #FI 2w S, E5ED —E L Twi.
F 7z, AEMIB MR RIS AEER L, SISO FVIT EFIP G- s HLal, 2 W), 3 W Tdh -7z liif X MraEEE L, kL 7.

EHL © Pl E R R 559),  SHL © i At 2 5

WIIEE L S MM F AT I Y AT HA N4~
WCHl S 7206 PEITH D EEZ LN

L L, —J T emicizumab O F Il FVII 5
TIS~20%RELEZS5NTWSE Y 720, 1o
LM B IZIER R0 THE I L DEETLHUE

Db, FEBICAMETD, 44) DIEFIAD LI IZ
B O MM A% <, WEROFEED BETE 4
W &9 K TS emicizumab 35 A #1122 #6 0 aiX
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