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1. 13U®IC

EEOHES IR, MAORBREOERTHREBELLWFEL-. 20T, Gititao
WL H Y, BME, FPER, OERE, M, YRS & O o 2R A fe 2 2 REBuI
LTkD, ZHIPEnEMEmiatic & Bl e 2 448 2 Tiic ¢ 2 b G R L8 L & %
F=ZANRWATWE, 2O LS 5RO, 2008 4E1C [4 Vb & — A ERMEM AN EE
ST B IRIMARET A F T4 V] AWELED, FOHRTTISSENBL L OHLWAIR
PERINZZERS, SR, 5§ 2 MISHYS T 25 2013 SFRBGETIR A TR L 72, KEEKOHRNIL,
HAGHOMES H 0, WD CREEELS TREICET 5 Z LM Cldam, T O E & Bk
IR ATONENT LR L TH > TEE LB WD, —HT, AREZIRRRERE
L 728 B B T 5 2 & M8 2 ULk 6 . KR HED 5 5 4 oy ik
P L RERR D LU LB PITA B KD, KA FIAVHEHEINS Z L E2ULET 5.

Fe RVEI AR O IE AR O FEAII R Z 55 VIIL (IX) WTFO#iTTH 55, KIET
%5 VIII (IX) W8E ORIz &0 VID IX) W iodd 3 EfE Tk (f v ee s —)
DRAETEZ DB Y. RMEMAR A BETIE, ZOAREIEITIE3.6~21%"", b
METIZ 4.8~65%" 7 EMEIN TV BEA, MWEITEEFED 50 (previously untreated
patients ; PUPs) 12%13 %4 v & & —RERIFEIEMTIE 21~32% & MG X hTng 07,
—5, RIS B BE TR, ZOEWRIRENT15~2.7% (FEREMTIZI%) WY, bi
ETiE35~52%"7 L@ xhTns. —H, £ v g —n B4 5 E@EOF VI IX)
K 8E O bR RIZE LKL, IBFREOEE 2R/ AL Shb 20, MkELHEE, &
KaM#ETH 5.

—fZ, 4 e s —RAEMARESEOSIERI S LU IEFHiFDwm#EE LT, f el
24—k DR AEZT B VI (IX) K72 FHE$10ER LTk X 8 %234 78 2 b g
Wl MAEPICEET 24 v e B2 — 4RI L X S5 IR L <OUIZ3ES 2 e E O VI (IX)
K 78150 % Pe 54 Rk e A 5 07 —J5, 2l g U < P LIA OB
LTiZ, A8 EMEA O ARk e 4 Y e g —Okid HIG L L 7= R Eai A
(immune tolerance induction ; ITI) EELAH S (R 1).

£1 A veva—HEMRBE IS 56

SWEIL S U < T o b ik JEH I B D YR IE
cONA S Z R IMEE - PEEFE A (immune tolerance induction : ITI) &k
s A Ve v x —rhfgk < 2NA S Z b 0D e B R

ZDHB, 2008 FFITHKELZHA FI4 v TEEELTA v —REMAKREREDR
P S U < G TR b MG R i A 5K > CRlik L 7228, KA A F I 4 T4 321k
I O 5 B B A R OBANC DO W C BB L 7=, o, ITUEEIZE LT,
HAFITA VAT 212372 052y vy 20580 TnAVEE L WD, [£
Bl HHEICEEH L 72, &k, 4 e 2 —REMAREBE ISRT 2 KEEGHRIZDOWTT [
FORAEE A CHESHREOIEA AT A F 74 >~ (2003 4-M0) 1™ (http://www.jsth.org/02indices/
gakul-3.php) %, H%AVEIMLANED ILIMARIZ DWW TIE [HRRVEMLION A B8 H4 K54 > "
EENTHNEBHL T\ & 20,

2. AARZA4MEBDTE
H A IR 1E 127 2 3 RN L R B 2B O MO 2 O HEEE 2T, {1 Yk 4 —



FRAEEREMAREEZ IS TS IEMEESA N 74 VAERBRB S 28 L7z kX vy =&
MAHEHZD 5 HDOREICA, MKW ZLUN»E 3HOFEENERR IS KO 54D
§§ MEL I N TR, REBRICKOIERIEE TN, MARSEMEO A ¥ =4 v
A, ENAOBEGROIE T Y ZEFIZLTHA F o4 vERELEZY ™. Ty
A2 LN EFRUIZFEEDN I HERED 2L — Fid The Italian Association of Haemophilia Centres
(AICE) o4 e a =4 FI4 V2ERH L TW5 Agency for Health Care Policy and
Research (AHCPR) (Bl Agency for Healthcare Research and Quality (AHRQ)) DEFEIZHE -
ETA(R2). Bk, 4 T4 YONFERSHOTE T Y ZADOERPHHAREO MBI
EDZEDLDSBZEDTHD, KHAFNITA VE5H%, BDEISCTHETEINE TVETD 5.

£2 ITUEFVALNLEBXUTZERIZHE DO Z#IEDO L —F

#EosL —F IEF VAL MRTFA v
A Ia BB AR R AL ILIRITZE D X 4 7 ) & 2
Ib P & & —DDMEAEAAL TS
Ila Sl L y—oDEL FHA v EN Nz GEEEAL)
B Ib DLt —DDOLL FTVA v I HEFERZE
111 KL FHA v I IEFERRN LRI (bl - HHEE - ERIRTYE)
C Y HMROWE - B - BRIREESR

(Agency for Health Care Policy and Research (AHCPR) 19927)

3. AEEDOES

[EIRE IR L 1222 (The International Society on Thrombosis and Haemostasis ; ISTH) 2%
iFE#E{L Z B 2 (The Scientific and Standardization Committee ; SSC) @ Factor VIII and
Factor IX/NEEZOENIE ™ 12660, 4 Y e E 2 —ORISHERS VI (IX) K75
x4 2 BEE%E MG (anamnestic response) (24X - C, 5Bethesda Hif. (BU) /mL #5i& L
THMT 5. Tubs, H VI (IX) R EAORKEREIZE22»HEF, 4 e s —fi
M—E L T5BU/mL KiiiTh5EDaE0—L ZHEY X — (low responder) &L, —ETH
5BU/mL Ll e 5728 D%ENA L AKX &2 — (high responder) &3 7. ki, #iETIE
Bt Ze SEEIE Ay, AHA F 54 Y TIES5BU/mL 20 A L ARV A —ICERBETI LT 5.
72, A Ve —liIZONTE4 Y e B R —DRIGHED 3 FHICHE L T, 5BU/mL Al %
Kfi4 >~ e v —, 5BU/mL Pl L& &EIfli4 v e s —&33.

Bls, KAAFTA VBT S [NA 82 EMEAl] & 3mER 7 a b o v e v Ee R
#l (activated prothrombin complex concentrates ; aPCC) & U < 138 {n 74 2 56 MY [
%5 VII [ ¥ (recombinant activated factor VII ; rFVIla) #l%|A# 359, F 7=, [EEOH ]
ENFFEFEN 25 IS U < I3 A%ENE 253 0T REVED & B EEE A B AN I A FIR L, [k
Foli ] LI3E@mISh b5 Fiils KO LI T8 IEDS % < 11K EEA V3l X 5 Tl %
BIzLeds.

4. BEOFEIR (X 1)
BPENIN E 7212 T O BIABEIRIZ 5 72 > T, OMIMOFTEE S L IZTiloNE, Ok
HoAvees—d, ORFERERISOER, O3 riEAL%sH, %W%‘i%éﬁ%%
FAE GO TRAMICHBI XN E2RXEEDTH 5. YR, WY ABAGEIREZITS 201213, %
B o4 v e B2 — B AT, IO Ve X —lA > THL ZENEHEETH 5.
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RSN 53R
| INA IS
|¥VHI<IX)I%‘§@J BN

it
<5BU/mL

R ~ v OO M 1ML IS4 ISR I
KFAiLAS D Filii Ak 1l B S5 VITIIX) (K- A1

O M0 e P IS4 82
K" S VITI(IX) [ - 5470 QIR

SHER [ AT A5
PG s VIS0 19 7300 I
= — (UL A2 A8 6 85%)
H O e il AR RAY S e A
Ay a—fi H 5BU/mL| il i 5470 “I%ﬁfg%wﬂm

INA IS
| %VIII(IX) I_H%é"ﬂ JINE5
= (m*ﬂi?@ﬁé)
AL i B I_H—ﬁ;?a"l
o [ g5z FEICER
RUBHEAW] | it S5V ITI(X) D787

A= é%i_i’}ﬂ(ﬁ AUNOA v e g — & 4537235, HEOMMPLFMRECIIIEDA Y e v g — AR ETH 5.
HEOMIMEIE, Baiaedilid U< S B & R TTHEMEOD o 5 T8 2 B S ATAT A AL 45

TORTHl e, ﬁiun b % Tl KO MBS T L2 S < kiR, TR & D Fili 4 fE T

** 5~10BU/mL OA v b ¥4 —CIRIMAEHEE b &Y, FEMICI3SAROS VI (IX) K7 8ANC X2 N EETh 5.

B1 A rvees —REMAFREEITNT 2RERARERO 7 LT Y X4

PR~ S ORI THIUDBER » HUNDA v e €& —fli% & &12 L 7= 8IEBEIR AT gE T
HAHH, BEOMIMLTMFIZEHI24 Y e 2 —DHE 2TV, BEEDA Y x —fiit g
BB BN RETH D, BIICHOAETA Y e g —GRACHHL S 285 2R+ ™.

(1) wFDA v & —fitin 5BU/mL Kiiii (XS4 ey g —)

i) g—Lv 2Ry & —

IO EREE B X OCFRONEIZ22b 6 $EHAEDSE VI (IX) KF8ANZ X 2 g
BaH—BINE 45 (58 VI K- 3E 0 AR Grade B, Level 11, 45 IX K1 8A5 D04 %)
1% Grade C, Level IV). +43 &z RO R & iR, /34 23 2 1B MUBA % fF 3% (aPCC
DOHEMEFIMAHR A A Ve 2 — O~ GO IR Grade A, Level Ib T, fthid
Grade B, Level III, rFVIIa 8&I ORI EE O HMEEZ Grade B, Level 111 T, ftld Grade A,
Level Ib).

i) NALZAEY L —

TR~ rp % O I F 721X K TR LA O FAlTE 213N 4 /S 2 B BH 2 55— 8RR E § 5
(aPCC DA MANRT A 4 ¥ & &4 — DR ~rh &8 O LI Grade A, Level Ib T,
flid Grade B, Level III, rFVIIa #AIOAE RN E Grade A, Level Ib). RO ITI LR E
EOMIM, KFEMEFCHAT, A e d —lio EABTPHEINSE VI (IX) K841
BEIRE L, 22720, A NSZIEIMEF OGRS A5 2B, SHEOZ VIID (IX)
Kl #A0C K 2 AL 2475 (B8 VL K+ #AIO AR E Grade B, Level 111, £ IX K+
R OEAEIEIZ Grade C, Level 1V).

—J7, BEEOMIM X 723K TS HEOS VIIT X)) K840 X 5 hARE E 5
—SERE$ B (5F VI K 1815 04 %1% 1% Grade B, Level 111, %5 IX [X1- 5474 D 4 #5113
Grade C, Level IV). L2 L, % VII (IX) KT#AES 4~7 HRIZA v e —fio L5
(BEERIENIE) A PHXNE 720, $ VI IX) WHEEREEEERs ey R 75 25
B (activated partial thromboplastin time ; aPTT) 12Kk 2 E=4 V) v Z AW HIT, £ A



£3 DbIREIZBHT S Ve x —KEEHE

NEIRER I BH% #8 / Roe 24t Kk (A=)
I b St v 7 v
INA IS A B AEA (aPCC) ’ )
AL TR £ L lmg (1mL)
EMREEESE VI T |/ £+ 7 v HI /*/”%%i§77“7 omg  (2mL)
(rFVIIa) #1%] e 5mg  (5mL.)
o 250 A7 (5mL)
AR H AN 17 AR / e
" suaZx4 b MC 500 HA7  (5mL)
25 VIII [K7- 8441 H A+ 74t 1,000 ¥f  (5mL)
250 Hifii (2.5mL)
2=V %4 M FS . ISON 500 Hifii  (2.5mL)
N4 F Y b 7 EABRASEL G00 4 (2.5mL)
En TR 2 2,000 HA7  (5mL)
5 VIIT [K %A 250 HA7  (5mL)
‘e . TN 500 Hifi,  (5mL)
T E~A b N7 A =R 1,000 47 (5mL)
vus 2,000 ¥ (5mL)
vev s — - Ny
VK | b e | avops | CPRBRESEGT | SR G
B AL 77 AFERIA 1,000 Hf%  (40mL.)
N H AR 7 AR A / 400 A7 (4mL)
P PUATEIN L mms ek R | 1000 KL (10mL)
7R VAN
IX 1 - IR _ 400 HA7  (5mlL)
B IX BTaesl 55 b M gfg?fgﬁgﬁg é 800 Wifir  (10mL)
: 1,600 ¥ (20mL.)
500 A7 (5mL)
AT A NET 4 YR 77 AY—FRARFE /| 1,000 HAL - (5ml)
5 IX -7 B FCHER G T 3Epka a4t 2,000 ¥ifiz  (5mL)
3,000 ¥ifii  (5mL)

IV T ERT DL NANZIEMBBANEL T2 0% H 5 (aPCC DAREIL Grade B,
Level 111, rFVIIa #F O30 IS EE O K Tid Grade B, Level 111 T, Fifil#d Grade A,
Level Ib).

iii) 4 Ve g —ORIBESARIHZGE

FIRUZ 5BU/mL KD Ifli 4 ¥ e €4 =2kt h 25845 8, 6 VI (IX) K857
2T 54 e —DORIBESARHEZGAEPEE S, 200, —BlA e s -0
AREME S ZIE L, A& U TR RS VIIT(IX) KA K 20 e 58— EIRE §5. 2O%
4 e s —fE» 5BU/mL Aiiiic & EF 0, hAEAIC K 2 LRI R S 72551358
VIII (IX) K8ENC X 2 E#EZ2#kGE L, 5BU/mL Bl EE & 33581354 28 Z b i Bl 28
5.

(2) WHDOA v & —fltin 5BU/mL L E (@EHffi4 ey s —)

MO EIEE I KOCFMONTIZ2 26 F /A 82 IEIEH %2 HH$ % (aPCC DH
PRI/ A 4 Ve ¥4 —OEE~hZEE O I Grade A, Level Ib T, fid Grade
B, Level III, rFVIIa #AOAFMEIZEE O KT Grade B, Level III T, fthid Grade A,
Level Ib). B O M2 K TR T/3 4 S 21 EMBHI O IR S Z USROS VI IX)
K1 8A)C &k 2Rk A2 BT 5 (58 VI KA OFZMEL Grade B, Level 111, 5 IX
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K7 8F DA% Grade C, Level IV). 4 ¥ b ¥ & —{ilist 5~10BU/mL T& UL, PEEHIY
IIEEHAEOS VIIT (IX) K8ANC X 2 REEA e Cch 5. (HL, ZOBXE, % VI
(IX) W75 aPTT i% ﬁ%ﬂ%@i@@é&%—auyfﬁﬁﬁfﬁé fvey
& —{ili»s 10BU/mL LA ED MAERZHTA e B & — 2K T X &7z L TOHRRIBEENE
RAED— Okbféf%h%#,%/ttﬁ 2 & OFEE £ T T d AT M HPEH O Al
PREMTREPICB T2 T v 230, kk, RTHH I A TS Tur A4 VARALT 7
7 — 2 (Immunosorba, Excorim) 78254 Y A#EAT YA~V v X (Prosorba, Imre)
12K B RENEE S T 23 DA ETIERRI Tk,

ZD&51Z, "MLV ZXRY F—-OEEOHIML FMEEO IEMERIZ S Ve s —fEiZBEb
59, WHnPRINE 20, MKROBIEKRROE S 72k T 5 X&ETh b (Grade C,
Level IV).

(3) DA v e ¥4 — (MR E

i) =L ARV & —

ZTNLHIOA e e s —fliiz g L2, HBIRE LCEHEOS VIID (IX) K8HEN0C &
AR AT (5 VI K84 OA %M 1E Grade B, Level 111, 45 IX K845 0 A whM:
13 Grade C, Level IV) 2%, @=L ARV A= H6NAL VARV X = \OBTHIE AN S Z

IHIEL, FORIRORLENAVIEA v e —HIEAT S & & {1234 28 Z EIELE]
NOEHREERT 5.

i) NAL ARy L —

HEIRE LA S ZIEIMEF 232 (@PCC OARHEIMARA 4 Y eEx —D
B~ O HIMF 1T Grade A, Level Ib T, fid Grade B, Level III, rFVIIa #AOH%)
PhIZEE O il Grade B, Level III ¢, ftid Grade A, Level Ib). =& O HIILR K T
BA, EHI2A v g —lIEETY, 4 vy —lnKAIlTd 3 T IE, SHE
O VI (IX) [KF8ANC K 5 RgREE 5T 5.

iii) 4 v e x-SR ESE

WMEEOMARE ST B IEMEARAZ UL, FllcA v e g =B8R AEL2Z Lnm<
Sebhdhn, f e g— LiT%T%%%ﬁﬁﬁiéhé.:@i%&%ﬁ,if,%yt
v & —HlE ORI AT - 72 LT, /N A2 IRMBFNC & BB ERBL, 1 Y e g —fEn
ﬂ%bthﬁfmhﬁfbhi%@iiﬁ%ﬂzmmﬁ&%%ﬁb i T & A bR L
ICEFES S, hREEEICETR, 4 Ve 4 —fli 5BU/mL Kl £ £ TIEMRh R 2 ERE X
A AL A2k L, 5BU/mL YA B2 ER-HUSE, FU A S 2 EMEEICAE T 3 5.

(4) Rk {5 C o BIAEIN

i) ITIHEEBRBGRIRDONA L AR Y & —

NAVARY X —=TITIEEER T 512D O5EIEA v e e s -0 ER2kIT %
72012, A SZIEMEFOFE-LA#ID 55, &< I aPCC kB34 v s —-FHRHP 0D
BEFED & % B 1E rFVIIa A OMHAHERE XD (Grade B, Level 1Ib). Z s, ITI#EH
OIS ZHIZHES 2 A3, 4)&@5~@ﬁﬂmmm$ﬁifﬁTb AR VIID (IX)
K7 8ANZ & D Ikl y ~OUIZES 25 VI (IX) WAEERR O 2 R EhTnh5
Bi3Emos Vil (1X) KT #AO#EEEZTS 2L HETH 5.

i) 7TUVLF—KIBOBTEDH 51 b ¥ 2 — 1R 1% B

TFT747F—LHEHIXKFIIATEITLUILE-KIBOMEA2HFHOMAKRBA v

— OB, rFVIa #AIOFEH 2 E1D 515 (Grade B, Level II1). EEO MM E L <1
KPR IX K 8AOMHE BRI 52, ZTOEAIRMe 24 I VR 2704 P38



DR E A B 55 ™,

iii) 4 e —{RAPHIFIET K ORREML AR A

HEE B X OBHEM AN A FEETA v e B2 = RE L 284, HOOZERS VI K&
4 Ve R =PRSS, 56 VII K mEE 4 v e g =i E54522 0365 7. 207 —
2B T 2 € 7L ¥ v (DDAVP) i (0.2~0.4 ng/kg) 35 &, WIS VIIL K
TAH X, IEMATAE A L LI T VL KGR ER$ 2 2 &5 5D T, il
DDAVP O 5l a 175 L K. LA L, RO FPHIADXITS LK, RIBFEHAN#EZ Z &
25, BEOMIMFIZIRS M3 (Grade C, Level IV). DDAVP OFIRDZ L WA EE D
W, FREEEHRO 7L T ) X AICHELC 2RI AT S .

(5) 734 S Z LI HLF] 0 IR

aPCC & rFVIla #AIO LM R IFBAMIZIERIEE XL 615 (Grade A, level Ib) %, &
FHER MMty — FFEICEIMEOBBIRZESAONE Z LD D, LrL, ZTOMWIHFIZE
U CARE AL IR 25 <, TE DR E T3 EE L 72 ETEB o a8 INT 208855 77,
Tabb, OMEOMIMIZHNT 2 #-FHOARE, @M ORERGE, oz, @4
Fh ke A 2 8 E R 2 51K, ® aPCC Iz &k 54 Y e v 2 — FROWREM:, ®BEHmBH
DHLBLEETHS. 72, aPCC & rFVIIa ®HAD LT IR LD EEZEA 6N THD, —F
OBIFTILMBFRDOZ UK MBNET§ 2 & bR A S o b Zend 5 ™ ™. —i%
12, rFVIa #F O 5%, aPCC Ot Tilddm< & 3~6 M %, aPCC D514,
rFVIIa 8A|IO#EE T3P & & 6~12 KB ORI EZ Zh T hd it 32 BENH % (Grade C,
Level IV)®. /%35, aPCC & rFVIIa 85 % & OB % & 17 T, & L < IZREHCHHR S
4 B 6L % sequential (combined) therapy &WESR. R¥T, aPCC & L < I3 rFVIla 85| H
AR TRIR O W IMIZ % U T sequential (combined) therapy Z1T7\), HXITH >72&D
W™ b B, TORGHE 50, S5E, B5HEAE) EELTE 5T,
BEFHBR IS I MURERIE ) 2 2 KD E L H 5720, VM, 7479 /%7, FDP (%
7213 D-dimer) ZEDMiE~—H —BREIZE D, KOHEELE=42Y) VY IHRMETDH 5.

5. BEEDERE

VBIRBHAGED 2 4 2 v 2 HIEIR 2 3B 7251213, "HEARR D ¢ AR IZIRE A G 5.
—J7, WTNOREEEBINL 254 T8, BEEIK 35 01k ish F i35 5-BRIAIE # 5 F 51
T 5720, FlivBIMALE %175 BIZI3Z OERTA 5 OEHEE TRV, (HU, XSS
SBLORTLE DB IGEE, BIRVEIZPES HILOERIES & 5 728, RTALERGGE AT & iR
RS 5.

(1) aPCC (5% 4)

WH, 7 743" 032 24 —) 50~100U/kg % 8~12 Ml ICHEIRICERAE S U <Mk
F55, 1 HEAEG5RIE 200U/kg %8z TR L AW ™ (Grade B, Level I11). #%/% ~rh%
oM TiE 1~2 1, HO&L % 1~3 HET AL, +aaIbilisffohs Zengn. —K,
HE OISR KT IE 8~12 Kl 5% 1~2 8BTS . &k, LTObAEDOIRRS
LT, aPCC O 3 HLAIZHIBR X Tz, BIE, ZOHEHEEh T3,

WASGEE, aPCC L Mo 3 FHAMEGHHERERTHY, P & RIBFEMIITHE
W BUREGIZIE, aPCC DR, I3 FH ABOMHE THhAL LY 6~12 %
HIFHEUERH D, —J, bITAFHLABOEERIIDEL £ & 2~3 K%, WR%IE 6~8
R % 1T aPCC #fHH4 2052 H 5 (Grade C, Level IV). F7z, aPCC #2135 IX
KFE & IMBEOE VIIKTF 7772V PARELTCED, MARBA Y X —DARK
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59, MAWAA Ve 4 —D—TeiE#kIcA v e s =2 bR BRERERL) 5
ZENHB T,

(2) rFVIIa 8% (%4)

JARYTVHIY (VAT 4 A2 T 7 —) 90~120 ng/kg & 2~3 B¢ 12145 25 (k1
PEEND L THREGT 5. NETIEERIHAE 720, 2 BEORG A HESEX NS * (Grade
A, Level Ib). F7z, Mtk al K FHAORG R L 0ANTH 5 " (Grade B, Level Ila).
ﬂﬁ~¢%§@mmf@h@p4@@&5%ﬁw,%%f%hdéec1ﬁwﬁm&5%ﬁ

. HEOMIMR K TiT 2 BREO# 54 1~2 OBV, Dk, MziEs, 4, 6, 8,
]2Mﬁﬂkhvi7’“ 2 HE G RRE A AEIE L 2 h S Wi 5 7 (Grade C, Level IV). %<
1 1~2 OS2 RIbA S 5B H, hicid 2~3 EB ORGP LELEAE 5 5.
nlk, BIE~hEE o MIMNRIZIE, 270 ng/kg D SRR 5-23, 90 ng/kg @ 3 HEftlig 3
W5 L RISHCH P DORETH 5 Z Lh, WHOAE ST, bOEORAFED £ fiiz H
W72 % " 12 BT RN E N (Grade A, Level Ib), HAETE VK 25 4F 5 H IR # -,
XA - HEE L TRE I .

mﬁiii b T XFY ARRE rFVILa 8ANIOFHERZ Ll S h T %2y, SEimse T
fir, PRHEIEICIE N 7 2 F 9 ABOPEH (11 15~25mg/kg % 1 H 2~ 3@@%D%5iti1
EMMg@%IH2~3E@ﬁE)ﬁﬁw&éhfwéﬂ”W&MeQLwdﬂU.tt
BIREE I IR EHZED B 2 d 0, P LA™ ' (Grade C, Level IV). rFVIIa %
OG5 :03—MIZAR — 5 252300 5 5 A5, EHE O IR FATHE By 23 A %h»
DIRFTH > 72 NS WENRH B V1,

x4 HSANZRAOH S

BRI SR X N 5 v - = axy
[0 > & P %55 oD Hy 1L )
50~100 HAi7 /ke/ 1% 1 1 HEAP5EIE 200 ¥l /kg 282 700,
APCC 1~2Mm/AT1~3 HW#S | 2 MAKBA Y2 —DALLT, IMAHAL Y LEZ—0D
[ = JE o M I %2 Kk T+l T, BERIIA VAR LR TR D B,
50~100 HAi7 /ke/ 0l % 3 T ARFY AL ORI .

2~3 [0/ 0T 1~2 A5
(B 2> & 2 IE O ]

90~120 pg/kg/ ol %

2~3 MM 1~3 IS | 1 /NRTEPRA 20, 2 HRBEOR G/ 5.

gLLiz 2 WiiE e ROFEORER I D ERTH 5.
FFVITa 85 270 pg/kg O H 5. 3 270 pg/kg OHEIPE 5L, [HRIE 2 5 R O I | 12854
[EE g o Hi 1t %2 K T4i] b5,
90~120 pg/kg/ lnl % 4 2RI T, REEHCIE L T X Y AR E OB OE

2~3 WM 1~2 H %S WTHBAH, IR TIEHHL 0.
DAt 15 4o 12 £ 5 s %
LA S 1~2 RS
TR 7R FEY AR 15~25me/kg & 1 H 2~3 OG-8 U <13 18 10mg/kg & 1 H 2~3 MO
aPCC : WM T 0 b v v & VA AREIA] rFVIIa : (AR A W5 AR 55 VK -+

(3) EEHIRES VI (IX) WTREANC LS4 ¥ e ey — il (R 5)

B oAl GHAL) 1340 XfRHE (kg) X 1100 =~ F 27V ME (%)) /100 X
{f e s —ff (BU/mL) THEShS. ~vbt2rYy Mixk50%&NET DL, BHk
Z 20 Xk#E (kg) X4 vev & —ffi BU/mL) &3, FEEDILIMO7=HIZI13hAEC
EMOH VI K7 (HFEEE § 32X AEX 1/2) & LESIX KT (HEEE § 55 X



%E)%Mat;@%ﬂ%%&#é Z D%, WIOFRE B THIEHEAR—5 258 L
IIFFEETEET). HohWT RIS T TEHGEHTH D, HEO MM KTHiEHZIE
DFEAEROS VI (IX) KP@EEE2E L, ET2882A5 5. 72, $ik L7258 VIII
(IX) Wroz )75y 23 WlE KD ETTEELRH D, ik - fiikoIbIE =41 ¥ 7
HITbs L a0, MR, N AL 2RV & —TIE VI (IX) H-EPS5 4~7H
BOA4 e — FRICEEETHA20ELNH 5. 75, von Willebrand [T (von Willebrand
factor s VWF) & OfEE2HET 58 VIIL K4 b &4 — T35 VI KB 8H X 0

&5 VIII K /VWF #HAKEEIO TR L0 ENTH >z 0S5 Wirn s 5 7,

O—L ARV E—DBRETHRITDA Ve Z —lARNHTE B IZIEME AP HENRE T
BWBAMEEINS., ZOWE, 41 e X —lAEWE W 5BU/mL &35 &, HHIEIZ
KT 100 Hif7 /kg & 70, BEERAIIZIE 100~150 HAT /kg Ok CIEIM AT BE A L <L ES
Bt E x5, LaL, Zo8E S HGERIC X > TEEsics VIID IX) Kritto k
AEMERTH2BEND B,

£5 @EHES VII IX) KTFHEANZL 24 Ve e a —hfgk

Bl o e mxBWxJﬂ%§EXBU

(BW : fAH (kg), BU: 4 Y& —fE (BU/mL), HT: A"~ 2V v b (%))
1 b ERe AR IEMOE VI KT (HEREE 5 MEXEEXL/2) & LI IX KT (HEE

T BWMEXRE) A INA 2 EOBE A4 5.
Z 0%, MIMOBEICIES U Tl 2R — 7 2858 U 32175 .

2 Lk cHEOhZWEREIS T THHRMTH Y, EE LML TR SFEHEZOS VIID IX)
Kt 2flE L, #Ed 50808 H 5.

3 NAVZRVE=TIFFE VID IX) KFHEHZRSG 4~7 HZIZA v e 4 =5 B3 2 mfgMEA o,
Z D72, BEOMMPLFMEECIE, 8 VI IX) ArddaEoxs=41) v 7 &#EETD, 44 3V
7 EREFISNA S ZLIMNBEANC AT 2 0B D 5.

4 TFI74I7FV-—HEDT VA -RIBOMEE L 2MARB A v e x —Tid, Pk 24 I VERPZ
TuA4 FEOHGNBETH 5.

*mwﬁmﬁﬁﬁ:ﬁ%mﬁizgwxmmxawx1?5Htafaa

100—Ht
»
100 XBU &% 5.

Ht=50% & {IET % &, EP*I] =20XBW XBU & fiiig{t h 5.

1
H ol =G B 1ML EXBUX‘*ZMXBWX

6. aPCC & %\ (3 rFVIIa 8B O FERE L " 7

10

4 Ve 2 —OaWIMKFREE T, 5 VI AX) K155 0w ek s h< % &L,
IEMA R BT B LT, —, —Hd 2 & bR XD RECH L4 v e s —
AR EE TIE, WIPGIERAZ OB THBI28BD LS, TORNEREMO DL
Z i 6N B34 23 Z B EF O EEEREIC OV TORRIEZINE TR N2 DTH - 72.

LAL, il >, 4 e —{RAEMAREE IR 5754 23 Z 1184 O 7 i
HREOA M A2 RE T 2P RAICRE SN D K90k -7z ZDIFEAEFHRMEIE
TH3H, aPCCIZEIL TIZ Leissinger 512 & 2 IAEALRTA X FEOHRE ™ b D, 2%
PlEDONA V2R Y & =10 A B 26 il /5 LT, aPCC85 Hifii (£15 %) /kg DM
3 [0l & B & [RER T O IS 500 7 1 Z & — 3 — Uik ER 2 170y, 7 OFEE, I
51 & i U O I e, AmiimiEst 62 %, FERBIEio Hm kst 72 % ik
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L7z (£312p<0.001) (Grade A, level Ib). —J7, rFVIIa #&IZBI L TI%, Konkle 5D
AR AR X FEOWE ™ Ba 0, AIC 4B RT3 4 v e v g — A 0w EE 37
Bl x5 & LT, IS To 3, HEOBEHBO%RIC, rFVIla #AlD 90 g/kg DHEH
BeGREE 270 pug/kg DFEH SO 220, EMEE%Z 35 AT - 72, ZORE,
IR $E 5 HA R & Fhg U o Bl s <X, il ge2s 90 eg/kg #E T 45%, 270pg/kg HET
59% kA L7z (& 312 p<0.0001). F7-, @M EEEPIEL 2% e, Pu<Ed 351
X Z ORI FHE L 72 (Grade A, level Ib).

D EORMNERE 42, F%IEA e s —RAMAREE ST 2354 7S 2RI A O 5E 1]
B A S IGEOEIRE D —D L LTEETRETH 2, R ARG FREFESE L. fi

A3, TORDEC OO TIEIMEEN S HEENRO SN DD, 4 V¥4 — DRV
BHE I 2wk EE Cidow, 2oft, BHE, FIEM, IMkiE) 2 2 E0RME
LbD. o T, BT, 4 DRERICH 70 SME 2 T O EEISHEIGZ 5 RETh 5.

7. IEMZFHRDOHERR

IEMUERBIES:, A2 2 1 URIR O

(1) 4 Ve s — gL

HORIRE CIR B A IS K B IR E =2 ) VAR ES TH D, 5 VI IX) K13k
LI aPTT 8L &%, ZThOoDOHBEIZBIL T, 4 v e g —DhWIAREHD
IEMAEEICHEC TIN5 (3 VI (X) K3, B o Mg 20~40%, S5 O
ML IZ 40~80%, & O HIME X 80~100%). ¥, aPTT OMlERFEOMMEEMLE LT,
55 VI (IX) K7 3EME2 B4 30~40% 12/ F U 72358 10 IEH FIRDL FOER 2 /R4 2 & A03Kk®
ST B A, FERIIMEASEIC K » TEEME A TGS 2 EDENALND 128, K4
Dl THEH L T 2 HIEREORHE 2R L Tk <. itﬁpm‘wiMWW%W&Bhé
D EEE K7 DE B OB A 2T B, ée &, PEE L EOHIMICIE aPTT A3 EH IS
TEE VI (IX) KA HEEIZEZ L T2 2O T & 50, anotm%ﬁﬁéé
728, 5 VI (X) K7 codiiink bk Loy, &, 4 VI UX) K7L oA 1
HIEMICITFEETH D, FYu b vy Uil (prothrombin time ;s PT) & aPTT 7% it FLfE e
BZEIIRUITHS. Zofth, FRRNEETIXRERG 4~7 H TR B S DA AR S h
A vee g —=nn8mu, IEiMmzhR?2 K3 52 H 5D T, ZOMIEaPTT 21 H 1 [\
FFWEEL, RS SN S ZIEIMBEENE T T RE LA IV 2RO EVWE I TR T 5.

() IPARPAVSIR|1Y-373

BIFE, 7S4S ZILIMERED LT =2 ) v 7 OFREIEE L U TEEL Xz Dk mn ™.

PT, aPTT X, #9 L &/ VA 782 (EIMFEEEREO R IR R EEEFEGE 2 [ U 2o ¢, ki€
=4 VT OMERENIRIE S 3k 6 0, (HU, [A—B3H TORIER G Xk ish R iR o 2%
EBLANDH L. 7O, rFVIa #AIFHICIE PT, aPCC i HFICIX aPTT I2HHT 5.

ks, 5 VIIKF3EYES rFVIHa 8AEHEEOIEMTE= 2 ) V7 O4EfEE L TR X h T
T2 ZhETOEZ A, rFVIa BFEIH R A 6 h 5 4 BERG WG PE 4 B4 5 45 VII K]
FIEHEOREIE L 72 R0, S T 6, X512, 8 VII K7t E OFEE IR
FEEIRERE 2 RS 2 0 8 W6 Thn=®, (EIME=2) v 7 OEE 1345 5 5.

WA, baYART I A5 7 4 — (thromboelastography ; TEG), bt v ¥ v v 4R ERER
(thrombin generation test ;s TGT), &ERIEMH2AIEME=4Y) v 7 OfEE L THH LS #
HBEANRTOBEN P R TOW RIS, L XhTuan,

Db#aZLdd e, WA ILMBEERMGR, TR R I E &0 - 72 HIAEER % (H 8
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ZRHI L, ~NEZ vy (Hb) EOHER & HF T, BERIICIEMAIRZNWET LI L E -
LYHARLED.

¥, TEG, TGT, EEREBIEMN OV IA Tatili sz fis T H UL, FMiEicEiL ¢,
AT 273 A 23 Z B IMUBA O FRER P 5 2 AT O IR MER O E L Tl < ZEIIAMTH A5, %
DEE, aPCCIIGBEERIZ MG & FHC§ 2 ATREVEA & 5 Z L ICHRL Tk <.

8. ="tk

(1) 4 Ve s — gL

YN VI (IX) WPEERAE=42) v 7 X T 3EAEEDb) TREE E. L
ML, TZ &) yrMEUICITOIT, VI IX) KFEESRIEOSA T, YRENS
WD) 22 03% 5. —JF, & VI KAt B8E Sl 0 72568108, WICIiED ) 2
INEBL BB ENMON TS ™, IIEKBA ¥ g —0BAE, & IX K155 o
HTCTF 74 7FV—LEDOT VAL -RINERIZ THEMNELH 512, EMEETE 70—
VIREMGRE A Z L 72BI0 e <hTng @,

(2) 734 28 Z b IREE

FNTIED S5, N4 2 EMBFIEE I X 28I0ER & U R4 OIREA i Eh T b,
aPCC TIZIRFEE I NEERE (Disseminated intravascular coagulation s DIC) R/CoiiAH%E, fifilfil
FRFERIEZ E A, rFVIa BAITIRORZER IS R, VERE IR, MiifeZEfeiE, DIC
BEOWMENDHBH, MHELE 0% < &, EAEMEORE M ORE, MW, ®igILEZ &
DY AL T 72 8—%DBER, WHIOKE - RIFEHSEZ 5 Tns ¥ % 2070,
FHZ, ZhoDNA ) 27 BEOEA I, 74 7Y 27, FDP (£7212 D-dimer) % &
DIfifE~ — H — BB AT S BER D B, F72, 754 28 2 1B 0 5 018 FH IR ok i 5
DELLEFLZEWSHE™ BH0, 250 ozalRElE s QUEICIEIlTE =% ) ¥ 7 &175.

9. BhWIC

AAHA T4 VFIMAREMEDO AL ST, MWERERIRICLZEDTHS. KHAF
FAVEEIZKD, 5%, DAETEA Y ¥y —HaFEE T 2 IEIMERE O EEHE(L 23 e
ZENHFE NG, L2LARs, A e —REEH, L<IINA VARV A —DHEED
IR PR O LA PRI, B A2 RERORER, <612, @WUaibMlE=41) Y 72172 %
RGN LETH O, WEEARD MAREMEE TIrbhs ZenHE L., 20728,
FIRERE LIS Ciolt s D 2 5511208, 2IE, MR TR & M dHE 2 HLD 28 6 i8IS
HzoNbZLEBREOLZWL,

nE, P ECEVEIEREMA 220, BEORERESICX - QIR MR
THEELIEEZZTEZENHE LWL E NS, AHA FI40E, A veex —{FE
RREED VBB ERO LTI ONBZ L ABHXLTHERLEZEDTH Y, ROHIZIER
DFFEEIZ 25 2 LIEARFE TV, MR EME CEEZ R EZ T2 Z LR L WA TE,
IR FERERERR & MRS AR B EE L, BEADBERRREARLL TIN5 728
WCATA R IA VHTEHEINS Z L 2D RUBHFHL 720,

[&HH]
GEEAREA (immune tolerance induction : ITI) #&% Y *°
(1) IFtwic

4 Ve s —REMAREEOILMEBIIZRES LW, ZO20EETIE, f ey —

12



(2)

(3)

(4)

1 EES—FREARMMAREE ST IEMEES 1 K1 2 : 2013 FHEThR

ORFEAE B E Uz ITIFHECBEOAE L > T s, BESMIZiE, 1 v ey —REeIMKRE
FTR U CEMIMICE VIO (IX) K842 85U, 8 VID 0X) K \OREEER % iF
LES LW REEIKTH S, HL, 4 Ve g — A0 B BETIE, ITIRIIZEB KN
e, BXRKTHAREGIES 7F 74 7F Y —ER 3 7 0 —VIEBREEA AL NPT NT
EnS, ITIHEAZHERT2EIEE4L, ZhETOITIEEONRIZTIZS Y e s —7EF
MAWABRETH 572, Z0DRD, KETEA e —RAIMANABEENRE LT
3. A verr —RAIMARBBECITIEREEZ RIS XN TV BEAE, &IE MK
BRI HHER T 5 & O BRI L 720,

ITT FEERIN D E 7%

ITI L DERBRE IS 2 M5 1325 H 55, [ITIRYI] OEFEALT L EE—THW
728, VRIS A RS AR IC3EREARETH B, BUE, HAOMBL LT, Q4 v s —
oYL, @RUNEOIEHE (FHHED 66 % LI L), @FHoIERL (6 BRLLE) o7
NTCHE 72 L25A0C TITIRY ] LHlrEh s, d@FEE, O — @ — @ODNEIZkEE L ke
THOMETIHG ML 55728, ZOIEFTHBNIREMLT 5 Z L8RI5,

ITI FEEEI O 1 R+

ITI FEOKFIZB D 3 BERIZ DWW T L =S 20 O2d D, Zh o144 5 i 5%
LT, O#EDA Ve R —gEEA 200BU/mL A, @ ITI BEERBERTOS Y e & —
fii2s 10BU/mL Kjili, OWMi# & w7281 ITLEE ST 3 RIBARIFE IN TS, 2D
728, KEHTIE, OL@QOWME AW 3THA% [TTIRERICRG TR, Z2hlitz [1TI
PEEKOAR PHIBE] 45, &bk, ITHEERITHOA Ve ¥ s —REitd @84 7RI+
L BH, THUTITIERERGHIZ L AHE T E L.

ITIFRED BRI 7T LT Y X L4
O ITI EEDOFhG A
JHEHIL, A v e € 2 — A 10BU/mL A K N3 % & TR S % (GradeB, level 1Ib). fHL,
RIS 1~2 F 22 2 AR EEOMINAEFRD 72581, 4 e s —licBbs$
ITI LA T 52 £ 858 TS (Grade C, level IV).
@2 VIII K135 0032 R
INE TIC ITHRINE MO A L D & BT & BNEIE X M- R 2 O8FNZ 50y (Grade

B, level IIb). 72, £< 134 vy e x — B & A UBACRIZERNEATE TH 5

(Grade B, level IIb). fit-> T, #IMID ITI #E % BAG$ 55612405 6 45 VIIL K754

Y0252 L3I s,

@ VII K1 #A 5L v x v
25 Hifii/kg DR ARG OMHEL ¥ X v 5, 50 Hifi/kg DM 3 M50 hEHEL ¥

A Y, 100~150 Hifii/kg ® 1 H 2 M H L5 OBHAEL O 4 VT, WO DREFHFEL ¥

AV TOWENRD B2, BEFETIEOTHOBEL DX v RABERTHE2ICBLToa Y

LYY 2 ThAay. (HU, ITIEERIS R PRI AR & U 72 FEES ITT i5E T,

EHE (50 A7 /kg DM 3 M5 FETIE, SHE (200 WAL /kg DM H&G) BfE kL C,

ITIRIPRICHERZ I A>3 00, ITIRDEEE CICRBIBAZL, Zofoiim

BE LW LW XN (Grade A, Level Ib). —J, ITIEERISA R PR CI3EH

BL YAV (200 Hifi/kg DHEHEY) THRIWENEHNETIWREDH S (Grade B, Level

IIb). %72, EREGELINC, GBS RIETEE - FEOAHERREFEN S BE§ 5 05

BH5. PLEDZraEzbbez T, feDBHEITHE L7258 VI K -5F#RE L O 2

VEEIRT 5.
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COIl H=

14

®

GPEPIHISE R e Bk O Hf
PR HRA L RIS (Y ou T+ 277 3IF), RES0T) VEREEHRL 2
Malmé 7 XTI, PFHBEEOAHMIR S NE»r 572 €T, YN ITIEEZ G 555
B 00 & GarZ PR G ek & DF % Z & 135ZRe S sy (Grade B, level TIb).

@%)JIEI ITTFREISHT % KIS R 23545 ORI

®

e

—“

x
PN
iz
¥y
e

S

AV VHZAD[/ONZERTIE A0S, [ITHEERER 3» HUBRET, Wwihh»o
67 HBITA e 2 =220 %L B L aL Eo2848] CRIBARLEEZ S, M
&, RICHEL O X V&G 5 Z LRI NS (Grade C, Level IV) 23, ZH$ 51
AU TOZ L A2ZET L. (KHBL D X VOBAIE, SBHEL O X VADOEHLEE
%% (Grade C, Level IV). von Willebrand (K- (VWF) JESEHEHFNZMHHL T\ 3546
&, VWF GHEBNOUID %L %2 ZE TS (Grade B, Level 111). DEBFITIEDH 24, Y
VR TREDOMOFIEFFHEOPHOFEHMEZ R T HRELRHSDT, T oD%
ZE$ 5 (Grade B, level III). Zcds, M/ TIE ITT EREIHGIR KB A B I A& f 5212
VWF &4 8E O A% % 54 % HAToO RESIST M ikikh TH % 25, 7 DOFERM
NREND FETIZIERE S TN,

FOBABHNZ L TaD & TITIHEE A MG T XEMEHALTUE, 3 vy 204656
N HHET 2o,
g7 7 & 2

WHETHIUIKNEHIRT 7 £ Z 24T RETH S (Grade C, Level IV), HULERIRA
F=TARMEIZEBGAES L. ZORE, HORAAKR - b AN T —TF L e
U CRRYYERIEY) 2 2 AERIIENZ £ 4 &% T 5 (Grade B, Level IIb).

T R Oy 24— (BR)
BE (U RTE AU RIS RETSET, 2RI VT 4 22 7 7 =< (BR), N
AXV2y - TAT v o - Vx3v (BR), CSLR—=1 V7 ()
TIER © BRERE - JRRDRE (N4 USRS (BR))
SRS - WERE ERtERA A R E L E S R)
WA« GREDRE - JERDRE - R (TR b Y SY (R), 250 - 232254 (KR)
LR SZEENTRE - WS O LG (BK), N 24— (K), 7745 — (1K)
R« =i (k) = 27—z
AR & R N2 2 &2 — (KR))
W Oxo 24— ), TLE~—2 K, /R ILTF4 22 77—~ )
Wl B (VAR INT 4 Ao Tr—=v BR), N2 2AEZ—BR), "M F V2V - TAT Y
7V y3v (KR)
728 (CSLX=D Vo (#R), 7749 =B, /KI LT 1 22T 7—~< K))
B2 iRER (AR RIE A BB 2 )
BT « skl - R Ox2 24 — (B))
BEL N7 22— (BR), /A ZVES (BR), "AX Y2y - TAT oo - VxS
YR, JRINT 4 20T 7=~ (K, MBI AACT B L R 2T
CSL R—1 v (k)
T E RO EINTAZIT 7= ), "M A V2V - TAT v - Vxsv ()
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