L, mAMOEmisH 3) MBhriGm

53C2Lb55, BMICMAERET S LT, WS OBRRECMIEGLEO #7486 S ¢ 5 o fdEds
H3a',

RS TR (2 i s = 2z GER 12 BRMLIAD) 275 S &R E L, 260z, MIEEH)
ICEABRLEMEMARERICMALEN S OMRAULETH S, LDTNICLTHMIBAAE
HiticEosnkLHiz, RRCEBEETFRENLEETEI L5 BBLTE &4, FTRES
ESha~<2Thd,

Q&ML

PRI O SEBIRF LA 30 ~ 0% EEERT LS TR ET-TH
RV, FRIITEBLUAEMMTO, BRro+40lEsR 166G LLEO KOFEMS A L
TM#ERG 5, MHFRIEY | FEH £ oM@ LmiERo,

/- MMER®E WMo REREFLALE SRS S T2 RENERTESLSICTA . Co
& UMFAMEP M EHMTEHEOEES, MBFHELS DL INENY,

4. BADT 7T

M M A o & Mmootk E, BIZRMATIBhSLILbH 5,
ZoftzpiimEoMAS>OERLEETH S, L, £ < OHUMIEIC I f/E0eE 4R 21 1
HBEELT SRy LBER IO TS, SO HMEOEMEHEE, hosoffERMIC
LHAELTHEICTHOLENS S,

1 BHOHAERE

MADTTIZHZ-TH, RUREARFEARSoEEd 2 BEPEK-HEVELEZATL
o EMUBETH S, HMBEMMICIEmAEfTS - &T, HliEoM L MALRRTXSBEH
i, WEM S, PMHE - FUIEMEKET 20805 5,

2 HmBELDOSE - TP
Mmoo s+, BiticoBiffies L biimEoma 2o f23ATHETH
B, i, HMMORRIZL-TH—2P=H, BEHLLGHFAT . KBETOKH

SHiEm L atEHomALZTS AN TIThh TS,

3 FHlIICXAERTT
BEELN TV AHMANIZBIERF o1 FREMALMMA (NSAIDs | non-steroidal anti-in-
flammatory drugs) &, NSAIDs THALHHM-BBEHOEETEIT I ) 72 18 &0
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M. isH

$5, ThENEIERLOREL & IE0e 0, MAROERY TIZBEL TR, +92ERAA
VEBTHS,

(1) $HrRH
a) PekP=E/21Y

T LR MBRITHAT T I 7 2 I MEBEEIIR AE LA L, KR
AL, 0w, MAEOBAOF TICBLTRE—BIREL > T 5, L LEURZIR
e b T
b) IFRFTOA FFREAAMA (NSAIDs)

NSAIDs ®E 5 fEFBBIEIL 7 oA F 24+ —+ (COX : eyclooxygenase) iHHE#HET 5
Z&T, #HE - R - VIRIEER ERIET S0
COX 213 COX-1 &£ COX-2 @ 2 fiidh 0, COX-1 A M/IVEBERE-P LB R BURE Al 12 L1C
M L T B, BEED NSAIDs i1 COX-1 & COX-2 @:BIRFI A5 {, MAMNIC# MY 28 & COX-
1 PRSI & B (/v M 7 A ASR B & 72 - T iz, filE, COX-2 IZ#HRM o L COX-2 &
ROMAERIBAREO, MAREE TORASITEATEA LS ITHL I LM THSY,

b)-1: 728U

TAEY sz kA M MEBESEE BRI AT T, M/MEES (8~ 11 B) HOX5FT
$l, Oz, MABBHEOEREHELTTALY viIEgLEh TV S, LA L, M
EhSRTAEY v b ONLWHEAIGLHAOTEROBSHCLEEL, B-oTRALGLE
IIEETHILENS D,

b)- 2 : 72U VU@ NSAIDs
112 COXBIRFIZ L 5 NSAIDs D HAETR LA, Y2072+ 7KV F LB AL T =
+ L8 (H oy —IL®) 5 COX-2 IRTED L BLER 0 1F 5 45, M/IMRBERM S AR Lic
o EhEEEnG, L LARICHT 2RSSR EHO7T— 2346, 79 PER
OHBMHNHETH S,

Wi, COX-2 BIRMMERTH LI+ 7RER (L LT w7 2N)PF F LA LFRFEH(E—
Ev 2™ 2 EAHKROTHEIN, MAREESLHENESICERATSS - LhlfFshTO
AV, L, BWEA LBa s oS Lo mfEgmomssis b, EEIDETH S,

b)- 3 : NSAIDs SEREMAE

NSAIDs 2 ER3 & Lickx i@ 2 ) — 4L, 7—7, Sy 7RG Rz RENICER
AN A0, ARICH~<TEERORRIDE L, €0 MBLOMAHEROEEL ST
2, FaFinbpiru7a+2, A 2 EAF VR YOBRERFKES 2 ) —L, 7—7,
Sy TR AEMEERALTLELEA G EEBDbRA,
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1. ARG 3) MERIGH

#1 NSAIDs @ COX BIRBIICES98 (kS £ U hEEERL)

COX2 IRKESD, XOF3H4L* . eLIFy7, 02135897

f SJ07xF7 Na, AT71FLE,

FILRTOIIY, OFVYTOTTY Na,
au 20T, FTARY, ITN=HL,
YO*2hdi, 477021, F7O0FE
‘ 217071y, PIEUY. RLAFY,
AYENIYY, FNETOI LY,
COX1 ZAFHTO/Y, SOOI, BEIXIVSD

£k COX (2002 Tr—t) ZRALEHMORL EZ2ELER
Y"IRRFS2ELTRINANYS A2TSWIS 1 AOFINLELTIR
E-Ew2% LI+ T7ELTIREL OV I EED COX-2 BIRMEE
BITOTETHRENTLS

Z1150 COX-2 BRGIBERIZ M/ RBIDFEERS D8 <, MEREEN
OERTBFIENST, SHERSHMCHL TRTETDLETED.

(2) REDL LUALIEE

M oMMEI Ty bo—TEROBLOMACHLT, Ry (Ved )&
OIEMERSHAOBIREH AN TS S5, L LIIAREHIERTH S,

—7. BEEEBRILEE 12 & 2 EYIKTFO BB Fon, FAMICE@MALE G, Lo L
WOMMA T bo— L TERLWBWVESDECES, V BYEFoars LM EEdE
MR, BREMICHHEE S EBLECMELH 5, LA LBHICH - THHRLEIEHICRKRM
L, EHEnsiu Ly iz 5e5",

([ #ER)

dX -

1) fEFMmAHLYE (BRER AR MAHESKOY A F54 2y, BE#FEHF, ¥5E, 2005 (HEE+HFH
THIRE L 72 B A&FERRIZ http @ //www.pfe.jre.or.jp THRETEE)

2) HEMBIEMESFHESCEASMERBESNEBT 7 Fo54 AAWNERE A v LEF—Di
viAmBEO2EMM, nl-FRics IRERTFREAREON A Fo A4 . BRMBILME 19:
510-519, 2008

3) MrE¥XZ, WE MM OAFEMGES Y A EVF—2 s . MWRENE 37 | 1262-1266, 2005

4) MAKBE : MAROER. ~€7 4 ) TIGHOBRIR, LAFOBRNSGEH (50 & 8., ESYH

KRRk, WL 2002, pd0-45

MEel— 27040 FINEME MM - MME BSEHE SHOEWE (KB 0 E8), mirE,

B, 2008, p262-293

5)
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2. S Fe R

LsIc -

A O MR O R, SELEAL Lz ibimoibiim 4 By & LA MizEm: (MARA TRE
WHTF, MAFBTIRENETF) &I ELI S TE, ZHAEBKTIE on demand ther-
apy ® % it episodic therapy &Y, HMFFIEMGEHOZ £ THE, Fubb, HiMASAE
fELicizHibT Wik Téd 5, L LaAs, ZolkmEcREESRE (BEENH S0
N EFEEL ] %K) o i, RET 5 MEAHMOSRE L TolAmHEBmE%
RiET 5, MABROILMER IS0 280 $abbis LTHIEBFOHM 2
B PY i & PRIE 4~ IR MmBEI, RZE4 2 BER 72 RBEC Db EBMcHifd 21k
Ifn 8 B s O3 AL T (TR i AR ARG R & 78 - T 5. C OFAREEE £ K TH prophy-
laxis EFFS:, WA O PEFAE « B2, WELH~AMGEEORBRTFEEOHEL ML
Bh, HIMSAKE. PASNRES A SAEE D & s D b, T O MR o Bk A B i RIER A
BiEfbd 2 hEs LTiAaohichiETh 2, bETIREMMAME: (regular replace-
ment therapy) &FERRT 2%, SRR EAE ©REL SR TR ENIICEBEE D RE S
o7 Y LEAT A, THEHL OO TRICHARELS S, KR IREERT o /iEH
DREFETH D, RRLRERFAEWMCHET 2 LEAENLSERELEL oS )
5THD, £/, BHSETHEOHEORBREBICTHEHIELFLVILHBHAD—2TH
%o

IR TN TOARTARN 7 » ¥ AMEEBEEBRO PSS, EHHicHEOR
REEICH o n T EF  Z0EmEN, X AR SRR ARHIC AL
7oo ST, EMMAMEEICOVT, EX Ak B EEoBrE, biEoRR, K
NABREL LIS THB L 20,
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2. SEMHFCRRE

1 WTSHhEMRTMEOER (XRL3 L Y5 ANE)

a) RTFRCIDER
2BFBHIURECL CREABMOREANCRABL, NACEIETEM
B, EROCHERELT OB,
b) YEOMBALME & SER
FEHRCHDDOUE<MEMBARRATLMCREL, FRCRREREBT SN B
EER, &E 1 BETOREASM (04 1 B) O THRIET 3.

—REPRAREZOBEEF 2LV, RACLDI ST TRYE, EHNCH7RE
BT DEME,

FH1)—R ZRESTFETFSVABRIE<EES 1 T2 BOS5 6B ELZE T oL,
A 2) EREOERNSHTEE R ERR SR EORIBC A NEL,

—JUEHRRTT RS

ZIUENMRRERE

1. EH

FEME ORI & X IE M B IC/RZ T 5 SEEIAF £ B b EME ST 2 hh B
EEETH, TOMEMRICLD 22 8T 5, MEIMEFOREND SHET 5EMEE—
WGE MM FE ML (primary regular replacement therapy | primary prophylaxis), BiFE#
RAE e 1ZPIMG S B i M & T UGE I S#FE: (secondary regular replacement therapy | sec-
ondary prophylaxis) &WES:,

BAVNERRMARER SR v b7 — 27 O 2003 FICHIT SN BB AREOERLR L 1T
A, —RE A A S W)l B ET N I O A o 2 DIZ T S, FlRIC X A TERE
T, 2HKRME L ORI S BMA I AE U BN IC B ARk (1 SENTRIK
46 MTTH) 2MEE L, RAICK S £ TRIMIT>METoh 5, VIRIHMIZ X 2 EETH,
Iz bbb MR O RELGTCEE L, EiEERRICEBMICRAILLS ETRY
BT Ak TH 5, MIEEHREORHBIFETE LU/, BRIC 1 EBX D Z MR T
&L Lonuisd (BIBA MBI 0550 1EH) SEENLSERNSHh TS,
THCEMM AR R, SN O MR B A BRAIC S B & TRIMEE Y
Eff) ks Es iz, FHEOVAEY F— ¥ 3 YBEPRERBEOBRE LTS E
Mo EM MRk, EMMERECEEDEL,

2. i
WRTHLZY 2 — 7L OHEY 3, MAR A 212 25 ~ 40 B /ke KEAEIZ 365 5
Wl HEE MAWBIZRERZEIC2ZEH:AZVLVZEEZOREETH 2. A7 2y HEY
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®2 IUEMWMAREOHE

vz —opret | I | SELCROCE R SMEMAT AL 25 ~ 40 Bl g ABZMEE

z 3B@3L\2 1 BB), DARECREREAC 28(H50\2 2 BHE)DES,
R So@ENGEY, MRIALN/ (9 — Ve BSXEEANS, MERALZ 15~
ASVTHR | 2586 kg BEZEEE 2 B30 30, MEWB I 30 ~ 50 8l kg FEEEL

1 &2\ 2005,
81 BOEsTSRmEL, RBECB40EEOHMTEY - FERS&EREE
bt @HNZEIBNEE TLC dose-escalation I3,

BENRIGADI-FYAER. EEL, RBO7PRE7SY22@LEEDEH.
BEHR” AHABOESOER | BLACTERBZZROTHY, e DIRBACHLTIE
40 ~ 50 B{i] (kg REZ B2 20070 I — L HEIRTIHE.

*B007% dose-escalation DFERENEE, HR/ ) EMESESTTON TV S ERMERERTEOT
Ok J3-=iu®

nF+IH

[FHf Ay — s E R AEET 5, MAMAIZIE 15 ~ 25 BAL /kg KEEBIZ 2 H 50
(2 3@, IMmARB Iz 30 ~ 50 Hifk /kg EEAMIC ] H50003 2@ O %TTS,
Bl s LTt huic > ¥ o ek i, ol | [oEM» S Mk L, MiaEc#E s o8&
OHMBEA X CFABAENLZE T AATH B, ROATF v 7GR, 37 AMIC
[fl—MfEc 3 @E Eoitim, 34 AMIC 4 BEL EORBHES S G MERLIN, 50 RE
—Biic S E LOMMTH 5, T4hb, MARAICELTEYILStep 1 THHHL 50 #
fir /kg REAMIZ | MORMBAMBEET I CORRERT LTS & 30 HL /kg K
MEBIC2EOStep2~, ELTESICEOBMENLTLIICULZLBRRAT T THS
25 B /kg (AT A MIZ 3 [0 Step 3 ~ Lilidr, HAEO PG W14 B 5E 10 W 7 REEEER AR BT
ROTObI—=NR, AV =T o OHEZEREL, 8N+ Y ERBRORT v TT 97T HhH
HEBH TS, THUOBREHEOBAMGAHN E Ui, EMHMCEFOENES AR
BirAM 1 L FoEMiircsfikReiETsh, LMEMROBEL LN 5851 MmLH
AT L 40 ~ 50 B /kg B2 EIZ @O 70 b 3— L& BIRATREE L - T B, B HE
*R/2ICF &,

l

3. E# ]

BOIO®EE L 1942 Ik ETHHLI L0 THIH, ZOoWMELSHIINOBE IR S
HEMHLET, HEUMLE BLENBO O THS, A 2 —F O Nilsson 513, B
iMAH A, EAEM A B OE A SEORREE 2 0 E40 1970 4F, 1976 4E 1 #E" ' L 1.
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2. MR

Bt 10 ~ 20 BLGY /kg R &P, EHEMAIE s RS ZEMOESE N, £ 7-BtEE
B3 TP EOS 2/ NEABELETEN T . MERFOBTREHENEHoh, B
FEMOPEEBEOMMZ 37 & 8D S L VREAR S Nz, SENHFCRL: O MREEEN 2 Mo
MEREMNOEER» oMiGT NI, 2o cMERYoERMIE / BEXLLoEhi0TH
BohEEREN, OB —REWEAREORRE S 12,

ks L OHRERMBICMT 28&0 9 5 Schimpf & "OWEERINT 5. WIEMAR A S
FiCH LT, BUEFRAE 36 B /ke A4 1 (0], 18 B /kg AEA M2 26, 128
i /kg AEAMIZ3EO Y V-T2, EMEEMEEZENEN0 2742570 b,
RihE AR Lo, Righiio 2 7o MB35 8TH- 12, Wiz 16, 2@, 3@
SEMHEFMED L VA ik A HMmEE, FhEh21E, 46, 0EE2D, HBERSE
ELTHE—TS, WEBRAESN L L A »HHAIEICHRENTH 2 - EMTs i,

PR T L, BRI b 5 BRI AE R O SIS 2 E e SR Lo o g
@ Nilsson 5TH 5, 1973 ~ 198 FEEF O BEB (N — 7 | EMREHEMEAER L 1.5
~450K FHL6), 1979~ 1984 FFEFThOBER (FU—71 | EHHFEHEESIR 1
~ 20k T 13 L1985 ~ 1988 AEEF h o BER (V) — 71 B FBALEER 13
1~ 15 FHI12M 0, IHOREMAFBE HTIEMHAMEOERTHE, K4
DEFO 1990 ~ 1995 4F O 5E M BAMIP i P18, SEMEME M RAE, S5 asm 0 BEErE,
MRS / REpABA RS hi, &4, 199045 & 1995 SEc B RMME 2 27, MEIXE
L% 2 7 (Pettersson score) Sl E iz, 70— 7 | 4 MMM H M E%02 0 ~ 19.8 [ (GF
Haap) THH, WEAFMMEI A 7, MEXREEZ 37 L 61, 1990 854 L D 1995
ER S THREOBAA N, —F, FA—7 1, NoEMMGRHHLERTENER0~
040 CEEO01ED, 0~08E (FH04E) && 61241 MEMT, BEARMME= D
T, MEIXBEHZaTREbIC ) Akl h, LT, FMRE / Ripo#z, 77—
FICIHEHO0IH 06~TH) THh, YA—71I, ITIREGICIHTH-12e FN—F
[E7M—71, MIZZEREFSHEH, WThoZL—FicB0THMIREOEBRIE / B
HEMBES NI, 2510, ERAESESARMO 7 -7 1, Mtk TRIZIZRER I
MERELIILT 28R TH- 12,

1990 U BECREE D S 4 SENMBAFEOFIEL T I @/ESL S hic, B
HEICMT 5 I h o DRRERENHR TS 3126 hhb oF, 199 4k mARMHA o RS L
FURERMER ST, —RENMEAMEERBENMAR ORI 2R 68 LizisMts:T
HDHEHELLY, HRFRERM (WHO) B Lottt RilArmmail b RbmEs gk LY, §
FoOMEIZE T b 1990 HEED# D b A S T|AE M AHE BE 4 BRI —RERE %
A LD ANTL S, EAYM REHMSRohLOTHSH, HBEMICEOLTHELY
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BOBESRA

0 T 1
PE AL BRI M LA DI

E1 EBRHIICSTS—REBMARES ENHHFEREIOFMENEHOLE "™
8827 I 73— REMMFEGER, 201 PREMIFNERER. —XTH

WERBZEETOCEER HOBHFEREZT OEBRSCIEEL T, REnmdm.

ESABMUAOENE & CHEC EMBMOMTEVNZ E RSz,

FOAERLTHS (@)Y, UL, EMMARLECMT S o h oG Rn s mE
B THZ720, TOFYHLELBIMLTIEF VAL LT AFGLEALERTLVY,

4. BFBENS 2P AELBHBROTMES |

B, #EO—REMMAREIBT M ARN S ¥ MBSO PRKEI X2 O
1, TO—IHKEoMEKLE 7 — 15 Hi&ZHEh L7 Joint outcome study & MEIEH 5
ROTHD, PR, Fo¥akA—7 HETirbhi, HRBEFIE, B HEfichs
NizoE, 2@ EHMEOL6A7AMS 304 AMOERIEMAR A T, —XENHFERE
B (PED St ah s i besiFematst (E#) © 2 BFICMEAIc 0, @ WENME riFo
6 EEEE S TOREME (2, B ) ofRELE MRI (BEME§) & &0 XU L 2 iR
H & CMEEEE @ MEAHIME Lo Himo B, WiEEs SVTEFRAOMERE ®
RIfER, 2V 7347 v ALE, ZFMEE & L TRt sni,

PREE 25 Bt /ke AEOMIZFHMABME FREMNEMEES L, EBMMEiez 0 B
fir /kg BEEES, 24, T2HEECEhEh 20 B kg REAF5T 5, ERMHELE
B, oA MM E T 20 Bl ke REOWRHBINRS TSNS, BEMINE TIFO 6 K
oS TOEEMEIO MRl TR TXTER THh-1HEE, P EBThTh 93%,. 55%
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2. ERIMFCRE

THsh (p=0002), —REMBFEMEEZTO CLICLMMMERIED ) 27 2 83%(EM T
BLEETTLOTH -1z, XBFRTOLRPOME TS, MRI LO—¥RIZITHTH -
2o ¥7z, ERYIOMEmAHIMNE X FEOMBOHMBIMOLETIE, PRTINENM‘O &
OERBIELTHHEAMAELASYBEY oMz, —F, EBICELTIE, 1RFHT
(PSP 2P A A, 2 LRI & & bicMmA o RIESL, PREAEL
ERMBHohiz, MEio MRI 227 SMBAHMO RS EHCEMMEL Shiz, Lk
LEBtT, MiimHmAEREIhLZIZ bbb s T MRI 22 7 ORMEGIA 18%REED S
NECELERREOCEMTH S, hid, MEANHEAEELLTHE S, RUhMins 3
L (2 subclinical bleeds (ASAMEHIM) AT M5 T Sa[fEEL T T IEMEHS LS
Blf, £/, PETR-IOHSRASKhE -1, SVEENMCEARLBE SN HE
HEMUAERR S, FAFARMPHATHMAZ EOBH S Ml EBTI 33 fF
IflicAohid PEHTRIALASK LI EREHIIETILOEEI NS,
L5 —2RAFFTIHOIETRBEE " TH S, A Y EES—DROEMRTFEE2 %UT
OMEFRAZMNREL, ik (2. HEIOHETRLAL S ICHMBMAEIZ LD Hik-HEE 2T
TT o 7L, MBELMSRBTH S, HA0%OBEHNBIZ | 30\ 2EIOEMHATI ~
bo—nEhitfigshic, ChooORiAadNs v ¥y AR ODHBEIZ LD, —&
ENMAMEOADE I LI ET L 2ahiftinahi,

5. Eﬁé:fémg

SERHFEMEEE (L, MBS OETHIES 5 D IGBEN RO AL SF, MR R i bl
TERE /RBHOBVHRLBHON S, £, ChoDERELTFREFTORENS
oEN, MALL ST LVHEE~OHABRS b o an S EIESMFaN S, L L,
EMMMFEM L LAHMDoEHIRL TEERESFRKEAFTVUNE L, Rin R NORE
FEFMA, taio L ZRE S ESThhTO 2 M a0 SEE FRA oL LML 3
DO THL, BFSTHEoRGEAOhTLELY, FleRMEHiuMmEk 258 -
BHEMBELZLZVLHIETHAL, BUASI0EABNAFCHT2RAMRAKTSE S, v EE
—OFEICONT, EMHESMELOMMII SO THRS 2ERMS LM, BETIEHELA
—BENMEREGEE A ey —MRBELIZ(VWERO—ELTEZONTNA Y,

6. pHEORK

HYAEOE R A EOEBRE, 2006 FizfTbh - 2EREIZLS LMERA, BETHE




m. 7

34%, 2% Th-712", BHMNELEF >PFECBEOMHTH - 12, EBHOEKEL L
A&, 2EAME0ELLOEMETIES, 2EIS0RTRELEMEMRATHL/2,
MEFBTH /3 TH-1, Thibb, MEOMARFHIH LT o REMMBARETERZLT
LAY, —REMHEREORERIREDPLEOT L0 L 12,

7. BEhERE

EWHFEAELE R —YCEMMIF ML) ML TSHMIRT < EL b, MK, o
SBE, HAERME FEAHEL ARBHR A EEF-—BEOMBAEHLREELETH
5. 70, BHOLSORBIEZ 2B PHTMESECDWTORHBETH 2, LE
R, RATORSERPPIERBIC SO TLEESHETH 5,

{ECE CrES (REEBRD 12 & 2 —REMMARHESBE S L UFKOLEFOH (QOL: qual-
ity of life) 2@ 5 LFMBITHC ALY, I TRAKOMBIZMERHETH 2. MATHER
PSRBT B ORI, MBEAHED SEOME, EMOnIzEIC 2 ~ 3 E#@Prd 2 o L
ZQOLOETFIZ2uA5 7w, HEE OMBRTITAS L) UHNAMET 2 L8E0H 5,
72, MERROEBELHNS L EBEFICHLTE, POBRAT—TLOHEE L > &8
BHNCEML T EbNE, Fi, BEA-N—FHENLOTLY - THRITHZE
HMORGCEBREFRAICED, KERERG-LZ{0BECHERIZMATE Z Ll
ZZohz, —HbLROMELNENS,

BBYL . |
RIMEMORAE T - VIERTH S, BU-S5HETRBES TS0, BIEEFERE HFFa v
YaxXVIZTY /R EOFEICLDERED X TEMEOMRMMAMICTbh TS,
LiL, $XHEECHETICREMT<EREIRINT S, & - CRLAEMMAEMED
I b —UWEM TR L, WUNCHERT 5 Lz k bEMICINT 5 QOL % & 72 & o] fEtt:
DEBERMETHLZ EEWRLIL,

(il IEF)
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1) Nilsson IM, Berntorp E, Lofqvist T, et al: Twenty-five years' experience of praphylactic treatment
in severe haemophilia A and B. J Intern Med 232 : 25-32, 1992
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3. OOHEDTH; &
3) 1 e EY —RAEBEDHH
(i) 1kiniHRE

e

ey —(3, BERFEACLZHAREOSER RATPoBMETFPBEETFcHL
TRAETHHNBWEFH 50 B NETRENETHZ2, 1 EE7—DRETL L, B
EFPBKETICES LTS - BIEREZ b6 L, 512, HiF/ ERNERIERIZE -
TONT 7 o ANAET Db IiliAMEO LM BRI ME~RT S, Lizh-T, —#&
2, A ey —REEFAO MR, WAMENEDE I ENEBL(, 1 e ES —ERE
Gl RS HENTL, 1 e Ey—RAREO LMMFER, HEROEFE, (L
F— DNl & RUGE, BEOBMRNRLT EEERIZEBIREN S,

:1.42&89—@7I/947

1 vEEy—okkiE KUHMMEE Bethesda #1263 { , EER MY | mL doBMET
&H50IEHNKEF % 50%%KiES 4 440k %E | Bethesda Unit/mL(BU/mL) & E¥T 5, il
W, >06BU/mLosa v ey —ltk 2 h 5, $i2 1 BU/mLBi#EOENBO 1~k
E# —H5E (2 Nijmegen ZEMHERENT LAY, 1 Y EEY—ORIGHIZE D, BRESS
~ T Bz LR 2 BEERARIG (anamnestic response) 28B4 5 ¥ 1 7, WRAREEL A
YEEY—DEMHBLUNIAT, ELT, 1 eE—M—a R LTHETEISAT
It b Z &TEx S,

WECE R FOIG & 1, MREIRE FRARSH O v e s —hilid 50% L L ER LIcBE LR
EhThb, BEFEREREOH EH T, BHERFEAMOBRESMETET S v &£y —hifid
ET AR &Ml 200 L2 5, BERRME LM e ERLERS, BUET-
BNEFNERLZTH, 25 BU/mLOS Y EES—pllEhiFEME g L 2H 25—
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3. GHEOTHEHE® 3) A YEEF—RALFOES (1) bl

28R ETER

RRRER BT/ aa

-BE~DWROEM | [ ol mi
- RFBUADFE i
£ns :

< SBUWmL \ s P

e e L LTt ) e AR

ERREE (s mz ] /1w
B L Fal ) ; mmzme i
| {VEES -8 _‘asauxmL (/MR ammEw X s3m |

O~LIfus- T4 1T

REERWX)E3EM

=ty i mmoma
N L2TT @—ml:mwwyw;

I — wamm @

Bl ArcEsy—FAOAFRBEOLOEROERT LIV LY
(BFxmigitmESMERIBLITIEFM )

BY O VEE9—1fi7f <5BUmML TO-L 2R V9 —0iRE, F—EROLMEREIIENEF
HSVNEEXNESUHTH S, BULIBSC/S/I ANRZERT D, 2L, N LARIT-DRE
ABENLCERRL/ /AR THDH, ERLEDTCAFHNOBRS EREAF M EZ #IRYT S, RIT
HHFERLBSIRERTERERYCHEBT D, — 8, 1 JeE9-nlH = 5 BUmL DIBSIR/ T
IIAMBHE—RIRTHD. 1 VeI — DB FELBSIE, 80+ Ve 9 —BEEREL TRIGHE
Lo THBUAZ ERT S,

(HR : high responder), HiZEMEORMIbhbbS5d, <5 BU/mL OlEf£o— L 2 £
v % — (LR :low responder) £ EE T2 L48ELTWSY, HAMMEIEMFSFERRE(L
ZRSMARELE, 1y EES—0AlE HR2 LR Mk DM ERIRS 2T LT Y
ALARBLTHS (B1)%,

2. HmEROEEEOFME

4 Vb EY —REREMO (kB 0B~ B0 TR, W AESR o TR HEE o B AR A FE i & 13
TH 5, —BICHELHMAER &2, HAEN, WHEA, MBH0T LEROBKENES MY
BeilliE 2 B hErED & 4 TN A M P, AP i % 1, SVRHLIE > F il o ki RS
BT, WEOBRES EMmiGH O LM & 458 L T kiR o810 &850 2 ke
T3, iz, E@FchrhbsFarHnsE EME#ESTFEIOZFHE, WHTCHRES
(EMMEOREALTA I EBBATH S,
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3. BRBINICHT BLMARDIMS

1 #HIERRE
(1) WFESEEORIRKE L1251

< 5 BU/mL Q{ENfED 1 » £ S —REFT, B ICHEERERIEA O LR O 1k fn#
OW—BIREHAREORITTH 2 WELIEM R LG S 201218, 4~k E 7 —dfnditic
BRI U~V i B A M TS T 5, PR CRED (2, MERAIZIE 40 < T (ke)
X {(100 —~= FZ 1 » MK (%)) /100) x 14 »EE¥—H{f (BU/mL) TREXh2, AR
[AffEIc~= b7 U w MMlZ50% & LT, 20 XK1 (kg) XA » k7=l (BU/mL) T
W2, A2eE5—ORBNEAFH2 0 EBKEAFEEOKRE Sy — iz h b L &I
@iz bR LT EbHY, BEAFEROE=7) 2 /M2 h 3,

<5 BU/mL CH@FEIZ 5 BU/mL B LIz ER LA HR 7 7Ti3, B8R, thdd3
P 37 E A BRI L B A, WHEE O HMAEIR P KF R oIz, #iFomtiks BIRT 3,
L L#As, HR 0B, #55~7 HRICHAEREREO HR++48R L T, FIS#ko
LML DB A TH 5, BEHIE, A S LMBEIZEET S, 1 £ EF—Iild
5~ 10 BU/mL T &, ®HA Ml AF Wb 2 A RO S WHE 728 X K TR X 2 b
WEAERT S Z L3 HETH B,

(2) HiFEAEBT OMIR (RS H)

HAE TER o e AT (FYD A S di e s WA 7 JE), SR RSN T&
JUMBEMRBNETF/ 7+> Y4 L7352 FEFEAE (FU /VWF) 8¥lo 3 51 7Th
25 0 X B 7B (e s X BN & ME R X A S ERRA O 2 ¥ 1 7 h Db
ETHEMTETH S, BiFHRANSXEFRARESbAETRIETIATHEL, —5
ODMAEFAA v EF—fEflizBunT, FU /VWF B o kRS WE AN LD LE5
ZEBHENT VB Inoue bOWE LD & 2BU/mL Bi#O M » b Y —HFEeT Ak
WAL 2 EES—T, FWEAL FU /VWF BH oRIUEA kit L& 25, FIl /VWF
Wi o @RS FAMA O 2 5L ET, o, ERbE, -7, chidES Y e EY -2
VIR T AL FU /VWF B&£0814 25k T, FI~ORIGHD VWF OfFEEIZLD
ETF5:0ThHICEMPoMzZINRTLS, LEN-TAYEEFY—ITL-TI3, FU
/VWF © & b @ ibfih R MET & SERMNS L 2 L2H - THEL EMH B,

(3) WMoeEE
A, BUEFREAPENEFRARE -5 ATRST 20, ER2HmML KFHOIEmE
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i, APHEDOTHEEM 3) A eEy—RAELFEOHEWY (i) bRt

HEETRERESLBRENE, £4ER, VSV E—EIC#FETEZSI 8L, HFORE
FiEVEL{TELRENSE, T VEES—REFATORSENEORRIL N, Sk
Ey—BEMTI00% 28R 570103, MARA TEWEFRA 3 ~ 4 B /kg/ 5y, M
AFBTHNEFRM A~ 5 W1 /kg/BABETHLESY, F o EEY—BHEOFH—F
25 TRsichnshTuhid, 4 e ES—ERARERAROBSRTRERFEML#
T3, LaLums, A reEs—dERAMERLD, ERELIDBAROES RN LE
A" g aE AR

rARAS PAVSISiIE 5

BAmBIEMPFSNBELIHAL F54 TR, 1 - Ey—hifid = 5BU/mLY 04
OF— BRI, TR HIMER P AKFREFOILMER LR T </ A2 LMBETH S, LI
hiaT, 4 vk Ey—REEMOBEHMERICY T 2k iisEHO KA 4 /3 2 L l#FET
&5, 6%, MEdXOFEH®R 7o ko »E Y HEEREHF (aPCC activated prothrombin com-
plex concentrates) & L { {270 ko » E A HE&EKA (PCC:prothrombin complex concen-
trates) H68q 3 Z LMD EEKTH - o8, BiETHER L R I E 308 A,
P A Z LSRR A E L, PCC MAIRBFENPIEE Zh, BE BEATES /4
ZWHILaPCC (T 74 %® ) ErFla (/FE 747 ) O 2WATEH S,

3 A /AREMAGERE JE-S
(1) EURT0 O E A #EAEEHA (aPCC)

aPCC RU¥OBERFASA T 2MEHREAT, 1 vk £S5 —RAFO LM REH &
LTI9TT8E L W ARSIz, FEOT— L% Hh S eryoprecipitate (7 VA7 L ET— b

£ NANRALmMEGEERER S RE

. bR :
A BB Q867 T4 T BERE: - AR AER
50 ~ 100 8fii/kg. - 1 BIEAERSER 200 {1 /kg
aPCC B~12BM- & - ERLUEMPFRERS ~ 12558

RN 50,100 1 ~38 ZEDESE | ~ 2888

- FSRFH LBOHARED D

90 ~ 120 ug/kg. NBRZEFEIE

2~ 3BAIT: -ERCEDDFEEEI2EEIC
JtTY 12mg. 48mg 1~308/8 w51 ~208, L&EEELTI ~
2 B ST

IR FHLBHETED

rF¥ia
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W, 758

(M5 REY)) Hbisn i (oryo-poor plasma) 244 » %M r/o< b 757 4+ —THN
% BEAFOFEEAIELZETHESATL S, BRI 60°C- 1065M, 80°C - 1 BMD 2
BPEORIMBALEZ L5 7 A L ALRTELLEHBEN TS, ABHE S I v KEFEHR
FThir7otorEy, FNET, BKEFEIUCBXHTEERS T 50, FHHENEN
HF (FXla), FHEBKET (FKa), SEREXEHF (FXa), EHERENEF (Fla) s LU
borEr R lOFERERERFLEZTh TS,

aPCC o kMg WAz Fh s » ZBEA T, HMBRToOFESEEm/NMTET b
O EVESEAET S LLEEL SR T A, Turecek SIIMBWEAFHEICEDFERLE
HKRAVEES—ETNIZEBWT, 7o bor By s FXadaPCC ERBEZIEMEREE b1
L&, &6i, BVRF(FV)MaPCC @ ko v E A RiR#ERICHATHE &%
Bohiz L, 2hosOmR LD aPCC DILMIFHOXRBIE, FVEETFIZ Yo borELL
FXaitka7oborE+—EEHAETHLEEIoNTLAEY,
a) aPCC 2 & D ILMBMDOER

iiA, aPCC 50~ 100 U/kg A 8 ~ 12 FfM O L ic@iichiiEs L L B AMMES 5, 1 8
O ARSI 200 U/kg 2K, —f&IC, BE~PSFEoHMmMTIZ1 ~26/ Aokl
Zl~3PEMTS, EEoHMTIR2~30/ Hofks4: | ~2#iT5, chFzTobhE
DOFREEH LT aPCCOMRR >10 BU/mL THREBME 3 A LRon T b, 2008 (F
Bk 20) £ 4 B | BRF THIBAHEE S M,

aPCC o2 MmiER o4 5 (kM%) #1284 L TR, Negrier S 2580 % i 2/ A M
ESMAIAEBLY, FEETRFISMAR L7 —H5 60 A0 433 Hillx £ — FAKEH
ah, R8N TH-1:, MEAHMIZRET 2 EHFHHO 5 5 50.7%H | EfS,
31.2%A 2 MRS, TA%M3IMBSERTIV, 2610, BE, BRTEOhEAKLEA X
WESEBE LY, BMHERIZ T2 7 —T, BEEMIZE 63 EF S > 4,500 @@ aPCC
FEL ey — Fhsgtahs, M+ 568 06ER - H 169 EY—FTh-1e,
Toa b, FEATERSEAOR 119 FT, BARIMA 107 &, HEMEH M52 HTH -
fzo HIMUERAZ O PSR IZ BRI A8 105 (I TREL 2, HRPIBERHLER 48 B, RSB G Ml S ke <, G
O/ B iUvRSagohREEeheni@(]l ~4ED), 2H(1~12H)TH»72,aPCC
D ki Zh R 169 P 110 = £ — F (65%) HEHP ikl L7zds, 45 = £V — FTikimbiR
HEL, Bz THTH -7, aPCC OMBHES TR TS 72fA 21%, 2 @lEED 16%, 3
[ 54 48% TH - 1=, HMELEIIZAZ &, 1 BORETI Y b o— LT MEIKNHIII
23%, 3MOBESHIL55% TH - 720 Negrier SHEZ BT % & aPCC OFEHMER L DKL,
L LEds, llEh»od T, BRUEAMOEOE MMMz L TRENE RS
MWEEEZ OMD,
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3. AMEOFHLIEM 3) A EE/—RABEOEM (i) bl

b) aPCC Z & DABNE - Fifit§ D1 MEE

k¥ BOABOA Y eES-HBEHTIHRAVLES—RAAOHBHOE>F# %
aPCC BUIRTHHET 5 - &3, FMZBROTTERYE, WHLEMR, MEES DIC (dissemi-
nated intravascalar coagulation : fFfEMEAIRE) REOBHM, ot b7 2sdi
WIEHEOHRHIZINEOHTHETH -2, KRAOE {12, BNEHFUALHENHEFY
M & 5 PFOMESRIC aPCC 2 HHTIEMTH - /20 LA LENS, rF¥la iz &5 FHEH
FOMMIZH O E > T, JFEE, aPCC HMMEATIC X S HRHOMEHHM L T 5, Negrier
HOEMBEAMEWEIZLS LY, 16 PIO/NMFHARIZH LT aPCC AEHEh T (B
2) MEFLOHMEBEERN (10#) THRSAMIZ2~60, #5082~ 4 HoBETL
THOLHEMTE - 72 BG ML T8 ~ 160 B{L /kg/ B TH - 1o, Hthi TIE 6 BlHsilifH = sz,

#®2 aPCCIC& B/ HRNE DL MR

S s D)
BIE SR

B 4 100 4

4 100 4

3 160 2

3 180 2

3 160 2

i i 150 ~ 100 3

4 100 4

& 140 3

I 4 100 4

2 78 2

R 2 150 1

6 150 3

2 164 1

2 150 1

&3 aPCCICLDRFHOLLMBE™

#Bse
Fifi& soH (4 kgl ) Bsay
BN AR 10 210 ~ 140 5
EEBREmAZAY 63 210 21
=l st 63 210 21
EEDETAZRY 16 180
HUTIERUIERIT 96 210 32




. s

2 M S 3 H, 6 RS flT, BE5HEMRENER 1B, JHTH- 1, KFHTH,
4 FEGIMERE T 7o, MRIGEEBIIR B IR, REDOMITE My, BIW B AT, T2 P
Tk, RUSLARBRARN L #TH - 72 (& 3), MIED DiMichele & O WA G T2 2P, MM
MRk, FTHoa/ —kA s MEEBAZ LS TERBESATHLS Y. KFHRFO aPCC DS
WM RZIc L b R 5, &5RIE 120 ~ 210 Biff /kg/ B TRESWMIZ5~21HTH S
(%£3)"% Kraut 50#&Tid, KTHEHHAZPOBIRA 7 — 7 VRIERZ & O/ F0NE
OGSV YA /350~ T4 Bl /kg- 1 ~2E /BT, B5H¥R 1 ~6HORATH 72,
bHETIE, aPCC ML T, 4 v EES—Jffi >10 BU/mL, #50M < 3 8 O#AHR
Hatctviz, KERC@AESHhIERIIDAL, 2008 CERE 20) FFE L H Zh S OFRA
MBE =7z iz, aPCCEAWTTRFRMELERTE L2 LI -7, EREMICGEEN
EFSHPiEd, 48, AFRLESFRMED aPCCESL U 2 VICM4 2 BREVLETS
=
c ) aPCC DZ2#

Ehrlich &z X % & &k 395,000 oS T L-HHWE (AE adverse event) 13 55 #I T,
D5 HO 16 PH DIC L OFHEEEL KO MBEMMD AE TH2 ", €L T, AE RfE 16 £
o1 13 @) (819%) ICMRFERTE Y 2 7 @ Shtz, MO 8 WABTEE T, > 400 Bf7 /ke
2 i, > 300 B /kg 361 > 200 HifL /kg 3HITH 7. H &, B, aPCC WAIRS
ATz rFVla WAlA S LT, dBREBOBELETHS,

CHETOMEPHRERELBETALaPCCOAEOREMEIRBLTRH B, L
MmLbs, MBEREO N A Z7BETHAREEL#T, M DICw—h—0BE2E
EMNCERT A EMBETHS, 35612, A2 LMEED ER#EEIZ X0 L RO
KT AEMMFEET S E0MESNTWA, Hayashi & i, +Z{EBFIic X 3 Himik
YawlEEioLiikwiz, aPCCOMAESIZ L0 EMMEEERL, L oftAlMTEL:
H, cOEFHHMAEEZ/AZLAHR A v EF—REAMAR A EWZME L, TOB, FEHL
7z, thromboeelastography (TEG : M#RifkiciRiE) T aPCC S o REBIEOWENLH
SH, rFMalcZE Lol AaWHESRENA SN, LT, REMO A 2z kb
WoB LTI, BERAMIEME S, AMOF v ZicMATHREREOE=7 ) > VY E2HEMT
CEMEELL,

d) aPCC 2 2B EFRERG

aPCCItBBUEATFO 73 74 v rhfahd, COnw, aPCCORMBEIZLD 1 &
EEY—HERTLERMNSH L, Zhid, aPCCHBIRETFOBRAT > 74 FEGHELTL
21:0T, HICRHERS A TOL S EEY—IZB(AGhAY, LEtdiaT, 1o EES—
HlAE TR, SR L TOAFEATIR aPCC IZENT 2MERERICEZHEET 5408



3. AMEOTFHEEY ) A eEs—BHABEOES (i) LlmiE®

HEHs, 0B ARGCEAETIEATLEBI LN EORETTEMEH S, Negrier 5
OETIE, NSHOBETHERERIGHASNIN, £05 bMT%IHEL TV,

(2) MEFHEFHEUS A TR (Fila)

EAERH VA TR O MAR B H (ot 2 1k 4 # =X A4, Hoffman 5@ #W L7zEED
BEREOXROES TS 5 MREREEE A - ZLTRHShTL S ", HRMNTRER
GIRRERENERY 27— FEasn TEFLT, BXETEECRIEAEI Y, Uikl
BRMT o ELHEEZRT 74 7Y YBERENEEVILOTH SN, HEEREET
LTI Ao A MR IC R 2 AT (TF | tissue factor) HEHREMNNRE T
EHAKARRLT, BXETAERLSATHERY Fo 2y EXMERST S (initiation
phase: ¥1M#D) (B2). SO bo Y EXTRIEMIZLELE T + 7)) Y OBECRF+ATHS

FVla/TF

¢ #RaHE
FX —» FXa

7DhDyEv-———bh9?Ey

ravey 4
l FOES =2 -
2479

Bz HBREREEEAN-ZLA
HMHES 2EEFTREANSERES (TP HEHEENET (Fla) CHEAZHAL
TEXEF (FX) EEntat, RBO-OVEVHEEEND (R8). MRONOVEY
2747 YHBCRFHATHDY. RCENET (FU), BVEF (FV) 2id#itst
THAERGREINEEAND (888, z0% FOYEVERTBRNCEREN (FOVEY
Ji—20) ke +AERELED T U VTEREND.




I,

A, M/MREFEEESE, BUIETFPHRVEFE2ERES 3 itk ), ARFHR Xase B &
U prothrombinase (70 b o> E4—+) AT U (propagation phase (f{#&+0)), +o
YE KA ICEATIEMIZT 27 4 7Y AHERREN S (thrombin burst (b o >
E =2 F D7, MARK T2 Z OiEHALM/NE ETO propagation phase ZiE#Z T 5,
KD F¥la FE F T, mH MR ETHENHFS2 BB KEFHFELLELTS
thrombin burst 22 - EMTE 2 W, &5, WHAKO Flla ik b &7: 5 &7z thrombin
burst 2k b, bo v E U KFEEHSSEETFTH S thrombin activatable fibrinolytic inhibi-
tor(TAFDY %@L T, MEFRE 7oy 29l it aoici@lsikmesbi-od, &
o FHMAN FWla (rF¥la) 3, o ¥k E7 —REMARFER O L MiEHRA & LT 1988 iz
Ml THREIGH 2 h, BEaPCC LHATEREL A AR LMMEREAE LTERZATL
&5,
a) rFYla BHLEMIECH{ T 2 1L MGEOER

rF¥la OS5z >0 TIE, Lusher 7% 35ug LU M0 ug/kg ® 220 E5HIcET 5
EERABRTRILMARICHAEERS Shilh -2, BIEAHIICERE L - H06 (FED+4
“h) 13 T1% TR S REIE 3RITH -7z —H, Shapiro SHHEME L 72 208 i = MiH1 4 2
BELLrFla 0 SRIZMT SRR TIE ug/ke, 2~ 68T L 58O LM EH, 35
ug/kg, 2~ GEEMIC S EMA LEA Z LHBEINAT, 20, rFYlla O 1EZh R I
BE®|AZIZINHL, WVug/kg, 2~IBM I LS HEEENICLENLESRELT
BHENDICES™, 2L, DEREEEOFEEMIE O HIZ 2B I Lok EniE»
ShTHE Y,

rFWla OF B Ml WHIRS F TOBMEMIZH  KfF L TL 5, Santagostino 5
(F AR RS, 6HMLUAICRESEMEBETL I itk b, FHLEMHELBEONZZ
EEPSHIZ LT, rFVla ORI EME Oz}, KENERESFERIZG S, BMAH
MPBHAAE MO IEMERICENT, KEARSEERIIFPRSEMGTo2&i24b, &
A EN®TIEMHRENBGoNS ZEMPSMIh TS * ™, BHARME -4
ERMa0H4 K54 - Tit, BE~PSEOHMTHNIEL ] ~3 @oRS21TH, SETH
NEZSIC I POEMESEITY) C LA HRLTLAY,
b) rFYla 2 L DABINE - FifiFo I LMER

rFWa (/pAEAERD A6 & F, PEEL EOARFERICLEMESh>28% 5, Lusher &
RRFlT 21 8, /NFali 57 B,k thi A 6% 25 Gl o 3t 103 @il 4 FH = dhric B 3 5 Bl 4 el L
P, LA LEDHABMIRENEN B1%, 86%, 92% T, rFWla iz k3 bMEHETK
NEFRGITHETH A2 2 LMREhiz, DAETS, 1y EEy—hilisEEaEI-MT 5%
MR LOWIRATEIp o 227212, aPCC &0 HEHRIES (. ATHMmERG G EOKEG




