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File, V=T AT yFATTT Y MR T A sV EREER (upus
anticoagulant—hypoprothrombinemia syndrome ; LAHPS) DEMSBW & LC
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ERET EZE 2 5N TWEY, T T b a >y ¥ VIE, & 5 Wi
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BY A, WiAEREEAT) . AEOMAHELIZE, Tabar ey 2 EmiE
HRFXHF (FX) BEEEREAZH WS (@), 7 ba e sidiEhf

BT 3~4 BB & igigR <, miE7a b a v ¥ iR 20~30 %R T

MRV A S 720, 30 % &9 5 & 51 FICIEAREHN 20~30 U/kg %
85T 5. UL, MAEER G0 2 BHIEDH 5 DT, 150 %L E% 2 7%
WD ISR D, A MM EUSET 5 &) ERITR, i
DENFARE S AA DN T 2.
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FEFEHRTIE, BRI EOTESS H 2%, £ RMIHTIZLT
HURTER B, SEROSE S b 5. BRREEIL (BRI, i),
MBS & OSB% AN TR b — R IER T 5. MIEFV L MILEROE
SRR, ST LS —E LAV, FV .80 %I, 20 % iV o Bk ic
FHET 20T, MILERRIVMOED BV RS EBT 2 LERD 5.
PV R RIMLRENE S 2 THE55 Y, HICFV Leiden ZREHKT
BEICRD LN ARMEMBEERO—o L LTEETHE. BAAZELR

PEAICIX FV Leiden WAFFE L7, WML HF4 ¥ C (APC) #EHiHE%

R UIMRE 2 580E L7 FVERIE @ DPE TS 2RRME SN T A,
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PT, APTT & 3 ICIEET 275, ~/87FAF V5 2 b (HPT) RiEH T 5.
FVBHEOET 2RO, ZJUAIF VYV IFHBRICCBRERFVA v ey —
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B 72 |zos Hmsrs
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SEXTHL

é’%ﬂ%*%ﬂiﬁ*ﬂﬂ%ﬁf%, BIE AR 2 &b ST, B s maE
(FFP) #5%179 (@). FFP O FVIZEDIZRET 5720, FEE 2 H
AUHROFFP 2 HTAZ EHFBEETH AH. FV O EMKPNE IR 50~

100 %, EEHIE 36 B TH B, FFP I EF 15~20 mL/kg #HHEL, Hiv
TEFVIEHR 20 % 2MF T2 X9 1C#Ts 5. SHIDSPHEEHmMIICIE, M7 A
FHABHPENTHS.

AHEE RBD O CTROBMENE L, BEHEEEI05~50TAICTIAL
HESND (@).
ﬁ%ﬁ‘zﬁ}

— MBI AR A & D s, FHEMED 1 %PAT & 29 &R T

AR T TEA YT IR AR SR L A S 2 R & A U B 2

DB A, L LEDS, AETH FUERE & BIERO BREES—E L2\
TEDELNTHEY, FUEES 1 YU T CHMEROEELHS. i, H
RAD R EHEESEIFHIE ORI AR TIRIERERIASL .

W, R AR OF FHm, S MEEMm), Helgmim, sME
HIMASETH 545, BEHIPIHM, e Mm, FEENMm, mE A%e%,
MRBEFEHLAEDROL. AT OBESEAGEERTHL L VDRTER
P, BEOWETIEAT DHEAE 409 Bl ) B 10 %AERLET, ZICREE
BRI ARD S 2 B LA —F, FRCIREORES 5525, bHE
TIREEEDR .

Bl

AL, HIERIEED 2 VI ERTH 272010, WHRESCLERS
DANNNTGAF VT AR ETHEREINA, PTEERRTI, APTT 3%
HPALDNTH S, FUIEEMETLTBY, 70 A3 F Y v 7B BRICTHRRYE
FLFUA ¥ s — (EDbDOTEN) PHESN, FEEREE, ¥4I VK
RZ 7% EBNEIENIE, EREFURSIEL ST (@). Flla &k
BT (TF) & OMEMERBERICERYND 2541, FIEEORNEICH Y3
TF ORI X Y RERBEICTEEZRTOT, & TF, 7% F TF,
vy TF O 3HEZMEREL LTHA.

R 2-4)
R

BASPY I B PRI & D BRI IB A, 72 & ONC FVIEHHET - i
DEEAE - FEMAIC L o THREBMASTU S WA HHBE TR, FU% 54
CEHENC L A HHBENLEE 25, BEHACHEETE 28H 1, BETF
MR Z R FW (Fla) ## & miEHE FNEAKRER PS5 (@). FUI
TEPEDS 10~25 % H i, LA TRETH S, rFila & 15~30 pg/ke (0.75~15
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O HEERIV——UJBE—PTER, APTT EEOEGESD
RGOS TS
1 EREROBRBRTOMIROR LY, VIEENFRE 358055

KIU/kg) % IEHASE 5D £ C 4~6 I & X 59 5 & & CREDDHL
CIRMAT N2 %, B TH D, —F5, BT B CRiTe
BT b, MRS EOGIHEE I LT WO CEESLECH S, T2,
FFP 2 & 2 WiFsifikld, FVOLIA 4~6 Wl & 47 <, 8Bt o sl
% 2TROREER S LDV, —F, WEEOBRECRBOSE TR (K
W) OBaE, PRIV ABOBRIVERNTHD.
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(@). Fhiz, FXEFW, FX& Flld 5 Wid FX & FXIO @ EME R Z A
»5.

ﬁ,:\' 2)

FEEERD BV IFEENT D EA RO BB T IER R R3S, EORE
EEOWA & X AT 5. S, P, B% AR, SMERATR OB
B 2%, BIEIPIINIL, FERMme Y EERINNE X2 THEb 5 5.
AT 50 BRED AT DEARTRIBL ALIMEROT, A7) —=v 7
BESFRANAED L & TBARRENL I EH B,

SBR

— I, HOPLRIERSS Y, PT - APTT & S ICEE, FXEMESR
BFLTHEY, BREFXRZZBITE A5G, BREFXKZIEZEE)
(@). FXIEHIEMEZRTIFMWETRETHY, FX /v 77T b7 A0
REIRT L) CFXORERIBREAENTH . |
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EEEWHTAIEZI{HAILNTVAS, RELLTE, 7304 F—YAND
BB LSRRI L Y, FX L OVHEE URIIET AR ET 256055 5.

oL 2.4}
Pim )i

EEDMEOERBRPNET O BMFHESICE, FXMTEEEE LT FXEA

KB OEEEZITH (@), —HICkmic+47% FX bW 15~20 % &%
ZHONTW B, MFBFEREERLITS CTTI) NETH Y, ERHER - HhEE -
BAERPYHIIMIC 1 30 % Bk, BEERMMICH LT 50~100 %127 % & 5 1%
Fod B, FX OLRENIE 40~60 B & LB E VO T, HIEREZEE L%
A5 1H1EOHRSICE ) HERFT 2.

B , ~

AR C & bFRENA, AR MR S TBY. 100 51
IANDREFEELETEEIN (@), FORLEAERT VarF—YRITIYA
Thb. TyarF—VRILFVYALZBIHZHEEREHLOTEL, —HALOD
8 WRENATUEAEDF v ) T THEH. HRADHEDS L, 40 BIL LA
BHERTWS. o
%;ﬁﬁ 2.3)

EAMBILIES 53, SMERARNLERORIMNIE AL THS. BT,
MBS TP R W RSB SRS © O ML AN TH 5. ZHEDY
EiLBS AR ED A, WE - HRARME I CH S, EHE & HIIERE
¥ o7z MBI, FXUEMD 1% R0 BRR T b MEEI A% O % 5
HHREDOHE DS b, BEMCHIERZRTEELH5. AT uEsk
B, BRAREOIT I3 MBI 2 7R & 20,

HIDERDBRETH Y, WEThEL ETRRERINE5E0% . APTT
PEHICEREL, PTIXABFHEEANICH S, FXEERE, AZLAKOAZ ) —
ZTBEOHEBLE LT, EETHL. FXEEMETLTWEAR, 3
FUVIRBIZTHBREBH TS Yy — (3bOTEH) #BAL, %K
WFXRZIELZHT 5 (@). FPXEER, BENETEEHDLViEHEE
T HEEERBITIE 15 %R, ~T OEEERFITIE 25~70 %BIEEEZRT.

TN 2-4)
ri=)isy

AETHERBILE I NG 20, FMEHED D CIEFRICE L ORISR 1T
I, WA TIZMEESEEA & UC FXEFID 505, DHPECEHEIELRE L
TFFP 2575 (@). B/ LML~k 15~20 % & 2 hTwaas, kKF
MiEE, TAATETILMR - TERREER, & - RAR G SRS D R WEMAL O F T
PHMBRE T B 2558 < BT 50T, FXUEMEEZ 7 BHHE, 45 %2\ EICHE
T2 e ERINTWE. FXOAMERBEEIL 0 %, FHiiE 40~70
BETHY, FFPHEE5EIX5~20 mL/kg/H TEE B2 FXILVCED S
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%%Jﬁms&mf: B, WiHikEL S CERERENS. APTT BSEYICE
BT 507 PT BERHEMATH 2 (). IRNIHERT 2 &2 T#EFE
BUEREASE <, WCR AT FXIEEMEEEZIRT. Lizho ¢, FXIHEHE
ZRWEST B4, IV PR VIMEEHARRE TR ARBODOPET L
vy,
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FXIRES M EORRET CHEAEIMIONT, E5LBRPHNTID, ERIE FXIRE
T, METHHREE LTV —H, $9.000 ABTY hU— Ui iiEigsmiric L s e

FXISEMEAES 90~ 10 %DIE TIEEME S 2EERAROEREERLAED, 10 % T TEO0 %L

 LOBERZEOLEERERL, UFHEGo2 @Y. mES FIRBEOBECOVTE, S#
EBHBELHARIUBETHSS. :

i FE S 2 At ,
F—Z kU7 T 1991~2003 FICEERE S5 W EM
REQX7U—=24 & LT FYIER EUE L 7 8936
Bledgs L, 24EFREOBEERF UL TOBE
FRBHERETISLEORT %Eﬁ%%ﬁ&?? 3,
10 %RBFHLBICEHFRE 100~90 BFOLXLE
THMT B3 EHREN, UERER 5k
(Endler G, et al. J Thromb Haemost 20074 )

P 76 lg2s HMERE
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FEREBEER200FIZ1 ALHEEENTEY (@), BAT T 2004 Lo
HEPRARLENDL, FIE s S YA IVE I F—E¥RETHE AV T2y MF
WA) &, ZORECEHL BY 722y b (FUIB) OFRENR2DTONE
BANTFOMERE LCP2ERLTWA. REMEICE, FIAI #ETE
BIGERT S FUIA XKZfEL, FISBEETERICL ) R FIA KT % X
724 FXIBRZIELHH 5.
fﬁ?gz}

IR 2 IR, I EEAHINTH L. FoMho BiERE LT
i, BT, MEZR EALELIERD bR, —KMICIEmL THZAICHER
M55 “EEEVEHI (BHIMm)" RN THL. T, BEERECAGE
EELEDLND.
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a@%xaum:w@ﬁwm &, APTT E20SE0EB MO

FDP: 74 J U/ FoRMBEN Q-Plie-TI3XI M EES~, PAF1 I TSAZ /52T
GFN—GA i ——1

BOT, AIEREED & 513 FXNEMESHE R OWESVECH 5. FXIFEER
TEROITHA R FNA ¥ e ¥y —mEEREBEE T, BREFIRERE B
FXll4 ¥y —) #GKET5 (@). LRUEPELNGEIIEEZNEL,
A¥ Ty MPEHD5 %LTF, BY 7=y P3R5 ThhE FIA
RZ, W72y FEBIZE%YUTTHIIT FIB RKZEEE.

s )
+

WHFHE T, ALk PR A S H SR e (@), FXo£EKAR
ILEE1E 100 %, RN 11~14 H & B vwiew, HERIEISE D 2 wia i3 i
EEN PG ERMARS NS, B, FUOILML~AVIE2~5%T, 1
COWEIC L o TRIMAE S 2. AT FXIL 0% 10 %12, HRPH
T 20~30 %I, LA Ladts, BEBEHNMIME & OEE LR i AT
M IZRIER T O FYIDWEESKE Wz, 100 % EICT A2 08T LL,
INFRBETIR S0 %P LR HRE 55, Fi, HROMERICE PR LETH
D10 %L EZfRo & 9T, IR 5~6 BEA b PXIHAREA OmiFRE (1~2
V/i#) #4795 . FAEREELRNMOBENSS s BEORMFHiZ HME LT,
4B TEMN TR PRA LN TV S,

M VWD DA F R BB R TREZHEICEBL2HE, whIZARD
DPFIRETH 5. KR FNRZHEREREE FPIRSELR Y, BEITEE
HIMGERAHE L2 wihad d b, s oS B4 5 Bk i o M
PEERE, RLOBE, NEROBEEETOLERILM LAY, AEFELT
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BRM FIRZER, HOEREOBEEPREES <, BRFUOBEDRE & &k LEELRY
AR EE=THRETHSD. FllA Y EEL—CLDBETHEZLRRTH DY, FUDEEET LB
FIEBIC KV DREICEEOEHET 22 £ 784055, AREEENESEBLEPERSIAT
WBTIREMA Y. REBEETHTSHS. HIEREEET BICBENTHS, [RIRRE THIP
FE - REREROEAMEEE LS Ea)”.

FRETHOHO TAEEDEEERO /B, HFNA Ve a—EMRBRET> @b, €5
ICEPIEER T, BB S L G RS MEISHIL FIDEHET B0 88, 1>El
S—TBECBITL TS, ®7k, BT FUIA, ¥ERMIE FIB, %55 FXI (AB2 &H) &MLV RY
NTEw MBS LU ELISA MIC &Y FXHESHADBREET 2 TS,

0 : 5 ; ‘£ L L ; i I L L i

1 11 21 31 4 51 61 71 81 o 101 111 121

B &XE FIRZEOER, RERESLTRERE (BRI

a: BRERAEIR. IIBEIC T Al & AR

bIFAIEEC L3034 TR BEmiE CEBMEE 11 ICRALT2BR3TCTA »FaN—T g M1
F}Qfgzéﬁ’& BIET S, EFHEOREIMCEY FABEIHEZ RIS TILOONRE—~ A 2RTHERE, T EEX4-0F
EERES.

cARTENE M FUEREACRBERAFOL FOBECLEmES h, FXIFELERBECECWELL

PSL: 7L K=V@, RCC-LR ! FRIMEKNER

{Hayashi T, et al. Haemophilia 20127 & 1)
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 ARELTH %M&ﬁ@@kﬂ%ﬁ%Fm&%%ﬂ(747Dﬁ””m)%&mw&ﬁ&ﬁmm
LTS T B CEAHIRESNTRY, BEACOENTIENNSTRTHS, (PELA—%%
 ~?%¢%?$ WEFm#¢MéﬂTM¢¥ﬁ%@&ﬁﬁét b, TEEDUMATE DU FAND
B LEADT. FXUMBMANZSHO FIEEEOES 4> (Bo)” RAETHY, L En
“*ﬁ%&ﬁﬁuaﬁb&své%gﬁﬁé —F, FIRZORES. HOPBHNE, EEETGET
BBRAVEEA—ThIRAR, VL A—HKEBNE LEREIRTROBEL 55, HIC,
HEAHHSREOBA, EPHCHEREAT O KOV OhAT 7 S KORBEMATS. L
L. BESTAH LG, romwrﬁf@%uv‘/y7@&5%%@vé #z, MIERHR
| BRI YA — ﬁ%%ﬁ?éﬁ%;&ﬁfﬁ?%$MQﬁﬁET§% Ry
Tfm7u/§w®&$% %ﬁfﬁ% | '

AR R FIEL, MERRI A T2 RN D 5. HAROMTHEE %
FioTh, KR PMIIC X EC X 0 BT T 5 & E2d 5720,
BEETEEOE =2 ) ¥ 7 2 HAT L AN S LSS <& CTh b, 55
i2, FEP OFH I 2005 450 84 O FE R 8 EHT I o <RI ALR % 0N 5
YRR, 0 SR L 00 B B T ) DB 42 3 72 o C I IR S0 B 2 7
L DR R L R D DT R E Th 5.

| (F T IEHT)

SRR o

D EREs, MEEETESERE T 25 FEREE ﬁfﬁ’? CEEEA LA XF
FERAH] © 2014,

2) Mannucci PM et al. Recessively mherited coagulation dlssorders Blood 2004; 104: 1243-
52.
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gﬁﬁﬁ' ; ;
| xEmRETEADSEE $ETED DIC 2257 SREMEEETHS.

D REFROBEE, HRMERERE LY 66 U SER EEEEHEIC S LR 0
| BROFRREERT.

- DDIC O, WEMES FREEE ARBEATHEAADETITS.

 DEEEEE (M5 REYVAE 1, SEITEE DIC OBREBEE L g, A/
SEEBFHRALTES. . |

A mMEMRZEE LTI KREIRE, OEE, BERIMERE, Kasabach-
V| Merritt SEIRRE, BEROME /7 &h DIC DERRE L0 %7,
FRC KENIRIE 1259 0.5~4 % DEZITBME DIC &6 LYY, &MaEBEsR
PEE MY (acute promyelocytic leukemia @ APL) & & &ic, RIATUER
DIC R REMZEETTY (& 1).

BEREOEFE LT, BEZMENEC MBS ST LIckdN
RREEOEE(EE & CITEFMERED S OMERKE T2 HIC X 2N ERE
FHOEE L, ZhictEd BRERTOWNEE, MEREEEWEIC X 58ER
DT, HENEFEZLSNTVET. RFRBOKRKEE (EEPHE) D
CnE, BMADIMEE L, SERINFENSF~—0—0EEGHEEZRT
EDWEY BBV EITH, —HTEENTREY £H 0, DIC DFEREF
DV TIRWEFELMC K> TOVETA.

EREREEIRIE, EREVEEEICREG - 2 EOEHGRAEE YA LN,
HmEERE U UIETEE(E L E 90, BEMERIZIFE LA LR ENERVLDON
BETd. £, TOXATDDICIEBNTE, MMIEBOETRZEN
EEEETHELITE (TOEDERROFED T3 TEVEEND DEE
9, D Ik i REE-OB YR M & & 72 9 R EEMED B B RIS HEED L
BTY.

BE - EgE vol 26 no.5-6 2014
1346-0035/14/ ¥ 100/ EH/3ICOPY
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. BEOWE | e o | opn |

BE S Tan (o) | E R DD PA
SRR | ae /| |
R ) SER M R RigE
iR I I EhA |

‘Q mE |
AT i
(B () ﬁm,~t§?wf%k%§@

_ . B . TAT : #E}/t:’/j/ﬁ‘f\u/t/@‘*ﬁk PIC: 75 AZv-as 7S5RAZT V1Y
1 #HNEHEIC KD DIC OIREL | prs—amats DD:D-&1%— PAII TSR /5 V¥ HFN=—GAVEET~

] APL.© BIERTE %%ﬁﬁafﬁhﬁ
ik 3 & D 51D

| RBisE e ERMAE TR R 5N B FRYATTHERS DIC DIREFTRIE,
TR E R & D 6 5 U AR AATE M LT A S (ki e oD s
IR > bR ERT. DFD, REEELY—A—THB e -
FUF B AR (thrombin~antithrombin complex : TAT), #HRVAE
HEHE—H—TH B T ITRAI V- TTRAI VA e X —EHK
(plasm1n~az plasmin inhibitor complex : PIC) &3 & &icmlL x9

, FRIC PIC VT % (7~10pg/mLLLE) C &M TT. Fe,
ﬁ$m@®ﬁ%%&%ﬁ%7470m@47U/&/\%E%(%mﬂ
fibrinogen degradation products : FDP) % D-# - < — (D-dimer : DD)
LI U ETH, FEUNIATEEEICE D T ¢ 7V /7PN RLETT 5
728> FDP PMFICEM UET. ZORE, 747U VRO I K
9% DD & OMICcTREER S 4£ U, FDP/DD ELid K& D %3 (DD/
FDP thid/hE {7z b %9).

—75, T4 TV PSRBT, EEEREREOWEDOEEICXD
T4 TV PR L, BRI TS A VIBRICEE, az TIAI Y
A —E LI UVEERLUET. 707V /7 EIK 100mg/dL 12
EETETLAVE, 78 hay VRSB LES  a YR TS X
VIS IERIE N TR A

7o, EEMEREESIC XD M/MREUK AT % &, HimEmiEE
BICEMELLET. £112, DUONAEEL TS [HIETIHER DIC
DIFEBWIATT S e DisEH) ZRLUET. §88HE, FVATTED DIC ©
REERERETH S APL OYGHEME LIE) 28 LIC/FRRLTVET.
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=1 EBITEE DIC OREESHMEITS -900HEsT
1. @p%ESM  TATZ20 ug/L 0 PIC=10ug/mL (%)

2. REFR: TRO>B 2 OB EEEAT
1) FDP=80ug/mL
2) 74 7Y S5 <100me/dL
3) FDP/DD Lk EfE (DD/FDP EEDE(E)

3. BEFER  TEFRRAFAZ5h 384, I5CEFEHMEREXALOTV
1) mAMERIET (<BFH/ul)
2) a2 TSAXI LA LEEI—FEET (<50%)
(k) TORFEEMFERTHEABHEBTH B 5ENE.

TAT® PIC7', EFED T~8HLNNVDOEFTH>TEH, METUER DIC
DFRELEZIONBTLEHB.

DKND %ﬁ?

| 2D TiEEY) PHRO XS R MKKREREERD IS,
DIC & & %Li? NEHEERIS, HBIMERRREREOWENH SN
NUITHEEZH L0 ETH, b BAAMMCZE L, $H9M I DICIC
S SRR T ARES BB C LIFES ETEH 0 FHA.

;ﬁﬁmf%ﬁkmm@&&@ﬁﬁﬁ%#%D Bl T LE

%

‘mcw AR ?

1DV 27 HMRH TEWOT, AR D fi#iic DIC D> Fa—
IVISRE LR D ET. i, SHREDNRENGES R RS TR, B
DIC l23d B HURERIE 2 BN E 5 2B E A, & OBRICIEETNE K
X, FRYATUERI DIC OBWiHESE (B 1) BT X574, HMERSEL
WEEBIE S LT/ VEEBIAERTTS &, Hh Ao CHINEET 25
ENDIELENVETYT. TOXS57%XA7ODIC I, EEEEEOH
7 B SRR L S AR TORIET 2 & 5 BT S &, HIEEKc
HUTEMLET. LiehioT, REmaits LT, Wy, JusE
s, PURAREEZEEEAASDEERENSD XY, T5iC, 18K DIC
DEEFETEHMNREBES S BRI RS0 T, BEOEHED QOL
BEZDE, TXLZREIEOEREICEZaY FO—UAZELNENZ
=3

1 wWREE

WH, A7 07U /5 RED 100mg/dL LUFOBRE, #Frifemssin
ROMAZITOET.
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B prkiEEL
a) AN /AN A

RO LTS > (ZTF R F UYL (7553
>®) 1 75U/kg/h) ik, 24 RERIRERE RIS MBI TC Y. — 0T, HA o
RF UL (VAT ) R 20 Kl & Buvwo T, —H
1250 B3 2 H ORI S THETH 0, FFFHR SN RE T H % £ EF]
TE. PSR AL B (A0S A LR 5 T H
fi1/0.2mL 2V >y TEFX\® 71 29 O FES R E S
RENTOETHY, WER+DOBRENE <, B EN TV E
Bh. —7, PEEHA YT a—2a Ry TRANEANR) 2 R UL
D TSN ER TH - Te L OMEY £H 0, Jkicisid % b
REED—DI 75 B ATHEMED B 0 F9.
b) EESHEFEETE

AV F T 7 BEAZ Y B2 (TY U X, Hihar U EHOR
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