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B L ¢.3220_3223de1TACC (p. YI074Afs%46) 7 L— A 7 NERNZFNFN~T
IHEA TRIE STz, RIT c. 272560A 23~T 114 T, BHIC c. 3220_3223de 1 TACC
IMA~T BFEETRIE SN0, BEIINERICI2EE~T oK THD
CHERR S UTZ, ¢ 2725G0A B FIT HARD S RIE TTP B3 1 FRIC,

c. 3220_3223del1TACC 1L 2 FRICHTE SN TWFNERTH 5,

ZIVE TITAT LTER & G5 & e KM TTP BV T 61 44 (55 %)
DHB5T4 (B1FHR) 1T, BE~T a#EEME (40FR) &DHWVITREEAME
(11 5R) ODRRERAZFRE LIZZ L2 5, 4 FRIZIIREROBMLFREN
FAET D ATREMEDS B 0 | IR, R T REFREE LT > T\ 5,



HBRYETTP IZHT B ) VR <=7 OFISILEN

B EERRFREE Mkt 2 —
(EINIE =175

BRI TTP X, BMENOBEER R A VIR CTh 5, FEERTRE T 2 ML
CRIBKREAT A NICELDIEEEZIT>TH, £ 3 FNIHEZ - #apl L 705,
ﬁ%? TK 10 RTINS HURERK Y YR o< T RNEL b TW5, ZHLE
RIS 9 BCESMER IS S D, ENOBEINIEREZ BAEIZ, 2014 4
:%ﬁW%ﬁﬁkﬁéme2E%£%ﬁﬁ%ﬁotomm$7ﬂ_%@éh
7255 35 Bl IR EOMEMED R WRAGRIE - B ERETSERICB W T, EF
FOMEENRBD OGN, TNEZT T, REITESERAEEF SN D,

(B3 Dt (FF3R)]
FH A

2012 4F | 11 A | AARERZ D B OWFFEE UG R
20134 |9 A | BEEHEERIRAEEE (R HBE)
JE R (R B EFSE) BUS
2014 4E | 1 A | PMDA |[ZVRBRAT I 2 H
FEEH AN, A0 BmHERS O E R
5 | WEEKFLEICHIO TOMERE iR
107 TTP B —nt o ¥ —, "—AL_— (ttp-info. jp)
BARR. Feoc o EIIBBRIAE 2HR

12 A | IRBR&T (JRBR 18 fEsk. w7 44)
TP &R HTA K 2017 ABH, VYo ~T%2 kv RIA
YRR E L CHELE
H A MR 74 %@Lf = b DB D O R AKGR AR
WIS RS I EEE 2
12 A m%ﬁ%( %I%>%m

%5 35 [\ B EOLTEMEO @O RATRIK - @SSR
DEBICBWC RADEEMN L ER Eog A b ER B
DN AR D D FMEITFEY WG N OERNRH Y EEST
KR ST,

20174 |4 AH

8 A

2018 5 |7 H




/NR aHUS BEIZHT 5 =7 Y X< 7 HiiREFAE D T RIEHT

S —

B - BBY]

2013 FEICAFR T 7 U X~ 7708 allUS ~DiGHE & L CAGR S, RIRFICESS
22D ORI, TIRZ A DB AG S U7z,

ARl AFICEBT /AR (18 k) allS EF~nxT/ U X~7 0 REHE
OB L BEMEDOT — & 2155 1= DI RN % 50E L=,

[ 5]

201349 AD 5 2017 4 3 A 156 H £ TOMIZ, aHUS 2T A NITHES X FRKRHY
(2 aHUS F 7T ZkME TMA L 22Wrs i, =7 U XA~ T b S 18 mAdii D
NGRS g L LT,

TMA A X2k« 7 U — TMA DSERTEME, /MRERDIEF AL, eGFR & 2 A M
OFHmEE & L=,

BEGIEGNCEA L, =2 U A~ 7RG ORIER Z4£E5 L=,

[#53E]

BNERENT XIS D aHUS B 27 D> 7 U X~ 7 1 5FIGRF O Fln (I fi)
X 4%, WG E COMM (Rl 12 HMTHh o7,

TMA A Xk« 7 U — TMA DSEREM, M/IMREBEDIERL, eGFR  DOBGEILE
NZH. 85.2 % (23/27), 36.4 % (8/22), 78.3 % (18/23) , 75.0 % (9/12) ™
BECER I,

f/HR#, LDH B, eGFR Do x, #5-8846 1 7 A UINIZBIZE S iz,

W SNT-RIWERIL, 24 f4:/aHUS B3 31 44, 10 f/ kM TMA BB 17T 4 Th -
770

ARPRATIC L o T, EBERRIZBW TN aHUS BFICHT 527 U XA~ T D%
ML BN R ST,

FEAT ST T (AR R YSE NN > T2 Y, Bl XX EENAMETH D,



F allUS BE I 5 =7 U X< 7 HREZEED F HEHT

it R —RR

B - BBY]

2013 FEICAFR T 7 U X~ 7708 allUS ~DiGHE & L CAGR S, RIRFICESS
22D ORI, TIRZ A DB AG S U7z,

AR, AFCBT A (18 Ll E) allS BEF~Dx=r U X~70 EHE
OB L BEMEDOT — & 2155 1= DI RN % 50E L=,

[ 5]

201349 AD 5 2017 4 3 A 156 H £ TOMIZ, aHUS 2T A NITHES X FRKRHY
(2 aHUS F 72T ZkME TMA L 22rasi, =7 U XA~ T b3 18 Ll ko
RN EREE x5 L LT,

TMA A Xk« 7 U — TMA DSEREM, M/ IMREBOIER, BHREUE 2 A %)
PEOFHIEE & L7z,

EBRGIEPNCE L, =7 U X~ T RSP ORIVER 245 LT,

[#53E]

BIWEREAT G2 D allUS 83 29 4 D=7 ) X~ 7 HG-BRIaRF O Fkn (Fh o fE)
(X658 k. i2Wr L& G-BAMGE TOMIM (T HE) (X22.5 A TH -7,

MA A Xk« 7 U —, T™MA DSERREM, M/IMEDIEF L, eCFR DHEILZ 1L
Ziu. 68 % (19/28), 28 % (5/18), 57 % (13/23) , 15 % (4/26) (Cre 25%LL
Tix16/28 (57%)) KT DEFE TR ST,

/i, LDHE O UGE TG 1 ] CEIZE SN0, B OUGE T 5Btk
1 »r A%FRE R INT,

WA SVCRITER L, aHUS f835 T 33 14:/33 fiil, mEEZREIVEAIX 10 #:/33 5 T
ST,

ARFRATIC L o T, EERRIZBW TR alHlUS BFICHT 527 U XA~v T D%
ek AR HER ST,

ST HA R P L S B R IE N o 28, Bl EEERMLETH D,



IarA v STEMBIED pre—analytical variables

SR ESEPNE VNS 20 S S e R e

MR PEMARIE (BAatEmARMERRIC LD DR, ) | OZWiEHEIZES
THEEIL, A GER, B, BRAEFTR. C#ERIZWr. D. Ba7TiRA, E &8st
HRET DFAND R DB MBS A TIETmT A C (PO . T'rT A S (PS),
TrF hr ey (ADIEEDOW- S IEEEE O FIRMEARG THh 5 Z L DAUIA
TS,

PS {EMERIE Tld, BRIRERED HRIE £ TOmRE TR RIS E %2 KT T HK
(pre-
analytical variables) M%< . +47IZEE LR T VXRIEREOMIREZED
AHEMNH D, AEl, 2D preanalytical variables (2 DOWTEHsET 5,

1) PS-C4BP AR DOAREEC X 2 5eBER PS (PS IEME) @ E&F-

i PS EHE I 320 nM (25 + g/mL) T\ KD 60% AR HIHIE - C4b-binding
protein (C4BP) & 1:1 OE/NHTHEAEEZR L. %0 ORI 40% OUERER PS
PEMEAL PC (APC) @ cofactor & L CHERET %, PS & C4BP DA RTEAIL Ca*
KAFHETH Y | Ca™FAE T TILKA=10 "W & BHRMETH 525, Ca” JEAFE FTIE
Kd=10""M S KB FMEICZ LT 5, LER- T, 7 T UBmET Gl S EmNE
G IRBET % 2 &1 72 %, ELSA VRIS X 4 M il PS I FEHIE C, SUGIR
B % 25°CH G 3TCIC BR- S/ % LB PS JREEAMEMNT D 2 L B ho T,
% 2T, PS-CABP AKE WV THRE LIz & 25, 4°C TI#MER! PS %54 L i
L7722 W 15 CUL ECITIEEIRTERIC IERER PSIEE N FH4A 2 & 2R LT,
PSTEMERIE TIIAIR L7z 7 = R4 2 37°C TR % 72 @ 4 o> PS-C4BP
EAKROREEEZET 2 LERD D,

2) bol UM R AL OUIRNC XD PS IEEDIKT

PS O NH, KINZHFET D b B VESE R AL X kB, FXa 72
ETUIMr E N9 < AR L7z 2 K84 PS 1L APC cofactor IEMEZ L5, ha v
BN K DU Ca” IFE FCIRE S D23, FXa 12 X 2 8IWE Ca® k17T
HbH, LizinoT, 7o UBRIIER O PSIT ba Bl Lo TYIMr S CRTE
T 5 AREMED mIV Y, IR T 4 R DL BARAFE L 7o IRIZ PS TEMEIR Rl 20N 2 &
25, Western blotting THETL7= & Z A, 1 AREH PS DTN 2 A4 PS 23 H
BLL T\, 7 = UBRIIE DORAFSRIFEORFI T, 4CTHRFHEIRFET D & PS
WYIWT S ND 2 & aMER LT,

PS WEPERIE Tl RN L1372 D Ca® IETFAE F DT T/ < (Warfarin,
DOACs 72 P OPrEt[EF D2 ¢ KX < | pre—analytical variables Z ik L C
WEEFEm L., WEMEEZMRTHAZENEETHD,



Zu hr vy Argh96 ZEE D ATR FEH

A BRPRFRETROZER DT A

Fex X, 71 ke B Yukuhashi 22 (c. 1787G>T, p. Argb96Leu) 23TEMAL
SNTETLIEAR Mo EOT7 F br B85t (Antithrombin
resistance: ATR) & XV BARMEFIRIMASTE D BN L 725 Z L 25 L7= (NEngl
J Med, 2012), ATRIFZPERDIAETE TITMILARNGE/R 72D, Fox I3 ATR AL
ZBAR L., S SICHARANDFINARZ: VIE JEF]CTOH 7= 72 ATR SEFI E [FE #H s
LT&7-, 7u b by 596Arg = K (C6G) 2B 5 —tE#Hi I 2t
AZEEAR (596Pro, Gln, Trp, Gly) HROZELEM Fo o v AT btz 7R
TZENHBALTND, THETICHE SN TWD ATR 251, Yukuhashi 25 5
(AR 1FHR) DIEDH. Belgrade 5 (c. 1787GYA, p. Argh96Gln : E/ALE T 2
FHh, AV RF1ZFFR, BAR25F%, PE2FEHK), Padua 2 EHE (c. 1786C>T,
p. Argh96Trp : 4 Z U7 1 38%) O 3ffHH 5, 596Arg = K2 (CGG) 1TiX, —
WIEHDOR >y ARy b & ESD CpG BLAINE N TEY | Belgrade £ %
(c. 1787G>A) & Padua 2 &% (c. 1786C>T) IXZZDHEFIZ LV AL~ D EE
Z6ND, ZDH, T ORAMEEIT Yukuhashi ZE IV EWH D L Ebh b,
FEFRIZ, Belgrade &% (c. 1787G>A) 1T Ei® D < Hlr D EN S DML 2 &
THRTTIFREL S ELELHEINTND, Lo L, ATR ITHER DGR R A
ETIHRHKETH 5720, 2 < OIEFITRKBR DI AR S T& T
LHZenfirsihg, RO < ATRIEFIIAFEZB L TRAEL T, R}
HEZICTHHEET 2BEEMRIEY 27 LB 2 b, Fox OB L- ATR
HHED 2B ATRIEFI ORI THND Z & 2 HIRFT 5,
L AEEEOWFFEERE : [ m b m o B Argh96 LISk ATR 28 PR |



R FEAEMARSE - So KM AR M 58 R BRI
FAR - NRMARE D SARM & ZhRABE O 72D OB TFRIT SRV

BAIEAT D, AMNES2) ., REIE—2)
JUNKFZRFPEEATEE 1) JERER] - IR 2) iR EE T
I YAk
MLES R, KHE JUNRF R R FZEET)
YRR, NI R R (UM KPR R A 2 75)

AWFEHECRAZ BiX, TR PR fAesE (NERER) 2T A ROKE] =0
LTW5, FHAERS I OVNEEEOMRIEICX T2 [BERE - IRREHED
WSz (2o T DB - REVOMHT & 2 O2IFIEWERE] 217> T\ 5,
ZIVE TOIEFIRERD B 15 DL % RIEMARIER 25 L2 s, BREBO%
BRI & % RMERFICOW TR 2. BUEMERL T OB DD R Wik
WeSL % O & LTIZ BB /3 RV RBIZONWTHIET 5,

BRMEmARRER  GERI 1) EHPES R, FEBICheERRZe L, B 131
FEAEME LS C AR, Al 77 CRMERIRIA MARAE 2 36 & LRy H~/N Y T
BRI U 72 728 R O i IRTA i i 1 3R 122 U < BRIl A R E#E T H 5, (i
B12) e RMIEBROIEMER, BEEOMERVTEOT-D Bl 34 IEER K
fiir. itz 4 B BT TMA BROW LWVIHEMEREEIEE 42 & 72 L=, ([8ErPAEIIC
LOwp Uiz, GEF3) MABERICKE FTROEMEZ &7 Lz ENR, D-dimer
O ESe < BB THE A OB IR E B & 22W L, BN AR E
W I B IR A OIS DEE LU 2D, JEENS OBFALETH D,

Bl - NRIARERE kL ELICHAERTIZT T4 C (PO), 7'
TA Y SPBLOT »F b v B OIEMEM) B AR TR 2L D&t
BIEZ W2 2 L S NEER 720 BERNREIRF2W R nE LD, FIEG]
ZAGRIZZWT T 5 7212 | PC/PS TEME LD & OB AR T B T A /ERH T°h
%, BIE. 3 KT st (PROC, PROSL, SERPINC1) Z&dei&(n-fiftr S xL
EEBRFHPThY | AENRZET VI Y XLERNT 5,



Warfarin hyoersensitive JE#IDORRET & APTT R DFHT

SHERPESSRIER PSS

FIX @ p.Ala37Thr 2 T, warfarin 5 CHEEMICE X, AW B FRIE
W BT 5 FIX BEIEZRER LD THMT 5, 49 mAHETH Y CNEEHUAIE
BEfE (APS) A0 L. SEEMKINIEFE O biiz, Warfarin 285 i 5
&, PT-INR O#EIILL RICEINC FIX {EMHEME T 2R L, W F AR P g %
T, FIX BEENFED 5L, warfarin 23F 1k & vz, Warfarin DoV (2~
K430 30mg 23 &5- 7228, APTT %/ 1st derivative NEHHIZIK T L.
W PRCmELZ &2 Lz, Bt Xa Itk s APTT I CE=F—L22N b,
TERY N 25meX2 ICAEE I, BifE, ZOHFKEGET, HimEm AR T
AYALAN

DOAC TH I %2 & 7= L7ZJR A, FIX @ p.Alad37Thr BEIZ L5 D)2
APS IZX 2002 H A WEMEICL D OIS BITHRFNEZET L L& b,
ST, BEEFERIZEY dPT BT FVIILIESRZIEL 9 5 2 & 25T 5,
SCHR

1)  Tamura A, Wada H, Ikejiri M, Miyata T, Habe K, Tomimoto H.: Major bleeding
in a patient with warfarin-hypersensitive and factor X propeptide variant, p.Ala37Thr,
who was treated with a direct oral anti-Xa inhibitor. Ann Hematol. 2018 Jun 19.

2) Matsumoto T, Wada H, Toyoda H, Hirayama M, Yamashita Y, Katayama N.:
Modified clot waveform analysis to measure plasma coagulation potential in the
presence of the anti-factor IXa/factor X bispecific antibody emicizumab: comment. J
Thromb Haemost. 2018 Jun 7
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SERRNZPIBITBATVF hur EUBLFERBN 22 DN
genotype—phenotype fEHT

BIRK PSR FEOR R A AR T o

[BEW] 7o T brr ey WD ITEERARNEERLAN -ThY, ZOXRZ
AR Em 2 S 72 59, ARl 2 E TIOYFEE Clis T 2 3506 L7,

FERPE AT RZAE 37T FRITHOWT, BRIRFT AL b B In AR Iz DN T
WwET 5,

[ 5iE] ARAFZEITAR KT N7 A - BT EMEEEE S OKRE 5
TITbhi, BT, R2EOAL > 7+ —b Karvty baiitk, &
AVI Fo =0 AEBXOMPAEZ W TIT o 72,

[FER] 37 % 34 R TR A BMNEE S, BRREERIT 91.9% &0
20 BIFCTHol, HHOEREL L T2 oD% . 10436>A(p. Arg348G1n) .
c. 721G>T (p.Val241Leu) ZfaH L 7=,

YT HATONGFIT TR (BARIKRZ) 2825 F%, NBHBS (~/RY AEAENL
DEE) M8 FEFK, NEPE (ZHWRERE) N1 FRThol, MARIEDRIE
A A TR TIE 28 7% (14-63 7%) . I1-HBS YTl 64 7% (49-73 %) & Y7~
A FIZEBEONDA LT, T8 AT RZAEDHIE O 88%H MARNE 2 FIE L 7=
DIzt L, DR HBS CTIARIEZ FAE L7 DL 409 ThH-7-, 18 AT RZHETI
FRE 22 F80E L 7 858 O 82% N MARFE D FIRME 2 A L TV 722y, TR HBS Tl 6
N o Tz, THRIAT KZIED LMD 52%0NMENR % SR8 2 MARIE 2 385 L T iz,
—J7. TAYHBS D&M, fRMRHIZ MARSE 2 F5E L 72 BliX 72 o 7=,

[£22] JeRMEAT RZIEIL, 7 XA AL 0k ) 27 RNERY | AR
Y7o EEBIO U A 7125 U CHURE B E O RSB AR ] 2 B 9~ 2 LB &
%, HEGHEMERICE RN EE SN L BT X2 EfBlicAH Th 5,



SRt ARt R R BE OEIRS RERICEY 2 £2ERE

WFFEoHAE - R ERR v X — 4B R 2NN S
BIRR A EIOREIT TE R SRR B A 2% AR T oREl T
WHE A ERER R R E R AR RERZ
2t BN R PR B T I FE R G A RN

S RVEMmARPESR R PRA # OIEIRE BRI X OetEaR L& CFIE BT 22
A RTADORECHTY . SEEITIRIEMARTESR KB ORI IRE P
B9 %7 > — Mild & B AREERMm N B2 0 e NP REBE FR S i 2kt
LTI TETH D, 77— hEiE, — kKA L LTUTOHAZ TEL
Vo,
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2. 201341 A 1 BH2>5 2017 4E 12 A 31 H £ TO 5 FERICBIT LR - 7k
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TEREWIZETZU,



