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Is the value of coagulation factor inhibitor reliable?
~ Cases of false negatives / false positives ~

Masahiro IEKO

B - BRRMMAIR AAHA) ICRE SN BER T > v ¥y —id, 225K
DEE R MM CEIZE D LR D 1, ZOMEIZIEMEICITbNL AN E
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FaT7 7T MLA)REG SN TV LHEREREOFELR EH 5. LA IR
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TUEEOBIEICHEL, L L THRREFRRT 1 v e € =GB
PEAET B, & I2 LAHPS SEBICIE AR 2 520, e R T-55 1 o (A1
fili, BEERKT A >y —OBEMEDOREED S AHA & OERIAEE L.
HOEINNIREREABRPARATH A, IEMHREERKRT A ey —illE
X, PUBESEDORAZMZ % ECTRALL, BRIMTFHEISHER L 22 LA OFTE
FHELLET, BERKTA ey —iG2lET 5. BRMIZIEA Ve
Y4 —im% ELISA 72 & CHERR T A 2 L b LETH S
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LA-hypoprothrombinemia syndrome

1. 3UBIC

HBRVEIMAS A (AHA) 1, &E[E 4 VI T (FVII)
WA HOCPUAR(E VILIF T Y e ¥y —)Ic kD
ZEIRBEE L MIERE E7-3TRETH L. DAEI
BWTHENLBEE 2 - T 5 &S Ao
i, BERTA ey —0REMHETHSH AHA
DIFEIZHHELTVE. b HbAATREDHEZD
m EREET A HEOTFEDL ZOERNTIEIH S
75, T4 13 AHA SHEER L b EbhT w2,
F 72, Bl 7% B ISHEVEEEN S5 VIIT K12 HE 5l SIS
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R CDAT MIAA T 5 & v ) Wb b 27
AHA FIFICEE LR Y 7267, b2EOMETS
LAY, FETEEIE 7.9~22.0%, FHRERITH 20% &
WESNTWD, AHA #5072 EERT A e e
¥ —EBFNCBWTIE, &0 IEMRZEZ TV, )
RIEEZE BT T 2R on 5.
AR, IEREZ BERERARS R 2 RO T, BERAR
ZOH ¥ TMNER OB ITDONDL L )12k o
72V MR SEERTF A e €y — b M
FEINDLRETHL. UL, HEHEDHELE
b LR GHEEAIITDONL TR, KR TIE,
BEHNFA ey — BBl 2 21K
RE - RREZ DI, T ORI % L L DD RE % 5
ZOWTHFE R L7,



2. BEEFEMSSURERFI > EES2—fE
DBIET & EBER

BEFERT A v e €8 — OB - B % ESi S
ZI2lE, FOWMEFEOMBPLETH L. BEERH
FA e sy —OBMIZES T 201, &EKNFE
MEDRB L OBRERTA v ey -tk Td 5.
BERTA ey —oftge LT, OXERSY
1 (Bethesda method) 12 & A 1 » v ¥ ¥ —iEHDMIE,
@7 78 A 7 B (cross mixing test), () ELISA #: 12
L4 ey —E0MENLD L.

1) REREFEEREE

GeERAA ey —{HEOMEICSLEE b
T =y 7T, bHETIEE 1 BESE L L Tw»
. BEARIMAE & B RYEEE KR F O R ZIMEE % A L
HHALE S v a v K75 AF VR (APTT) 72137
O by e R (PT) 2 E T 4. FOfE % 1IEF I
ORI 2 FHWCTERE L 72HRER IS TED T,
WEGEE R G R R A B 1 B TR B
ZIZHAEZE S, BheA il L fdn L OBFEIC X Dl
FERRICE L DXL EFRBOLNDL Z L ITNZ,
1 BRETIIERCE L WHRELALTE TS, X
D IEMEZREIE T L Z 2 ST B S 2 Briid H
B HE L JHMECT D B8, HIEREEB X O RS
EFBEEFEICEULTWAE I E2s, BEIZAE
HENEHEN TV S,

2) BERF1 > eE2—#diE
(1) BEEHNTA s —

BeE R TA ey — ek, 4 O5eE KT O/F
AxHETLZWEE S, RICREITTY) v 2E
R 5. BERTA ey —HFEET S L, 1h
D EEE R FEEATE RS SN, F 723 E8EE RS
I EEE 5 25 2 L2k ) HERE & 729
FrCBOER 2 Mm% & 723356050, LR
W CIEME R B DSRKO SN TV D,

Q) EFEKNT 1 > e €y —okit

Ot 27 BERNT A v e €y — otz
WEREZFTERHOLNL, NEA 5L, BEM
HEF 7203 BB K72 A | A A s % S5 =
RAIL, 37C T2 BEMINRE, 22N OFElrEEHE
A5 2 T 5. &R R ZIEE &AL 72
2 7OV O EEE R FAEYE (B) ISR 3 2 B A & i

ML 724 > 7OV o & E HF-iEPE(A) DA (A/B) &
BAAER(%) & L THREM»PS A v e By =ik
(BU) Z 5t A5, 1 BU UL EOBAIZLEIZG LT
B MAE 2 AR L, R AY25~75% D#EEHHIZ 2~
3EADLEIIZLTRDZZBU #F3H§ 5. Pk
FrmM L2 gaE, Koz BUICHRTERZ 20
TAEDSAEA e By —Iiflie 7%, & 5HIZIEMEZR
A RO T A BB HFAET 2705, ZOFEMIE
BRI FED .

OXRZEREGRK : A2 ) ==V THRETH S PTR
APTT DIEREZ RO 726, BEKTF A e sy —
FEBI & G K- R ABER & #2505 5 B CTfrb i s
DOHPREREGHREBETH H. 728 21X, APTT IEEH]
TiE, WEAREERFRIBIE, AHA O X9 2ANRA
REEFERNTA ey —ERABLONV—T AT VT
27 %77 » b (Lupus anticoagulant: LA) % & FlIFZ T L
I B v, KREERIE, APTT % £elnlifll 9
LI EIZEhENOe Y M EHZTIND, KER
AR, BRI & AL —E 0% AT
RERIZESIZ APTT 2 #llE 3 A IR UG &, 37C
2 A F 2= g YRIZEAMEED APTT %
HES HRBIESISDH 5. T OMERE VT, #HEdh
(ERRERE], M B LR AL 7T 7 R R
L, HEICHBT 2%, —#iicid, BIERS S
£ ONBIE SUBASFAR LS TS O A o @i
£ B HHIERRATED S AL B A 7R 38 | &
L, & HITHEBT 7213 B o Rz BOG TR 0 3y
GUELAL, EHICEEIMEE 50% DREY TV T
B - 32 HE D 52 e ] | 2 TEBE SRR & 7236 121
[EERTA ey — e frsns (@Y. L
ML, WEFEAEPEELLINTE LT, HED
R TREEICEASINL IR EDMEE 2 5.
@ ¥ —ELISA#E : NEAFETHHTE S
DU, R RS EEEE S A TR IbUE T H
%, GEME AR T S EEE T A e ey —
\ZIE, ARSI 2 ) 7 5 v ABUE I H 27
Thabb, BERTFEEGEEZIERT LI EICLD
ML) 77Ty 2SN, ERIICITERER =
AR LHIMCES (K2)Y. 202 ) 75 v Ahifk
DOHUTEIEIREZASETIIEL <, BERTFA el
% — % ELISA {7 & CTHlli 97 %. ELISA L TlEH Al
kO R%: 59, HWEERFIHET 0% 70
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TN OTRTEMET 52 L1250, bAET
AT E D BRBRINGERAS 7 v & & Rl E A D fli HLZ

APTTOER — EIRRI

; — . T OB ERG
REHER (AN RIG) EEHE 37°CT28fEMIRE . APTTAIE
(0:10, 1:9, 2:8, 5:5, 10:0) (0:10. 5:5, 10:0)

BB R BEERIG T BIERG T L IS BNES R, SBEE R T
EBITTISM S Y BAHEIZ EHICERFE LIS
| | ]
[(BEEFOXZ | | BEETFLS- [ LAl |
|
| BERFTEE | | BERF/oEEs—EE | | AUVEEEAKAE |

X1 APTT IEREFOERZH~DO T 71 —F
B R TFRAE/ 8y — > (FF) - BIEERUS B & OSBRI FUSASEAR IS T Ces A g o
WINC X 2 FIER) R AR O AUZEE B R TR L W3 5. BEET A ey —
NG — v (thar) o BB IEE 50% TSI TEEEAS RS S N2 A I BN T 1 ~ b
vy — LWL, V=T ATy FaT sy by =) EbICEBREE
WY O [EIRE 7 OGS BAR O A1d LA & HIWFd 5.
(ke £ v 5lR)

A Zk &I R AR AL JEREREER (L ‘QF I

l

¢ |

BEEN & E—— H Ik ——— VTSRO
H AR (RERFEIET)

K2 SEERHEFAeEs —
BERTFA ey —12id, ?E%?V)‘iﬁ‘]ﬁ%é‘ﬁ’fﬂéﬁ'ééﬁﬂb:%% L, Z0iEE% HE
T AR AIPUE ] (R & BEE N T OIREREIMISES L, BAkE o THe,
Km$lU7U777X§MH7077/ZHWMEﬁ%M%% FRAIPLAR 1L 5]
WEEZ2HEL, F4220 79 Y APMRITRERTEZ KT SE5 2 12X ) il
fEm% b 7267,
Lk 8 & Wz LCHIH)

3. REEFAIeES—HEMY - BE4

FEFICAL W &I X D REIZEE L V. FIIEEH A > e B =038 % OV HE TIIM

HMTELwE ) [BEr] FLEBRICIEAee
=IOl RIZS ey —itEs LT



SN D EBEME] WIhola b B I E

LL TR THD. TOMKE L THE A ZRREE -

ﬁﬁﬁ%i%ﬂé‘ﬁﬁmﬁﬁll?47k55~

ELTFVIIA Y e By —IZELAZRKY, o900

FREE - IR % B CTHRHT 5.

1) V=77 >F3a7% 5> b (Lupus anticoagu-
lant: LA)

(1) V=FAT7yFayrrs v EBFRTA
vy —

W—T AT Fa7 77 bLAI ,ﬁlﬁm’
F59 %) YIREICHT A HOPUAQEREICIZY ~
W“tU/%Eféﬁéﬁﬁwkﬁ?éaam%>

CEFREND. BHIEDL ZAH LA OBEETURIIEE
ENTWRWY, KEGHHLY) » IREPufk (aPL) O
KA T 7FIN0v) KEEPL e a v e Bk
(aPS/PT) R HT p2-Glycoprotein 1(B2GPI) HUik & 3 5E &
NTwa”. LA, BERKISICES T2 VIREE
@iT%*t LY EES IS 5. 2O RS

) VIREOBESCREREETH Y, T Iuh

VIR AR Z: &) ¥ BRE BRI S AL TERE 7
LA&@%&&T%&w

I VIRE % /LT APTT 233 % 2 &L
iy V) APTT % N — A & 5 2 EEE R 5ol E

BT L, TRXTONRKRERERFOFHEE, LA
LJZ STRPTF LT 2RI REENH S, F72,
NE 2 FFETRD 5 NRAREER 1A e Esy —0
EED, APTTR—ZADWUEIZHRLDTA ey —
EHEIHRHENDLZEDH D, LAEEICEY), §
NTONKAGEFER 0T 54 e Y —DiEHE
DIRDT L O (BT 122 2RI 5.
HOHEMIZIIZERERBPAEHTH LS. AHA O
42 —ILFVII & OPUFE-HUERISIZA ~ F 2
N— g VM ELEE T HRIERSETH D 2 &
WAL, LAWEA Y Fax—Ta Uz LEE L
w%%ﬁm%f%% E LY, ERAEHBTOR

- PRIE S AR AR 2 B,

LA%@%iR@%E% 2% <, F- 3R A
&L CBIER R SR A3 v R IS % 7
THEbH Y, NEREERHHEOBES X O
WIRZREE R T A >~ b ¥y —h o413 AHA
EDEERZWDE L < 2%, € DHFED Lupus anti-
coagulant-hypoprothrombinemia syndrome (LAHPS) T

H5.

(2) LAHPS

LAHPS (3244, JEAHERO/NERBIERICHRE L
BRI W E SN, ElE TORE L1
ATETWA'", LAHPS i3, [prothrombin {5 LA
D LARHE RS, BRERIZEARD
(20 LA PR D MR 7278, BEE A 5 FHE o Hiil
fE1a) % 7R §. # AT AL I prothrombin (233 % ($
) VIREPUA TR ) BOIUEATRIL S5, RIS
<@ﬁ0>ll%@@ﬁ?%@%wwﬂlﬁ¥4/
LUy —IEESHRH S NS (F 1), Mazodier H' I
LAUZ, 74 Bl LAHPS T 89 % (2 HIfILAE IR % 526D
EEFEANHRMEOEE 2 ML 51% 72572 L LT
W5, F7o, BRI Z2 & oM iER I 13%
RO LN TWD, AR T, 4T LA Bk
“C prothrombin {FHEAME T (FILfE © 11%) LT/,
88912 aPL Tl W71 b1 ¥ ¥ U fifkasiaih &
NTW5(F2). £72, Mulliez 5712, LAHPS JEf]
“C prothrombin, FVIIIL, FIX 3 £ O FXI A F{&EO#
LWRT 2520 TE Y, WEAEEE KT (FVII, FIX
B XU FXDIEMEZY > 7V & &AL L CHlET 5
EIEMEDIEFE IR F TR 5 724%, prothrombin &1 X A7
FMBETHLET LTV S L2 L TW 5D (F#3).
HIMoJFERIE, 7a oy v oiokd 53R
R I NFHR) AL, 7ararey -
RIEERDPTER S NG, ZOEEERIMEANS 7 1)
TIUVAEINLoTarareryEMMETL,
MR & 723 EFHMER T EY (K 25%).
HILD NI AEARTEE B % & © TH 3 4E [T 20
%3 LAHPS JEBI 2 #EER L CB Y, Elo R Jufitiix
41 % (2~85 %) TdH - 7. FVIILIEEIZ 18 FI TR T
IO, FDI5FTREATFEIZL B FVIIA b

— AR L 72 (1D, Zymutest Anti-VIIT

IgG Mono Strip (Hyphen #f, France) % Fil \» 7z FVIII
f ey —mDHllETIX, &FITFAreEs—Iid
B TELho/z(£ 1), Tbb, LAHPS # &5
LA FMEBNZ BT 5 EVIL A >~ b ¥ 7 — {3551
rEbhY,

2) fBREM/ BB ICE B ZD/mOGE

(1) PEEEZEDOY >~ 7V A

9, EELATNUEE S 2V ORI IC
2N ¥ R EFERE T AR [ 3E (direct oral anticoagulant:
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1 MBHZBIT D LAHPS 20 FEF O T (B ER D)

HH
i FHOLE © 41 % (2~85 %)
Bt 10 : 10
H IMRER (F ~ F ) 741
L A5 1 KT (prothrombin) {14 FRYLE  20.9% (3~59.7%)
P UETA v e ¥y — G (B FE*) FatdEsl - 0%
CHENRTA > v ¥y —&(E ) Bkl : 55%
BRI A VI 751 HJUE 0 12.5% (1.5~128%)
- BUES VIR A > v ¥y —{F M (B %) BBl - 55%
FRgefiti © 5.7 BU(1.0~31.0 BU)
CHUE VIIEF A ~ b Uy —5 (B %) BBl - 0%
R 55 TX RT-iE FHYLE © 26.0% (0.1~153%)
P IX WA v e ¥y — (B ) BBl 35%
FrgefiEi © 2.0 BU(1.0~59.0 BU)
G5 X1 s PR 22.0% (1.0~137%)
R 5 X1 AT Ll 16.5% (0.1~115%)

*B 1% : Bethesda ¥, **E #: © ELISA #: (COCHk 14 L D &2 L <5 1H)

<2 LAHPS 74 Bl ORIEIR B L AT A

A7 IRIN T HT i (median, range)
I AR 89% PT B & O%elEl 55 11 11 1%
N1 i 62% PT 1.7 f5(1~321%)

S i 41% 5 11 AT 11% (1~40%)

Bz T I 35% pira ba v soBuRGE 88%

A 4 I 15% APTT B L OBt ~IRE LA

e 7% APTT 2.0 f5(1.5~4 %)

NGl 51% LA Pl 100%

42 1 I 15% aCL btk 70%

PIRRAY IfL R 15% aB2GPI-IgG 73%

T i 8% IR 8 A i 24%

B Py L 5% (k11 & Dz LCEIM)

1533 1A P L e 4%

JiIIRERTRIN 13%

PR IR 4%

B M 5%

B IR AR 4%
DOAC) 7 £ OHLEEFESRA L TWALETH 5. PUEEREE O 2 BEEME L THRTB I ERE
iz hu re rEERE O Y — 7 R o i ZThh.
e TNV TIE, B VITIKT A~ e €y — RN (2) WEFEHEIC X 558
LA FETHB SN, AR AR CEEE K7 AHA 74 B4 V9TIE, b2 &L 55
A8y =Xy — R TEGEND L. AR KT A v e s —EWEA 1.0 BU £ l2 7 - 721

BE29BE 1T



3 LAHPS JEBIC BT 5 S K 1150

B 5EAH (%) (FLHES) (%)
¢ [ 55 11 [K 1~ (prothrombin) 16 (70~120)
140 AB 18
1100 A 26
B Vv HT 95 (70~120)
FEE S VI KT 17.1 (60~150)
1140 7 30.7
1:100 7 86.5
BERES IX T (60~150)
1140 7 10.4
1:100 7 65.6
BERE A X T 88 (70~120)
e A5 X1 KT 15 (60~140)
1140 7 29
1100 A 50

(CChk 11 & Wz L <RI

Arey —{HEREHEL, SEHEEEo MR -
ik ZET 5 &SN TWaD, FVIL O i 8~
R E ENTWDEOT, WHIKET2 LTI
FVIL{EMEIE S 2 FREIIRIE ST 2 2 L3 PRI NS
M, A ey —{EEDY 1.0 BU Kiiii & 72> T3 FVIII
IGO0 THEL W L b S\, 20
—HIZFVIL 7 ) 7 5 > AHifk DSBS L T A B
M5, %72, AHA THBREIEHNILIZLH
BLTway»d Lk, Xt X FETIEHRPTE
DHERDPKHEN, 7V 7 T2 APRIIMHTE 2w,
COREXBEMEL SO ) 2EBl e LT, KE
HAEMEICES A4 v e VY — 23 _RTHBH L &
NTWRWIRLTH L. TR S, Nt X &I
ZTCELISATA vy —mbillEL, HEDE
AR T LI ENTELLRORAEDFETHA ).

4. JYIEHEBERFA > EEZ—AED/ HIC

FPRIMFENS, LVEESLETHL. LIS
N IR R S R T LB A v e B — (B0l E
DA, PRIMAE I IR A MM % 20 5 2 L1
B 2 UL 5 v, RWT, PLBtESEORAZE
Mz ECTlRAILL, LA DHFEEZ ERICEET 5.
SR RERERBES WO THERTH A . EE

I2, AHA %4 R I 4 02 Wi = b ERS iRk
IM2%:4 (ISTH) THESE S 5 LA OB M HET 128, %
ERAHBIIVEETE LTH TN TWwAE. Th
5T NTHBRI SNz ETERERTA ey —ill
ENZR DD, RNEASEIZLHA ey —HHl
SEIZINZ, FFRIZIZA v ¥ —& % ELISA
RETHERT LI ENTENTHENTH 5.

5. $HYIC

BERT A eY sy —id, BICEIEN R EEY S
ZAHIHAETH AH. AHA Tlx, 1 v e ¥ =k
SN2 E I IZRITERNIS S 2 i 22 208 & BT | 2 909
g AT, IER % RO 72 A1 1d N A
INABFNC X B IEMEESZEESNG. 1 el
¥ —0MEETETH I, R REIHEIF O BITE
=1L MmANC X A MASIEDRWEH OGRS b
Tk hb. —H, A ey —=BREETH UL,
HHEOEE LR RELT AL T8l % 5.

KOV - BEEOTRIE Y, XV EfER
GBEHNFA ey —lENZINDEZ L2 WFFL
TRE R\,
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