(Z3ME, 35 AET) ORENGERIIIRETH D, TDw, HW 5 ARREEH
FEATH IR B IZHE T L, f/kdi e ADAMTS13 % 0H#ER 2 R 6| MAEARHDE
fi & FIET %,

b) A7 uA FEE (1B)
AF A KAV AIRE, AT EA FRERROVTFRSERSATNSHE, EbER
HREMIHAL /2> TW e, BEMICAT B A RV ZARNER SN DEMICH 5,
AFEA FEEIT LT, B EFEOEANE ARG CE 5, 215, BihE OHRE.
BERYE RS P CHRES EET 5,

AT A RV ARE

5%7 Ko F34AEAKK 500mL

AFNT L R=Y 1000m g
1H1E 28R CAMERE 49 3 B Rk
FOHAT A NEEZHEHT 5

A7 a4 RRKENR
T R=Yyurr lwme/kg/B FEFLNZHR
Fl BEKE60kK gDBE FLF=Yurl60mg. 12 5EMR
BlebE, B4fE. ¥ 2488

¢ Hif/MEE (2 B)
M/NREEDS 5 5 /ul LA EICEIE LA 7T A ) VEERMTONAEANH 5 M.
TTP OEFIZXTT DRNFRITA 50T R0,

EARIIVANTE =00
TAEY Y 81-100mg 1 H 1[E, BANAR X7 wvA FHIEET

d) ZofoOIEE

FRMERBML T OIRBD RO BE TIIA~E 2 1 B UfE 7.0g/dL kil % B LT 9 5.
DEBNEETNT 8.0gdL KX BZ L T2 (1A), 7B, M/MREIMIZE S H
R I 23 8 BB A LR & 72 228, ZRLSO TR I RE A B S 55
BERDDZOEREEZ BN (1B),

Fe, BER, BEEEST /oD R Y ORAERL Sk ) ADAMTS13
TEMEMREIRT 5 Wk TTP RNEET 5, ERMEORSIIEA 2k L, EEEEHN
b HEEL, EREROWBRE T 5, |

B EHaGl. RYIERG
ERROBEIOIEEZ 5 [EILL BT THM/MRED 5 5 /ul LLEL R BERWEE. b



U< 1E 15 J5/ul BARICENE UCH B E M/ MREA 5 75 /ul KRR T L&,
MIERZBRIIMZ T Y X ~wTHEEBRT D, ZOHAEIC, MERHRIZED
ADAMTS13 DO EIZ X - T, ADAMTSI3 £ > b B Z—2 ER L T\ 54 (ADAMTS1S
inhibitor boosting) WFAE XN 5 D T, ADAMTISI3 BENMLE TH 5, ADAMTSIS
inhibitor boosting MEFAIL., UV VIV U IBENRHIEIN D, 2B, TIPIZXd
2V YX VT OHR/FLNCRDETOHMIZI0 B~14 HETHEDT, 2D
b MR A e T 2 WER D 5,

a) VVxi<7 (1B)
U<, CD20 Ikt 5% Zu—FAfEc, BY VU 8RkICERTAZ LT
ADAMTS18 £ > & ¥ —DEAZIEIT 5,

VY XL TEE
1 EHESEY YT ~T 375mg/m?2 ERER 7T TR ICERSEEY BT 5,
1AM 1 E&E, &FH4E

VY%= 7 USMT TROBENEGNE, BRIPEFICHEDREER D205, 228
RPBFTE 2D TR, X o5 HEND 5 BMNERR b O LR T D,

b) ¥7m7+RA773IF (2B)
AR 500mL
vr7u74 A7 7 I K 500m g/body or m2
1 H1E, 2EHTRE, @i 1EOHEKE

0 EYZUXFr (2B)
AHAEIK 20m 1 |
Y7 URF 2 1mg/body, 1 H1EW- VEREE, BFEIT 1 BOLES

d vr7exRBYr (2B)
ruARY Y 4mg/kg 1 H 2 EICAHT TE B NRBES,
VI ARY COMPBEZHER L. M7 7 100-200ng/mL FRE ZHERFT 5,

e) T ORDIRHEK
SETEIEE I (2 B), BB a7 U L RBEE (2B) NEAE, FEREIO TTP I
RLTEMSNTWER, VYR BEATED LI ICR-TeZ L kY| BT
BRENDERD DR TR> TN 5,

C. S
R & 72 o T2 B/G . AT rA FIBIRIZ, ADAMTS13 iEMER LUV vk B X — Okl



ERBEBOTELETREMICH T2, EMINCRERNRIBEIIFELRVD, KK 1 FRH
ILERICERE U, /MRS E ADAMTSIS BER S E2ITH 2 ERZEE LU,

2. S%EXRMETTP (USS)

USS 045 & L C ARSI O BEREIC TR 22T TWAZ ERd 5, TN,
fin/ MR 2385 5 720 FFP O EHEEITON T2 RYIFEGIDR b D, Flo SR,
BRYLTe 8RO T TTP BENHE L, RALBRICZH SN2 EF S H 5, USS O
(21X, FFP O ESENS RGNS LI R AERI D B | HERF O FFP OMiENSLET, EH
BT LERRVESE TH Y . FFP OFELBIEOLEEIIEFIC L > TR2 5,

FFP OE#EmE (1 A)
FFP 5~10 mL/kg % 2~3 @ Z & iZ#iEd 5, ERHEREFCIX, £9° 10mL/kg 28EL
THREHERT D,

BEE CICHARERNTREEBRIZZ WA, USS T ADAMTS13 REHANEL S N-EAICIT
FFP ORNEL 2B L B0 T, USS IZBWTE ADAMTI13 £ > ¥ —DEH
BB ENRLETH D,

R

2015 4F 6 A OFRBE A BT 2R

ADAMTS13 iEHERB LU > b ¥ 2 —DRIE « FRERE A
MAEAH AR A

ZXLAS DIRFRIT T~ TR A 4

F1 GHADE L AP LR8N0

ggmous
11k

& R OB, el

PrEegg
BHESRSARLEREnE T RAE, S0l
g

BHEOLELL28 LEFVAOR

ATHBOEDARHWMBIVTRELAIEF Y
R HLHOBRRERESHBG TR LY R

B BESERBRBL LS TEFLR, BD
GRS EBBLIYELR

U Bl s BEAENBRBL by F
SRR LSMOREF LA, el
BREF LR




e MEMARSE /SR R MR R Y 7 7 N — T IS

HFZes R  HEBNE -

HTHEMT SRKF WEE—  HRERKE
INBEN AEBRE HEET  PREEKE
HHET  EERBREE Ly — BILEER R
KR IRIRERE 2 — PREE MR

BRE  #FiREKRFE

RE#z  ERERKRE

ZEMF  ERERRE

RAB®F  ENRR&SRIIEE S —
BERBET  &RKEF

BRMMARIEY 7 7 — 7R, ERSETHEM LT\ 2 IR MR ZERE(VTE)

DZET VAL L & BT, TOREERTH 5 AEREMBRERR OBBELER L RZR
BA NOERZBEL T, =3/ 3I—7 X EERELE L TER»OER ENAVITEDT
o FHEOXERESLE BRI E LTV,
F o, TERMEMRERR) ISEEERRTH L2 b LT EFEOREHRICRE
ENTVARNZD, ETIIRREOEBIGRESN DL IFEZEG L., BEHRRE
DOEEEZ BT,

BRRICIZ, UTO4EB ZWFEREE LT3,

(a) TRXMMAEERFODWELE) OKRE

(b) THEERMMASHERREBEDODETA RTA ] OFE

() THEREMAHEREBEOEIRMBET A KT7( ) ORE

() MHRAEHERET 0T A VSRBEBEDOBRIA FT7A2] OFRE
1. TEREMREREOBKELE] OFRE

ERR26FEL, FBIRMLEZERE (VIE) OXRNERTH L IEREmeERRE] o
PWEEORRZEER LT, £, ERFZEE LT SERMERREY X7 - 7 F br
> B (AT) resistance ATRBHBRE | ° [BARANFIRMARZERIEDOEEH Y X7 Th
57 w74 8(PS) K196E ZREDELISAtLZ AV IR HIIEORESLIZ B¢ HHF%E) 12X
D, EREMREREROZE DD DBENRRELEZIER - XL LTz, Fio, Bk
DIFFE TS B2, MARSE % FIE U712 BRI MR R 1045 R 160ER 2315 & L-fk
fENT a1 ToTc, —F [EBEMN TR KEOTEMEIRNEE] ORBERTICOVTHHAE
T 77,

TERR2THEEEIL, VERR L7 2 Wi DORESL 72 D N AR Z B3, £072diz, BARIM
ki Feic DR RROBWEERNEZES] 2RI L TWEEE, 9%E
= EARPFREIH ) L CEEWER L2 EROREZHiE L. BALE LS5 5
WE B ARMIK F OWBE~ DB BT, £/ RRICHEEEROREICHIT TIE
TEESHE] 21ERT %,



2. EEMMBERBEDDEIA RIA ] DFE

R 264EE L, ERIAFZEIC T [ RMEPSKIBE B OIEREEE L O R £y
FMERIZBET 22BN A R A L ORE I DT, APC-srids L OPSHIEMEDRIE M
TERRO T M AR NV I R SR O ARSE T2 F I Ch 2 FIReE 0 HIBA L7z,

Yk 27 EEEIL, [RRMEMEMERRBEDOREI A FT 4 ) L RS HERME PS
RIBIEBEDDRIA FT4 ) TRRMEMRMERREBE OBNYBEIA FTA4 ] O
KREEZTFELTND, FRL28FEITIL, HA RTA O bNCERE BT,




(EVULTS



ITP O EEEERE

MoEsEE PR (BERE)
MEHHE BHER (EREREWRT)
EHEZ (MWREFKFE)

1. Fik

JEAE S EE BRI S VTR 24 R ERRIRFAE M AZE L2 b & ITHIT L7z,
2. BREBIUBE

1) BEH | ,

SRR 24 FEE D ITP EEZHEIEFTRABEEIL 24,100 ATH Y, 2D 5 LIEFTFAIEET
HoLERFAEMAEIX 18,1156 A4y (75%) Thotz, TIDHBHERD 5 HLEFTHE
FH 3,192 A, FHEREHIT 14,923 ATH Y, PRk 28 FE L IFEFEFTH -T2, -

2) FhoA

B AR - SRR CIX B L L b 56-85 BRICIBIAVWE — 27 B3H 0 . A TEMET
X 31-35 RIS b B — 7 20 2 M 2R Uic, EFFIBMERITIIBE L & b 56-85 RRICIR/A
WE—ZBH Y BRRKE—271361-65 M ThoTe, KIHIIBMHED 2.36 (5 TH o7,

3) /iR

BRI MRS 5 TR DBED 95% & KEHE HD Tz, BRI CIIFTHHRE
B> 80%M M/ MREL 5 TRE T o723, BHFIEFITIX 47%IZRD LTV DH Z Linb
IBMERLCIFTRRRIC £V M/ MERE N LTV S EFAHEM L T3 & Bbhi,

4) FBRRE

BBEZH & PAIgG 1% 70-90% & EWERE ThH o728, Hlil/MRIEE B B S8uFi
6% LK< . MRI/MRITIEEEMERIZH 205 14%I12 & EF > TUe,

5) 1/¥E

AN T L R o BB R 82% DIIEFICKB W GEBIR AT, RWNT
KE Ig6 L 31%, Eu VERE 28%DIETH o7, FFHEBHEIIBNTIT VR
=Y ARED 5T%DER CTEINS L, RN TE e URE., K& I FREDIETH -
Tro BHEHFRITIIZO LERICT L R=2 b U REED 6%DER TR SN TN T
BbE0olz, buURRTF U EREERIZRITEE, SIICEREFNEMLTEB Y,
B HR O % TEDLI TV, BB EFR O 149 TIThI TV,

6) &fHHE

BIBREAT oA RICKPEERA L E 2 b2 EERYYEIZBEFEFE CZO 1 4
T 193 1 (1. 5%) B FAE L TRV . MMM 2 FAE L7z 53 B (0. 4%) L 0 %0572,
3. BRKRAERAZEOER

VR 2T EL VKRB AZEORABANEE Lpofz, ZHUTLY . KV EEMRES
FENFRICRD—F, BIEFPHENORASNIENEH D L Bbhi,



Bt GPIIb/IIIa FLREAE B Mifam ik 0 EA I mIT 723 A
4 EE AAERKZET LA —BERNE

ITP OFZBITIE 1990 FITEAEFIRIIC LV ERl S e EER Vo T
W5, ZOREETE, MR & i/MAOEAED B Y B RERE TERZEK DD M
RN BAIENR 2 . /MR & & 72 L 5 DHMEB ORI BEIMRILE 725, L
ML, M/ % & 7272 TORBEZETRINT D Z LITBENICRET, £
D= DI LIRS MR, BEERREL EET D2 EITERRBAOICHFE L2
AL CTIXERL 16 ISR ATm XL £ L, ITP IRE, FREDR
WERRMREICHEAE O T ITP 2 2Wrd 2 EREER Lo, AEEIIREEOK
W IR E DA THRIERIZAE RS DAL, BE 93%, BrRE 6% & B Rk REZTRL
e, HEIZEENOMREZRERZE CHETE 2V, Hi GPIIb/IIla fifkES B
A, MM/ REEE, E N e R AR =T IR B R COZRERE N FIRRIC /2 o
e, BMEBERABRET DI ENL—KZETELL TRV, ZhbRERZ R
W 572Dz, M - LA O R WERREEDORE S RAIXTH D, £ Z T,
FE4EFE D> bt GPIIb/IMIa HiikEA B e (ITP-ELISPOT) Z {4 Z2WigE e LR
EEZITDZEEEBE L EBRFT 21T CE e, REEITRIERICRIT 55
:yhm~»@%ﬁk@t@ﬁGH%Mh%/&m—%»ﬁ%@é%@@ﬁﬁb\

525 & FE EfE{L GPIIb/IIIa HUROEMEZEMEZRITT 5, EbiT, WERK
ITP-ELISPOT OMREFHAH O 7= 1T, M/ IMRIBAESBRE x5 & L LR
BRICERICHT 2 HF 2 ED D TETH D,



ITP Wi BT 22 Fv 7z IPF% OF Atk & U8 ITP {8FIZ 1T 2 M/ Mise
HEDERICET HME

REERFERFBGESROIER MK - BEENE Mk
RERARZEEZENERBE i =il ER

1) ITP OZWOERIIRNZE CTH D23, FRCHAERBER M & OERINEEIZ/2 2
Z ENZV, ERIM/MKRP)ITHIENIZ RNA 2 8 EICE&0hBE2f/IMECH Y . IR
M/ R R RPW I M /NREFEMERKBR L TWE EEZX R TWS, Fxid Flow
cytometry % iV 72 RP%EIE(FCM ¥E) 2 ITP L BAREMHEMOEFNCER TH D Z
EEWELTE ], LML, FCM IBIIRE IRV b D ORIl & B2 BIED 7
DHAIRIT K 2 ML/ REIE A EHEFTRE R HEFR TR DAL T\ D, ¥T4E, RP O HEEIED
RADI, VAR vy AFERLIEE BEIMER TR 2 V¢, RNA BETh 5 /)
43T & ShAE /MR (immature platelet fraction, IPF) & U CEE D duEIZH]
ETBHFENPERIN TS, kD XE-2100 % V72 IPF%EEIL ITP 22k oo R
CRERMICERN o1, BFHEETH D XN VU —XIZBW T IPF AT ¥ %
NERTTZZ LR ZOBEOCWENHIF I T, Bxld ITP47 #l, BAERE
PR L & DV IARFFRER O /MR B3 28 151D IPF% % XE-2100 35 X OV XN-1000
ZHAWTHEIZE L. XN1000 % /= IPF OF AHICE T 2 KRE 21TV, RP%ICILET
BERAMEETRTZERHALNE RS T,
2) ITP OiffIT, EBRHIMZERET 5204 L B b /M RT3 2 &
ZEBICRISNDA, HiL Y R 723l MrRER 72T T < /MR b 555, ITP
BECBONTHEH I HUM/MMIFTED L < ITM/IMIBRRICHED S FTh 5
GPIIb-IIla (alIbB3) <° GPIb-IX-V EEEKEZEH L TVD Z L&A b, ITP BEF DM/
BHSRBITIERE L B WML H 5, —77. ITP A& TIIIBRED AR EMIZ N
T b EET, BHANME ITP CA< A S T& T\ 5 TPO SZ&EMIEENZK L1/ Mk
R TLET 5 TR 5 5 = LD b, ITP BE O MU/ MBI R IRET 2 = LI EE T
55, L UI/IMREERERE D T —/V FR X X — R & S5 Ltk % A7z f/ Mg
ERRREIX I/ MU BEICB VW TIEE TE 27— "B bk, Fx X FCM %
AVD Z LAz &0 f/IMIEA BE 1T B /M RE R E R 2 fesz L, ITP B3I
% M/MRBERE DR 21TV TPO SZAMIFEIZRIC X 2 i/ MRESRE~ D EHR 225
RO LI oT,



Upshaw-Schulman JSEEREIZ 33 1T 2 #ERFENT A DERRAIFFR & T14

RERSERKF@MME AT BN EE
E SIERER X —/TFERT  ANBIET. B EEIT
IRFRFBE MEAR RFE

% R M i ARV I/ NAR B PR ZEBESR (TTP) I B W TRYD B 5 B RERE E T b
R, Z OEFATIIERBICEET S, LarL, EXM%E TP
(Upshaw-Schulman JEMERE : USS) TlX, BHERREL R VMBIV EAIN
TWAIEFRHA S D, SlE, USS THERFEITAE 2517 TV 2 SEF O ERIRH)
B & TR T DOV TR LT,

2014 12 AE CICERERTER L TMA (IieERUNLEE) 1323 flo
HZ USS % 57 FIEIE L7z, 15 AT Z 2 I S 7o/ NRFEAE A 30 4 (B4 15 41,
M 15 ) | 15 mEPA B TR ST ERAFIED 27 il (B4 8 i, it 19 )
Thole, BTN 55 FITEBS L, REESEMERE 10 Fl, ~T v
GRERE 43 61T, 24ITIE 2 DOBRFEENFEE TE 2D o7z, ADAMISI3
BIETFRET, ROEENEVOM p.C08Y T, 10 FlIcRA I (1 FlidH
TEEEIK), 57 FIFF S BITHEZFESE L2, Z0 5 L 5 BIRHEREITESL T
77,

USS 57 #ilth 6 BISHERFEIT 2% 1 T iz, BB A2 X 28 0BT LR
S Uiz, 6 BB BT, HrE I BEEFE CRBEIMN % 51 TV B RERFIX
L BB TR L7 o Tz, ADAMTS13 B FAEHT DRGSR, 3 1T p. C908Y 23 ~T 1 T
FEIN, ROBEENED o7, 6 FIF 4 Fl CMIFEFHREIEIE S TWZ23,
3 BT C3 {RME, C4 IEF &MHARE ZREROTEHEN TR, 6 flD5H, b5
BIS 38 F D 67 FTHL LTz, BT Lz 3 BIIXBHTE 15, 16, 19F L&
HThHoTM, 261X 6 » A, 44 & LLRAPEHIOFEIHIE CIHT LTz,

USS DHEFFBITBE 1L, £FIBETHY | FIAERBOEERELBED LN E
RN Do T, FT-. ADAMTS13 OBEETEHE & LT p. C908Y 23%\ MEM A3
oIz, USS BE BT FITHET L= 8FIDH 5, 5 FINHEREITRETHY .
BHERE~DEREZ T 52 L2 USS OFRUBICEETHD Z LIRE
=iz,



PRESS 238 o1 7 AR M i/ M A 288855 (TTP) O — 44

ZERERERER FHERR

TTP DOFEMARAERIIMNIRIZE D D EB X BILTE L, AT EAMIm
BRNEEBERE (Reversible Cerebral Vasoconstriction Syndrome: RCVS ) <°H]
WM EEANIE  (posterior reversible encephalopathy syndrome; PRES) 72 &, /&%
ML o TR > TS HREME S RSN TV D, 4R, MRI I TRIEBBIZET
&7 TTP FEGI B LT, TTP DERARER & ME M OBERE BLET 2,

67 s FMET, EFIIMLER I THS, 200X F2 A 1 HOHNPLEFHY,

ITEXZ L TIA OB CRIBEIEAEL 7252 A 3 B & 720 BREOHEITHR
DT T2 D MR RHRAT & 72 2 b SRBERE MR AR EE C i BE 7 /MR s
RO BT, YRR & 72 5.
Hb 7.2g/dl, PLT 5.000/x1, LDH 1033 TIU/L, T-Bil 1.4g/dl, 7 v 7F =220
mg/dl, T N a7 Y v BIERRELLT, ADAMTS13 BIERRELLTIZL Y, TTP
ERMIS, MR LWVCATrA ROFHIZXLY, MRERIIGRL C%
FL7, ERIZBWNT, MRIFTRZHET 5,



ADAMTS13 &= FHEATIC L - CHEERZ W S iz
ADAMTS13 A > & B & —[ath: s KM TTP

ESERARIITEE v 2 — o FRRER NANET - B HET
RERSTERRERMLE AEEE - AR
AR BB RN ZBEXR

i /RIS PESRBERR (TTP) X ADAMTS13 fEMEERIC L~ TRl s b
A3, ADAMTSI3 254 51 v & B X —BBEMEDOLHEICBRME, BEDSHEIZER
Pt (Upshaw-Schulman SEGERE : USS) IZH¥EEN S, LA>L. ADAMTSI3 B CHifk
BA e X —EW ARV E (binding Hifl) 23&H V| BRMELBERED
ERNREER G AN D D, SE, EEEIORRE T ADAMIS13 IR, f e
X —[atkCdh o 728, MAEH O ADAMTS13 FUER NG TH 0 | BKAYIZ ADAMTS13
BARTAENT CHRRME & 2 LT EF 2 &7 5,

FEBNX 65 FDBEMT, 2~ 3FEFINOHITEEND Y Parkinsonism 23 E&d
Tz, 4E., BEfEE, LREBTEREDHE UMFEEZ DL, #EA
BEA~ABE & 22 oz, ABEERAERT R Hb 12. 2 g/dL, P1t 8, 000/ul, LDH 1, 216 IU/L
72 E96 TTP % %€\ FFP 8 B % 3 B FEJ#iE S, M/ MRS EE Lz,
APBERED ADAMTS13 7&EME <0.5%., Al >k B4 — <0.5BU/mL OfER L &bt
USS 35 < oo, AP 2 EH%E ORE T ADAMISI3 {EMEEWOEE ThH o7
DB, A e & —1.3 BU/uL D7, VT AX Ty MITHSE ADAMTSL3 Hi
FEHER LA, BEANU EORFEEZRDZ, L, TO% 2EORK
ETIIEEER, e X —BETH-o7272D, binding HLRBEMEDHE KM
TTP, & L <X ADAMTSI3 HUR & U CIXFET AP IEMEZ 2720 USS &) =
DDV REMEEE 2, ADAMISIS BIEFMNEZEmM L7, ¥4 L7 » PCR {ET
ADAMTS13 IR T DET Y YV VEEE Y — 7y T LIakER, 5 rFio~T o
BEEM 1 EEERN R Ool, 26 1 #ANIEHEEICR LN D p. Q4488 A
ThHY, B4 IV AV FEBTH T, LER-T, ZOBEFD
ADAMTS13 HB{EF1Z1% ADAMTS 13 {EMEICE &2 RIFTERIT VWL E 2 6T,

BEDOE Z A, ZORERFNT binding FUEBBIEDOHE KM TTP & B X TV D3,
—REIZF DFRIE A 7= X A% binding FLIRIZ Lo TIHIEF O ADAMTS13 D7 Y
TIVAPNERKTHEEZLNTEY, tMOBERBRTFEINS,



FRMET v T A S KABJE 6 FEGIDBInF AT LT
REAT 0T A S EEA O

SRRFRFRERREACSTERNFERESY AT X7 -FS BET

MEEEERRIERFCTHD 7T aT A S (PS) DIERMEREETTHELR L SEE
WCEE U TEICROMARTEZ FIET D, 4B, JEXKME PS REBIELZH SN 6
R OB FIENT Z 51T L. PROSI BFHNIZ 5 DD IREURAER . 7570T
(Alal39Val; A139V). c.1346 G>T (Cys449Phe; C449F). c.13526>A (Arg451Gln;
R451Q) . c. 1424G>T (Cys475Phe; C475F). c.1574C>T (Alab25Val; A525V) & 1D
DT L—b 7 MER ¢ 2135delA (Asp599ThrfsX12; D5IITFsX12) Z[FE Lz, 72
B. C449F, R451Q . A525V, D599TfsX12 ITFHNER TH o7,

BERN PS REEL O THFLMAT L0, BRAEQ % FR UKEF
Wr#&1T -7z, ELISAIRIZ X 2558 LIEF O PS HiREHIEORE R, A139V B RA T H
AR L RIS ThH oy, ZFOMOZERIFEER & el LT LTz, 2R
F = A AFRHTOFESE, A139V 25 BACIIBP AT L [FARRE DM & bz DIt L,
L DZERFIHIRASN A~ ST 6 BEHIR £ TITIE & A ERIN TS LT
DI EDHERINT, ST T T Y —AHER (T 7 ¥ VAT BLUM-132)
ERWIZ VAT = A AEHT ORGSR, EBRAE A OMBALSFIIIE ST,
A139V ZEEFIDTEMITEF AT D TINTET L THEY | U U IREREERIL 4% E CTIRT
LTCWe, LEDORERL Y, A139V BRANISWATIERF TH AR, UV U IRE/KARE
WCEERNDH D720 PSTEHEIMET 2 I8! PS RBEL 5| & Z T REMEARIR I
7o FTMMOERIIT IV BERIGERTL2IRAT7L—NAT 471280, 1EE
AEDPS BN THfEES NS [ BIPS RIBREZFI R T EE X BN,



MmARERE OFRAHIIE « FERMET o F b a B RIBEDORRFEEMRIT

& ETRRFRFGEZRIFER DT A

[1ZU®IZ] ZHET, HxIIAFEIIC THRERMMEEEROBRR L 257 v F

raerEy (AT) FuFA4 2 C (PC)., FusA S (PS) RIBEDELEFIHNIT. &
S e REMRERE - 7o F her B PR Z 2 (ATR) OBETFHE
Br - RHEBREEREZHRE L &, 46, %f@ATKEW%&bﬂtm&T*

RICBNT AT BIRT (SERPINCI) ZEERfENTZ#FERL, BEOXA VI ho—Fr v
AETEREZFEIE CERWVWEBMLRFRKKETED breakpoint ZFIE L7=D TEHET
Do

[ HiE] EHIDH ) DEETF &2 AV, SERPINCI DETV Y v a2 FDA L hrr b d
B AZ &) T PCR MR, EREY—7 U REIC K D EERS 2T, S 51
MLPA (Multiplex Ligation—dependent Probe Amplification) ¥&IZ THEMNT L7-, MLPA
B CTEEBTFREPRE S Wiz SERPINCI BDMEBRIZBWT, A1 V7 hy—rv

AT XK % SNP FEMT 72 B ONT real-time PCRIZ & B BEF 2 B —#AIEIC L R&EH
FHAHEL, £D% LongPCR IZTEEMIBEY D> — 7 » AT TRBEXR KD
breakpoint Z[FE L7z, 2B, ARIIATERFEFRHEZESOAROS &
\ZAT > 72,

[(REBIUVOERE] £/ V2 PR BYDZA LI F—ir 2 ZETIE AT RIBIE
ERIELGDIEREZROT, MLPA YRIZ T SERPINCI =7 Y v T RRDBPRBE I, B
KB SERPINCI A > k71 2 6 7B % DRt 35kb 1236 K S KRHUE K LD breakpoint
% [EE L7-, breakpoint IZ1% 7T-bp DIEANTFEE L. ZHLE ST 9-bp & [Rl—DEF|
% . breakpoint 735 1 kb FHROMEICRD -, = DB FEMERER L, DNA
BEELEFREDRE - FoSTeS BT M L o TN TR TH - 72,

[#iam] ZERME AT REBIER RO TIEFIZISNT, SERPINCI D PCR # A L7 kv
— 7 AFEAT TR B 2 ERER B R & 72 R BT IZIIMLPA IEDS BRI Th - 72,

BORBIIT SERPINCI =7 V) 0 T 2 G L REER K2R, I HIT T-bp DAL HD
BHBETEEREEZRE L,



AARANFIRMASEREDOBBHY A7 ThH7aT A2 S KI9E EED
ELISA £ I & ¥ EE R

ESERGH T Z— SFRER  EBEEIT. ULEF. RILIER, N
ERRZERFEERREZRSIER FEREZE AT ZTRET

a7 A S(PS) K196E 8 2 (PS Tokushima) 1Z H AR A D MgHERRE OO EDTH B,
PS K196E £ 1%, HARADHKI 556 A1 NOHETHET 5, BIEAVLNTND
PS YEVERIEYE T, EEE O PSIEMEME & ZEBREFE O PSIEMEEOSHANKE < A
—R—=F T B0, PSKIGE EREZ A7 ) —= 752 L3 LY, £2T
WESE, MmAERR{A%Z VT PS K196E ZR A [FET 5 ELISA EEBF Lz, ARBFET
. RPEEOBERESE (FRBERERER. B ZRBUERR, ImEIGRERB
F O IREARERER) 38 LU 100 Ml (BEREFH 3 4. FAES 97 £) 2800
L. A8t 133 Mk (EREFE 114, AR 121 4) OBEZITo7

3 4 OEBRBEE ML AV TT - ZERFEEMER L O H ZBEMERROEBRE
i3, FNFN 1.4~3.1%B LN 8.1~14. 7% Th o7z, U EF > b PS-K196E
EEREE RO EINEGRER COEINERIT 95~106% & REFRERThH o7z, U=
> e b PS-K196E EEEDfE % AR (0-2. 5 pg/ml) 12KV BFRERMEEZR L
(R*=0.99-1.00), F7z, IMmHE 133 MR ZBEIE Lk R, BARORILEIZT~TO.1
R ThH o2, BEREEEOENET 0.3~1.0 LHOMIEVEEZRL, &7
DRETERZEETE 2, UEORRLY, AAUEEOREREIRGFTHY
AR HMREBRICEATHE LB DN,



RS0 T A 2 S RIBERE OFIREERL L O s v o AERICET 2
PRI FTA LV DRE

MIELHEE  ERERE Y — BRER IR R
MEWNE  BREMRKFEREESESHESR BB R
ERER RS E R W T

BOBEE (X habFr a2 F o 0OE%] : combined oral contraceptives ; COCs)
W BEE U7 R IRIMARZEARE (venous thromboembolism : VIE) D#EFIIIEIN TIEZ W H DD
BANCEIT S VIE OERBIITHTH D, ZOEEREL L Thhvbhil 2 SOFRETT
S TWNWD, —DiF MRV E U H L MAREIC R 2 2ERENZ). b5 —2i% PDA ©
T R=2A AW BARICET 2R ABEEOCRIERN & L TOMBRERE] THoD, &
R OFENTITET LTV O TEEMILA 5 O 2R 72 2 1UE 722 7220 s, BIRE T
B R COTRE R Z8|ET 5,

R, AREEEDIREE CH D LEP (low-dose estrogen progestin) BUHIARA FIZRIE
L7z ifZERedE (PE) EFNZREE L CHEIBRGEW 2 BlEfEA 35, &L 2T A > C M
(APC-st) &7 m7 A S (PS) HIEMEIZBIL Tik, TABEE ICIR T % Bk MR A AE
FETFAHICET 2058 TRONZTER»D, MREDO T~ —I—& LTHA & OfEH

BT3B,

(AR 1] @ 20 mefRP2 e, [ERTi, BMI=21.8, VAZ@HEF2RL

FIE (W) B ERX X412 A 26 B, 204 : PE (BEPIA » o5 & BB L)
+HAB B FRARMARAE, LEP IRAEE : R X X8 A8 H~ME 12 H 26 H (W5 »H). &
R’ AR—VEEL 3 HIE (5 BERILLEAKSGEEZ . M A VIZATHTEE - CTHIER) . ZBicED
Bl FHMRET. DAA~—0 12pg/mL & ERE LTV, CTREZITWVZEL 18 -
XY UNANT 7 U ATTRE. MARKE T RIRE : APC-sr 3. 156 (i fE) . PS {&M: 80% (IE
&), PS HiEME 0.87 (GEH)

[5EF 2] : 10 mefRig ¥, w4, BMI=19.6, U AT L

FAE (B2 B ERX X442 A 21 B, 264 - PE (2%, A LAR. MEREE, 2720,
DVT fESRIZ 72 L), LEP ARFARE : ERX X4E 11 A 16 A~ X X4E2 A 21 B (K3 »A).
HE  TBME (1 F 10 B, ASBRIIREOBEOR, M LITFTE & USNIEL) |
DWICELRME RO L_—F — N TIRRNEE - o2k L, Raiss, 1a%: ~ U

V. U7 7 U TR

MARSEFHRZE . APC-sr 4.48 (Fiff). PSIEME 13% (FE{E) . PS ERIEME 0. 14 (HME(HE)

AL 26 FEIZSEIOMEDHFEETH Y . +aRERBELATHRY, L, MRE
DA RR T~ ——"Td 5 APC-sr B L UPS LiEME OBEIEN, FIRF-CLtE RV L Fl
fERFEEOMRETFHIETLEENRSH Y, LIPS RZEEDOMEERKEZHT
HEAT. BOTERATHDTAREEZMO TVD, SBEIEBEBSNEZT —F OMIT 2130
DL 2 FHMFELZRER D IANTEZETA RTA L OREEITVTZU,
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10 : 20~ I TPHF%EE  #F%EE =i EH
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MRS EE 4 ERE HAERKET L —RBERNE
P = EBERRKEESEIHMBEREE S - AiRiaE
WFEE 3
A RE TRHETFRE/BH |2 TEREEKEFE
AR ER KRRKRFERFREFZRWER&F FH "KEREZ—
Bl #E BHEERKEEFES

10 : 40~ T TPHFFEE  #FZEEE AR HH

YT IN—TF ) —F— R Rl REERSTERKE
WZesEE - FE Rk ZEREESEN

T #EE  BEERKEERS

N T ESEBRBRE YL & —
Wk AE
B 5 RRRIESKRZE/HAR BHR BERBRFEFRN
B4 B EEERAELENR LR i AR
MANK FB  EHEKRERBRERLEAR

11 : 00~ HRpRtEmfEMFFEEE  MHoEEE KT RmETF
VT IN—T ) —F— HF HHT SRKEREREFZRFRFRERES
roemsEE Mg FA AETBRFEFH
HH 81T EMERIREELZ—
IR R ERERECY—
W IE -
RE ¥— BIRERKRE/BH EF TRFERERFERFERRERETICR
Bl R RERFEFWMMBNETRE /A B AR
BIR fE HRKFEBEMENR/BE B2 ERERKYE
M fF ERERRERAR B ENERISREE 2 —
AR BT @RRKFRFREFRMARRERES



11:20~12:20 HIN—TFI—F 447
12 : 20~13 : 00 BA&

13 : 00~14 : 00
BRENBREFRTARE : ¥l KT EKETF
HRTHEET [ToF by U BRI 0T 4 7Y ) P UERLETICEY

IERZ R LI ER T 1 b oy © BEE (Prothrombin Himi) OHEEEREHT |
AEEA TR R ORI S KM AT KIBE O BB -FHRT )
BEHBIT TERAOHIRMBRERED ) X7 ThdT T A S-KI6E £ & OEERFZIIFENT)
IR TRRETrT 4 v S KBERE OIREHRL L O ER Ve U FfERICET S

PETA RTA L DORE]

14 : 00~15: 15

T T PEHEFZE#HE : Fl A& JER|

FAAKER] [/ MREIMIIE R TP O FHRE B S 502 )
FomE#ESR  [TMA & DIC DEERI/R & UNT aHUS DR |

INBIET THRME TTP 8-\ BB3E 3 52RO ADAMTS13 & =TT |
BIEE THRRETIPICHT S ) YR~ T OF N HEERMEELER)

15 : 15~15 : 30 {KEH

15:30~16 : 15

I TPEERFZERE : vl Bl £ER

PiE=E  TERRAEEARERC L D TP O2ERFRE)

4 1EME  THLGPIIb/I11a FifAEEA B Ml s ERIZHIT 72384

faAREER  TITP U T MR M/ MR (RP%) 36 X O IL/IMRELER (IPF%) DF FtE
B ELOITPIBIRICHRT 5 I/ MRIEEEHIE OB RICET 5185

w’T

R 2T FEREAGEBBFMEEMFE HatERABURREE
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EEBR  BERBRFEFTERAREEY BHONY - EHER
FE#IZE T - 03-5363-3838
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