(H23—25 SEEE D EHE] TMA W72 b 2B~ —F — 0K

ZEXRFEFRMAER REEF MERSR
ESERESRE 2 - o FRER EEEIT
RERIERRDE BNEE

MAEER/NLEREE (TMA) 121X, B8 b UEA N MMEREERE
B (STEC) 1T Xk 2% MtEIREEMEERE (STEC-HUS) . ZEXMEZR b NCHER
P ADAMTS13 ZEJHMED TMA (A-TMA) . FE ADAMTS13 ZEJ5ift: TMA (NA-TMA) .
FEEBIME HUS (aHUS) 1243 v 5, A-TMA Z MAetEm /M SRR

(TTP) &9 3Ex2FHFbdH D2, NA-TMA 289~ T aHUS 1253889 5 DIERH
b5, £Z T, M ORBENEICOWTLL TR 21T 7,
D TMAICEBLTEEZETSH0
a) von Willebrand factor propeptide (VWFpp)
MERNEMBEEELREEL, TMA 72 5 TNT DIC THEH LT,
b) M/MREFEER VI (GPVI)
M/REE L E R T~—I—TH Y, TMA S DIC 72 K D etk &
THEML,
2) A-TMA IZERST 26D
a) ADAMTS13
A- TMA TIZE LIET L. NA—TMA <0 TMA BIER B T HAERAIICIET
L7z,
3) NA-TMAIZERTAH D
a) C5b-9
EDTA BRI LT, M{ERESLCEFERIAEZ 8V B L2 Tk, &E
o U7z, aHUS JEFI CHEME R X 2o T2,
b) BTl
BE HUSIOFRZREEL., TDHH 6 TR CELTFRELZITo 7,
LOPDOEEBFE I NZR, FETREZLIX, 2FRKRTC3
p.I1157T mutation 2358 BTz,



USS B35 D ADAMTS13 B FEITICBIT D%k —F Y —DFI [

EERBAEVE L & — « 5 FIRER
NEVET - fB R QL) B - EEEIT

ADAMTS13 }X von Willebrand B+ Z R EMICEI T AME 07 7 —ETH S,
ADAMTS13 B FEEE CHE O HE R 1T X % ADANTSI3 {EHEOFREIE, M
PR/ PRI ERBER (TTP) OER &2 5, AREZED 3E/TIE, LITFD
ATEH Z = ERNAE L LTW3B, (1) Upshaw-Schulman JEfEEE (USS) BED
BTN, (2)ADAMTS13 DS HEERREEH 7B L OCEEREOBERE, (3)
ADAMTS13 B FERD X /37 BILFRH] - AW PRI EDOMYNT, (4) ADAMTS13
TEERLEAR L OMEER|DBER, 418, USS BE OBETHEITICB O TRy
— T —%FA L EREEHET 5,

FxIIEBEK - BimEs & LFE T, USS A358< Bebhiz 49 BEICH L TE A
VI b e =T TERERL, 46 BEICEES~T D0 IRTEAE
DERERZFEE LT, BV 3BF (3F%) ©Ob2BFIITNTN~T
DEAMED IR B AEEREFRE L, EDICHREEIXEER PR IZL M3
S-SR ERL, F0O2HBEIC 1,782 bp H DML 729 bp DRELERE
RH L7z [Mol Genet Genomic Med, in press], 5 1 BETIX, AL 7 b -
= UV TETHEE PR IECTHEBTFEEIRON P72, WD
FEbT IV EBICHRERSTBIT TH DD, [ b BIEEMR
ELTWDHEELRH D, £ZTHE, KRR —7 P —MUiSeq (£ VI F)
ZRAL, TrE—2—A v br R E T ADANTS13 B Faf0E i %
HEAT LT, B REB 2 20 CHMBITRIREN DB TH L Z &, EiTEE
3% 45 kbp THEEI/NIWZ &, W7 L& b ADAMTSI3 Bl T2 iRz
ST LIEWZ &R EREEL, BEou 712 Y PR EW%E MiSeq \ZHET
BEFEEERLUCERB L, FAVI b~ JETHEE PR IET
bEEPRONRPoLAETIE, THEY, KRR —F P —Tbaexs
VUOBEBRICERBEIRO N ol BE, A MryEBROSTEED TH
5LIATHD,



UERICBITABRET T P OBERE
BE PR mEAF mEEEEZ— AEEEREEV¥—

7SR

YEHET 20034 1 A225, 2012 4 12 A £ C 10 E/ICRRER U 7z At /Mg
PEEEBER TTP) IZ DWW TS L 7=, '

[515] ADAMTS13 JEMEAS 10% AT CHUEMAS 0. 5BU/ml Ll B, L IX7—A
ARBEMO B EREEAntEgmn & /MRS EZEL TP D5 D5 5 4
U k%273 2EHE TIP L 20, BHE% VA, BIERBEEREREIIRI L
MEEZHE P IIZHEECHICEHBEL., REIHEEOS) & LT
Prednisolone (PSL) Img/kg #fFfH L7z, 1-1.5 fEBRMIEED PE ZE BTV, &
Bl LT PIt10-15 5/ p 1 BIE~EE L2 RICEKE 2 BREEITHME L 0% F
IS L IIMBRE DT TRT L, BHICHREZFEDZHEE PE IZ bolus
Cyclophosphamide (CPM) (10-15mg/kg, 1 day) & L < % bolus mPSL(0.5 g or
lg/day 3days) Z3B00. EZHFIZIX Rituximab (375mg/m2 4 [E)®EE{To7=,
ADAMTS13 DHEIEITE B B ER RFEIM L C1Thiviz,

[F5] ADAMTS13 BEE X 21 I 17 BIC. 5 BIEME 5%LL L 10% LT OERFIE
1 BlOHRT, = OHLEMIL 1. 3BU/ml Th o7z, PE X 20 Fl (1 FIiEEHAFET) IThE
7. 15 BT PSL A SNz, ABitéd> 6 PE BtAE COHMFRIE 2 B (1-11
H) C. PE E#FHAEIL 6.5 E (1-22 [B]) THoTz, TIPIZL AT 2 HIT, £
FHIRIX 1-2 B, & bICKERERT T2 RERE CTHoRIBERIT X 205
7eo IREF OB (boosting) 1 9 BIT, PE &L3BM IS IZTAMH] PE 2> & BERL AT
BB CTHo7c. 1B IS X8 AN CPM ASE E4, 2 fITiX Rituximab :BMAZZE L7z,
ISHETHOBERIZ3IFT, ISKETEIDLERE COHMFRIE 646 H (281-672
H)ThoTz.,

[#] FEEARBO M/ MR ICER L T-GE0RHo2kE I SHFATTO
PEMXMKETHDHN, LIZLIE boosting E L3, TOHAIX IS OE{LRE
EThD,

F /7%, boosting 4 Ui=7= Rituximab Z k. —Hifn/MEEIZ EH L=
H DD, PE & Rituximab #EGEHIZHERE. CPM OEMTTE S0 E R L2F1%
BELIZDOT, bo¥THEET S,



R TTP 123317 B Hi ADANTS13 B EHiiE0 EERNHIE

BESBRFELTBRREESY BFET
BESBRFREEEL ¥ —  HAEHR

BRME TTP OJREEATICHR < BE 9 551 ADANTSI3 BEHAEE2 EETHZ L1, TIP
DREOHRIR ST, FTHROBEDGROUEICERTHI LELDND, T THRAIIE
MIREHERBAREANWTT A Y M—71E# Uiz ADANTS13 FURZ &R L. SR LREE
W& RN TTP BEICHET 55 ADAMIS1S HEHMEDEEZRAAR D Z LI LT,

HEED 23 EERFENREAERER CBRMICER SN S U RBARMIRBE D
REZREPFERAL, %S AFF = 8E# ADAMTSIS FURZ/ER L7z, ERLEHEZHR
ADANTS13 £/ Z v —FAGRIC L VRELE L L 25, HERERFNICHEES
EEERT A2 ERTER, £ T, %R TIP BEHFRFE 16 BXUBE ML A
WTABIERIC L AH0 ADANTS13 BEHEDOEEEZRATIZE Z A, It 7NV Tl
BEAzY be— A X0 BV E R TREERE LI, WY 7 CBIER
ERETLERRT —ZB™Ebnihots,

24 FEITRERELZ LA SEHT, UVHFRRLEKRZRL D bEHZIERE L,
NECEMBHFTE I MEGHBEEHRERE AW ENRESERAREZHEMAL
ADAMTS13 €&, MDTCS, T2-8/CUB ® 3 FEIHD ¥S A F A = ViZHHEZEH L7z, TTP
BEMBELE S LI OWTAEAT v RICL VH ADANTS1S BEHBE2EELZ & Z
% ADAMTS13 &3 L U MDTCS HifE TIE£ T, T2-8/CUB HLiE Tl 5 & H 4 4 DOBEIEMEA
EEA= Y b a—/LOFEHE 25D L Y BEWRIEEE TR L, RO Tl i Mg %
BER L7 180 TIP BEICBWT, FI2R - MFSHIEEE - VY S U5 0L
R OB ADANTSIS HEHMEEZEE L 2 A, VXV U BRERICEDZRTEREN
Bohi, LEXY | b MaEGMREHEEEZ AN EHRERERRRTIEATHS
& LT,

25 SEEE L RT AZ#H1/E & ADANTS13 £& - MDT » CS - T2-8 - CUB &, X LB L T
TERLL . BERRIC T TR L7z 1 Flo TTP B i iE 5T ADAMTS13 H EftiEDE
EERAdlz, MIERHBEOREEL D & HET 5 5 DT FuREER L7228, T
CS HURITENTRERRE., I8 HELH OB HEIRIZEA LR Liahotz, UV
PR ERITIE, FLMDT FUiRIE & Il L., 5 12-8 Hifk & Hi CUB HUEIZ IR KD 1/2
MNE 1/3BEETEALER, M SHEOBDIERBREICLLE EEoTr, LI VABRE
O CS FEI D B OHAE, MR IO ¥y g5 Ic il it 2§ W EEEAURIZ
iz,

SEIORERL V. v MEMEEARHEEZ A0 ERRERERERICEIVARKRLE
RI AZshH0E (ADAMTS13 £ - MDT - CS - T2-8 - CUB) Z\\\T. KM TP HEHifk%
EET S L IBEROERELET B ABIERD Y %YL T AR LR L
TN EEZTNWAS,



H A A BE BT 5 iR R ORENE
A EBRERFREFRMAER MEEA

[IFUDIC] HxT I E CEREMRERRORE L RD5T v F har vy

(AT) aF1> C (PC), 7us A S (PS) REENPELTFEEMRIT. &5
W R ERENMREREROT v F ey BV L PR 2 ADRRECFESE
LLTFu bur BV BEESRE L TCE, 4., AFEIED 3 FEMIZEN
FAVAT RIBSE 11 5%/, PC KIBJE 11 2R/, PS KEIE 10 FROEBELFRENT 21T
ST=DTHET S,

[(FEIEER DT ) ABEFZ AW, T2 SERPINCI, PROC, & %\ NE PROSI
DETI I DA ha b ORFEREED T PR HBigk, EEY—7
VABIC L VIEREEINEEN L, 51, BEETFEREFREINRISTE
G MLPA (Multiplex Ligation—dependent Probe Amplification) ¥EIZTIE
BT REOEN 21T 0Tz, 2B, AFRIILTERFEFTHGEZESDKR
Db &I T T,

[HEBIUBE]E=/ VPR EYOF A VI b —7r U AETIX AT K3B
SE 11 FRH 8 F5% (T3%) 12, PC KIBJE 11 5% 5 55% (45%) 12, PS KIBJE 10
FRF2FR QO ICENENER & Boh 2BETERZRE Lo, 72 . MLPA
B TRIBF RRINT 21T - THEFNZIFBIED & & ABIEFREOREERIT
<, BELVEBITEZHET THD, B, 1FZRIIBVWT, BT TIZILT
7 U IREF OREN PS RIEIEZ Bebiviz (PT-INR 2.1, PC &M 40%, PS &M
16%) 28, PROS1 &= FELFEATIC BE 2372 | 10 BRI F DRIEDREM D PROC
BRETEEPRAESNEFEEZRBE L, 2B, AFERTO PROSI BETFOE
FIIRFFREICE - TR,

[FEam] FMEMRE L FAE L AT RIBJE, PC KEJE, PS RBIEDREOIIE
BIFZRIZEBN T, TNEI SERPINCI, PROC, & B\ X PROSI BIETFFENT 1T o
TRER., BRI ERT 5 FRUSK) KEBEGTEREZRELL, £/, Z4bD
FEFID 5B 1 FRTIXEFIPS KEBIEZ e 723, PROCEGTFERNPEE S,
PS, PC DEHRBIERR TH S Z L BNRR I Nz,



BRI/ IR R IR B U AT 7 U VRO
A L R AN BT B BT

BEER. BEE— (BRH)
BIRERRFS FIRENTIEE

EE  AFICBT HEIRMAEREICN T 2 PUREREOBIR & MBER L EE
THEDIL, AHRIEICBWTCLEEDOBKRIHEEEEE 2 IS L Lz [FEiki
BREREICHTIUANT 7 ) VEREICET 2 2EERENFAE) 2EE L,
ZDOWER, BIRMEERETHTA NI A4 VIR L-BAERG VALY 7 U >
BIENEBINTVWAICHEDLLT, HILAPHE (2.4%) CMAREFZE (1. 1%)
BHLINT, TNHD T LIiX, EREEZZ2R & EED A X IR O PT-INR
ERTFEREL TW ez, MEEBFERTHICHTL2ULT 7 ) ORAEREN
BEICTRWI & ERET 3,

B : AR (BIRERKREBRMAGEEEZESAR  EEAL10-47 5)
I%. PT-INR O B 2JAIE DEAIZ LV R ARE/F IR ZREICH T 5 B A
NCB LIV T 7 ) BEIEEZHENTHIE2ERLLEHBE L,

Fik . BIRER KRR ES R 38T B B AR e /S IR LA S22 fE 1T
FHLTIUNAT7 U VBEEEITLTOWAREEZNRIZ, a7 7F=v 7 XSITX
% PT-INR @ B CHIZE % 1 B/ B OSEE T PT-INR B CRIERE & FRBELLDH T
PT-INR JIE T ARREICOT T, ZNTN 6 y AMTOERET H 7 2 A4 —N
—HsE& L, 1) PT-INR B ClEDZR LM, 2) PT-INR B CRIEHE & EEEE
TOEEEL OFEBEOAFE, 3) PT-INR HSEIEIZ L 5 HilE X O ieE S 6F
EOREL LT,

FES © BEIESNT 17 BT, BERL 2 Bl A BR< 16 (B /Z&=5 fi/10 i, s 44. 4
+11. 280 2 L7, 1) B CHIE PT-INR 1 & E B HIE PT-INR & & DR
IZ 1 y=0. 940X+0. 141, 7%=0.893, p<0.001, Bland-Altman 7= v MZ X % Wil
FEEDZEH-00810. 28 LD TRFZMBERPRBO bV, 2) HRPESE
FEEART (273. 7291, 5 B)IZR W T, PHEICHE S SOHESCHMMEA FHES L iz
FEDFERIIA LMo T,

WEE . ULT 7 U UEEICEIT S PT-INR B CAIEDEANIL, B2 THEYRFE
ThHHIELZHLMNMI L, RBERMREZ S LICEHTL, BiRMeERE
LA LUNT 7 U URERHIT SN TV D MEETBE 28I, U7
7 U VEEBICRIT AR D EEREIER Th 2 HiL TR OERIZ M 72 EER B
HEED TS (HIRERREREZESHET).



Y2 3—25FEEDELD

g BR : BEASE Rk

1. RIRKRBRERHERETHETA FIA42 BRKFA K4 )
FEHESIEOES L EifiE R

2. A T4 &4
EE L FIEDOBREBES
KIFRHEIE 21 - 9 - 29 R,  JIIBEFRFER, FEHREZIEF 26,2011

3. 1k BEERTSE

MEEDERE - RENEERFORERICE X DHE

PrEpsE, RAGKR, 8 FE. # AR B H: EERF I eveZ
—HEEEIC BT S ME pH OXEE 5 14 BRAREMRFSFNES F
WHEZEREE, THR25E7A2TH-280 RE

PrEBSE, ERARK, JIEER, & FE=, A HER. BE F:EE
HFA b €7 —HEEICBT M pH OREME BARELERFZESHEESS
EI4EE1S 201348

ROFUEEECHEXEHT TV

ERIVE. RANRK, 8 e MEBE, B HE . AV NI U0BRASR
FITBIT D PT, APTT OBEEMEIZOWT 5 13 B ARENRFESFIRES,
TR 24T A28 B &



HAADMEHEBLEERZEOTT A< U RADR & EH

B BT, REHH
E SRR v & — 4 TR

MWEEERE . BIERT ORIEICED 2 BFOLERGBEIZOBREDY 22 L7
A, BRE2AEETERINERCERS, BATIHERSE VBT (FV)
R506Q R (v 7 ATIXRS04Q ER) NBEDBEHERER-oTRBY, £E
ERATHETAIUVRABBYLINTVER, ZOERITBARANIEHFEELR
VY, BARMNMIEEGEETF 274> S (PS) @ KI196E BEMRHK 55 A2 1 A
IZFR® biL, BRIMREREICH LAy X 3.7~8.6 2779, FEX, BAR
ANDIMEHEEBRRERZFFOET N~ T AL LT, PSKINE BED /) v 71~
VAZBI L, ROFEZROCTIERELZFM L2, RFFEIZL Y, Factor V
Leiden ¥ VR LHEETHI &IZLY, BAALBADOMBERKRZHE TS Z
LSTEEL RoTln, TORBRERMNT B,

1) BEMERET LV BBRETZZIANRRERFECET CH 5 BHER
RY ) B EZORERER

2) EEHBHIRLRETT IV : ATV L ABBOBERSECELE T V=TV
T & TREIRNEHIE ZEMEL 3 2 RHEHIRMAR DR E S 2 5HE

3) BN MAETRE T VER - MARSESINR S —AIP XNEARZ FAZE L T—i&
PR BTN AE i 2 5 L FVER 24 e DR 2 2 51



LI BEIE VAR 2L Bortezzomib (BOR) BREMERSLIZE 2 D O ENT

FRELREY 7 7Vv—7 BESBERFEFTAR KU K

[%E] Proteasome FAEZR (PSI) TH B BOR XL R EHIEGRICEE 2 %&E %
BiELTW3, AEABREEE CIBEEEZREHIC/IMIBEBMET T2 241
HBINTWAN, FOBFITMEETE Wy, M/MRIZEIT 5 proteasome D&
Bl R LB IR O TV AR, KITM/ME proteasome (X IfL/ MR D EZE
MOFTAFICESE L TR Y, PSI FEIZ LD apoptosis BIERTF Bax DFEENTLLE
LT, M/ MEFEMPERET D Z &R HE I N7 (Nayak MK, et al. J Biol Chem
2013), —JCTBax / v 7 7 U M= ATIM/MEEMBERE L CI/IMEE D
m4sz e, FUEAREZOM/IMIEIERRELS 252 L, 2REPRESLTY
% (Joseffson EC, et al. J Exp Med 2011), F 7= PSI 2AERZZEERME: A MR AR
BED apoptosis B9 Z LITHEIN TV A2 (Galimberti S, et al. Leuk
Res 2008), PSI RIEHEMIRKICE 2 DHEL T LB &IV, BOR BNER
RICE 2 2EELENTTAILE BN E LTARMREEITR o7z, [FIEIBR 77
FET (20nM) 3 X OFEFETE T TEER O FIEIZHE - CHERARIBEM IR 2 BBk ok,
M/ MEEAZFEE L T, BOR BSEZEKDLICE 2 2 EE% (D41 MR L~v
PRI & D fEAT LTz,

[#55] BOR(20nM) 777E T CiX 10%33 £ O 15%DHH RS BB RAARIZ 431k Lz,
FEFEAET T 1060 A ERZRRMRIC b U, U/ IMREAESIEIZ O ZEIT A
BiIviehroTz,

[BRISEIDOERZTIL, BR ZEZHKSb, I/MRELICIIRELE X 2D
77

PERDOFER L UOFHRA 05 F TOBRED S BOR 1L/ MIEEREIZ T b 1D EE
Ez3:EZ25N5, SEIORE CIXEL SNI/MRE 78 < T, /MR
BEEDFENTIIIT A T e, 514 BOR F1E F CEAL SN M/MRBEFET T
BEAEINTZM/AMREBERIZED X 5 REVH LD DM, FDEH MM,
BREETICEDISICEETLIONMENTIZLEZZBRL TS, E4EIZT
FERGRISEAIIR Z A LR Th 0 . BREEMmMErHIa b O EBIRSIZ S 2
% BOR DEEGLRERTHH2. bRETTOILERD D,
BRBANRIIBEEBRFEFEBESFRIEHEFEL L ERTIT o7,



T ZEE - REEIRLRE EROSERENZR
— iR ERERROIIR EEE - |

PEREE ZERFARERERS - BEsE B KERS

FLRIFIEE ZERFERR DL ERENTE Bk THEH
ZERFERFRERS - BREARE BN R
ERERE & — Bek /DHRFESR

[EEBLCEM] ThE CICAHEHRLSFEICBN T, 2E0EEBEEICR
LTITo7T7 v — MRAEER S & ICime ZERE (PTE) B & OVERERER IR A2 iE
(DVT) ORFEHE, BRLRDVATEREL TE 7, Fl&EESENLPIE IZX
THARRICEREZDP CGHMETA2Z L2 B E LBRIZ2ITo 7,

[FiE)] BARENDOABRRKREZ G T 29 N COEEEES 9383 Makicd L., F
B 23 4E 11 A2D 12 AD 2 B CFE L - FIRMARZERE (VIE) IZ DWW TH
BELET VYT — B AREITHEN LT,

[fE 5] 9383 MEgRIC T > r— M & 3ET L 2722 B3R (29.0%) 2 BEEZ W
W=, VIE 13 1964 41 (PTE: 778 4, DVT: 1186 1) FIEL TR Y., £E TOER
FIEBITHE T D & 40634 7 (PTE: 16096 4], DVT: 24538 #i) Td -7z, PIE T
i, 92. 5% CHUEEBEESHEIT SN TR Y, MREMEEEIT 14. 0% THREIT S i
TV, MARYARERIEFEA TR 13, SOERIME LB 33. 3%, [REEID 23. 4%,
FREEA D 17.8%, FEAEHAD 8.2% ThH V., EEIZEBVVERN S BV,
TRERT 4 VF—1T 29. 4% THEASN T Y CkATL:46.6%., [EIXFTEE
:30. 1%, —RFEESL:23.3%) . AL TRERIRIC I 2 B 4 D ER (62. 1%) D
38.9WIFEHEN Tz L, FNLSTIE 17. 3% THERIZIIFTEZEDRN
O b (p<0.0001), 2006 FIZfTONZFHE L HE LK & Z ATEERE
HATHEEIZIIZ 2020 (2011 ££:92.4% vs 2006 ££:92. 5%, p=n.s) 2SI
BIRERERITHREIIARICEAD L TEY (14.0% vs 27.4%, p<0.0001), FX
Bk 4 VF—FERAEE LD LT (80.3% vs 37.7%, p<0.05), [#:E
PTE DREIC W CTHIEREEE IS RICHEIT Sh T\, MREEREITEES
WCBWTHE T S, FREIRY 4 V&7 — 1 TEEIRICMERASEEL TS
FEFICHERSNIEEREWI LIRENT, E70, 5 FERTE i LILREEE
DRATHEITED LRV, MEEERER IO TREEIRY 4 V2 —OFERIX
BOL WA EBRRENT,



ZHERNVE A MRIEICE T 5 2ERENR

BT 10 I T D &tEas L€ CAE RIS £ D #IRmARE & CBIAR MARAE D

FRRIB
WroesniEE . ERERtCS— BRE IR R
mREHAE . ERERKFERESEFREEER RBE #%
EREMRFRELSEFRE 2

[BE8] BAANCIIOEERERE LToFas A v S EEE EELRIZEAE
A 55 NIZ 1 ANEH#EE) B, KESVE CRIERARICIMBREEZRIET S Z
ENDHB, Fio, Z0 10 EfTEERALE L OUASG OFEENIEZ I bIZALS
BREZTWAHZ L, Z1LT 2007 FEIZ3LERVE CFO—ERIL B RREE
DERBREAZERE L, 2 JEETOFENMEM L ZERAE CFIREFOmE
FEIZAHACIC A o THEML TN D &L FRITE 5, AFFERERIEX. BARICBITS
2003 ELIBRREE TOHN 10 EFICB T A2 HESRAE U FIERAFICRE LR
HIRMARE R OCBIRMARIE ORESE L ZOEREZEEZHLMIL, boT
BERTHRNVEAFERICETHZ L TH S,

[ 5] FFEANZITLLTO 3 2OEBOLETUICU I T IEFTH S, b
B, 02003 ENORAERAE TORE, QLMERNVEVFIERAFORE, OF
PRImARES] (FMAEEAE, FEHHRNEE, TOMOBFIRMARIE) F 72138
IRmARER] (M2, DFEE, ToMmoBiRneE) (RVEFZET), &
MEREVZ—B L OERERRZOGEZESOEBEELEIC, BREEIC
£V, —RAE (&FE) KOZKRE (BAE) 2175, EEMIE, £7
EEDOARREREZ AT 5 —RIEEHRIC—RAEESERE L. EEROBRELEC
BETHEMREZERT S, RIZ, EFAREOHLERICH L., ZKRKFAELE
fEL., EAEOERBME, BER., LFINTVWEZEFRLVEVEOBEEE W)
ERRATELTEL, #BITT5,

[FR] FAEIS R % 2,136 MRV IAA, KA 9,318 LR 2 HhH
L (E@EAR. AR AR, BRHBAE., BRBAR. DEBRLEAR Eim
EHR, FERERANEL, RERERAE., SRS, mRAE, BRERE iR
BEE ¥ —%), —RFEELEMN L, 20134 12 A 31 BEAE, 3,983 2
BERNOEZERE LI, BREEA CTOREZEEIL 42.7% (8,983/9,318) & 725> T\
5, WiZ, MBED HEFSHY | L OEIZENRELNIMEH - ZEFHCRT LTE
W_IRAEEEZRERELTCNAN, 201441 A 1 BEHFAE, KE LT 487 2R
D56 251 ZERNOEIZEEZETEY ., BRFE TOEZERIL51.5% (251/487)
Thb, 2B, MBRED DEFAIH Y | OERIT. —KAEEZSZERD 12.2%
(487/3,983) 124725, 8B _KAEZOHEERELITV.. BRERBIZELNTHA
ERREETT5TETH S,



ABRBEICHT S HIRLRERE (VIE) BEFHCET A

—NHERE e EVEERE EP)ZHAWEEE L e T A v CERZER
(APC-sr)
BELUPS HilE & PS IEE D HIEHHIEIC L Y VIE FEIIREEN—

WF T HEE
EREREVY— BEE ANBR R
Mo 1%
ERERE - Z—ERAR TH Ad

[E8] WEIABRREICBITAREME b o U EERE (BTP) E-S5< EiEL
Tar Ay C SR (APC-st), uF A2 S (PS) HUE - PS iEMEZBIE L.
ZNBN VIE FPHICHEETH D00 E 5 et 3, [FHiE] ETP L3 o b
0 EA T RFIICEIET 5 5E T, ABIERIC APC R0 - KIS SE72
=D ETP OHIfFIZE % control E D TR LB D% APC-sr & LTEHT S, &
REEE VY —HEZESTARINEAMECRENE LN AREBEICD
VW ETP. APC-sr, PSHiJE (total & free) I ONPSTEM (/TR bE) %
BELCHEA 0MEBEZ® Lz, SOICHEICRENE LN VIE BE b R
WCHEIE L., BitEss & UCHENT L7z, [FR] FiEE 56 4, VIE 2% 22 1 (B
SEIRE : PE16 fll, RERERIRIMASSE : DVT BEfh 6 ) THEt L7z, 1) PS HUE L
PS {EMEDHIENEDS 0.7 (-3SD) K% & L/-AEFIIX VIEL9 B 7 5, PE16 4]+
6FITHY ., FD 5B PSIEME 60%FKF L VIELY il 5 Fl, PE16 il 4 FITH -
77o PS O M BIRZIENRGDNTZ, 2) APC-sr & free PS HiJE (P<0.01) « PS F&EE

(P<0.05) ORENCIZADFEEN I b, APC-sr DEEMME PS DA & D BEE A
R EINTZ, 3) FEARIHLIEEIERE-FIX ETP & APC-sr & b ITHIfH S4B 728,
PUEERIERITANICER I T & 7= VIE B3 14 flD APC-sr 1% 2. 92+1. 47 T, B
IEERAEAIO 1.27+0.68 L BBARBENIO 1.2750.69 LW AEICEL
o7z (P0.01), E7z. itk DVT FEFI DOHTRIOMEIX 2. 76 & =E T, 232 PS thig
PE1X 0.61 LIKETH -7z, [BEERBIUH®R] VIEB Y A7 BED APC-st B &
VPS HLE & PS {EMED BRI ED VIE FaICEH ST A FEENHBE L, =
DFEIIREE Z DR THEEIGH SN TRV, RN B FER T
ASNIEARBEICEBIT S VIE OFARFRETHY ., PSEFEEREDAS Y
—=V 7 ZIZCORBARBECHEEEZ O VIE FHé L TRERUERREREME
HARHETETE, FHTELRREAETRDICRVICESTESTHAY, =
DL ITEROBREEFSOVWTUIEFITRICE o CTRERPAR L 22 L Ebh
D,



IEBEROBRILEEREICET 5 RENEENSA]
HIBRFEEFRFRERIG, FRRFLE - EREBENES BRUE

1.  ZHBEEH RS OSSR MRE OVD) BE - BE

XL HHk  ER25FE11A9H, 0B ICHBERT- AN HELZERY ¥
— (/mRATFY) T, 12A7H, SHIZHBER/INTATTREEL ¥ —
THEMEIE B OIVTRZ 21To -, TDEHR, HELE, SETE.
FUXIRE, TVERETHH - BT - RERCZERICERL, &b
ICHIRE %D b2 UN K UMEEREZ 2 =17 72 572 ER1500 NIZEE T
BHILE, B2 TRT 7 — MRE, ERE, BREATERE, 72
FIWZDH A ~—, NI-proBNPOMIKHEZE (NT-proBNPIZ—HZBEDH) |
TSSO FTRERT 2 —HREZITV., FEFICEEZ by X 7O
CERBEEERIT T,

FER AT ATTII84LA (B236 A, 604N, R 1A, FHEE

68. TF) Bz L, +HHETHT TIZ596 A (B119 A, 47T A, FEHIEE68. 7
F)YREB L, IFARTIE63A (7. 5%) 1 TRRDVT%#38®, +AETH T
1365 A (10. 9%) IZ TEEDVT 25807, TN HDZBED 5 LS EORZH
MHTOH GErHZ2E) BT 5 TRIVTOBHEFRII/NTAT TL59H5
A(3.1%), + BETH227 AFF20 A (8. 8%) Th oz, MKBERE T/HFA
HDDZ A <~ —{EIZDVTEEE0. 55+0. 51 u g/ml (n=42) . DVTat: CEEE
L3#&0.27%0. 16 u g/ml (n=250) . DVT[aM: T b DEEH ¥ F0.88+
0.921 g/ml (n=21) TH Y, DVIH VFE, DVTE L TERER YV F TIIDVIfaH
E L0 LAEBITEI -7 (p<0.01) OF A ~—{EIZRIERFEO. 1 1 g/ml
PEREMEE LCEHELR), HBETHODY A ~—fEIIDVTREEFE 0. 55+
0.59 1 g/ml (n=60) . DVIR&ME T B 2DEEDH Y 3F0.81£0. 75g/ml (n=37) .
DVTREME THRABMEE LE0. 240. 13 4 g/ml (n=403) TH Y . DVIEGHEE KR
VIR CEREA WV ETIIARIIVIEEE LIV LEETH- -
(p<0.001), FE7LAR4E% I NI-proBNPEIZ+ HETHDDVTE V& T
145.4+167.8.8 pg/ml (n=60). M2 L M SNDEEBF Y EL5. 1+
650. 3pg/ml (n=40) . DVIf&ft: THEBLE L#E95. 657, Tpg/ml (n=403) TH Y |
DVTEBIHEE R OMT b DRER W B THRICEE Th - 72p<0. 001), /MM
AT ONT-proBNPIIDVTEEME T119+102pg/ml, DVTRRME T H DR EH
D T895+1407pg/ml, DVTR2{E CTHEEME L CT94=51pg/ml COVTREHER O}
VIR T S0 DEED V TITAEICEE TH - 72 (p<€0. 001),

BREROT r— MNERLHEERVAE CIERBICHEREZTA,
DEFEE - FlE, O LBREZTA, IKEZE - TIAZ24 A THEL TV
Teo ZAUBD D BRIV E RILBEOKRZ TV ZRAD X2
FIIFERE TN, LHEE, BETA. HEE - TIA SATH- 7,
INEAA2RBEIC L DEEERIT 21T O E 2 ROIVTEEE 2



DVIEFEA: 8 CRHERIERAE D A v A H6. 38 (p<0. 00001) | LFHEZESE - Ik
D, DR SAE D A » X3, 12 (p<0. 000001) , FXAFZE - TIARIE DA v
AH2.13(n.s.) TH o7,

2% . RGN HIEEDVIRAE L72DVIAs b A B & /ANTFAT - +BETTH
%2R e MU A R CIER D ICDVIE R B o Tz, L L/AINTATT
DEHEZ S E ODVTEMERIL R4 I T b - — M E RO TRRDVISE
S v ik BN DA% DR T L D B HLE DO BN /D 72  Tp o T MR
551, —F. + BT CIEER224ED bk U CHEZ 2B DTG SR
PATFRELY bl EE<, —BRERODVIEBER LI Y &Y, Ziuid
ERES OERARLEPALIM, BERE L BREROBERER OES
HA7 UNEE L CWAAREMNREZE Z b D, L L/INTAETTCIIER
22 ODVTEMERE FH LT ) B/~ 372 1B EMEODVTIIR
HLTWRNWT ERRBENT, &I+ R THLEDZE ORI

ERE25ETH12. 2% & = < [F lﬁﬁ%& EZZONEENLETHDLEEX
B, —F. DVTIRAZEOR « O « M8 A 2 M OWTIT A2,
24%@%@%%%“@:&)3%@%%@5%%‘:b:%ﬁwf:ﬁﬁ&xﬁ%ﬁ%  FOLVIE 7R
CTCEEVMERRREOND bODEEZEITEN o7, LA LERR2GFET
DV & CH BB - JlE - Lo NEBEARICEHBIEL
Ty ZAVOERZEE CIIZ s o PIC MR EEAZ D72 < L
TEZE  JeiE - D DRENE -7 2 LICBAT A b D EZ DT,

,%E%ra L RTEHIR IR ek E %EM&*CDVT%F%%V VR HHZ L, &

ICERENRS NI L DA E LR RRESLETH D, PR
)é% DS CIIIFEREIC X 3B KA R 5 BIBIE T S 10ERE L T
BT I ERHBA LTV (2), MEBREDOERFRIIDVITHD Z
LB THE B R K T B 10 BB L CHDVIRZ NI L3
FHRENDLZ DD LARORE - RENKRETH D, ELIVTREET
1B AR, DR, IERER SO - b - EA N FYE
BT EIWRENTEN, T rv—2 THIDVIRAE CII20FEFE L TH
B o oA R FBRE N ERTFENTNS I &0 b FHR R PR
HOBEZIEECTH D, ZRIEEHEED T OIS TORER
NULETH D, £z BERMIBT AVTOEEFHIZ OV TOFFETEN
CEMBASBOBRE - AEMRIIEE CHDL EEADNT,

5%
(1) AT 2 —REROVTHEEREEER CURRFEEREMR
BHEIA&EE) WHREARE BRWE
WL FE  KFEE, TEAREER SICEbE, BHR, &A—A
— /7‘; P, LR RICEEEOT TREZIT > 7.
eE . 0011 4F 11 ABIRTRK TZ2H 230 AF (5 80 A, 7
62.6 F) TEEDVT % 7 A(BWICFRH, 2012 4 3 A FAEHTT 140 A



t1(5% 51 A, ¥ 65.8 F) TR DVT % 7 AG%)IZERD, 201249 A
FEET 63 AF(B 11 A, ¥ 59.9 F) T DVT % 3 A(4.8%)i
2012 4 10 AFBT T 81 A (5 42 A, ¥ 47.7 F) FER DVT
D T(0%). 2012 4 10 ABEETRE TTHRE 220 A5 29 A,
) 65.6 F) TR DVT % 12 ABG.5%WICERH, 2012 4 12 AILEH T
32 AF(FE 9 A, ¥ 60.5 F) T DVT 28D T(0%), 20134 3 A
TAR CFHIHRE 183 AH(E 52 A, F 652 F)TFEDVTIXT A
(5.3 Tz, TN BHDOEF 900 AF(E 275 A, F 62.7 F) T
DVT X 123 A4.0%) THoTz, 2D HH DVT U ZAZRHF, AH00D
TR, BITDOAPRBERERE - HER 2R WEEKY R 781X 781 AT
21 ANMZTFEE DVT 2586 72(2.7%),

At ERFMPZ O TR DVT BiERidHin, £9F5F, TROFER
EWZ X > TET B, BIFE T 2.7%4.0% 0N —R{ERBER D B
Bl bEEZ BN,

Q) BEEFBERFIHEEHEEEFE H20-22 [KE - EXGHEORAER
®ﬁm¢%&0@%W$W¢%k%¢éﬂ (H2-fEE-—f%-002)
RFE RIEKE (BRKFARELES)

SMR: EHANCHT 5 BilFET
SMR UM Leit 1269 Al Lo Bt d o/ A

: I

SMR

b2

(3) Sorensen HT, H-Puho E, Pedersen L, et al. Venous thromboembolism
and subsequent hospitalisation due to acute arterial cardiovascular events: a
20-year cohort study. Lancet 2007, 30; 1773-1779



SRR 24 4 E IR BB A B &
HEVA PRI B T IR S 2 2 |
i R R R i V- B B SRS BE

%1 FENEE
HEF: 2447 A 2T B (&) AT 10 RE~F-1 5 Rl T T 7
BT . BESBR AR I 1 BPEEE

rus o h - PEE

HEEAERE NHE W



MEREEREECHET ORENAHE F1EEIB 07T A

HEF: Lk 2447 H 27T B (&) FAT10 B~F % 5B KT TE
BPT  BEERRFERE B 11 BhaE=
(7 T N—THFZEEE ;25 47 HEAMIEEE : 10 FfeaEie)

10 : 00~ FFFEMRFE BE FMHE
10 : 10~ [ENREERRSERE FEEEEEE RN B £

10 : 16~ FpREMREDRIE  OFREHE /Mg BFA
YT IN—TFY—F— N BN AEBRKFEEE
BIE . RE ¥—  BHBERKRF

JHEE Bk KERKRFESER
HEH BT  EMERSHRNEE S —
Bl R BERBRRFEE
IBR PR REBERERE Y —
BIR fZ SR KEEEWER
A VAL
PR OB ZERER¥ER LA B— ZERFRER
FH At ERERECF—/ KE B ZEREEFITHER

10 : 40~ TMAWFEH  HrEEHE B &
YT IN—T) —F— N EHE SRESNERKE
PR . FiE 3k ZEREEF
N ET ESEREBRE T 4 —
WG
A M BERBKRFESEN/AYE B EREERKFOLERANR
A MR RERSERKE/EH O S# BEPIURER

11: 05~ 1 TPH#HIZEEE  #F%EEtE = £ER
Y7 I N—FY—F— Bl EE KRKFEZ
R BN KE  RHETKRE
F4 EE  BEERBRKFEFS
AH #z - MWXEFKFE
M IE
Bt HASH=x7—rx i BR BfE BEdEERKRE B—-AR
g #HME BESBRZEZE A B KRKFERFERES SRR
EE A EMFEREVH—
11:30~12:30 RBYRA



12 : 30~13 : 50

RERMEMAENARHE - Tl /DIE BA

T TR PESR IR O 5 7 RRARAT

WAPE— - BTG TERMEDRE/ SRS EREICTT 2 U7 7 U UIREBITRE I
BiFH7m b v R (PT-INR) B CRIE DR 2V & BT 2 BRI

JNEER  TERRETA b E¥—RJIEEICI T 2 M pd 0% EE]

EHEAT (IR MR AR E R RE OB T AET )

RlfER [ 2RMEESEIEIE K Bor tezomi b2S ML/ MEEEREIC &5 % D R BEDRENT)

MR TABRREICB T 5 Rt EAERE T A2 BE 5 2%

BRME THEAAKRELRE 1 EROEBEHIRMELE OVT) BR2hs )

KEFESE (iR ZERE - EHHIRLASE REROSERENE)

13 : 50~14: 30
TMABHFR#RE : 5l BN 5iE
FEFTEE - AAAHER  TVWF RS A8 £ OYERS &8 oo i 8§ ADAMTS13 o IEF IZ X A fg#r
=TTP {63317 5 M S RUAIR R
EINEE TTPIXHT2Y VX~ ORKEEZR)
FoEZER  [TMA IR 2 M vyl MRIEFER B VI (GPVI) ORET]
/NBWETRT TADAMTSIS BEF v —7 = VU JEOKE )

14 : 30~14 : 50  4KFEH

14 : 50~15 : 50
I TPHHFE®E : Fl B &R
FEFMTRE - BmEHY TIREREIC X 2 BERRMEEYES 72 L7 ITP © 1 JEH)
BHEZ  TEREMEL/ OB HEREE O 2 EEERE (2012 FEPFIEEHE) )
EINEE  TEIRAOF TP ORETA RF A DWET]

MREREPE ML/ MRIBAMERBERIC R T2 Y VX =T D

ERTEEEE R-ITP RBR) ~DFE)
B ILEERE - MAREEFn TITP B D PA anti-aIlb B3 HifADE 1T
allb @ B -7 XFEBNOMD CTRE S NI EET D)

BAENE - EAEH  TEFA~< 7 2%V ITP ORIEHIEHIE OIS

w7

TRk 24 EERAFBRFIERENES SIAMEBRREEE
MR E R EEIC BT A REMIZEEE e RESE B B
EER  BESBRFEEFHERREEY TFHW»Y FHEZFEE : 03-5363-3838



HI5)L—7

i

-



Rt MARTE HARMARIE Y 7 7 1 — T e

ki) W %

NEEAN  AEBRRFEFRPEH BEER BRERXE

HEHEIT BENMERSAMEYT S —PRET TNER ZEREREREERIER
WHE— BIRERKE WESR— ZEREREREFRIZER
JMEFER  REKRFERFBEFRIFER KEREH ZEBERPRFHRELRT R
MR BERERBAFEFE FHIM ERERE X —

INHRER ERERE S —
BRME FERXFERFREHRFREIER

H#Y

FR MR B T h 2 R MEMARMERRNAE SRRt AR E,/ $ R MR ZEARE D
BARANTORERE « A N=XLDOMARLEDTH « THREOMILIL, A
EDEEFEITH EICBWTHEELRFEE TH D, A0 2EBEAIFREN I
IZEARANTCOHRMBEREREDTET VAEZHLNITHEERT —4 T
HY, INETIZAEROMABRERREOEN, L <IF a7 A S KI%E R
NAARNCEEE LMRERRTHLZ EEHALNICL TR, BARATORSE
PEIMASE /SRR EREO T ET U ADINEL Ebic, FOERE - A =X
LEMAL, =a/ I—7 7 RAEEEL LTER?D bER S5 #IRMEZE
BIEDTH - FRAXIROMSLE RFRDOHB L T 5,
Fik - R

HE R AR SE /IR MAR ZEARE Y 7 7 — ORI, £EOERMER 4
B LT — NREWR L MRERE LS L LI R EN OB S
h, 5EEXZTNTNLTOMEEIT-o>TEBY ., TORBERET D,

- MRMRR O THRERTT (LAY Y —X : FiiehBLREZRER),
- JEMBI YA I M IR BIE SRR R OB TR,

- TN 7 Y UEREREO PT-INR B S IE DM & ZEMIZ B8+ 2 R 7,
- BEEIK T v b B2 —RIEEIZIT B I pH DR E{E,

- ZIEME BEIETEIRIE Bortezomib 2N ML/ MRIEREIZ & 2 B BB DFENT,

- ABRBE IR R AR AR ERIEFE T BT A 15,

- HAAKRERE 1 FREOFEBEIRMLARE OVT) 2R,

- ff AR ERE - GEEERIRIMARIE FAE O£ EREN

IHOHDOWE - IEEZRE LT, BARNCBT 2 FRMEMARE /F ki 2
FEDRETET LV ADIE L ZORRE - AH=XLERALMNZL, FH - TH
B E BT,



