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A IMEBAAMNEEEERR  (thrombotic thrombocytopenic purpura: TTP) [X19244FZ
Moscheowi tz MO T L=, TIPOIER E LT, it Moscheowi tz STV HILTNS (1.
M/ WIRAE 2. e 3. BaERE 4. FEN 5. ERREEARRYER GERIE
BHY, b RESETT2)), O SIS L BRI SIFRGT, SRR I~
ThD, FEFEIFRNE TSI 4~10\E, MR THY | 1R L THRR0%ABELTT
2o 1BVFRE TTIPORKIINATH o7, 208, 7474 L 7T KA (von
Willebrand factor: VWF) Z3TTPIZRAG-9-5 Z & VWFUIWEESR CTd HADAMTS13 (a
disintegrin-like and metalloprotease with thrombospondin type-1 motifs 13)
TEMAR FASTTPRAEIC R 2 Z L S B L 7o o7z, ADAMISISTEMNEES T2 &, Ik
HE 2L 3RO BV WEE D TEVWFZ R (unusually large VWF multimer: UL-VWEM)
DLYLS ERL, &9 0T N S INEER Colfiv I WakEER 4= U %,
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Kainos, HUR) ZfAV V=Y, IERAEHOADAMISISIEMEA100%& LTz, HIENRRTIEH00. 5% T
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VARG DTSR LiEgs L, M0, BBU/mIAmiA &t S LT,
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S FELISAEETIIIE U=, IERIEROADAMISISHUR L~ YL 1000h & L=, IERAIIER D
0. 1% Tdo7z, MFADMISISHUR LYV, B NOER « @V A2 7 my Mk
THIE LT, BEF FCL AV ARARUISE 2ml 22N END L— AR TSDS 5% Y
T UNT I ROVERGIE) LT, BEL EXUKEN SRV ke =Y AR T e
FED, —IRE/ 7 n—H WK CHOM2-11-1L, “SBURChHLH A T~y
F A —PHEE Y hT~ T A1gG Kirkegaad & Perry Labpratories, Gaithersburg, MO, USA)
ZRVTT 1y MSSADMISISHURARNE L=, W21 - 15RO ERI 4 FEHD b
RAR V18 F—7  (thrombospondin type—1 motif: TSP1) fEEZH D, (HIEAL
B, 70y MEXEET 4 VATEEH LT, ADATSISHUROREERERT L, 190-kD X R
Image] Y 7 N7 Z T T2, ZO5ETOMSADAMIS13HUROHIERRTY ZEF D3%
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JEZRIRHI AR 2, B — b AGRERERNE, ie — A R CL IR OMmER A Ve
PSS QLI BIATIE Ch o7, BIEOMABRh (D), FoOMmA0-Rh (D) TH Y, ABO
MIEPRANEE T R DTSRI A5 E T, B E AR T, 0-Rh (D) IMEkE
AB—Rh (D) FEPOD &l IV NC Aol o] & St Ea i T L7, VM0, 75/ n1TH 1
I REZA o728, FRCRWERERRD 2T, SR DRI LT3, 1 M 34~6
T3/l HKECHERE L=, BTISESE LT,

AZTANA 7V PARICRER L, B OEIM b 7.8g/d1) & ifi/ M)
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PR, RS CLIRIT R ARRO S, BB EARTII46, XY, MyEHA JIEFHEDE, S
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TL R=va UNREOIREEIT o 7288, WS FRA92~6575/ w1, (A D 35
filE (446-1,5021U/1) CREE L7z, S HIC2issn AR, BRI RO iSRS, A Re
R 52 U723, SEAICT CRHET R 23809, BRH CAINIIEHE L TEh B RS it b
EER BN, o, THHFOERZR S, LENOTCHE LRRIZEHD TH Y 138
N\ LY X D EMoscheowitz 5MED 5 6 4 il E 2 LI 7-DUSSE &> 7=, 25970°H
IR 2R RN TR CADMTS 13T 24 T-o 72 & 2 A, ADAMTSI3TEMEDETR (00, 5%6AM) |
ADAMTS13A b B4 —f2E (<0.5 BU/ml) THY, USSEHWL7-, FrPiaAsl, i H, 2
H. 3H., 100, 4HDIWIMEIZZNZENL. T, 7.9/, 20.95, 57.375, 62.575, 3375/ 1l
CIRREIRAR0 -, FRPHRAA(, fiad%1 B 2 B OMAFADAMISI3TEME TZ4EHN0. 5, 4.4, 4.2%
Ttz LI TEAFFPEREASAE L Q0D (XD, FIEHEES 6. K 8 4R
L. BEIZ200[E1LL | 2 3 OFFPIR G- 24 0 IR L T\ %, FhfE, B OISR &
FFPRIMMEM ZRFZRE0 5705, WEERERITFEO THvev,  H 2Bl Dmdfe~F kA
FOAMITH D OO, MMM EF Uiz Z & T, H A4S COEEHIR % fifghk
T&ET,



ABIFOARE, [ 2 ADIMSFADAMIS13TE I L~ U TZH20U6, 30, 40, 23%Tdhr-7- (X2),
FLISAVAZ 2 A IMAFADAMTS I 35U L~y U TERIEAN. 1A, ARk, 2 Niden ., 24, 36, 23,
36N TH Tz, SHIZTTAK T vy NI DADMISIBHIR LYWL BIESB8%AM, SRk
JRNIENEN, 36, 34, 38, 3 To7z, 7286, AREE Si2 NN HHHIIERA7R0720

ADAMTS 138 =TT

ADAMTS13&( 742, p.R398C(c. 1192 C>T, exon 10) &p. Q723K (c. 2167 C>A, exon 18) 72D
DEFGATT DAEENT AR ThH T, ML M2 NL 20080 5 b—2% 3 H~T
EREAINRE ChoT, BILEZOFRT, I AR ABROFIR L 725 X o 7e RS %
FRDIR T,

SEBR

2003EF A0 H - HVEIARTES, 018g, W oo CHAE L7, ol Jufnifsiilis C7e< L 821
Tdh-ol, RIS, BEESE (ERTIARCRE U LE 23, Tng/dl) . F77/—8, v\
D (UJ5/ 1 l) DT OiEIrba il Sz, [ - [ — AR E bl Th v, BIL,
RROMATZIVEN., ABRh(D) . ARh(D). B-Rh(D) Th-o7=, BEEIHOFIRIIEFE TX /)
ST2bOD, BEIETRL0T=8D, 0-Rh (D) ifiEk & AB-Rh (D) FRFPO &l A v -2t 27 +4lm]
BT U7, S OIS A AR T L7z, Z00f%, —mMECERERE BN 32. 4mg/dl, Cre
1. Omg/dl) %77, BREBHFIES 5 oMb AREE A0, NEWIER N CHY . Rl
20\ TENIREREARIT A2 T T, AR CIHHAAERE (AST 2, 266 TU/1., ALT 463 1U/1, LDH 4, 043 TU/1,
PT 24%, APTT 33.2F)) %78, EHEIR iR 7- 0Pl A2 7=, HEMSIZ, PLT 27J5/ 1
T, B

AAR147ARATIE BN, WK, 8B, /MRS . LDHEE 238, ik D A Tl Mk
BIIEHE L, BE 7 A L ABE M ER S RIEBRE 2 SE LTz, %15 ARRC, AES
PR UBYE o & ifiv ) Wasr, LDHEME 25807, Bolif%, HEN maiika 5 UEEOI W
W (L775/pl), IDHES- (1, 00710/1) 25887255, (RIS CH -7, Efid QI3
3. 8 CIMERE AR ARRDT, MAA TV, M/ W4, 400/ p NTHEE L, U A VARG
MEREBSEGFEL WS, 10 A%, BRI & i Mdse 27807 (b 9. Tg/dl, PLT7.5
T3/ ul) B3, RERBEEOA TR, R R IRE Ch ol 2R AR v
MR R U CEE O IR 278607, HiA & 7V DAV 2 L B/ I
IR U e, BRI, FEEDBED N9 DI S o U CRIRHIIL S I8 U, HE R



FESIH S OV 52 SR, gD, P v — R0 IR L2 Z &0
ATRRATUSS ZBR N, 20084 AR BIRS TR CADMIS 13T A T 72 & A, ADAMTSI3TE D
3 0. 5% . ADAMISI3 b B2 —f2f: (<0.5 BU/ml) Z38D, USSEMTLIZ,

AT R CAiL A T L 72AS, AR, BRRIEIR)SIREE T 0 TR
FRPIaA 34 70707 o7 (XB), 7D EigE2 C Hb 13. 1g/dl, PLT 23. 75/ 1, PT 77. 5%,
APTT 28. 5%) CHE#E( 25~37), 74 7'V ) —*4"2156mg/dl  (KEE 150~400) . FDP 0. 1 1 g/ml

(AAEE<5.0), DA ~—0.26 ug/ml CHAEE 0~1.0), WFIEMEIS0% (RAEE 60~170)
PRS2 EORIHEARR GO T, SFEHRIR TH MR « R & DOIRE 215
SNDZ &< MEECREBER T Ch-oTo, 20156F (125 AR O 7= 1cRz
SR 52 UNEERCT CAE AT IEZE & 2 S UARE L7, fZED R E SITHBF N KRE
<V ERHY, EBITNSWRETH -7, /M (8.377/ul) iRl
Hb 13.7g/dl, LDH 422IU/1, PT 74. 9%, APIT 26.8Fb, 747V /—/4"189mg/dl, FDP 2.6
g/ml, DFA~—0.65ug/ml, ATIII 141%, ~7 k27 1 B 59mg/dl, REM (1+) . R
() Thole, MREHRBIEICLVEELECILEER, S ORHMEL T
% 1= | ZFFP2HA72 H [l L, 28595 H ICIFPLT16. 25/ ul & ESR- Lz, v AT
>C0.58mg/1 (FEHEMHO. 56~0.87) Th V|, BHIEITRBBIE CERMNER L, &#
699 FZEEPUIREE LT, BRELZ: & OMRIMEIERIT R o Tedy, A7V —=0 7D
TZOEHEMRI Z fiiA T L7z & 2 A, BRIBYESRMERZE 2580 72, LI H-/aiiissw
FRYETRAD T D20 OFFP e iR =2 BRAG L7203, FRPEREE RO MR 31075/ u 171
% CHERS L QD HikEhiAons GREE<40) . PufivMETAR FaECH Y | AifnomiLDHIfL
JiE, DAA ~—FA MR - AR, ERHARMEZ RO TR, WREMERR L150%, 71
TA LOEME, 7T A USIEMEIENENT 2%, 52% TihoTe,

FIROALRE, SLOMAFADAMISI3TEIE L~ UTEAVENDR0, 44, 3% Th-o7- (%U), ELISAIEC
KD MSFADAMTSISFUR L~V UL, A%, 1eAdm, SRR SUTZEIEIL 48, 45, A% Tdr-oT-,
7283, AREE U IHIE 2RO Y,

ADAMTS 138 F T

FEFRIZ, p. 49X (c. 1345 C>T, exon 12) 5005, p. Q1374Sfs(c. 4119del, exon 29) (73
JBFEH395 DAPGEELE T ) 2RSS [ SR TZADANTS I SE A ZRROEE~T ek
Tholz, WL, 2D0ERD 5 b 2uFT H~T SN Ch-oT-, BREZ05



R, SRR AEROFR E 705 L5 70 SN AZ8D 727 > -, BIOADAMTSI3TEME L~
JVEFTRLILHNG | p. UA9X/p. QL3TASESZRE M-I TR L CU VRN E B 2 DI,

RPRIIOOUSS A OV L B AT

IMAFBADAMTSI3TEMAVRR L, T EVEEER A 295 M17aUSS 2 Ch HIC bis
FLRHAL I ORGARRGEME 2 > TV =, ADAMTSI3LISNDIR I B A ks A 5700, 2
SEBIORRHFSAMAES Fl O EAITAA To 7o, AR 2IDIMSBWFZ Bk N RIFHE— Tk}
FRATZAN, IEF 7R QI =EiiE ch o7 (X5), SDI0, BEMmIEa TR
T EOFEWFLEAN L, 2O Lb, MEEOMBWFLEAZ, ADAMISI3LBIOEH
IR L ARG LA SHUTU VRl EB 2 DI,

£
AANUSSEREA3 AND FENEEDSHT T, 42% (18/43) 19 E R BiEy i CAcHalifuig f T4oi

THY., HHISSEEDEROTIPRIEORER E B2 HiLD Y, HRIEIZSH AR ITER A S
FUCUNRL A, EESRINEIC LY, IL-6, IL-8, TNFa /2 EORIEMN A b1 L OpEEntEz
T, MAEPNEEHE) 5 OUL-VWRWEG A SRE S ¥ S SIZHPENI 3RS - L 0 RSk
REIZ720R09< ARG HUL- VWM SHHH SIUTTPR DS & 5 L35 2 B,
BrEHPYEOUSSIY, 7 — A AR OEERA 2 L, AR AT 5, /N
/B ZAR D IR L, FEPHRNT Z 2 VIR 2, SR SEOUSS B IR /R S,
TIPF{ETRSOOT-IZ, AFEAE L C, BRI S TE i apiEsns?, —H, /h
IREIZBETHIO CTIPIER A 2230 bOIFEIRI RSN D, UL, USSEERFIIRR TR D
MR OREE L, W ENT0 | Rt MR MR Evans e, IR
FEEGR R L ERRR2 SN T 5 2 MDD, HHPEEOUSSOERRREEI IS % Th D,
ABFERIERN L, B B A CAZH 252 723, EDORBDERARSEI I 2> Tu v,
FEGILIE, [EE7 — D AR, ABORIMIBZASE A Z L DT ERERH & RS, USS
DWMEATTE D727 T, TRAFFPEANES TR TS el MR & 2 QU e, — R
I3, EYYEREB OB i WRIB 23860 B ARIBR L QU AN, 120K DiEfpat kD e A
FERE L, LISERRPEARE Z L ATRABRAG LT, ADAMTSISE S TR K 0 2REB X 2vEh,
p. R398C/p. Q723K, p. Q449X/p. QI374SFsDEA~T Tifla LM L7, p. 49X, p. R39SCIILIATT
(ZHED S DY DN, p.QT23K, p. QI3TASEsOEEA IR < . FHHOEF CTH 7=, ADMISI3/)1-D
9 Bp. QT23KIAT, K AA AT, p. QI374SESIICUB, R AA AAF(ET D, 2RI E b IMSADAMIS137%
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PHIIER 0. 5%A3 T, ADMTSISHUR LU0, AT Cho72, p. RIISCIIFEHISTIR T, H&H
OYHHESIT=AY, p. Q723K p. QI3TASESI XMW L CODh LVl y, ZOm]
REM > HUL-VWEMA ADAMTS I 3L MR 3 i A S2 QN D 7 E 5 D B Tl Rt e s
PV CWFS EIRIRTAA ToTo & 2 A, 2RI HIER O =HiE 7 < B—OxFRE v R 7
oz, ZDOZ LD, USSEEDOWFZ A JADAMISI3EERK FOT=birsiud, Koy Hbsh
T ADAMTSIBLBMDER ST T RN EE R BT,

SEFRDNORFFEE T, BEHRIZHOIZ D TIPR FA L - S 7o T A T 5, AR
OECIE, ADAMTS13 & 3BV Z BRI 2 B 1502 AT BV Thy, & VI ibs
P EEE  (high shear stress—induced platelet aggregation: H-SIPA) (331 AVWF-Ifiv/ )
HRIBHEER FIGP TS24 Z B0 L MRS T O D DS T QD FIREM N 6 D, 3
DISHIDTTEC LY | 1B SHVANEIET 7 7 2> ) L% (adenosine diphosphate:
ADP) EEEDBEIBER S

20014 Levy HIZ L D TEROTEBNZADAMTSISBI TERANFEE S, Z0%, AT
ADAMTS13DS—2 = AfEHTAM T, AL, BIELOORELL EDJFIARS B S S Ui
%o \EE AEDIEGITES~T O IRTH L8, ILBED 1 ChHHEE ATUTUTTFERES
BRRODD, ZHRORSAE UL BE VEOER LY 7 7S 1 ERI0 T < gk
BT 2 I A AR e b2 S, TSN, HEEE 1 OB L 045k = R
AU DT ABERS, WHEDBRACKRIAZ L - Ta R OmenyTing 7 L—nas 7 ME
B 2 VoA N a BN OB L DA T TA o T RERR E b HE ST,
AUE CIZIRNE SAVZEFRDEFT FADAMTS 13004 R AA AT > TEY | FiThot spot &%
EZATIR, AZaTaT T =B R RAAL L TARL T TV ARRNAL L T ATA Y
VT RAA A28 < OZEEDIFE SIUTND,  ZHUHIFADAMTS13OTEHFEUZMZED R A
A ThD, RESETHIFEAARORER, J720B A= — FAA 10 SCAH A
OREEI T $2 < OEEDFIESIVTNDD, RIE SIVIFIRZERDIZE AV LN, ZBROFZET
ADAMTS13MDNIAEE ZHEFE AV U,/ INIaA COORR VL SR E PRI - L > Gl Gl S uf
R SIRL IR DTeb B Z HIVTND, R, REaa A U788 ok, £<
DADAMTSI 3D A2 T, AWIGEOIEFILITL « T2 RAA | FEFRITT AT A Y
T+ QB2 RAA L OREAGIRT, 26L&, BEREHFEEIU B OHLE X0 CORIRAIOE D
BTN,
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ADAMTS1 38 2SR L FEI L OB T, A2 Z EAZ N, ADAMISISIE m RS -
ADAMTS13E M & DRFEZDOUNT, Millaa v VSBITBRIC 1 5 & TEIHEREEORE )N A E LT
Z & T, IR F0. SAOE & TN EOE TR e 5 2 EAVRESND,

Camilleri 5% | X, ADAMTSISEAE T-Dp. RIOGOW S At L AZESAS NFHFREAYY 3 L B L
TG LifiE LT, ZOEROBREES A2 AN CIRMSFADAMIS 131E 5 Yok & 725,
Taguchi 5?13, USSHASADD. Cl024R I At L AZEBOREHEAAT, 77 N 455
LMD T HR Ul EOREEN T TrE CUSS LS, iR aMA T, IAFADAMTS13
TEME I PG L QU Ve Q.4~8.4%), #ERENT, p. CLOARZESR Ca— NS/ T AI K
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