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RN - 4R TTP I2381T 5 ADAMTS13 FHiEFERH L
A 5 BE TN SN ES O RN

Wrgesy R - M EE RRRSIESRYE @i Bz
WFget A - ARER RRRSIERKRE @il AEBER

WREE

A MR PESEBES  (TTP) 1 ADAMTS13 IEHEE IR CHL 2 &b 28, [RITEHE
IELH T TTP OB 5 BEE RO DHARH BRI TTP L2lE b,

AAEEEFE 2 1%, 1% RMEEERAME (ai-) TTP (231 B IEMEETGI & HEE B O B PR RO RF%
Z I C L LT, 2008 4E 12 H ¥ TIZ4& B IE K i CHEFRE L 7= mAerEpv ) g
FEZENE (TMA) 919 D 5 &, ADAMTS13 JEMEAS 3% AT (2 &0 L 7= EHi 195 il CGEH)
L, TTP @ 5 #ifEx¥-> 89 #il (FEFEWH) % ai-TTP & Wi L7z, {EMEZFWMGIIX, 60
FRIB IR b RE R E—2 28O, 30 FLULTOER S —EDEIE TR BN, 2
¥ i OREF B b FIERD -, EHEIERHI O —21%, 70 FLLEIZH Y, 20 F Kb
DIEFITIHT A 3 il Tdh o 7=, ADAMTS13 A > b B & — (3R T 195 B 193 1

(99%), FEZWH T 89 il 37 il (42%) 258Dz, LaL, FEFRHI TlIHxm
5 1.9 BU/ml ((EH 5%) TH Y, HEMIEIRMOA e €F—ThoTz, TIIIHL
T, {EMEEREITIL5 BU/ml LA EDEFIA 44 1 (23%) HIFET DI L BHLNIZ
20, Z0 XD REFICRT D MR BOMNRL L OIRFFRRE S BRFTT 2 TE
THbd,

A. HFREOBH TESEEREN B £ 15,2008 KE TILERE
i ke ifn /NI PSR BESR (TTP) D2 L 7= 919 fil> TMA D H1Z, ADAMTS13 7544
\Z ADAMTS13 {EMEE WA F4 T 573, ERG, X OW A 5 EEIc k-T2
FIEEEEMEIEZRAICB TS TTP D5 WS =% KM - B8 4E (ai-) TTP 28 284
ER IR D FEFINTFEL, TP &2 BITFE LD T, ZEMBIC & 5 RERAF
Wre 5528 RVEELH D, TP I, OB ZTVEERE Lz, 40, &
AMIZRIET 2RMRETH VEFEK 512 ADAMTS13 125hd B H 2Hifk (1 v
HEL RN END, 1R TEESEZ bEF—) IZHOWTHIT L,
HE£REITHIEIIRETH D, TDIZD,

ADAMTS 13 TEMEZE IR & FEZE W5 D B IR B. #FFITIE

HORE R % S50 T $ 2 = L IXREE %t 1998 4E 7 H 75 2008 4E 12 H ¥ T
Thot, RREKBMMTE, AR o REKGiME CERE LK 919 filo
E D6 ADAMTS13 {EtEE A e B & —D TMA T ai-TTP & 2t & 7= 284 4], NER
HEZBE LT, 1998 4 X 0 MARHERUIML 13, 3%~ ADAMTS13 FEM:2E Jfsil
EREEE (MAEFI DT —F ~—2{bZ 195 fil &, HHH 5 MBEIZ K-> TRl
1T T35 (Inter Med 49;7-15, 2010), L7~ 89 i,

TMA 1%, PAMMEEI, TERENE O f/ MR

D UIMBBRIEEIC X DIRAEE 2R sy s s, D)Wt (o~
LY AREATHY, TIPCHRIERE £/ mby <12g/dl), (ii) M/
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(€100 x 10°%/L), (iii)®EE (RRRE
WEET), (1v) FHEeREIR, (v) B2
> 37°C

ADAMTS13 iEMERB L O b B2 —l
7E : ADAMTS13 iEMElL, 284 Bl 5 + 263
%1% act-ELISA (Technoclone) THIE L
7203, 21 B Y AT H-TE S
T, VWWF =V F<=—iEDOLTHIE Uiz,
ADAMTS13 1 ' 2 —T@ 1 Bethesda
BT /ml (BU/ml) & 1% ADAMTS13 i& M %
50%E TS AHEEEEL7,0.5B0/ml
bR A e & —Bie Lz,

(fHER I~ DEE)
BB LTI, FBEXL V470
FAZITOV, REZHBT.

C. WFoERkE

ai-TTP DRI AT % H B & HEF ]
X4 LT iR, IG5 (<3%)
X, 60 FRIZR IR DRERE—7 2FD,
35 FEIZICL 2 BHDOEY— 27 23T,
Z ORI, 30 FLUT OREF H —E DOF)
ATRDLN, BWi-Z Lic2FRED
JEBS 5 FIRR DT, FIUTH LT, EHE
FEEWHI O — 7, 70 FLUEIZHY,
60 FLLEDEFRMBIEEATH -, =
BEIZIT 20 FRTEDEFITITSE A KED
otz (3/89, 3.4%), wiT, K21z
FRH, EFERHITHBERNZA e e
— D5 ETT, EHLORETH B LM
IR oo, FHWHICIE, 195
FlrR 193 ] (99%) 124 e & —%FR
DA, EFERBI T 89 #1376 (42%)
A e ey —2@Bdiz, L, EE
WA Tl SE 1.9 BU/ml (FE1E 5%) C
HY, BHEIEDA e EH—Th
STz, TR LT, EEFEREG I,
0.5-<2 BU/ml DIERIN 81 #] (42%) T
HY, 2 BU/ml LAEDR 5T%EE MDA
e S EFBEYETH o, &5
(2, 5 BU/ml LA EDFEFIA 44 ] (23%)
HEETDHZ ERELNITR ST,
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D. &%

ADAMTS13 {EMZEWIC L % ai-TTP IX, H
CHRBEETHHLZERELNERY,
20-40 FOELMENZNZ N FREINTE,
Lo L, EERITITZHERRRE !V (54%)
B, FIUZ ELEEM TR L, Efy
b 60 FAIRIZERDRERE— 7 25
Wiz, 61T, {EEFERANE, 20 FREE
b —EOEE THRD LN, 2 FHK
WS FILIEET D 2 L 2R L, RIE
BT 72 CIEE I BBRER Y, TEMEIEE
1%, 60 FLLEIZZW S, 40 FRE T
H7p 20 FRBGTIHIZE A ERD 20
577, ADANTS13 A > b B &2 —{Z88 LTI,
SERAWEEEEESSRETHY,
TEYEE BT 99%, FEFEWHI T 58%I1Z
A X —%BHO-, b7, R
BHlTIEEAMOA e v —3%L
FETAHZENHBALE, BEETO
Hx DRBEIG, mAMDA e e H—
FEFIE, MEEAHAIZ & - CT— Eifi /MR AS
FRLUTHLHEERT L, MIESHRIZIED
HiZbZ bbb, ZOBE, 1
X —NELERFLTEY, Mgz
EHMTHEIT20TIERL, VI
R EDHREMENFNEBNT S Z &L
BLRd, 5%, BOEA e ¥ —iE
B ORBIZONWTHRHFEITD FTETH
Do

=
E. i

ZHBIEEETHZ L RRETHS &
EZ 5T ai-TTP 284 fili2 33V T,
ADAMTS13 TEMEE RS & FEZE WA DFE IR
RO 21T o7z, TR, 15
PG T, RIEERBHE <, M/IMR
BOREETH D, BRI
ThO, B TRLEHFTHAZ LI
BE Tz,

F. S HefE it
2L

G. WFFEHRE
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JFBHE# O VIF 7 uo7F¥ 4 ROLH)

Wrgesr B fnlEsEk

WEGEW /1 - g3

SERERFBRELRIAR FOEARE it
K AT 2
SERERFBIE SRR FabIE e

HEHR

& MFIEARSE R
HEBRE

40 IO FFB B 25t 8i2, i ADAMTS13 | von Willebrand factor (VWF).

VWF.

propeptide (VWFpp) ZIE L7z, M ADAMTSI3 B, #i% 1 A CELIEFL.
% 28 HE TEDOERTITRGL LTz, M VWF 72 & TN VWFpp I ATEE T B 28,
48 1 BIZ WF I3 LR T L. VWPpp X% Bike L7z, £ DOFEHE. VWFpp/VWF
itz 1 RICE LML 7=, 5% 1 B B o VWF, VWFpp, ADAMTS13f&& . 90 H#%
DM TH E T L722d o 7203, 28 B#% D ADAMTS13 DT & VWFpp OEEIMIL. BT
B A TICHBE Uiz, LA E, FFBHE% D TIA OFIE: 5 N AR THIZ, VWF/
7g BTN ADAMTS13 B3 BE LTV A alREMEDS IR X v,

A. BFFCEK

ADAMTS13 JIFE D& K12 L U | thrombotic
microangiopathy (TMA) DZMHIE L <
[ L7225, ADAMTS13 23 ZEBR{K T L 721>
TMA DEBRZEIIVWE FRETH 5,
von Willebrand factor (VWF)
propeptide (VWFpp) X, #k4 72JWAE T4
HdH 5\ WILRERRRIC XV VWP & FEE
2w E, WE L i3sr Ui~ —h—
ELTEHMBEENT WA, S ENT., gk
#% D T™MA B2Wric 81T % VWrpp JIEDFH
HAHEIZ SOV TRET LD THE 3 5,

B. #FFEHE

RSIEFNL, ZERFEE M BRI
THERIFBE 2% T2 BF 40T,
TMA A OFBIE 17 B, FEE BT 23 il C
Holz, ZOHH, 90 HEDHELTH IS
Bl (TMA BES B FETMABE Sl Th o T2),
ADAMTS13 % FRETS #&(Z T, VWF pp 1% GTi
DIAGNOSTiCs ¢ VWF&Propeptide assay
X v 2RV, ELISAE( Y RA o5

81

BV TRIE UTe, BUTERGRRIE e ff -
250 - 75% tile TR L7z,

(REE~DEE)
WMEEZEE2OAREE T, REEELSD
fREHCHEW, EAFHOREIZEEL T,
BELAIELAILL TITo 2,

C. #roerss

i ADAMTS13 i1, FFREHMERITH (65. 0%:
45.0 - 98.8%) IZRRIKIETH DA, fiy
#%1H (21.9%: 7.1-29.7%) TIXELL
KT L (p<0.001), ##% 28 HECTFD
T IEFse Lz (K1), dwH VWF fiis.
1A (255%: 193-300%) BB T 523,

Wi#e 1 B (168%: 137-224%) 2% 1L <&
TL (p< 0.001) ,ff5¢8 7 HIZE L 88
MERL, ZO8MIHE 28 B ¥ CFF
fe L7z (p< 0.001) (B42), M4 VWEpp
IR RE RN 72 & TN TR IZ 200U/d1 L |
2L, 1% 14 HE CIMETHER %2~
L7z (3), VWFpp/VWF i, #iifg 1 H




