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k., EAFIVBLOHELEER in vivo
MRFBR. 27— -ZEXT7IFR
M/NREAD % B AR 129/Sv = RBL W
129/Sv BIEHIE R %> ADAMTS13 %
ERE~-TRELLBEN LT,
(mEE~DEE)
ERIZI.ELBERBR YR
ERGMWEBROAREB TERLE,
F. B EZLEFBER/NRIZTHE
IFERELTEDT,

C. FERR

[ADAMTS13 E2 KRB ~+T R]
ADAMTS13 %4 & H~w AL E %2

AL, RECHREIRDONAN T,



o MEHEEHLATERE NIXTER Thot,
ADAMTS13 O EELREBERE THHHF
B Z T, ADAMTS13 @ mRNA 138 H
End, miED VWF GIBrEHbIELLT
Wiz, e KM TTP BE LARIC, v VAT
H ADAMTS13 KRIBIZXD, P ICB&E S

FE VWF v L Fv—RBHELE, LAL.

ADAMTS13 B2 KRBV ADM/MRE .
mE ., ARG, EERME., MR,

TA=AMEEL/MREERIVTRD
E® T, PEENEZ TTP ERITALNZR
Mofe, FZ T, LRFIUEHALENK
AR b~ i /MR D555 & A R BRARSE
ICCTBELIERE R ADAMTS1S 22 KB
T UATIRBFAR-TVRITIT ALV
RICER M /M RBEERBRDOLN,

UL-VWF =/ F = — & 75 O M /s 47 B2
BERIGVDEERNTEITTIIER RS
N, L, BEM /MRS XY K& 8
ERALERTHILITE, MERNER
RFINERET CIX. ROMRERIC

IEELRWEEZOLONZ, 22T, 274
VEREETO in vitro TV TR FE
FRBE I X OMR b 8% i & B HE WAL TP in
vivo Ml REZTHEITLERER.
ADAMTSI3 T2 RBE~-UVATIIH 4R <
AT H AT /N AR L 42 BR O T 3 A3 3R
Honlz, ¥, as—r - x7I %
BEizkomeFRARICBWVTYH,
ADAMTS13 RE-VATIIHAR TR
ICHRT, g O M /MREAD B XVER
ETholz, LIER-T, =URITBWT
ADAMTS13 D% RE KB IL, M+ IiZiB
BSFE VWF v L F~w—0DRBRGEHE|x
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BIL. ZnBmizbiebd R, #n7
JTIETTP BERELT, AMAER RN
RIEICEETHEEZLND,

[C KR AL KRB~ X]

ADAMTS13 SEERE-VREITERLY,
C REGRAV RE-VAD M VWF =
NVF=—invitro TS T AL FLEE.
CRSIVTEHEMAMENEME E~om
INRBEBFIFAER~TREFAE ThoTr,
L7z oT,C KWrRAAVRBR
ADAMTS13 134 KN T VWF B & %
FoTRYV. ZOERKEZRBATHITIR

WZRBWTHEF D - @ #4581 TE & 8
RizndtEZE26N5, —F ., C RENAS
YREBCURTH, BAL 8 % FEE SR AL
TOMRFERBIVOaT—SF -z k7
UL B MR B AR e R e
NTHFIZRDONZ, LEMR-T,C K
BN AC KRB A ADAMTS13 TIE, 41k
NTHRERPEEZINTZRKRTIZ
VWF Z2) RIGIM 3 28R, 288
ADAMTS13 IZHARTIRTFLTWBHEE 2
5D, ADAMTS13 @ C KR AL,
VWF DR EE S E7213 M /MR K
ME. NETHEETDOS FLOREILE
ELTWA0OnbLiu,

D. 8

SR ADAMTS13 KBEFI DI,
FAERMPOILS R TTP 2 RIES B
BBRBEFOFELERIN TV, #
SBEOBKERSCEEFHFOT

—IBEREIND LI RAREF R
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ADAMTS13 DR R EIIZED UL-VWF
wNF2—DFAFHR, TTP BIEDE KR
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DRMBEXFHETDH, 4% . TTP OREER
EHTIEROERBLELRDNS,
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A BL CUB FAAL/IL, in vitro TO
VWF S iEHEIC %A TR EDAEER
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<UA C KRR AL KREBE ADAMTS13
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v /R 8 % ADAMTSI3 Z R H + 5
C57BL/6 Z#HMBEHER T TIX. B4
B (C RIFAMREBR) L ADAMTS13
RE~<TAD VWF vV Fv—H A X|E
WRRDLNRNWIERREINTEY,. C
KRB ADAMTS13 3£ BN TOE
HERBELZLATHWSAIEMERH o, L
L.A—0BEHMERTTLE2RE
ADAMTS13 ., C RIm N AA 2 R B R
ADAMTS13 33X} ADAMTS13 522K
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BAFER RS (BRI LB HEEN R EE)
m/MRIRTEREHET 28R FORELFOREEZ AW FLBEOERIE

wEMREREE

ADAMTS13 JE{RTE TMA SEBI(Z3 T3 factor H &#T

SEFRE B X R A

RERMEFKREZRMLTE #HHE

MEES

AT ELIT -T2,

ZBEERBLEH T, BESEMTLEOEREENS TMA BEL 783 HIEFEL
ADAMTS13 EHWRIEEZR T Lz, ZORER. BEEERAIILED 1/3 TRY 2/3
IIFEB BRI ChoTz, BFE DR THERME TMA 23 23 HIFEELTZ, ZHHDRER] T factor
H RV7a—F Az AV ERERELZITV. FUREKE (Type D) FlITEVWEE
FER LT, ZOFERIL. BRKIZEITS factor HFURBIZE®E” Type I R HTHAL
DOEIZ—H LT, FI T HEKMHE TMA ¢Zz26N15 1 FRIZEBWT factor H fﬁ{ﬁ%

AL FFROBH

42 Ef /s o & B F S (thrombotic
microangiopathy, TMA)IZ. ML FEE
P MR M R /N AR B K
mEANM/NRMEREIEHRETHHEET
H5, TMA IZITHRBREREBAMESN DM
¥ M L /N AR 382D M 4R BE JR (thrombotic
thrombocytopenic purpura, TTP)& & E
WE AL SN B M MR F E E & #

(hemolytic uremic syndrome, HUS)23%9 .
TOMEIIRFFRMEL, EEREBLL THEIR.

EH.BRR., BEER. &M &k
fEERBAE, HIV 28 ICBE LTI K
HEBRFET D, BRERET TIIAHE
W EZE R HERL2NVEEHE TMA
EREENAZELH D, 2001 T, kMK
F T3 von Willebrand E-F(VWF)% %
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ADAMTS13 FEZE WA Z I factor H
DIFMT EAT > 72,
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EEEZHEN L, S, AEEREED
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WEFM T HZLIIHETHDI 0D, 1B
%+ Tl factor H &M EBIER T, F#E
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factor H HUR & : M 3EH SR B 7~ factor
H 249X ZRE®. MELZHERL, RY
ra—FAHEEERLEZ, ZORY 70—
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