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IM4Ed o ADAMTS13 12 & 5 MAESE D G

JRRAT T 1
KB 2lig e > & —

FC&®IC

ADAMTS13 & IS IS £ % IR Af—
von Willebrand &7 (VWF) —% FE091Z UJHr4
LR OMEFET, IEA&FILa disintegrin-like
and metalloproteinase with thrombospondin type
1 motifs 13 &S5, ZOFBREENKRIUT 3 &,
Moy FREAIEFE ISR E VWVHBE R VWEF 29 & R
L, IMfefEmz2nRdkH12h 5%, 2 ONRESIMHE
HEP8 0D i Ag 1 /AR Dk A PR 253895 (thrombotic
thrombocytopenic purpura, TTP) T& %, Y4,
ADAMTSI13-VWF (% & — 2B 0 Yo 1 b 6 (&
TTPLSHC & & % & & A haiitEZ L Ciivie e
KIEBIZBIG- LT b Z Ao Mk 572, &
7= ADAMTSI13 3T EAMINEA 5 533 & it
FAET ST & K0, FFEHAENAE (fresh frozen
plasma, FFP) > X X a%hHIZ, 7298
72 A IE S R 22 Ehd K512k - 72,

VWF

VWF 3% 75 250kD D ¥—H 7 2= o | A3,
head-to-head (BH& UH), % L C tail-to-tail (& &
Gl #k Ty 2L 7 4 FIERG L-2EK L
M 3 ERS TGS A2 RD> 2= — 7 ZiilEEH
T, 2DOOHEEAMEE A LD, 1 DIk EEE
VIIIIA 7 & fih e LT e g [RElkX 5
M, %2 L T& 5 —2 I/ IRIMIE sk i 12 1
AMRIE L &g *E B [ TlE LTofeflTd
%, Q% VWF Z &8GR M/ MREEIERE A D,
Z OVWEF D #9180 % i3 L& N Bl T1E & 1,
Weibel-Palade f& & W 5 il AN B 12— HL Ry
Sh, 2o, %< EFEMTEA SRS Tl
BhEhs, ZofilE L ELS A5 XTI
v, BfgT2E L v (DDAVP), xFXFEk

JIEMEY 4 b 4 v (IL-6, IL-8, TNFa % &)
BHIGENTERZ, L2L, millZ->7T, VWF
D Z ONPMINE & DRk, EE R & S
295 K (Shigatoxin-producing Escherichia
coli, STEC) 0157 J&#¢, & 7=7 )L 3 — L HHR{K
BRIRE T TR BT NN I, T
Nk, STEC O157&HIAHFT 2 MR
NEREMEHRFE (hemolytic uremic syndrome, HUS), AT
TS (R OIS I K 2 MdMke, 2 L CEEXA
AR B AN WR R A TEE L2 B 5 A B ke & DFE & O BY
HIEIZBWOEH S T3 Y,

ADAMTS13

VWFEEIE Z DL EHEERDO Y 4 TITIREL, 1K
O T 2 AR DB THERED SO A IS I R LA
Ly, WIEATEZEAIMEN L KD L, I/
MREEHREA 58§ E C Ik e e 4%, VWF £
RO A4 ZFANZADAMTSI3IZ L BT F F )
e hTnbdoT, B3y, VWFOF
DML E M &y D i HEEE (two-sided coins)
XHCL T3 DIFADAMTSI3 TH % &0 A4
%, FEEE, MIEVWFE ORI F & 5 0 IdES 1
L E RN CRLBYEEE) 12 & > CHVIRER & B3 3
REMEE A von Willebrand % (VWD) ¢, —J,
MiL3E VWE ORI 5 5 &85 1 2 BAREAL
(CE M) 12 & - Ttk & 23 2 R
AN LY HERR 0 D, IR M LN B ek A 1 55 B
(TTP), T& %, ADAMTSI13 DG H#EIIZ, [F
IR HEIC K > THRRMTTP (34 Upshaw-
SchulmanJiEfERE) #2450, -2 DORIZNT S
PR RIE OB & 2L C 228383 s RETTP
Lx3?,
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TTP

TTP 2l O LRIk, w5 et Gl
MU PEAE IR, /RD, B iReRT:, B
FEVE RS ob o R RE IR, REY 2 EH T S E
(ADAMTS13WEMEICBA#RZ <) IETTP & izl &
NTE N, BUE, JEI78 ARG R
— IfiL Y7 B 1] S i RE AP 22 BE (R BIE) TRk rh o 22
FUETIZTADAMTSI3WEPES <10% & Fik$ 5
LD (IEHA100%) = TTP &K LT3, Z
OB IE AT RCHUS /% (& < 12 fhulk oo JE gL iy
HUS, aHUS) t 21T H 55, £ OEAT
Rt SEIR B R 6N B 728, ZOREIRBTTP
EHUS O#ERMZW QW ENE L 13456 50w
Li2k B, L2 L IE 5 84263 2 5,
ADAMTS13VEPEIEZ WM O BE 120 LT IR
IM4E52 46 (plasma exchange, PE) 23545 Z &

/) iR 4>
i/ IV < 150.000/ 1. L.
B B\ E>25% D

MR diE 4538%& #1% 20155

Wb B 728, BWIE[TTP RS (AR |
LTI h T3,

TTPREO7ILIY X L

TTP & HUS (3 WM A P P 200, 1)
MRIkA, 2 U Cliar (2 < 13%) faekitio 3 #nr
5 & % it & M % /N il 4% GE (thrombotic
microangiopathy, TMA) & X 2PN EE 2 /R
T, ZhoDEHZMOT7TILTY X4 5K 1127
39, WiB, TMAZSES s b, £
ADAMTS13%MEE STEC OB E1TS5 . T4
TADAMTSI13G M F W3 sl T 2 X TTP,
STECK& 44 % GEA T 2 ALF M HUS (STEC-
HUS) L2rxhsd, TR500nTITE RS
D atypical HUS (aHUS) & % W I FEfEEEIZIF
L7z KMETMAD E S 503 HE N 5,

frilink=d == ik =il
LDHE®D ERBs L 7213
NT P ra U MEDK F B LU
F IR IER D F A I K U
F7-IEANES T VEOET

BERUESIZE IO 12D EA24Y

HEROEIR
Hlld KO & 7213

BEE
VT F= D ERB KU
7213 eGFROIK P B LUV

HAEBRROAER
Tk KO & 3L EH:
BEO 3R EIE A

F 7R
J
v
ADAMTS13 B HED S & SEER ~ STECRE

[

v \Z
ADAMTS13%EM<10% ADAMTS13%EM:=10% EE#ER S STECHRERE

TP ] aHUS H = kM TMA \ ] STEC-HUS

B 1

TMA DOEERISSHET 77 JL T U X L (Campistol £ )
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aHUS O % < I3l R fli A HHEIZ T Is & >
TE =6 &h, W, PiCs5F 4 Hitk(zr VY
¥ 7) A, aHUS OHEMIEEESEE LTEH L 72
Z& &k, DEogENZEiE X oadicirbh b
DY COR 7z (FERINE ISR, ik 22 1H)

TTP DiE#E

FERVETTP (USS) OE#HEIZIENE 2 5[l Z &1
FFP iy (5~ 10mL/kg fAH) 12 &K 5 ADAMTS13
WRBEEAEIT S, LA LEHL OREETIZ1980
FAH 5 FFP O Wi £ 521 T2 USS -
IZIZHCVIEE AL THWB Db ar» 6
R E N T %, FFP A% 4 Mh iy
FEIZB T EAEDOHEEE 2 T\ 5,
BARMETTP ZFEHIEIZ PE THHERT 5. PED
ZHIE 1) ADAMTS13 478, 2) BEXVWF £
o B 2, 3) ADAMTSI3E & ¥t F & %,
4) VWEM Y R e A4 b 7 4 VERE,
5) IEIMIZ A58 2 [EH VWEM OHli 78, S5 TRt X
N3, ¥, PERBICIESMEOHRGTETTP 12X
LCI3PiCD20F X FHikTH BV Y F v T
FHIZ & 2P ADAMTS13 E Ptk e il 23
45,

PE & RIK

PEWHBROHEAMANIFFP TH 5. FFPIZH
F N 5 ADAMTSI3HE DMK & % 100% & L,
FFPIZZ ) ABHREE A 5 &, 2=RDI3%
OWEMEF EZ, 2L T7 % kBicITT
%9, Zhix, MAEHhoADAMTSI3DIEE AL
IR (& 72 138 HE) Th 2Dl L, KD
FAEARIE LTCVWE (RfhoWr'E 7) IS/ L 7=
RRETIHAET B 72D TH B, —F, VWFIZBIL
T, @A TVWELZEEKDIZEAESIZZ ) 4k
BRCAEEL, 27U A B3R 7+ VWE 2 HEk
DANFE>TWD, 1 F & & agidikcidbin g
75 TTPOPE#IFIE LT oVt Eilas MW,
FFP EHEOMBENME SN TE 2, ZOH
Hé ADAMTS13 D7 R & 1idEd o ADAMTS13
EADHFERRIZ X > TZDOIEF Y 2R & h
770

T, BRI, & < ICHEE L B O S
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EHIE TR, PEIZIZERIN O BIESFEAMER L T
W B R NG PEA (solvent/detergent [S/D]) ALERIfL
BEBNAL WS TWE ERA6h T3, Z
D S/D ALERILKE I VEE R 8 1OKIEN T & B AFFTT
S 7z, S/DALERIMAEF O ADAMTS13 5IE FFP
LHEEISGE L ME XT3, S/DAFRIZ Y A L 2
PENEDRER K 7 C b 2 Na'E _ENE A E S 2 D
T, ESHEE E > TWBTF Y VBT RS v 4
L 2D K 2 BEEPIEBAHIRFTE 2, 7272
L, FEFEEY A L 2 TH B HAVL/ YLK BI9
VRS 2 BEAERY A AR R ISR T & v, L
ML, WAL ZE 2 N E O R RITA TG
MECENDE 220, —EKD FF—F - LmiEs
FARHZ VAL, Zohizg £h b hRIpUklc
&K - T S/DABRIMEE T AR+ 55 25 k& Gub 1k k3R %
MWM5EL I B6DEEZ LN TS, S/DALERIMYE
13 Z DREGUAIESIR LIS, 7 VL — KB FEE
PEEAELWERESINTED, KBTE 10
LHUROBHFE, AN TTPIEEICHED 5 HRKRE
NHEEHEIN TS,

TTP X 2 M/MREMO S

TTPEH OARMMIMAT IZ K & 5 Iifeid
1924 FEDOAEB R R MK, [v 7 ) VIBIN] &
LTt dnz?, ZHE5H, [FIAMED I/
Rk & xhTnws, Bls, TTPTIE
VWE 28 & M/ ke 23 5B R & e 2 23,
Z OO MM PE(L, EEHEIZ X - T, MM
o XFXEaTuTr T —ERHRH I, Zhn
B4 32 &iI2k->TC, —RE—A[e7y VK
It lz#ERkEhseEL 65, £Z2hiliC,
TTP % &) 8 ¢ o IR i il i3 [ A2 (fuel on
fire) | THBLE 2 b, FEEINE ST Bi0E
Bl A 1981 #-1Z Harkness 5 912 X D £ X I
7zo TNEZFFTHMEOML B KON REEL SN
7=H, A TZRISKT 2 R & h,
[TTP EEHNDIM/IMREGEILD Pros & Cons] 12D
WTIE Z IS E LTV TR 22, J2BE,
Swisher 5 233 L 722009 4565~ 9 ¢, 544l
DADAMTSI3WHHEF IR TTPIZ DWW TR
fEMT 2470y, MRS LR & JEER ORI <, 36
A & TMBHIER T 572 E WL T\ 5,
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T, ZREKEH O Yoshii & 1915 1998 4F-
LI, [EIfEE% CfF > CRAZTTP 2/ — XL
T[N BRI L 0D 5 SR V2 DT D #% 5 R AT ) %
fTo72, ZHiZk3b &, ADAMTSI13 %Mk
v A=A U 72 2005 407 & £ % ik 4% &,
PER(C ML/ ML %A U 72 TTP B DO IE TS
2005 LIFER X S WFEL Tz, ZOMIRE L
TiF, 20054FA( TI1Z ADAMTS13 3 Ml 45 51
WEIREICIEDDZDIZ4~THEEL, Z0OR
TTPHEE WA 200 F F IS WY 2 R8T H
N, £PEFEfEE T CldaWalgErE» & - 7=,
—7J7, 20054 LLEEIE ADAMTS13 35 1 o s 5 23
MBS 1 HNICERIEICEL 2 & &0,
PE §iO M/NMREG M2 ITHITHNTE, ZO%IE
TTP fEE 2 F ISR PE 239 X 7z Z &1
KO TPHRPRESWHELZEELENS,

mHIZ, SHTHMRRE L TCPEROTTP &
FHANDOARHE 2 MV IMRIIE A S EE 2 5T
%, ZOBEFISETTPES Tl AMIMIER % 5
THZERMmMDTENREINTNENETH S,

MR diE 4538%& #1% 20155

U 2> UG E M e B i S RHALE 73 i B 75 5
IETTP T3 M/ A JEEE TR E TIdAun g
EhTnwbd, BIs, TTPESE D /N i o
7w oE kK R & L T “between Scylla and
Charybdis” 'V ¢ % 5, ADAMTS13 %G MEDH
SMTE R OMESL T Z DRAFE %58 2 DICHBAL
T2 EHmTE S,

) £V v ahEh [ PO A RFTHER L 247
v ZUFA 4 ) T ADRRHE Y ) — & AR
123 % Ay ¥ ik 2 My Tl Rl s o 50 -
7z L22L, ZOWBEDOFENZIZAF T L 05K
H AR, FLWIZIET YY) TTA4 2 L0
IKIMEENH D, MIHEETL 23l 6
ZDOME D X F T IZERAGA FNIEC T 2 fEfiit s
H DM, MAKTERTES, —T, KiW&E
DY v ) TTFA4 RRAAREND &, MEAE4A
TG B DA ThD, METHE, [
DOENHEROP TR 2 R FEERTE]O
72 A ThH D,
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