EEY  SotrscBaz  piCAmoEs
rEYIR
V. Z0fth
3. BIMMRBEERE, [MPEIIMTRA S
RE F5 [ wR =B OEE OTF X
= 5

MR AE & S/ i S A it B o8 H 5 % At sr ) 8 5E (2 3 PR B AR AE R BF & 1
R /TROERBERSH D, UREBESE LTEIOLNL LI R TEL BRMICHERE L
FAEREROFEICCEN SN, 4 ORWEIFRE XN TV EH, FRaill, IRt/ MU HEEERO
ZESEBEFF I Zvon willebrand factor (VWF) cleaving proteasei&thEd 2 WIZIMIEEOEFER L 1 ¥y —
DAELEHH 5 2T o 7. WEHRITIIF BRI A B - MR E N =R T,

Key words © MMM/ MR TEE B,

(HM4&Ek 941 925~929, 2005)

B REBEERRE, f/DEEEmEAR, VWF cleav-

ing protease, MFFIRIMER, MAEZEIRH:

.
&8

1. &R&

B REEMEER (hemolytic uremic syn-
drome, HUS) & Mt MURAMHESEBER I
(thrombotic thrombocytopenic purpura, TTP)
13, REEARICIE I NGRAE & U ILE
AEMMEEMmM (microangiopathic hemolytic ane-
mia, MAHA) D8 %A 5 E UEREMEL L
TEZ2ZOLNB LD ->TE. RKRAIZHRES
B2 b 0id, BHEOEREENEL THEERE
B2 VWDIFHUSTH Y, SIS mEE R EN
TEBEF RS ZVONFTTPTHS. HUSIZ X
ZEREINENEMREESC L 22T e
2T 5HEME . NRICBITAHUSIHERE

B67 7oL RMAESE - A EH AL
WA LA

B oL, ASE FEO5 R - ERRE
RS

30 LA R - IR LRER, ESHHEEE
e

(77)

FEAEMKBE (E coliol57 HN) I2X 5L D7)
H5b.

. EOMREAE

®

AFITBVBTIETTPE L HUSO R AEHE &
U TR A 57 8) 4 ikt il 25 R (S B % A A nf
RIIZEIBLONHB (KD . ThIZLDEIR
F LW AR MR % 0 S Bt R & RO
MR A 2 vy, ERERNI B O FFR R
IR, BEEBIUVEHO D b—D U EOMF
JER %S . BB HIEABIZVWE cleaving
protease (A Disintegrin And Metalloprotease
with ThromboSpondin type 1 motifs,
ADAMTSI13) EMEH B Vit ROF R B X
FADAMTSI3 A e 5 =2, v =u b &
T DOFEHBD B\ i30-157 BEH D FEE, Factor
HOBLFREDHDVIIKT 2O EHLN-L
TTP/HUSAGBE L EbiLs. TTP/HUSIZIEER
BOLOEBRWODONDH D ERWDOL DX

BARMEESMT H4E B55 - FHR17%5A108
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1. MREMNREEENR (thrombotic thrombocytopenic
purpura ; TTP) jBMM{%RBEIEIREF (hemolytic uremic syndrome ;
HUS) (E A 57 8% Mgt B R EE T 5 W A7)

I. LEOTTP/HUS IFUTOD 2 BEZ#DBDETD.
1) EWHIRMEE 4 D B MmEE
2) HEMEOM/MRED

0. BERELTOBMERET 1 DRLEMD.

1) BHEMOB SRR
2) BEE
3) &%

0. FEEZHER LITFOBOHBETHENE TTP/HUS Hal&Enns.
1) ADAMTS 13 BB DVGFINREBOER, ADAMTS13 1 /S5 —
2) JI0ONEYUDEBRGDWNE 0-157 BFBD2ZH
3) Factor HDBEGEFEEDHDVIFET

%2, TTP/HUS OEHR

KR
BT
BRI
TR (XA AV C, TUARAYVY, YRTFFUEE)
SRS o0RARUY, §00JLR)
NEE (TO7ORARUVR, ROVUVR, UD7PVEDVEE)
FOM FZ
FoOT Y
BOers
H2 JOwvh—
EIEMERE (VRS F, P RONKAYFY)
DOF (AT, BE)
a2z
E-coli0157 :H7
Infuluenza
HIvV
HoREES
yiU BEE AR
SLE
BEIE
mEBEaEE
TR - B
EMsmE
BHER

chromozome 9q34 @ ADAMTSI13 genellmuta-

tionA%@ 0?2, inhibitoriXFTEL . HBRA% 3. REE&ERE

b D TIFERANHEL Z L 7% v Fimetalloprote-

inaselZx§ % HOHUA (£ {131gG2 7 ) »3FF TTP/HUSOERAEE % K 2 TR T. 55 RHES
#EY 5. —F, HUSTIZADAMTS13 i3IEH TH L BB IR, BN, BofE
5. B, MmikErMaSiEt:, TR - EE, ENE

BANHEEHR Fk FS5S - FRI17H5AH108 (78)



& 3. TTP/HUS ORFRAERDHE

TTP (%) HUS (%)
BMMEm 100 100
MR 94 60
AR AR 50 15
FHER 50 21
SHETRe 2 98

(Veyradier. A et al. Blood, 2001 & »)

mrE, BHEELZ EIl|EIRTHS. HFIcE
HETIE~A b4 2C, TLARLA L UBE
WY RT3 F 2 EOHHER, 7 0XKYy ¥
Ry U AR EOREHNGH, 7 7R
Y PRRRZVY YRBIY) 7 v ET Y
LTEOREE, Toxr=r, Frud s,
BLLEEE, H2 70 v b —, ESIRMESE, 1
CINLZYHFREBLEDT I F IR EDNHD.
BEHetE & L THIBI M4 TIXE. coli O157 : H7 (35
HimtE R REE . 74 VA E LTIZHLY,
A YTNEH, O IANARENDS. H
CREREB L LTIy v IREPURAEEE,
SLE, PN, BEHERZ ETHALNS,

4. BEEREAR

TTP/HUSOERRAERIFZFE 3 1TRF & D (Zmi-
croangiopathic hemolytic anemia?d$¥-4H TR
M AR ER A A & NIERBEHE MR L %
B3 29, FHLZIVMRBEG D260, LIFLE
SHEMED. FHAEEREIHEETE L OF
THEF, BXFALN, BHCEERKEZET
HIlbdBH. BHRLAONR, BE - #BEZE
WEBIZMME L OBNISLEIILRDL. BEE
i 1~2g/ HOBEDEHRNSAOND. ZR~
EFRIZ 72 » 1B B I BNTRIEPLETH S, &
32 TTP & HUSOEERAEIR D L8 2 /R ¥, B Mm%
I & b4 TR TTPOE
gy, TTPIXAEEMEERDOEE &S, &
BIZITTPO FIZE L Ron b, TTPIZEHEEEX

(79)
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F 4. TTP/HUS DRFRERSE

MRIRE
AMmEEm
IR @I TTPICBWLTD)
PR FRMIRIEZ
TR IRINER
BEME
PT. PTT . IE%
47U /=5 8
FDP =Mt
EEI—LR B4
FOMMODRE
LDH : &Z8aigm
BEEULEY
mE/\7 oy EBRET
MEoU7Fr B8 \BICHUS IZBWO)

B, —HHUSIZIZL A EPEEEL VR
HEREZ BT 5088 TH 5. HUSIZIZNH
BRIz L, THIZES LD THEHEDEWVHUS
BB,

5. ERRIEEAKAE
RRMAERBOFHME R4 IR L2, MR
ECTREDERME 2L, FHZ /AR
Roh, RMMIITHRRLERSHZL, 8K
RMERHE S 2 DA SN B, BEHRETIIPT,
PTT, 7479/ =4 iXIE¥C, FDPb 3N
3, BEES LA BBETH L. DICE DEHI
ZWFIDICTIZ 7 « 7V /=45 DIETF, PT
BLFPTTOERERE,Z CEERFORENRA LN
5. FRHLEREERC X A E MO 72> OLDHA S E
TMEN7 7o I dERICETL, MY
YN T 5. BEELAETEHLTL
LM LT7TF= A ERLTL%. REFR
13 1~2g/ HOBRENOHEEOHRORERD S
P, REEERCMERTEHT L LREEC
MR AR ERAE % 32, Kuidkr 2T 508
HbH., TNTAERMREESCHEEE 2340
ADEIEEETIZRBILTWBEZELOLNT
Wwa,

HEARBER

=
B

Ho4% ES55 - Fki17H5 A10R



o

B 1. HUSERIICHII DEERR | I\ERIRRD
REZEE(C & D ZIAGARRENRD SND. (KiF
RERFRERELBGEAMER - EEH RE
AT - BIEE HO  EERRED)

6. BEE
FEEOZMICIIBTEMPEHTH 525, 1M
IR A3 B 72 B BRI 3 MBI T IR T3 5. HUS
IZA BN L EREOREUE, BWHITIERIRIE
FEAIICMARERAAR S, NEMEER, A
AR FRERA, AH XY AREREDRAS
N5, L7225 TREREREFBED —EILHDERE
ENG. BEICEEmERIREICHES. BE
O M Tl M R MR T REIC /MR 7 1 7
) UREHEWOMHEAEL, X 5B
CX ) MERREIIHEAMEL TEEEN S 5128
BT5. 1 IZHUSSERNIZ BT B/ EMEIRD
EHHLANEREC X 5 AERE AR T, B
HKETIIRRERBENE A XTI T7 47
VX ORERBRCROL. BREIOEN
Rz AR T RIS MAERL 7 & BN W E DILEN
BoOobhb.

7. BE
TTPOZWIAE 5 7z 5 E R H 2 M AT
EE T 5. MIEEERE LRV BD LN

HARRES $94% E55 - FRI7ES5 A108

=%
at

(80)

TV 575, Bk oy M4E 4 F v 7o 4 SSIR AR
DRMBDFTHH SN TH 5. MESIRHRIEDOR)
BoOBFEIL, KT LTWwW5ADAMTSI3 DT,
UL-VWFM®ZE L EHES 4 XDOVWEDHT,
ADAMTSI3 4 Vb ¥ ¥ —DRERZRETHS. &
& (2 I A5 PRI R ML B S <2 /MRS ML & B
2EYA P AL VIEORELHFRFTES. B
5 A I BB T R E 12 X A HUSIS RS % I 4
RHFEOEFRIIAL TR MITEN L %o
72. BRIZBWTEIRuHEREAERBEICY
LCHBEE (74 A2 7+<4 V) OFSEHT
bhTwa,

I 38 A8 3R R 0D SR | 3 3 M e I 4 & 1B 409
LLTHW, 1H0oERE L L THERMEED
17U 15 %273 5 Z L 05% . UL-VWFM
HEFE N D GHEILEY % B 7o EE L L IE R
FERBEICAVEZ L IThITWw5A. MR
BWREOEBICEA L TIZAERIZBWTIEREBS N
TW2HERIIRDO 3 HEIZEBIZHITL, &
S5I29HBETIIMBAICKEITL, RItZRTH
TIZZF D% 1AEMIC 3 E, KXo 1B 2 b % i
79 5. KA+ TR WEITiE 10~16 BRI
5 EEBIIMATY 5 2 ARSI TWBY, 7272
LHARICBIT 2 HREEICIE—EDERICDOEA
3EAREELLT,3VAEFTHETELZ LI
ZoTwa., AEIZBWVTIZ, MIETHRAEIC
S35 3E X M/MRASIER 127 % ¥ CHEH i
ITL, RIEA+49TRVEIRRATOA FEEY
Mz %A o—H 2 B MR EZH#ERL T
W5, K 2ICTTPICH L C Mg s ik % MifT
L, SELEPI 2T 5 (IMEHE (FRF
AR ICABEL, BREEA, ARFEBHIR
X DB - WEEEE ST, MRS LR LERIC T
MREFEZ AT L 72). 4 3%, KHETHET
&2\ K9 B /MR AME & SRR Bk
ZPE D Hb2% 6.6g/dl0FERAZAEMEEM* 2L,
NT b u Y vl 52mg/dlE K fE T, LDH
131213mg/dl & BET Y — 2 A USIZREHETH -
7o, BRERESTEKXEIMIBICKEL TRIE LT
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o= voyEome 40 A0 ——"0
MERzIR (FFP3084)

= s R
14 o
12 4ng/% LOH (X102 J/K\;/&\ » o ,i/,
o \Hb e o f ¥Q=_>(i_- 2
% \F././
5 /rmd\*ﬁ (X 104/ml)
4 ﬁy\
) A /\/KA_-A\A
0

10 20 30 40 504"E

2 MmemWERMESENR (44 1, &it) [CRTBFP I LY RAEE

W7z 72w 7evWERR R BV BT EE R IE 4 (VWF-CP)
¥ 3% LT TH Y, vWEF-CPHui4filii% 2Bethesda
BT /mlLL T3 o 72 (1Bethesdald IEH Mg
VWEF-CPi&EM % 50% BE$ 2 Hufkfli). X570
4 FEDOWAR & B o M4 30 AL OERIZ X
5 MBS 2 AT 5 5 2 &2 & D M/
Wiz EH/ L, Z0kimTEREEAFED Kz R
L THIM/MROET 22O 3Bk S iz, EY
BiEE LTOARTOA FRIEIZHCRERED
TREDES LTV AGEIEAREZ N5,
Pri/MREE I B M ER OB RS EWIEEIE 8%
BMECRETBIUOBETHICERTH»A LD
HEEH 5.

8. Fi&

TTPDOF#iZ, MR EHHEAT SN B HI
BRI 90% 3 < 725 7278, MMM &
BT TAZLICIhELLFEIFUELL. L
P L 72 A% & $A [0 O ARSI PIE DL B2 BIH D
5. HUSICBW TIEBREAREDEHICL D E
AIEA L BEE 2B MDY, REEIIHL
TENTEN TS, BHEOEIFEICX)E
WHE, OMRHE 2 2 L b H 505, Bk

(81)

EWRoZ)FHHREMEENMEZ 2T 5 L0 D 5.

BBbHIC

TTP & HUS® 2 2 D# B % i &1 5 mE
BlOMETESLRATEZLILEN DS, WA
2B L TVWF cleaving protease (ADAMTS13)
HED D VEPIREOFR L EREH/ZIZH S
Mo/ 2 b, RRKEZZEEL TH
ELITbNB I DT ho7. HEIFENS L
WELIEELZERBTHY, WHRIIEHIZBIL
THEY LR EREBITT B2 hERDLN TS

-

X @&
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