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T ld, FH 2900 & L7fRFRE R 7 ORI 21TV AF allUS OFREREENT 21T - 7=,
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BFREICL>TaHISBAELDZ &L HR
HENTz, ZOHRT FIEGTFEENEE
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a) b UIRMEKE AV iR
Sanchez—Corral & (Molecular Immuno-
logy 41:81-84, 2004) DOFEZHWTE
Y UFRILER (500 J5/ul) (2 BEMEEE TR
MURIESEZDL, W O5E S 2
B CHIE LT, RRER CIXEF MAFIZ mAb
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EHEDETEZRE., MESNRVWEET
IZ FH LAZ D FI 2 FB, €3 72 EDIEMHET
EeoT,

¢) FiFHER 7 U —=2

FH 29 2908 (F FH $tfK) 1% ELISA
1%, Western blot YEIZTAZ U—=F
Z1T o7z, ELISAVETCIIRERFH 2 71—
N EIZEMBE L, FZicEEnEE M,
PLE b IgG HLiE TR ZIT o7z, Western
blot YT, ML VERL7Z FH @
SDS-5%PAGE % 1TV PVDF [EIZERE L 7=,
2AFXLINTTTavFrr%, 100 (5
WL BEMFEZRML, 4CTBRRE
SET, £0%, Bk b 16 HriEE AN
THRHEZE{To72, FLFHHFELRBETH S
BElX CFHRI, 3, 4 EBERETFORE Y
RN, RN LTZ,

2) AR FOELBT LUV TOMENT
(ESBRBAFEE ¥ — EMR)
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XTI BE /) 7 a—F LHK Ecul izumab 23
aHUS DIREIE L L THITH S Z L 03
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vHE—L LT, BAEEOEEKENS
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LT &7, TIP D HIZ b & (=AIZ ADAMTS13
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AR TIEIREERTOE Y VIRIMER
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FH, C3BETFEF L OLHIEE L L HITF
CEETFEFERXCRICH EE I L7223,
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L) BPMENZ AR EINT,

AE, BBEFEREREE CIRELKIG
DTLERFBO 2D > 72, FH IZWEIEEAL
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BT ARICEST-Z LIIREREHZTHD,

S%B| X E BT EITO 2 L TEFDOE
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EOBENHLNERY BEE THRH
ThHoTRENAL DL R D FREENS
W, FORERE G LIS L OEEREDE
BIZZWT& % alUS OB EEL /ERT
DI ENEKNLEETH D, APEN
TRk 24 FEE LR S hicims. BARR
Fo L AA/NERFESPEE THRITE
D aHUS BT EYEERR D —F > 7 71—
EWEB LN D, ARFICKIT D aHUS 2k
HEDIERZITHIHETH D,

HIRE AR LA D ICHT-V BE R
ERKFEOBEHE-AEHE»LHT FH
pAb Bt E W EEE LT, T 2D
TRHOBEERLET,
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R EIZ LV FRIET S atypical (a) HUS BEDORELENE Lz, EEEKREMI CE
FEL 72 1085 oo TMA (it MM NILE RERE) BEOH T, ADAMTSI3 {EMERZER L T
BOHT, REESERKEMSER & ORI HERME aHUS LEZ LNDBEIZOVTH
L7, ZOFER, 2011 4 12 HRE TIZ 31 R 48 #D aHUS G2 BE #RIE L. 2012
FEZHH aHUS B WBE THEZRE L, 355 FITRELZ, Zib aHUS B2 BE OFE
BOFRIX, 1 » A~43 B LMBIL< . B39 A, &tk 16 A& BHEMTH -z, BIESE
BT 15 FREO/NREICRIET BIEFIDS 86% & KEH % LdT-, 55 Fld, MEEEIC
L DREEZITI2BEIL 2341 (42%) TH V. 5 HMIFEATHHS 20 B, FrEfEE i (FFP)
BWEN 9 FITH oM, BINEZIT TVWAHEEZIL 146 (25%) T, 205 LMEEN 8
Bl (15%) ., BEREZBATS 761 (13%), MEE LR 1FITH o7z, RIFICEIT 5 aHUS BE
DEHFITOFITIREETTIZ LA ETORLTE LT, SEFE L allS BEND
Factor H 2 DEBEBEFEEERENERAINTRBY, 5B IOT—F X—2A 2T 5
Z & T, FFR aHUS FEGI DR REMRR Z D 2 FETH 5,

A. BIFEER EMEmMAERD, MM, BR20 3
B REEERRE HUS) i3, M/ BETBW S D525, BRRANCERIH




HoBEBREBR L LTk

LEBRERTERE L TMA EFBOHR

MR NLEREEE (TTP) e s [
Wi D, BiFE TP iZ. 100 || o0 B v g Mook
ADAMTS13 VEME R TR W I ;gwwﬁ
SHAZERBHY HST IR
XER LW Eb, 00 Enmﬁ
WP T ADAMTS13 12 X » m e
TERIFREE RE SN, ﬁﬁﬁs
L L, TP EFOHTH ;m
F R 97 <0 3 Ifn 2l R RS A :ﬂﬁw

B2 & IREE BT 0

1998 1999 2000 2001 2002 2003 2004 2005 2006 2007 2008 2009 2010 2011

D 2011 & 12 AR T 1085 ffl TH o7z,
AR TR B ERICHEBRENT 2 KEH S
AL7= TMA BB D b aHUS BE DORIEE
TV, AFRIZEIT D aHUS BEOFIRZ K
L7z,

ADAMTS13 23k L 72\ MiE
BlbdHsdZLnb KARL LTIIP & HUS
DERZENIIRERGER H D, TDX
IRBAEICHELZAET D L0 REEH
A&ThH D MmeEf EEEE (M) &
WO REBENRFEADPRAVDOILDBE RN
H%5,

HUS @ 90%LL EDfERIZL, A% HimE
KIBERL 2 ZHICRE L, MESTH
BREH, Zhuzxt L, £ 10%DEF] T TH
EREDRVHIS B3d 0 (FEFED (atypical)
HUS (aHUS) & BEIZALTUND, aHUS IXTH
ESE D HUS ICHA_FHBELS ., BT
259 TRERPEEDOBARIZED L
HFEINTWD, KL, BCKRTIRERE
aHUS OIFENAFEICER L, TORE L
LT HEF (FH) IZREFEENH@EEHE
RAFOEGFEEICLLDLOTHDEZ L
DHREINTWD, LrL, KFIZBIT
% aHUS FFZEI3RCKIZ bR & < LB BN
TWHRETH D,

HBREREME TIT ADAMTS13 fEHT %
BUT, A TMA e #—L LTHE
L Tx7-, 2EOEBEEE» S FEITK
EEZTEROS S TMA L2 LZd

B. BAFEFHIE

EBERBIME T 1998 £ 5 2011 £
IZEFE L7 1085 B> TMA FEBNIZ-DUWT
XL Lz, Fx DERELIIEFIROE
WHERZ 11T T, 2010 £F 12 A DEFE
T TMA O-EFEFIERIE 1028 FITH Y | FiE
PEPTER B E N SR ENEDILD
23, ADAMTS13 VEHEMNER L T H T
Upshaw-Shulman JEERE (USS) NEE S 41
BEEFIDS 35 FITFETE LTz, T DMERE, 5
KERFELONERRERFELLHSELTW
7z. 2011 MBI, BIEED 1) ERMET
FREREE, (2, 2) e T alUS &3
B X, O THEE~SRBI S BE, 3)
b URMMERE AV R RER CHBRED
TEF, 4) BEFHEITOBRTREELZRR
L7 e 25 6, aHUS & 53 LTz, 728,
3) & 4) IXBREMBL L THUIS DIERN
BRWEE L EEEEEBERERVWLE LT



Bk Lo, TORER, 2011 FRTITER
PEM BRI B IEFID 93 FIFETE LTz, 20
5 5 ADAMTS13 IEMENER LA e B ¥ —
LRI 45 FEFIIL, USS L2l Liz,
750 D 48 1%, ADAMTS13 IEHERER L T
BHF, XM aHUS ICHE Lz, 4EZ
D 48 Nz, REIZA-THRE L 7%
Mz, & 55 FIOARE aHUS FEF DO EERET
FIZDOWTHEENT L 7=,

(ERE A~ DEE) |
BREERICEL T, ERELV+57%
BAEIT, BECOREREL.

C. MEiER

Fox DEFE L2 TMA © 9 B HERME aHUS
DERDIVIIERIDS 32 FR, 55 BITFEFE LT,
INOBREOERSMILL » A~43m &
BIA< AL TR, 2 BHBMEN 39 A,
ZHED 16 A& BN LD - T2, alUS BE
DPIFEE T, BERFEAN 52372 36 41
B, 15 mAsii 0/ NEEIRAE S 32 451 (89%)
EREBH T, 15 FLLEZ 44 (11%) TH
oz, NEEOFTEH 2-6 BTHRELT
WNDIEBI 15 Bl Fx b %o T2, 55 FlD

#1 aHUS 558D BENE

Db, FEERIZ HUS BEBEET DFEIE
PRIEGIHS 40 Bl (73%) ToH-o7z (R 1),

ADAMTS13 JEMEDZFR L TV vy (3%
Ll k) SEGIZ aHUS &2 L7z2s, FiEHE
DEEEIX 1% ThoTz, HIERD
ADAMTS13 JEMEIE, 25% K5 2 B, 25-50%
12 ], 50-100% 28 fl. 100%LL A% 13
BT o7z, aHUS FEHITIL. ADAMTS13 &
PED 50% L £ TH DIEFIN 75% & K
4y DIEFIDNEIEIE F O ADAMTS13 &M % 7R
L7 (F1),

F 212 aHUS IZx 4 HIREEZRRE LT,
MmEEEE (23 N) AT aA REE (7
N, s a7 ) vEE 6 N) BT
ST, MFFREEZZ T TN EE
D5 L, MIEEASHAAS 20 5], FFP #ivE2S 9
B, WEEL LN 6 flThHoTz, LAL,
DX BRBRENBEREELE LT,
SHEBIED R TEME L 72> TOLERF S
9 BIFFIE LT, BREEIZEL T, SMRE
EEGTEANL 14 ] (25%) Thol,
IO S bmMEENTD 8 B, BEEENTH 7
Fl, MELEL 1 HITH-oT-, iz, £iE
ERBEDHEIT SAVERD 2 FIFEE L
25, WER & b BBERICH HUIS OFR

#2  aHUSEE GBI DIRREDERIR

alUSHE (n=55) TR n=55
Rt 1 8 ~ 4388 iRk n=23 (43%)
— - - R dETEH 20
S S b F g e
Bk B L 39 /16 _ FFP%E?YI %5 9
IR (n=36) k) 6
- 15 FARW 32(89%) b n=14 (25%)
- 15 ¥k 4{11%) - G 8
PEIE RN A (n=13) - BEELEST 7
JERA L (n= 6} RN 1
Tt/ BRG 16/15 B
- 2
ADAMTSI3?%’]§ - [;_zﬁ,gg . ﬁ?ﬁfﬁfﬁ?‘%ﬂ# 0
<3 0 T - AT 0
3-<25 9 (1) A7 B4 MR 7
25-< 50 12 (22%) BEIuT) VRE 5
50- <100 28 (51%) SV AN o4 3
100- 13 {24%)




DBRD BT, 2B, M C5ICHTHE
Jr7a—FnNgiEr s ) AT oRrE%
ZIFTWBEBREIL 3 I ThHoT, ZOH
i, WEERKCK T aHUS OBISTER 23R
DILVED, ARE TR ICHRBEEISC R
S TV,

D. BE

FERMETMAD 1 CIREASE] H 2Nz 72 -
TWbHHDE LT, EEAYIZADAMTSI3AS
KIBTDHUSSHH D, SERVZIMAT —
HR—=ZDHN D FA IEBEIZ 456 DUSS
ZRIELTWD, ZDUSS45H L. A[aElfFE
TE L= e K MEalUS & B % 5 5 55JEF] D
BRRROA S & bhls L7 (3R3), USSITH YL
BIREMEER TH AN, FERMaHUSITE
PEBEEESHEBEELLHFET D
ZEBEKPLBRESNLTND, SEOD
aHUSTEBI CTHE T & BIZRE L TV H DI
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