H& 4235 2016 5 58(2) : 62-75.

FEMRZE N PE bR e e BE (aHUS) i2%E 7 14 F 2015

FRHALA MR IR A AE B2 W UG T B E &
ZAE  EwEES EERYNEE
MIZEER RIS — SRR E NN R

BRSNSV EESS

FATIERD  SRURY N - N R
2t AR AR

uliEg—

ki BRI AR

L B SRS S Ok
IR FRORE R - Pt R
HHIEE T ORI - N

AA/NERE &

IRFERIGH A T R RER S B Ve R
AW ORBRERRER /N R
WA BN A R v 7 — iR AR

HE®E BRI

BRI W RRER AN ILRE
DA — R TRE NI

AR RBRTTZIR A R £ v 8 — /N

SHZEH
TR 5 1l

BN R ERRA,

B VT B wiEe

HA MR 2
HA I Ik 2

FU&HIC

/N IAEHE (thrombotic microangiopathy © TMA) 1
/N M AERE 14 YA 114 #E 1ML (microangiopathic hemolytic ane-
mia : MAHA), TEZEVEIM/ MRS, BUINIAE N TN IR
12 & BlEER RS & 3 FHLE T AMETH B, FREIEE
L U O MR BEREREMRE (hemolytic uremic syndrome :
HUS) & IR P /NS A 1 56 B (thrombotic thrombo-
cytopenic purpura : TTP) 3% \F & 1 % , DLRTIEERIRIVIC I 2
PED M/MIGRAME, #uNmE -CoEIMEEI, SPEE R
D3R RT HIEREE HUS, I 6ICHEN, BRI thihif
FdE 2 M2 7o 5 AR TEERZ TTP L2 L TWw7ehs,

BARSHER

HAH LR 7 1 v 2 e » 8 —
SEHIR

FIEAIEIRD A TIEEHI L 2 %\ 2 E3% o 7, A
Wi DIRFEDSREI S N, EBFR 2 AT 2R E ARG
(Shiga toxin-producing Escherichia coli : STEC)IZ L % b D%
STEC-HUS, ADAMTS 13 (a disintegrin-like and metalloprotein-
ase with thrombospondin type 1 motifs 13) FERTHEAY 10% A
I FHT 2 D% TTP LW d 5,

HUS SR 2 52§ 2 HE Of 90 % 1 11 i 2 £ 9 STEC
BRICK 25D TH 2038, R DY 10% 13 MRz HEH T,
BEHBEZRLREB SN W £ 5, 2O Tid D(diarrhea)
(-)HUS EWHENTz, 721975 FEICIEFBEED HUS bt
fany, 2N STEC % b 4\ HUS R KD
HUS (&, FESBLEITE PR ERIERE GERE (atypical HUS @ aHUS)
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TMA

aHUS

HIRE & BE dR KR BiE

ZRMETMA (Z DDTMA)

2013%F STEC- | 11p
IO UEE HUS BIEHHES
2015% STEC- | 11p aHUS
FELHEHMR HUS HHEREHUS

KHEE FEH BE dk KB B

1 BAEREZESEHRNNBRZERICKLS 2013 FR2MMEE L, XZESH A RO aHUS ERXDEW

EWPIEN G K 9 IT o7z, 1981 FEITIE, EB CHiAREHEA
FO—FETdH % H [FT (complement factor H : CFH) D &[]
HOWA %R L HUS 2 29 260508 E S, HIEEEZR
T2 L 5 MENED HUS DIFELRR E Y, 2 D,
1998 4F:1Z Warwicker & O#EFHENTIC X D CFH O {575
WOREN, TUDRYID aHUS B T BE oS & 7o
73, ZD#, C3% B AT (complement factor B : CFB), I
[A]f- (complement factor 1 : CFI), CD46(membrane cofactor
protein : MCP), thrombomodulin (THBD) 7 &£ O #fi{AB5H o
AR THEIC X % aHUS, JUH KR THURIC X % aHUS 23K %
EMESINTELI LD S, aHUS IFHARBIHR T 0#{E
TEFEICXZEBLEZOND X )Tk,

AHTlE, 2008 41 aHUS % THIH T CFH DEIE T
BEHRE SN, 208, K4 L aHUS DIEBIHR AT S
N, 2D HERPS, 2013 FiC HARRE ES £ HAR
NRBEE2OGFT, TIRIRENA MM R (aHUS)
LWL 2R L 7257, 2013 EDBWIEEEIC B\ T,
aHUS Z A E#T 2 2 L TAEBORHE R HD 5 2 L
ZHME L, aHUS (Z K& < 'TMA %6 STEC-HUS & TTP
R LB TH D EEFR LT, LIzdt5> T 2013 4ED
BWELAETIX, aHUS (3B Ol 25 50 H K-
Ptk X 2 & oA 8 55 12 X %5 aHUS (PR D
aHUS) 7213 ¢ 7 <, fREHE, JERGUE, FEAIME, HEUREYHE,
H O 8 - BISOREDE, SRErn - N h R o
aHUS( DA%, kM TMA(Z Dfthod TMA & bFiZis) &
TR GUTAFED aHUS & L TEER I Nk,

L L&dis,

1) FEBR I 1E =R E TMA 13 aHUS IS & e W 51AT
26%C1k&”

2)UEAE, MHABLEES T RE 2T Tk, BEER 1B
T 2R T OB TEED aHUS O E LTHHL TET
Wwp I

3)2013 41T IF AT 4 12 X 2 aHUS A3Pimifk (C5) € /2
70 —F VPR RFI L 7 ) X2 7 OWIE BN X i

73, JEIEEE T 7 WV KM TMA 12 U CASEA o fifi i A3
REZdonrklt

4)2015 2> & JESRDA MM R BERERE B RE A3 & HEw, /N
BMHRESIRICHE SN 208, TUdmiR R Ic X 2
aHUS 245 L CE b, JFHANAIMME R EEE R O E %%
RETHEESHTELI L

mEERBZRL, AIICEIT D aHUS SWiEEOSGET 21T
7oo F1o, RUGTIRTIEBZBWI~ND 7 e X 2, MEGE, <~
7)) A= 7O EOHHEZ A, Bl B4R
& L7, SHOBWHEEDWRET, BEATA FHIL KD
BlZBOOEHINS 2 LT, AIICEIT % aHUS BHED
B2 ET 52 L2,

1. TMA & aHUS DEZH

TMA 13 b & b & 2Rl O UMNnE olfife &, 1
NBZFRE 2 B3 2 NHE 2 PR L 7 W B2 iis i ¢t 5,
C AU ORUNMIETE S M E I, @ E MR,
@MUINMIAE NIV IR IC X 2 iR s 2 R e 3 %
JRHET, BRI IIBERARIMER, /IR, ki X %
i P RE s 2 R & 9 5, TMA DOFRRE 2 /R TR
& LT, TTP, STEC-HUS, flif&B# aHUS, — X% TMA
PENEEN 5, TMA ORI X D MiEIC X % EEs
ERT VA% 528, STEC-HUS & aHUS (34712 Bk
ENL o,

aHUS Z XU ®, TMA ICE ENAHEEOHICB L T
W, W F ZICEBRIT B R v, 2013 RIS HAE R
2 & HARDN B 2D 6 T I LR 1 PR 37 RE AE i 7E
(aHUS) ZWiFLHE SN F S, HUS 1, /MM REYEA ML
e, M GEA, SrEEREEZ 3B L, BRI
BT 2HDTIEAR VI E, TIP TRAWEETH 2 & FE
FEnr (@),

2014 D Scully & D expert opinion Tl¥, aHUS & ZWi 7
572 DOERIMER E LT, STEC-HUS, TTP DE), -
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RYED A CEANNE, Gy, Bhitk, a7 S U RIE, 25
Py 7= =7, Y VIRETUMERRE, 8EGEZR &)
IKEDZ2TMAZBHITTED, 2o ZRWZH D% aHUS &
EFL TV, 722014 4D George 5 12 & 2 TMA ©
RFTIE, aHUS @ atypical &\ 9 HFEIZFESAYIC HUS
TTP X 2 HEE & L CHW 537258, aHUS DR KD -
EDLTELIEDSHUS &) HEERMHEHE I, TR
T%TMA EFRFRL TMA %2 9DIC8HT 2 2 ESIRIES 1
7oo 61T, TNE THIABIE HUS IS LT 72 il
%, WHEKBE TMA & BT TMA I L 7221, Ll
%5, George 5 D TIHEEBTEREDO RO S Wl
AR BE TMA L HEEHEBHE TMA I T Rwn 2 &,
TMA % 27 2B T XT% TMA & 9 240 b RN
BELTWEHbIFTIEEWI L, £7aHUS &V IRAIFA
TS HHIN TV Z 06, KBHiHEELETRTIX
OB LW L E LT,

4[| aHUS A A KT, 2013 SR DS e
I RS X OB RO IRFIE SRS 12 X % aHUS
D H 7% TaHUS | ¥ 72 1 THRBSH HUS ) L @£ L, TMA DJ5
A& 72 B fDFEHEIC & 5 TMA % T kI TMA (Z D fthod
TMA) ;) & EFE L 72 (F1)%191Y,

Thbb, RZWHEHELETIR T aHUS (3,

1) Je RIEDHRBIEGE A 1545 & LT, 2015 EBIETHB
L T\ 3% CFH, CFI, CD46(MCP), C3, CFB, THBD
diacylglycerol kinase ¢ (DGKE) (DGKE 13 fifi{4% & D B5fins
3-5&D L TELT aHUS IZED R VIR L H 508, K
BN A FTRED ) D 7 EBEFREH (plasminogen (PLG)
BEFEROWRE S H 203, SBROBGEEPBHETH S,)
2)HBRMED aHUS & L THi H R T-HUARBE 5

3)TMA % % L STEC-HUS, TTP, X1 TMA G &M T
R O R KBS TR X3RO & e s, BRI
aHUS Yo 20 TH 5, %8, TMA % &7z L 7)WL
B 6 57 TMA &, R (P EA) & TMA % 5FEdd 2 (f
ZE, MREREIC K 2 TMA %2 &),

n & %

IEHE 2 FIEBUE AT H 2708, N 6 oW T,
aHUS (ZfAFERN 100 T AS 72D 2 A, /NRETIE 100 1A
W7 h 33 NFRET 2 LB SN THE DY, 18 AN DFE
TEAH 40% £ S a(R2)2Y, Ak, SEEOEN X P
TlE, 91 FEMOBE T AT 100 A4 0.4 ADFIE
EOWELH B, ME, ABICBLTH S X ERMEE

100 - C L. S
80 -
i)
5 604
T
o
S 40 = — C3
X Ao AT e CFH
i -—-— CFI
201 —— No identified mutation
1 ---- MCP
]
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K2 aHUS QOFIEEHF (O 14 £ D51H)

FHEIT X % aHUS D I LTV 528, 2ETOIEhEE,
JERLEIE T 08, FHRICBIL TEAHTH 2, AHTIE
2015 S EEBIE T, 100~200 HlHI#AS aHUS & ZHrI T
3 EHEEIND,

. 7A&A - /&

FRBSE aHUS (%, ARSI LRSS D —DThH 5 5 %
FEORETEHEALIC X DIIET 2, FRKICB LT, 3
C3a & C3b LRI NS &, 4L 7 C3b 23EW 7% £ offf
falRmicfia L, BRFPDRF42E LG L T C3 g
HufE 5% (C3bBb) # T T %, 2 C3REEE L, X 51
C3% C3a & C3b IR L, £ U 72 C3b EfEE LT C5 MRl
I3 (C3bBbC3b) & 7% %, C5 HiEEH 13 C5 % CS5a & C5b
WZfEL, EU 72 CSb A3 C6 ~ C9 EIERIKIGT % 2 & Tl
{REEHE A4 (membrane attack complex : MAC) & 7 D, i
ROWER, MR 5 &7,

C3 DRI X D AU 72 C3b %, JRJERZ 1 Tk ]
H O OMIEEE Lic bf5E L 9 5. C3b @ HOAMBEANDRE A
FEHETH 270, HOMHAE ETIE HKT, CD46, THBD
7% E DO 2#BKR T LT, TRTFICX % C3b D
202 R - AIEEME S 4, HlifkIC X 2 MR 5 |
CAllfaz R L <% (E3),

aHUS (%, #IHIR T OERE AR &, FEIELRT O
BRI o s, HIHIRT-ORRE IS R o) &
LT, CFH, CFI, CD46, THBD O&%®, *7/I3JiH AT
FukD B X 2 HINT OREBE T35 17 5 1, IR
DT & D AR AEBNTE (L S 15 2 & T aHUS A8
FIET 5 L EZ o5, WEHELHATOEBEIERZ RO &
LCl&, CFB, C3 DERMNHIFSN, LI bHE _RKKD
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Normal endothelial cell

Spontaneous hydrolysis
bacteria, viruses
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X3 #FemERRMROEINE(CKH 16 £ D 51H)

T 2GR G K0 I N RREITE e i MR T O 16 AL 2
b6 L, aHUS 2FhET 5 LEZ 65,

aHUS HF D) 10~20% T H XTI § % [ Efiik o7
EDBASNTEY?, ZoHikizHNTO CRIicH 2 F
AA v ERFEL, HETOHCHIEERE~OR &% HE
T52 LT, HRTFIC X 2 MlatREEEH 2 HE T %, $iH
K ¥ ik o HB1E CFH B3 (complement factor H related :
CFHR) 1~5 DT 54 (RI) 2BE L Tw 5 2 L]
FHL CH D, FFIC CFHR3/CFHR1 23K L T % A2\
EIND, INSDBIETFHEREICL D HEFITHT 254
DHBIL, HERFOKELZIHET 2 LHEZNTVS

JTAE, TMA 3T THBD, DGKE, PLG 7% £ D l/+<7)
HECBI#E T 2 N0 BEgSHE SN T w5089 TMA
DFAERETICBI L Tl F 28 b > TE 63, #likkic
FEERIIFIC L 2 TMA %200, flitkRZ /L7 TMA %D
2 IZBHRETIZ 22>, THBD (&, AR BERK -THh 2

23, C3b % HHFIHEAL, C3b DAIHLEIE#ES 25 C
£ E T %, THBD, DGKE, PLG 7% [ B TMA
LIRS RBE N T B 5120 KB A FTid
THBD & DGKE(# & U PLG) % aHUS (2 & & TG L T\
%,

=
2

B

1. Bk
KRN TIE T 28550, Bl E2FRRICTIET 5 2
L% ok X3, STEC-HUS & Ak, A,

MM, BAAIC X 2ERERD 2 2 L% v, i
DM R R, A4y, WRIREE, B, S 7
EDOLIEHIEIRE BT 2 2 3B B, aHUS T IR
R EDHLAIERZ 29 5615, STEC AR
A WA 8T & B i g G 2 RIS aHUS 2 F8hE 3 541
bHD, THIZEL TWTH aHUS BEE I N DI Tl
KRODOTHEERZET 22,

2. ERPRAVECHAEZE

TRl 3 k% B 5 TMA @ 9 B STEC-HUS, TTP, -
R TMA (R EE, EYRE, HAItE, B DetpeE,
TEVERRES, HELLP REMERE, Bhik%k £ X 2 TMA) Z R
72 b ORI aHUS TH %, 49 L b 3Bz D %\
ZEbdH B,
(DM NMBEMEAMEED : ~€ 27 vt ¥ (Hb) 10g/dL £
it

M Hb D A THIWT T 2 D Tld % <, MM LDH O I+
S, MEAN7 b a ey R, ARIMESEHREAR T O
ARIMER D EAE 2 b L ASHUNMAFRE VA I O F 8 % #ERR$
%, BB, BWHRIREZRHLZVEGLH 5,
(2) /RS © I/ (platelets © PLT) 15 J5/uL At '
(3) BAMBREE (acute kidney injury : AKI) : /NS CIZHF
W - PERNC X B U055 7 L7 T = v HAEfE O 1.5 f5 00 (i
7 L7 FZv0d, HANRE R A2 0 FEEE 2 G 5),
JRABIT % AKT DZWiEHER IV 2,

3. SERIZHT

TMA D EHE %27, ¥ 9 STEC-HUS % TTP Dk

ZWiEIT», IHICTMA 2 ¥ THEEEZET 5
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V-3-1) TMA
V-3-2) V-3-3) | ADAMTS1 335 V-3-4)
SHBSRME ZBHET(10%%K%)
| STEC-HUS | | TTP | kS —RMTMA
HUS*2 (Z DIBDTMA)
) | i 7
| P || AR | MR RIS C -
IJYX=T V=tid
ZFO4 K*3
R INFE LS
K4 TMA ERIEAREBEOZ7O0—Fv—h
1 MBESE, MR

*2 KW A RIT L aHUS 1, THBD, DGKE

B HRHEFREBES TEERES NS,

R TMA DRIV 21T - 7 B# D3, FEIKINIC aHUS &2
&2 100 FIEREZBEI L, aHUS & 20 & 7%, aHUS
DFRAIE DMK - 72 RIS HUS % TTP & Wi S 1L/ &,
JRRARHDOEA L% B 5%, TMA 2 FFET 585 7% L3R
JEIZ W 55401213 aHUS 258 < 889, &8, aHUS JKLE
BFREPH > THIHIET 2 DI 2R TS0%RE L S

TEY, RKIEEPZ-EH) LavlbEn,
B, Flae Sk D B 23RN RO

fzfr) (R4),

1)TMA DR & TMA FELUREDIER

- VAIMPEE M OMERR & e B o#H : LDH @ B5., I
THRARIMBRDFRE, N7 7 a e rERMOMER, 7
7 — L AGERIC X D B S AIm e iz 80 5 %,
- AVEREE A X TR B O]

« SRFRVEIME N BEREEZERE (disseminated intravascular coagu-
lation : DIC) ®#&71 : PT, APTT, FDP, D ¥4 v—, 7«

7)) =r v ERME L, DIC D@WikkiEz &% v

THEANS 2, E, DIC [ BOMAE, FEE, Mgk aE,
S L DORERE O N CTHRIET 5,

VM O - EEE RIS TMA O X 9 2%
Bl MBI nTsh?, €y B, EEE
WES 2, —MAvIc, BRI T IR MBR T A L
TW3 I D%\,

<~ R IINER A E (heparin-induced thrombocy-
topenia : HIT) D#EH

EEILLDHDZEEE,
(xX#k 16 £ D 51H)

2)STEC-HUS D$&Hl

fERE M, ErhoEEEREERINE, Filipopolysac-
charide (LPS)-IgM ¥iff 7z £43, STEC &$% T 2 D
EHTdH 3, STEC-HUS THINEEK 8 HITilled, MK
AL CEEDIMEZ R, B E RT3 BTHIERE O
FHAME & = a—iE o EAPREINTT, MEE» AL
MM E CIUE L, FEEFCIERBERICRAEZ LS 0n,
/NRTIE, STEC-HUS %8 TMA 24ADH# 90% % v % Z &
D6, e ALKT, BEDIMMEZ FMAE L7 BT
L AEIR 2 P ) FEBI TR, RWICEZDZRETH S,
FEA X, HUS &' A4 F 7 A ~ (http://www.jsn.or.jp/acade-
micinfo/report/hus2013book.pdf) 7 & % Z:1H,

3)TTP DIER|

ADAMTS13 J& 123 10% Al T ADAMTS 13 125§ % Hifll
itk(£4 v e & =) DGk ThiuL, HBRMETTP £ 2Hi§
%, ADAMTSI3 ififEDS 10% Kl TR A v & B8 — skt
DBy, SR TTP %5652, JeRKk TTP OHEE LW IC
IZ, ADAMTSI13 &5 Tt S35 & 72 5, TTP M4t D
aHUS, HUS, XM TMA 7% £ T%H ADAMTSI13 jG: D%
JEAR TN 258D 615 2 L3 %A, —MEIICTGEME X 20% DA
LTHz™,

4) R TMA D5l

< anNg I AREEREE (R B8 6 A RN CHRE) « 4k
#® 1AM, WAAR, W, REATAR, THXUL
T, MERIKT, EHx &2 IR R I N5 603%\»
B3, AR, RABIOFER MG ST 5, AT
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£1 TMA ZE I OIEEED B 2 EHREHA

vf b31422C, FLYREY, Y XTFF >, vascular endothelial growth factor

/R FyOEY Y, yOERT LI
MEE F-—%
A ILAEE NZ0El
1>2—7z0O>
mEEEE
(VEGF)FHE®, FO %+ —tHEE
S SUORRY L, 270U LZX, OV LR
ROEEAT R

RF v, MEEAF L VR, RPAFLea Vg
ExRPET 5,
- HOSEpe il - BEYH © a7 b =T X, MK
fE 2 U —X, $iY v IREHURERRE, 2 F61E 28/ BE
R, MER: CNODOBEBIITMAZ2E T2 L23H 2
7o, BEIIGC U TomEZ R %,
Tidifk, iV v IREHE, §1DNA YUk, Hikr b n
A TYUR, P Scl-70 Piffs, C3, C4, CHS50, IgG, IgA,
IgM, anti-neutrophil cytoplasmic antibody (ANCA : Jilf-H
BRI E S 72 &
< IR — PRI - 7272 L, aHUS THEIEE 25
2% 2 DO TEINIZERPDLETH 5,
- VRN  ETIEO S I XD TMA Z &2 L
DB D, EHIHEZ £ LD E 2 —TIE, HILEERE,
FUE, w2, Wi E03% <, 9 EIMA BT AR
0 5 EFTIEDBEIEIEEICd o 72 & DD DH 22,
 JEGYE ¢ HRIREEGSE D 2 TH, FRCEEMEN R Bk
WIEYYEDR TMA Z R T2 2 L2 D, MNRICED 6N
%, (RERVENG R BREE EAE & &, FAEMIZR, BEIEZ, &
IMAE, BUMFE, WEMG7 &% 28 U 2 AN 28 BR B GUE &
ERIND, ENZEGUENIERT WL TIE, S AN T
IAH T 300 PITREEDHE 3D %, TMA FEIEIXFLE)
WSTETHD, 0.6%HENTMA ZFHIET 5 &I b
2 RO ET 522 =5 T2 —RItkoT
#F&H 9 % Thomsen-Friedenreich (T) FLE 2% 9 % FT T-IgM
PRSI IS HAE T 2 7280, MG X 0 ko3
69 2 [BENEDS & 2, 1EEE 7 — L AGAERDSHI 90% DAERI
TMEZ RS2, FREERS ML 2 o 72 A e
M 7 £ O MEHGHE L IER MR A 0 # 5 1317H
AR

Z O, HIV, £ >~ 7LV % A 74 )L A HINI Hi &,
CHRIFRTIANA, A4 AT AV RAEGE, HH

(@t 12, 34 £ D51H, ¥E)

Bz, AKE, EEAEHEEPYER EDNTMA 22232 &
B SN TR0 2L, AT VIV A
VAT E DR B L LT aHUS SFIET 2610 & 2
DTHENBETH B,

- JEYRESE > HELLP JEMERE, s : HELLP JEMERE iR

MAEE I ABFT 2 A MR, FFRE, mMaRd), +
I (AR oh O EIIUFEAE & RE88) 1%, 730t & 0 e i
g%, 72721, TTP % aHUS T bIIRZ I FAET
ZHIDMRE I NTE D, FFIC aHUS B#H TIE Ok o5
HED %\ E G XT3 28, HELLP SEERRICE VT D
HEIAWATH Y, SHBOMHNETH 2,

< FEANE TMA : PUEBERREE, Pl MR, Sere il 7z

EDEIKE D TMA Z5ET 2 2 L 23% 2 (R, 7
R CHIUIERE 2R - LT 5,

- SRS AR ORGETIC TMA 229 5 2 L2035

%9, MBS & DWED D 25,

- GG MR - B AR B AR TMA @ 3 I il i 2 A 42 o

TMA D3I X SIS TV %, ADAMTS13 i1 10%
R NEFRA T, MO FRIME R, —#ic
ZRIEHIIGIE 28> A Ve = 2 — ) VHEEDHIE,
R EEITHY, G O TMA 41
CFHR3/CFHR1 D5 1K 4H, Hi CFH §ifkz @i
DL DWMEDID 5D, SHRDOBGEELE L ETH
538)0

B ICFAET 2 TMA 1, JBEEDY aHUS TR
AT - 7RG D aHUS DFFS, BN ICHTRLC IR
L 72 aHUS, lf#BAiIctE ) Bifits TMA 23%5tbh 537,
aHUS BF TR 21T > 72854, TMA O & BHEE
DFEFOEDENZ D5, aHUS Db N 5 B2 BH
SRR A ST 2 A, BRENCOEE TREZTY
MRS NG, Zofl, B, O, M NEBAEERO
TMA DOFhE b i S Tw 2,



68 FE SR I PR AFRERE A (aHUS) 29 47 A F 2015

H O e - BEE, Sl haits, BBmig

B EDTRIETMA T, AliARBHGES R 1R D &

N5 L 2HEP, YiH RFHEIRETH 201058

INTWw3, LrLl, ZXETMADKKE LTEZZE

TH R DOIEHEALRFE VLG L Tw 200, XM

TMA DR THEIETFEROH 2 BEOH G 7 ) X

< 7OEMEICEIL TiE, SHROMMNFEETH 2,

4, NEEFITOERSR

TMA & Wi L 7285460 90% %Y STEC-HUS TH 5 Z &
5, e HUKTEEDIMMEZ T L Lz TMA Tl
STEC-HUS Z#—I2& 2, (i, HAREE 0157 Hik,
n#EF, K O157LPS hifkis EoMEZ1TH . %,
T - MEZ R D 2D TMA 2 A0 L 9 2 EEEREE L L C,
FLED U C T S BRI (McRE 28, PRI 28 BR G s
M, Whigs - WM - Bl 7 & OHER) 1 U o & T 2 Yy
iE, FERETEREGETY 72 =T &, ¥V VIREVUE
KR &2 FR L L BB 2R T 5, 5 A87% TTP
DR E L b, O R B NIREE T TMA D)5 K
ERDZLBDLHBFMNL, 27V X TORERRIIKRT AL L
bz, oM ARBEBROBREZ FKRHIIT .

5. aHUS DWEEZMT

aHUS OZWid 72 5> T, i C3, C4 DIFD AN D
T, HIK, 1R+, B KIFofllE, HIliBk Lo CD46
(MCP) DIt BIR T 72 & 2 HERE T 2 G D H 523, WIE L
THHT L SHEESWICIZESTY, KHTlE C3, C4 DA
— R CHIERRETH %, CIMRAE, 2> C4 IEFHIZE
RS DTG R R X 41 aHUS 238 < FEb L5 23, C3 K
TSP EBETH D, C3DIER TH aHUS Z HET %
CEIFTE R, FRIMBRZ H O 7 E MEER 1 CFH &R
THE, YiH RTPURBBERNIC B W CESEE Ttk L %2 %
B3, HEER THEMTE 28 TIaawo ) RITRTIE
MR, EARZZD 560650,

ZOAfth, S FIERMIE, R EDIEOWME DD % 03,
it B2 W7 12 L3RR o J5 [RE {5 -8 (CFH, CFB, CFI, C3,
CD46, THBD, DGKE, (PLG)), #iH HT-Hifkof o i
MR ETH 5, MEHOBEBETTERDEO) S hwiEH
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EERE EROE o p
s = RO (A3) SR SR BT
CFH MEAKRICHEETEL NI & | 20~30%(7%) EREER 60% AL F7ZIEBARL 70~ | BHEE80~90%
(2 & B A SIS E T 80%
Anti-CFH Ab | it H E-FHLADHIR 6% (13%) EREE 70% BT £ 30~40% BRE 20%
CD46, MCP |MENFEREDHEBEET, # |10~15%(5%) —RRAYICEEAE R E 2 IEBARL20% | BEZE 15~20%
HIEREREE T ey
CFl Co-factor #EEEIK T 4~10%(0%) BREE 30~40% | T /2B FL 60~ |BHRE70~80%
70%
CFB C3 convertase &E1E 1~2% (2%) BEHEE 30% RCEHIEBRLT70% |BROMEH Y
C3 C3b NiE(LET 5~10% (42%) BEHER 40~50% |EL X2 I3BAL60% | BHEZEK40~50%
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DGKE DAG ¥ 7 IVIC & 2 Mgk | ANBA, 2013 FIC | NEA 20 E TOBEREH BEOVX I
13 FlERE (1 1) %L B
PLG MmieFR% 5% 7 3REL L) | AER RA RH
CFH : complement factor H, MCP : membrane cofactor protein, CFI:complement factor I, CFB: complement factor B, THBD :
thrombomodulin, DGKE : diacylglycerol kinase e, PLG : plasminogen (32wt 16, 41 £V E|A)
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