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aHUS 12/ DFEFED % D3, CFH DR TIEEE E
PRAFE EHFEINTRY, BFE - EGTPHRIDIE
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2) CD46(MCP) DEE

CD46, % 721 membrane cofactor protein (MCP) & MEiE4
HORRAEE i S84 2 BEDBIE H T, 2003 £ FRIEME HUS
DEREEET & LTHEINLTY, BEA, BRATH
aHUS DN 10% OER & X3, CD46 1& CFI O cofactor
ELTC3 DOEFPIEET %, aHUS BT 3 CD46 DE
BIZHIMERTE O CD46 DXEBB KT S 254 7L, F
BRI ERZE AT COANDEEMET 254 7

A10948
110968
P1114L

B 5 #EBLE aHUS OERBEEF & ERIREIT
FERDEDON>TWAIYYVVIFH, BRAICEZVWERETATH> THd. (TEk14 L D3AE, HZE)

H1464D"

FHET D, CD46 DEREIZ L % aHUS /N REICRIET 2
B, BEEE, FHREBHENRWI EPHSNATV S,

3) Complement factor I{CFI) D&

2004 £EICK M HUS C© CFH BB D R WERFED S CFI
OIERIEES N, CFLidk ) > 7aF7—¥Th
H, CFI i CD46 < factor H @ cofactor & L THEIZE, C3b &
Cab % FEMT 3, FIFICB VLTI CRLIC X 2 BEOHRE
EEER,

2. HEREEELLTIEFOREI LB aHUS

4) C3DEE

aHUS 1281} 3 C3 D heterozygous DEE X 2008 F 23
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A, C3b D CFH % CD46 ~DFEEHEAME T L C3b D4y
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228, HEATIENISIT OEENE L, £z, ZERKZED
HE T aHUS BRERBLWIEHETIOBENHEI N
TEY, K HL, IoHBEDH 2 BB TH 2T
L H2,

5) Complement factor B(CFB) DEF

CFB X C3 BBk O 2 (R 1T 5, CFB DERIC K
% aHUS 13 2007 £ 1C 3R & S N, T OERIT gain-of-
function D ZE T, C3bBb DU E{EHET 5, KT
aHUS D 1~2 % BELRERE L CRHETHD, FFFTHHE
RRICIEE W RRERTH B,

6) Factor H §if&kic & % aHUS

aHUS BE D) 8~10 % ¢ CFH Ic N 7 2 B EHiE D EE
232007 FEICHE SN, Z OPUEKIE CFH O C K% Rk
L, CFH O C3 RO EZHEL, CFHIC X 3
TafpsEE A 2 HE T 5, factor H Hifko HIR i3 CFH B#EZE
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HBHEEHEET 210 LEEZL SN TV 3, BIZ CFHR BT
RIBIZ X Y factor H FLi&DNHB L 72 aHUS ¥, DEAP-HUS
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DYEIFI 7 5 A Y — %L LTE Y, nonallelic homologous
recombination (NAHR) # . Z LT Wil TH 3, H&HHE
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Exons
Recombination domains
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CFHR1/CFHR4 deletion
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MoTwiy, FA4AYEd—2 ) 707 — 7%, CHFR
DERL CFHAAOHB I DL TREALED THEL
TWw3, aHUS & D% h T CFHR1 RiBlX 32% TH b,
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Zz 5037,
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7) Thrombomodulin (THBD) DEE
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T-EEDI2009 FFICHE I N, 195 % D aHUS DFEREET
LEpY, 380 BlOMEE ADREGT L B LT, BEA
BR\w7 S ERE MY 6 O THBD DER »RE
L, 205 DEEED invitro TCIb DBFEMEDET 2R T
s, BERNOEEDTRBINTVS
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R 5 L predisposing factor & XL TV %2, ENZIERER
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DGKE OZEHIC L ) DAG & 7 F VdsifilEfha g 2 i
L D MUTZRRETIC 2% 2 EHEE L T b, 2o OBHED
L LT, 1M T ORRECHlilER OB 2 bk v
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9) Plasminogen (PLG) D&%
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vy —HEFTTO LD )25 7) £ TOMBETHRED

APV —my T, K7 HRED B CRET R
BHL T 3
I BbbI l

itk - BEEIBE aHUS ORI > W TS L 7=, 251
FROBEFP, FHOZTETMOBENRES E-bh,
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PHEFEERALREY L EORYICKIE U TRERITX RERIC & FET 5 E55HE
RETHY, 3 OO EMEL T C3 #iEH{Ld 3.

bHdEERTEMEEL C3E, BEMLUTEIECHRICOHEET 2. BCH
b3 0OEE e NG T 2BBOERBEIEFEL, C3IZRNELL TV S.

PMETFREPHOHREFICEY C3OFIHATLICH2 &, C545° Cha & C5b ([Z47HE
EhEBEMNBOHEPESEESHFOERISEBIY, IERRMESFBEESTS. o
NAFEERLR MM REBESEER (atypical hemolytic uremic syndrome : aHUS) @
XAHZXLTHD.

P ®it, aHUS OREEL L TH CS B/ O0—- B TH2 T I/ URXTTH, FHTH
RIBEIS & 4 Y, aHUS BEDODEBHRICHREEZ LT TWS.

AFEREEDISBHEEZLE>TVBIDTL&SM?

| flifkiE, @A UMEYx &SI RUE U TRRBE RGP FSFER It
BERTZEERGERISTTY. RSB, 308 Lom
HEEEE M EOEREN D > TWEYS. EIRICEA LfEix L
&, fEETRC X o TEREE N, HESMWEA X r— EWMETHL, Th
WKk, RIEEEWEMNERT S & EEICHINERE LIEERIC LD
V7S5V ZADEHOHEHIN DT SNET. MEOTEM{IE 3 DOBFERMN
HHET. T4bb, OHBEFUREGIC X DIGEEEE N5 iR, O
ERUA IV LOSICHEE T AL 7F X - TiEEEEhB L 77>
TG, BLUQ@EMS TR C3ZIEMELT 2 REKTY. 3 DO
HIEHEERREEIE C3 DT AWM T DT, C3EMEDORTTE > & H
HIRETTHY, MHARLEDTEBNTYT (1.2g/L) (A1), ThoDF
AL EMR L C3biE, MEMEREOEMCEHILE/ET R LICE
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C3 C3a+C3b C3 C3a+C3b

C3(H0)Bb

BER

C3bBbC3b C5 HifER

Chb Cbha+Cbb

AR RZERIT TREA

1 C3zdulé UABRERICEPEFEBHEHY A5 4

DRI EA TV Z LT LE T, ATV AL e, Rl A=
o kD EEENET. WY L0 C3b 1 C3IRMREE TS B CIBb BB et e
fhemb, 510 C5IRMMARTSH B C3bBOC3b WMAthe kb Fg. €5 Hhriwssicex
FREEERLE, C5 & CSa & Cobc LT . CoaldiB a7+ 7 45 F savuvsnets
FOUEERSD, REETRELTIIIRE ERHALET. MEy o & SRR

£
C5b ik, BEREEAUWTH S C5b-9 ZIBHR L, WMEMRHEREETHEEL

F9.

BEE—REE, COLES5BANIALATEEELENDZIOTTM?

S RIS AR s E ok BB E S DRI THET D, FORMICE
WAEMCHETSEARELEE LEEA. BTEKE, C30H
FEENUKRIC E > THED ET. bbb, RO OHE T C3HMm
AR KD CAMH0) 17 D, T B EATFDHEEE LT C3(H0)B A3 E
MENED., ey usF7—ETH5 D EFAEHL, HH C3 iEigs
FETH3C3(H20Bb WK ENET. THEDRULIOTEEEAN, £
{DC3ZEC3a& CIbITHALET. kL7 C3b D& Xk fzic
EOFRIE(EEINETAH, —ED C3b AW B AR _EDskEE
EIcHEHBEGLTHHELES (®2). “DC3blc BEFAFHESLTC3B
iz, T BETFAD EFC K OEER Y07 7 —E Bb N ENRE A,
B REERO CI3 BBk T3 % C3bBb MEKENE T
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C3b FFARFATAF C3b OBHLEFAT

IVEADBET S, F0 27 NEEGO—RIE, #
C3b " TFHOFA TR ZERDPFERIELT M LoKERETIRT

FIEREBENRTWS, FiEE e, WS THEESY 5.
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C3 iR OH OH 0
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X2 C3OREDHETEL S C3b DWEYRENDHEHES

BRERIC K DEEEENEHMERHMEMERRLETH, ES5UTEE
MRIEEENGEWVWDTL LS50 ?

I OREROIEH L TA US C3b kB IS T A 0T (17 2),
AR < HOME I b REE LET . aoHmcisE Lk
C3b &, HHEDTETHOMCIEHLENET. Ty, B
C3b EHd SR E L > THET (K3, mEESYH B EED
M > 7 Vs ¥ OGO RISUC RS U, fIiaEm Lo C3bic
HELEYDT. HEFEBME a7 7 —E1THRFIC LS C3b o a sy
TR —THH, C3b D iC3b DI - FiEEZMR L 9. HETI,

BEMLRED
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3 HCHBE ETDHDC3b D
DL BREILE
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C3bBb 75 Bb S 288N &b 4. HAMAE LKL Membrane
cofactor protein (MCP) & XIENSEEREMNFEL, [HFICES C3b
O fREREL FT. RREETHEFTHHBEERE PO RET Y
VidHEFOEET, IBFOChD5HEEMRELEST. DX,
EoMc & L= C3b i, HET, 1EF, MCP, FaryREV2)Y
DWMAERIC K DM - FiEbENES. LHL, ThBDETFIC loss—
of-function OEFEEMNELCZD, HIHFICKHT 2 EEHIHEMNET S
L, C3b OOMBHBITF S NS T IO ET. £, C3bBoREZy
iz < U gain-of-function DE{RFZEFZE L DHEEP, B EF O gain-of-
function DERZ ELDEEE, C3b DOOMMNEEI NS & LD, 7R
MBIE L CEHOMBENRE 2RI ET.

aHUS [CDWTEA TS EE W

| aHUS &, ®gfssRimBRzE > dmmiEEun, mhiREd, 2Ere
o] BEWETREBTETEY. 2012 4, AFckIT S aHUS B2HTELHE
HEAFRFEES & AARNABZEZOER TIERENE Uiz, RSl
&, aHUS IZFEEHESIC KB HUS & ADAMTS13 OFEHERIC & 5l
IR A SRBOR LA O e R/ M E R E (TMA) TH o, Eimtk
i - MR - AEBRMES SEMETHRBEEBEINTVET
(http://www jsn.or jp/guideline/ahus.php). U7 > T, AZWEHETD
aHUS 12id, #AROBEFERES TS HUS & XM TMA S FENE
T ZRIED TMA 2RI % aHUS DEHEEH D X T,
BOROEKOWIZEIC X D, aHUS D% (G AiAiE Lol B h4
L, RERMEE EOMENEMBESAFHEIC KD BREZITZ L NI A =X
LAWMELBIANDNE X DIk > TEFE LY. aHUS OF A D FES
T, fkHEETcHD HEF, [EAT, MCP, truaREI 2 U i

£ 1 aHUS OWERFRE L FE

HEAEF CFH 20~30 BEE60%
CFHR1 & CFHR3 MFETHICHREFEENA
FEHEFHEE /3 © R 70~80%
MCP MCP 10~15 MgEEOBELE L
| BF CFI 4~10 TR 30~40%
BET CFB 1~2 TRE 30%
c3 c3 5~10 HERE 40~50%
FOSHEES LY THBD 5 WERE 60%

diacylglycerol

. K DGKE TEH, 13 NS 4 B3
kinase epsilon

Ceiih 2 2RI TR
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loss-of-function D A28, I8 X THli{AR 1 C3 & B (A1 gain-
of-function OMHA FEARMMFEEENTNEST (¥ 3, £1). ch b0l
fR-FZYIT XD, S N AN T Cs s E i E i, C5 M5
Cha & C5h MIERLE N, WIEMECHENS L EAENET. P TELHD
TN OREEMNEERIC A BN, SPEEREEZR TS 5N TWVET.

TOPICS

aHUS DBAEEE L TOH C5 ks

aHUS (& C3b " ECHMIICHEHKE L, #MAESHRI +2 @ h» L - 258 ICRE
LET. fofl, aHUS OEBEE LT Corn— Mgk Tchrd o) 2777 (V1)
Yy x®) H, AFRTHREEEGE ) £ LA BOHiEORMEIC CS BRI R E N
&, C5HCha & Cob IZRRENBENE TN, HCEHMEIE COEICHEEL, ZDRE
DEERIEL, BOAETF 75 X2 B EEF TS CoaDEECHEEBBESHEDT
RERELET (H4). Zhic L) BERGHIPIGE SN, MACESHiEIEERED S
SRET. 2009 F, #HAMaHUSBHE2RZICT VU IH/FERS N, BIRIZERD
WL, ZTO®B FEDOINBSEME SN EL ALY, REFIIEEMEEBIANT I OE > RIE
OEFEE LTSN, RKEShTWET.

IR
AFRDFEEEB AT T OE S RIEBEAOREHITIE, # 3%DBEHEITEKRDEEN A
5N, ThoDBHEIECE5HTFICpAEESSCys BREF L TLE LA
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7VART [ CBa——— CHaR

P45 RFEYY
SEME DS

CFHI €31 A 5
MCPL CFB1 C8b—> CSb-

CFI L RIS RO
CFH B3 C3b

C3bBb \ C3bBbC3b
(C3 TRBmER) (C5 ERiAREHR)

4 B CEMFBEDIEAE
aHUS IR OIS, H IMFEHEHHSS, HBT T MCP, | 2sRES 2 U 2O loss-of-function £,
C3, B IO gain-of-function MM R Eh T &9
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HEEIEBBETFRLIVELCODTISEEEZI A TESY, BALTL 3H&EYEE
OEWICEEICHS TEDLICE-TWVWET. ZOFOLELBIDIIC3TT. C3DF
MAECEU S C3b IEWEM L EDOKBEEICHESL, A7V e L THEET. 2512,
C3b I+ C3 ExiaE#EE (C3bBb), C5 #x¥#EEE (C3bBbC3b) ~&Z{EL, C5 % C5a &
CEhIZHDEEL, 7F 743 bH L EBHORBEBREBESEOHMRICOEI Y 7.
CHOCIHFECHBELICESTSEEELOT, BHELTE4D, W D2PDAHZX
LEMATVWET. COESBICEOLIEATICHLT, BEHEIELB38BE, LU
ZFEEN HHBE, HERCIYVECHEIFBEEZ T ET. aHUS BEORHITHE
HBROBEIFAONET.
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