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B DOAFTEDS hal Imark FEIERKIAIZ EHE & Ofim &2 1572,
[GEGI] BFIL 2003 FAEFEN T, AERZIC L EIHOELRE (D) B0, &
gamin TR S 7=, 2|EE (@) 34% 11 HHE T, PDAIZ KD LE0ARERIZHE
FELTAEL, 3EB (@) 121921 HAD 3 B, £ > KA XL v ORHk
BeE#., 1% 26 BHHICHIL L7, 29 H HIZ PDA OAERIBASHM A T <. LL
%, EIRIEFERIE L, D TRIENAE CT-DIFKREIZHRE LI-A% 1
47 AR T o7, USS OeEZMrIE 3 mkRflZ ADAMTS13 iz T7e Sz,
[F&5m - BE2] sl olfth, WG E 5 &, mERFE A KER2)
SIFEIRIZHTIA L, Z ORI K > TEVIRE 1IBRRF IR INGHE L, BEEERIPASH
Ll b, D% 48 RELANIZIZ#RE b &t - TEIIRE X2 2AHICE S, Ol
DWT : RABILILPDA T, @R MPTAL T TIEERMAEICITEL T, M
BENTRIE T VIS BRI Z 0 i/ MOEEE L IR mBEIEE £ LT, @Io0
T AEDARITHES ARRRFE IMSEIZ T, B NI S D VIEF B 25ME S,
WINFRIEZ AT W2, @IZOWNT 1 A ¥ RAX 03 CoX BLEAIT, 1h o
TaRAEYA 7Y s (WELERAD) BEZIKRTIED, Z0d, B5%ITE
RDNCEIRE NE (EHE) 12 K DREREMIPASEZ 3523 208, ARENLIZXNEE 3. 8 mm
&R R X 72 PDA A PF D72, S2RASHICE 77, MEREDO L DBBIE i,
FIRENOT VSN S HIZ EH L, WIMBIENE T, £E% 29 BEIZ, SR
FIRLEZ KV PDA Z 58PS T 5 Z LIk 0. &30 IS O AW X 4,
PIBIE Z OFRIENHEE LI Z L1, UL EDOEGH A2 ENNT 5,



Minds FRIC & 5 TTP WA A R T A ET

B R ERR TR
(EONE=

[ 5] fwkevEdn RO PELERER  (TTP) 28 2015 AEICE O R & 72 0 |
ARAFGCHIIARFRG & 72 5 it MRS PESEBER (TTP) 2% A R 2017
AR L CABI L7z, EZOESRITRLS . TTPIZHT 2 HEORG &+ 2, &
TR & ENLAREEE R ERE A HELE T D Minds TRUC K D04 BT 4 VHGT
DHEfFZED 5,
[HAY] Minds 5UC LD TTP 2B AA KT A L ikET
[ 5ik]
1. AARERERELAMEEARE O ERIERY — A (Minds) ([CL D2 A KT A
YOERCHE GREES) 2% 5,
2. [AHEREIC XL D TR2IEHA RT74 L OEROFFI& 2014) #BEBICT 5,
3. VATFVT 4w L Ea—%LTFOFIETIT
(M7 V=hrx2Far (CQ) HiE
M) beTF v A
(V)= BT v AREORHE & A
() HELEFE DR E
4. A K74 A
5. TEHMREEE (R—2b_— 2858 B
6. [HVEBREZET VANDIRWVEIKTOBZIRT A N7 A AER ICEET
% Minds 705 OigE (2016 ) 2&HI127 5
(7)CQRRETIE, HEAmDEROEERTEDORKIE L &% Itic, HEHRO AR
MaE L, BEEERKREEA N L BT CQ ARET D,
(A1) SCHRERSE Tl MM OREHIE 2 SICRET 25 A BB L T, #LLL
SADOWFERR L ORE E AFHIT D
(TYEFIHRE, EFEEDO L O RS LPAFTERWEETHE AL T R
A7 BN BT, BRI FEm S RRET S
(OHERERR TlX, VAT ~T 4 v 7 LE2—0fRIMA T, &EEDON
T UA, BEOMER - HEEEZEL, 2 AR - BEIZOWT LR E
179
(=T U ARmOTZ L, AERRIZE LRV CQ Tk, #ESEA1ER
W PICERRMEHELEORBFICHE O L Z L b BET 5



aHUS |28 1) D EE R E D 2 - — MENT

FOR K PE I EIRRT Bl - N
HEPE—RS, BT, MEES R, MSEIEE
R RFE - NER
HEE

ZHE T alHUS TOREEBER T D71 7 7 A LI O TR N TV R o 7=,
Fox Dads— NEFET U725 (aHUS 15 5], kM TMA 20 f, Ef =y ke
—/L 15 f3]), aHUS B ClIAEICEEE R T~ — 5 — (PT ratio, APTT, FDP, FMC,
PIC) X EH L TWi=, LA L Z%RMETMABETHRERIC EH L TEBY, WETO
L CITE B A Z RO IR > T2, F£72 DIC FEYEA T 7= 3 EFIIZ aHUS BETIE 20%
W E D, aHUS 123N T DIC EEL G- TIEFIT DR N2 LR &N, I
PETMA BETH 26% T v, DIC HEZ 72 THERIBUCIZITZEITFRD b e n o
oo AWFFED S DIC 1L aHUS DFRAZWNTIZR B2V 2 & RS LT,



CFH/CFHR gene cluster DS EITFICK Y AE L= aHUS 2

FOR K PE I EIRRT Bl - N
EIRAE, MEE—RR, MESE, mE¥ER
TR RFE - NER
FHEE

AFD aHUS =1 48— R IZFV VT CFH/CFHR gene cluster 28T D @A &4 A
L CWIERZ 2 BB, ZNHIC oW TERET 5,

FEG] 113 40 st th, 32 il liC BB RBEERICAHEBEA A 2L &2 L, ZTEA
ST, 36 R A R — L T2 EKBEBMEZ 5 T 5 bl 2 B BTtk
N EEESE  (thrombotic microangiopathy; TMA) Z&7-L7=/8, =7 J X
~ T EREIC L VIR OUEE ST, EF 2 1% 55 A, BRI - R - TR A
FiFIZZZ2 L, FHERAEO O BIZEKRA alUS &2 S iz, mFERHIZ L0 JF
BOUEELBDIZ,

INHO2ERNL, Y UIRMERIEMGREBRAEIE TH o722 o5 HIKT-B
BOMIRHIEREE RSN, ETV o —ERLT s Vv —T T A%
T — B 258 B T AT 21T > 7o S RIN A B ITFRD T, EemiH A 7Huik b
B &2 o7, WRIC CRHICRE L-@ A8 n 2 a 9 2 Rtk ZE L.,
B2 Dk & UCMLPAVEIZ K 5 =2 B —HUir 2 fefT L7, JERI 1, 2 DM T
CFH/CFHR gene cluster WIZZM & U CTlE OV 2 B —HZE (L Z7RD, 2
DFERZE S LITEBIE T OFEZIE L, long PCRIEIC LV @A EIS 137
HETDHZELaMR LT, SHIT, PREHDOZA VY Fr—7 2 AKXV EE
SRED OBLE 2B 5z Lz,

BEN D JFREIR T D7 > A% 2% 2 B —1ES0, WES 12 X 2 M@ Tl N &
GBI RHATH 7208, B UIRMERIA MR & W 5 BRREFENT & . MLPA L9

o —HET A L7722 & T, a8 aTromic o o7, allS OEfx

FREMTICIBWTIIMLPA 70 E O a B —Figr 2175 Z L BN AH EE X b,



REFERZTZTRET F b v € EBOBRERT

BIRR P E RO FEOR B R A AR T OB

ERMT VF hrr vy (AT) KZAE 1 RIBRH 5 IEE OBE T MT 217\, 5
HOFHROBLRTEREFE LT, TNUDOERIZOWTEE 2 24 RE
AaEER L, T RIRZIEAS X 3HEFICOW T LZ, 5 EOER L, O
c. 112delG (p. Asp38Tyrfs*12) . @c. 155_161dupTGTGCAT (p. Tyr55Valfsk12) .
®@c. 613delC (p. Leu205Trpfs#56) ., @c. 1069delA (p. I1e357Leufs*7) . B

c. 1331_1337del1TAAGAGA (p. T1e444Lysfs*4) Tdh 5, site-directed

mutagenesis (2 X V) 28 FBAY AT FEH AR 2 —2/E8RL L | HEK293 fMifiic U AR 7 = 7
MEZHWTEA, 48 REEEEEZ AR & 558 G2 R Lz, AN O
PUR R & s~ S 7= P A ELISA CHIE L7-AsH. B4R o b5 &
Z100%E L725A O 1~5 0B BAOHFR X, MR cikznsh 2.7,
0.2, 4.9, 7.4, 111.1%, ¥#F& EFETIZENZLN 0.8, 1.0, 3.6, 1.7, 11.0%T
o T WICHIEYAIZ L VAN D AT EADRIELZR~NS & B8 1, 3, 4,
5 CITMINE NI AT B A DA Z2 m $ O e i S dv7e s, 2R 2 Tl s
LT, SHICER 2T mRNA DEELITo THITE AR IR oT,
PLEDOFER G, 2258 1, 3, 4, 5 TN CTAREANGR SN B HW S
HANIHESIVTLE I D, HDVRUWMIILTHHNIHIND EEZD
iz, —7. BE 21T mRNA BEE IR0, HDWVITEMRI N THHNIT
IIRESIVTLE D v RIE SN, ZO XD BRIEFIZED AT RZIEL &
TboEtEZLNT,



me7rasAr SEEOTRRFOKRE
S NSNS SRy IV S e ke e

(R R MARIE GRAPEMARTERNIZ L D L DIZRS, ) | ORErEHETI,
74 C (PC), 7mT A4S (PS), TrF by @WDIEEDOW-S)
MEVEED FIRMEART T 5 2 & BNMESFKM L 72> TV D, EEAD ML PS &
FEITAY 320 nM (25 pg/mL) T, I 60% 23l (A 41 [K] - C4b-binding protein (C4BP)
&1 DENTHEAEREZZE L, 780 DK 40% OWFEER PS 3 iEMEAL PC (APC)
@ cofactor & L CHEBET 5, HilEl, 7 = NI AEH T PS-C4BP &R D
B ho B UEEEM RA A OUIMHZ W TERE L22N, A Eli%. PS-C4BP #
A RREE DR B A RO HIERICE 20 PS EBEIZOWT, ZOFHIF T2
WTHET 5,

ifi o PS PR EE VX PARR AT A TR < | R - PERRRIC = A b S BRI R A IRE LS
TR TS5, —F7, FICWKRFEFERANZ ISR E L6, fif PS &
ERMAREE., RIE~—H—, BIEREZ E OO ERERIK - & EICAHBI S
L ENREIN TS, 2T, LILEREZRIEL CTBLTIEEERED HAAN
HAE AR Zo M 62 44 (48. 57, 8 1%) 35 X O IR 22 160 44 (20. 0£0. 3 5%)
Zxfgrl LT, A PS PR &, FFER PS PR &, #& PS IiHME & O i & fa i
K7 & OBE AT L7-, 7ok, =X ha s U RBAIRMFAE . PS Tokushima 28 #
RAEF IR LT,

AR N 2o ME ORI AU L PARR % TR A FEICHRE L T\, A PS Hilit
T estradiol & AIZ, triglycerides, total cholesterol, LDL cholesterol.
ApoB. ApoC—II. ApoC-IIl. ApoA-TI. Apo E. lipoprotein (a). WEREARIGES, 22
JEREIMAE, HbAlc, fibrinogen, PC & IE(ZBSE L Tu =23, BMI, {RERRAE. KN
g g NG iIAG. fJE. HDL cholesterol, apoA-I. insulin, HOMA-IR. r&/&&JE CRP,
HMW adiponectin, total PAI-1, FVIVE!E & 1XBEE Lieh o 7=, HEREER PS HiJR
B ¥ PS IR B IIEREBROMH 28 LTz, ERIFOHTOREE, # PS PR &,
B PS TEMEDIEDFHIRF & LT PC, ApoC-1I, fibrinogen 23R X4, WFgfERY
PS HUFE TIE ApoC-T DANEIR S 7z, WIS, IBERFEEICHEEL TN
IR 2o A RS, FRROBERYF ST Z T L& 2 A, #PS P ED
IEDOTHIAF- & LT ApoC- T 2SEIN S U723, #8 PS TGP, WEBERY PS Bl ¢l
IR NR o7,

ApoC-II 1% triglycerides #% < e U AR X /T E FICHFELE L, &N A
fafE o lipoprotein lipase @ cofactor & LT triglycerides DAN/K4 i %
T 5,

PS 1T Mg e fE I 720 T2 < IREIE, TR b= Rl Sl 5T 5%
BERE & L XU TH DN, A RIOFER N S BRI & o BlENRIE STz,



I k2SR K DO FRERFFE
ToF RhurEUEHiEETRT hr Y NatiESERI AUV RAEA

A BRFPRFEARUZER /NG A

TroFrrrEy (A1) #EEME (ATR) v her U lfElx, Y2 koo by
O Na+is G HEID Argb96 D I At U AZERIT L - TH EEZ SN2 BsMED I
eEETHDH, “NETFa bzt Yukuhashi (Argh96Leu) . Belgrade
(Argh96G1In), 33X ' Padua 2 (Argh96Trp) BHEAKNATR-7'm hrr B &L
THAE &, FREFHIRIMARE Y 27 ORI E S TWnb, AR FZEAEZ L7
LI EOMOT T ha B EREMATRR T D72, NatiE Gk T X/ BRs%
HIZBITHOH—X 7 UAF FEBIZE VISR SN 7 r br B ERE
DU EEME R 2 8 _7- (Thr540, Arghb4l, Glu592. B LW Lyss99), & TCH
0 ke EBRKOGWEIL, AR T e e B OZENERRETH -
Tzo AR BAROBEETEMEIL, BEE—BE T 1. 7%~179. 5%, FEEREE B
ETIE2.0%~104. 5% CThoT-, AT o ho B80T, 30 47[H AT
TAIEVE L LT OFERFRAE b e o B 7P (RRTA) (30°RRTA) (£5.1% CTH -
77, XTHRAYIC, 712 b B Yukuhashi (Argb96Leu) 38 L TN Belgrade
(Arg596G1n) @ 30’ RRTA (%, FH 41 90.9%F L1 88.7% CTdH - 72, Lys599
BELOThr540 O R T o ho o B 3T _XCTEED ATR RHEHAZ R LT

(30" RRTA > 84%), & 51T, 6lub92 DIF & A XD FIK Y ATR FEIA (307 RRTA:
83.6~87.0%) T. Glub92Val IZHFEEE D ATR ZELA (30°RRTA : 40.9%) %R~
L7z. F72. Arghdl OZEFARITERE D ATR £HAZ /R L7 (30 RRTA : 16. 3~
38.7%), ZNODEBRIZEDMARIEY A7 HHEET D720, FxlidEK 7 v b
VB UEBAROFBRAFEEFETEME (RCA) ARl L7z, AT IZ X5 30 o ANTEMELZ D
RCA (30"RCA) [30"RCA = (HE[E—BiEIEYE) x (30 RRTA) ] A BFA: D RCA CTHi
EL7TRCAZ 2T X, 7 a b B 2B RK Lys599Arg (5. 35) 38 X 1NG1u592G1n
(4.71) TIX7' v bra B Yukuhashi (4.36) 3 XU Belgrade (5.19) &[]
BETHhol, P B O NatiiSEE TOI AU AERE N o U BT AT I
KO RIEHEILIC T AR Z 2 I L, 2D 9 5 Lysh99Arg 5 LY
G1u592G1n ZZFIZEEAN D7 1 b 1 > B2 Yukuhashi 38 KX OV Belgrade & [AIEED I
IEY A7 20T HARMED & H 2 & AV LT,

[RAEEESSFARFZE S« SEPINC] Y& {5158 0 45195 BEfRAT ]



Bttt R BE OIIRSHhEHICE T 5 2EFAEMNSE
BLOBEITA RITA VOEE

WFFEoHAE - RN v X — 4B 2NN S
BRI TE R SRR B R A R AR T Bl 1
WHFeth 8 - RER R P ER R E R RERE

Gt B NLR R B R A FE R AT RN
AR ER T v Z —Em ARHE R A

B MmAR VSRR ORA F OIEIRE B K O e V& A B3 2 520
A RTAORECHTY  Binthiimie s RN E8E ORI EFRICE T 57
Y= MREEZ, 2D OEE ORI IEE B 21T O FTREMEDS M H AR EER
ABHEE O EERP RS MiaR 415 Mgk 2k L TIT 9, AHFEITERRTR L0k
MERE 7 —MEEERTORRE O T2 FETERERF T TH DS, TT
DIEfF NG T > — MREITIREEICE T 5,

HARAICIE, BARPERm AR 72 o JE PEHPR S tiax ~7 > 7 — DA e 2 Bk
L. Bttt sa R A ORI IRIEGIE - SWHE - BEE R E 2l 5,
—RRANFITTRROHEE TH 5,

M 1. A& Geftiak D% 5 FH (2014 FF~2018 4) DI

2. 201441 A 1 B2>5 2018 4F 12 A 31 H £ TO 5 FERICBIT DHEIRE - 7k
D9 B, EaME iR YERE R O G OHER] O 4 %

[ 3. AL oD i Ag 4 32 K1 BIE 51 5k

M 4. BRI D2 M HE

M 5. BT D EEAN 2 EH 715

B, AR mARYE S K B OREIR > i 2 B8R U7X (SR8 ) T, ASAE B
([ REE (EZERA) 1T O, EGIEOEAEM - BIEH, EERIITHDbAT
WD RZINE - B - R EOFmetiE L, T 5,

AR VE A SR K B E OAEIR 18 BRI B9 2 R EFR AT TR I A AROH
RERIE L) AT BRIA RTA U ERETDHTETHDLN, WA DFE T
TRDEY THDH, HADBMPEERSNHNITEREZWZIZE 20,

BRI MR RREE &% 2
TrFhurrry (AT) RZIEEF?
FusA S (PS) RZIEELI1T?
a5 A C (PC) RZIEELIT?
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PLEE, AR PO red, EEEe4, M AEAE, B HEITEAE Y
5) TEARAT S L < 1308 DREESR (LLF oC) fEARToMietERN A7 J—=
7 DRENEL ?
Z AV KRR e 3 P Y
6) FEARAF S L <13 0C 5 I FRRIMAR ZEFRIE D FIE LT D 2
7) MARPEZERIEA IS (AT « PS « PC RZJE) OIERF OB ERIT 2
8) MARPEZERIEA IS (AT « PS « PC RZIE) DO MEFOBERT 2
9) MARPEZERIEA IS (AT « PS « PC RZHE) DA% OB ERT 2
DL, ZREm 0o, R Ak, SEIHAMSEA, /KRR A Y, 4 A]
DT U — NRERB RSB L OSHET A RT7A4 23512 L TER
1m MAPERRRA L4 (AT« PS - PC KZHE) 76 A L7c AR OZ B IL 2
U R IE— S A 3 4H Y
1) dAeMERERA s3T5 0C fEH ORI 1 2
FULE /BRI R A3 $H Y
2)  MARMERRRE LISk 2 AR OER A ?
AU ZE R 7S AE 0 Y
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R RAMEMARAE - S0 KMk AR 38 R fE IR
HAER - DNRMAREDOBIERBZE 7 VI Y X AIZHITT

HIIET Y, AIEST Y, afESY, KREIE—Y
th?k?%@%ﬁ 7 DWE%$E%\EEE%-mE@%%
gelh )&

YRR, NI R R (UM R PR R A 2 5)
AN (AR FVE N >3 & DNA WFZEPT)
AR (ESLREEREE 2 —)

MARSEIXZ IR TH Y . BInAIE s & EBERER, B IUOREFRICL > TED
RREIZZ K L 72D, AWFEEETIX, FrER « N MAREE O SR 722 7 L 2
U R LORESLZ B LT, TR EmeE ONESER) 2RV A ROKE] &4

ML T&E e, SFETEHOEY L REZRET D,

2EREOT VN TAL v

EE OB FEMRE 1 ERE ¥ — AR - NEREMERI — R 2 26
LDTPETH D, FAERMIEDODIRFEFR LM O bOTHY | JEFHRRORE L
PRI IR & X G “IRGHAEE 25T 5, AT, R OREFIHE & &

&E%(%ﬁ[% FREA R AL, TR PUREIRIES) OB EEK LM

W NI L TR B s F SRV AL IRE T 5, S RRAREATHNII 3 L

TIE, BEAFRAE & SRIEREZ B O TR R AT I,

B R MEERE 7/ SRV

BatEmE %L, FERBoOT a0 C (PC) &7 aT A v SEPS)IEMENS

Tt Z LIXREETH D, ENRBR TR LT Y XLARLETHY |

PC {&MAE & PC/PS V&ML 2 B B In F AR O PRI A E L7z (Ichiyama M. J

Perinatol 2018), & HIZPC & PSEInT (PROC, PROSI) % & deiBAR 1-fiHT /X

FIAERK UTe, Y4B CHERE S 7= 87 4R AR IE O AR Z Wil © /SR VAR DR E
ZITO TETH S,

RIGTRR & FHE~DREH

B PC K ZIEIZIB W TR TH 2 BUED & O AR B Tl v,

ZZC/RNRBTO R ERFFBESRA LI, ZOREENRE SN
(Matsunami M. Pediatr Transplant 2015), % 7= %5 FA K -1/ Fo 1508 ML EE
ERIEOGIE L ME SNOod D, A%ETS LEEEL T, HHIBRIEOR

BRI T TR T A R T4 Otz BT,



