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Antisense Homology Box (AHB) Ei&IZEESWT D
FHAAS AR 5o B BE BN L Iy 0D BR S £t
fie] FH 75 1
2 A B A FE T

HTx lZTEAERTF FENIC, AT v FR v
AXRTF RELTHMT RSN ETOEAZIC
GFHETHIEERRL, ToFryARERV—R
v 7 A (AHB) &4 L7212, AHB#H 5y O~<7F
Frh CEHEOBEZAE T2 L bIGEL
723450, F DHIRL & FIAEE OTF FEIZHT 5
HHMESTF REBERG 7257077 L2385
L7727, %EHE L 72tk <7F K (C-pep)

Table 1.
5 FINEVER (Effective %) 9

HEERTF RSB T0Y 5L (JFHE 4712282 £)Y

Fex OFERVE BB T DIEMHEEIL, MER L7z~
7'F FDKI30%IZF8D Hi7=9 (Table 1) , Cba7 7
747 MRV UERRENICHET ST FHAI
AT E 201D ChafHE~TF FPepADT I /K
U7 7 =2 % 7 2 F Al LTz AcPepAiZ Cha% [HE
T RN EICHRS | BHEEOLPSEHE L Tz
Rh¥ovrvavrszB8Z L= 4FvERK
T B R LI L2 (Table 2) .

TERET L= HERTF K (C-pep) &2

REHRYE L 72 C-pep D%

B—2ry Nyt B =5y kDI
F A N Effective %
HIV ¥R 5 5 SR 10 3 (30 %)
ProCPR (TAFI) P SR T e 10 3 (30 %)
o RED2Y v a7 7 g g 3 2 (67 %)
Coa 7747 hxvv A= WiE 19 7 (37 %)

*HIV WlR G OTE M 2 HET 2150 2 5
**ProPCPR 7% b v > &2 TIHMEAL S 30 B /B O il % fets
ka7 H—JEME . ha B TR A TE M R E

Table 2. HIEED LPS (4mg/kg) 5 L1=A =V A FILIEZERIZIEEHEEL A, —BHIZLa v I i
REIZHE o 1=HJLIZ AcPepA DEARNIEE 21T 1=

7EIETARGBEINT 9

LPS © % LPS & AcPepA AcPepA D
AT 4/6 3/7 0/1
KIED L5 5/6 3/7 0/1
H i BRI A 6/6 717 0/1
CPK L5 6/6 17 0/1
T 3/3 0/7 0/1
(3/3)*

*PCOH AT, FELTT DA

(SR 2T D A RIS H T,



Figure 1. JAHERDODEEHERFABEXETILTD CaHEXRTF K (AcPepA) DAEME

T2 A RIZCLP (Cecal Ligation and Perforation) CHEERFRE S8 541 0ERIAT
BT IS5 . AcPepAT T 5 I 5L 18EHRBU EEFI (@),
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Complement and paroxysmal nocturnal hemoglobinuria
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IR %, ER AORMEZ RIS SETYH
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AR A AR IRPUME O FIARIE L TV 5, R kil
HERWT, #iERICESZMED 7 0 — 2 OFR EREE

AR D Z0HEE. NSRBI, B
5 &< PNH oo fiibiii-, PNH O 55 7R M5k
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CD59 ® 2 S OAAT I 723 R L T 5, DAF
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g PIG-M ”GNgggmggGMM
NGH PIG-S
PIG- Q PIG-U
PIG-Y
DPM2
—>® > Vil =
Lumen a_’% a
ERw |53 o e iw iw PM
§ (4) (5) ) (7 (8 (9 (10 (11)
> ()> 3)
Pl (1 @

[ N-acetylglucosamine
N Glucosamine

@ Mannose glycerol

@ Ethanolamine phosphate
:z Diacyl glycerol
iz Alkyl,acyl or diacyl

# ¢ Saturated chain
z# 2 Unsaturated chain

H1,GPI7oH—BAEUNRVBOEARER®



Precursor protein

GPI-AP

B2 GPl FS2ARAFTEHA—EIZLDB GPI 7oh—DN®

24 3 (UDP-GleNAc) 726 GleNAc %5 LT
GleNAcPI W TE L RIETH D, Z <
GleNAc BB 1. T DD X L R B DB AR T,
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PERZEZLTND 7, ZD7H, GPLIAEEKD
1 AT v TREIT LAV, PIGA 1%, X Qe
EFThY., BEoEn#EMiaTIZY ey T
GPI KBS TE D, I TH > THEMILTIX
H O X PRI RE LS T D720, GRS
%550 PIGA\ZERNR ZUERIZV U ey BT
GPI KM/ D, T7bb, BkEb Uty

N ORI ZERZE R T GPI A&k %2 K8 L7 B
MfZ722 D, 2O Z &L, — OB E % bR
&, PNH BFOBLENZZ 131 THhHZ L &
BFAELTND,

DAF & CD59 % /Ki8 L7 B, #RiMmEk7
JCR L FER. BER, MR, T, B NK U &~
SNERICH BT S, L L, MRS ORI X
FE SN2, Tb b B A L RErEE e
WTE, ZIHKD Y 70— MO R HER A%
MERCRAICHBLT 2 LEfE S D, [FICERR, 4
FERE U U RERICTEAET D DT, (RHIIEZE IR B
LREMEE A Tl Z > TWD Z LRS-
D, ZHIVE CIZRKEE T2 s S v 200 BLED
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PNH JEFITIE, 1 il & BrE 5 TH PIGA DRI
£ % GPI KNI Z » Tz, Zhid, GPIAAK
(L EE 7R 20 BOBAR T D723 T, PIGA 72175 X Y
ARG T, tOT X TRFREAKERETTH D
ZETHATE B, WY ORELS T IX W E O
FME OT, [Fl—HIfEIZ 2 DOERNE e - Tl
Z o THID T GPI XEMIIRIZ 72 5, 2D X 9 7e e
8D TIRWO T, BEIEREEE 2R b0 e
Ezbib, Me—DFISME, GPTI T VAT I H—
B O Th D PIGT &5+ (X1, 2) 235K
ThHIENEHAINTZ1HITHD 9, ZOHAIL,
—HOT LAOER T, PNH MK T2< IER
MERIZHAFEL, b5 —FH DT LAVDOERN, PNH
MERTETIAFAE Lz, T b, mifFI3AEMAaIC
FELIEERTHY , BENELEHMEICEZ 572
R ERThHDL LEZLND,

6. ERIARA : FIE~D 1 BRE

9 OO EERERTH 5 FHA 2T, PNH ©
FIEA D= ALK LT D EBbhvs, —20D
B mepiifahsk ch 5 7 o — Mo PNH IfER
X, ERMRAZERE L IR L TR, 2o/ r—
SEDIERIZ, PNH BIEICELF—AT v 7 Th
%, IEMEHRIC 5 B I Lo TR A
&R DRI E RN B A M & PNH NE0F 2 2



ENZNWZ b, PNH TRONDEHAEL H
CHFEICLDbDTHDLEEZERADND, GPIT
— R B R BRI, Rl ORI Y
RERICxE L CIER MR L 0 EPiEThH D Z LIRS
NTW5, HORSHEOMIAESM Y BRIz k-
TIEFSMENESE SN D & &, PNH B
EEFEDZEITRY ., HMMICIERT D A =X A
Tho, BHALESI &R H KIS 7 Bk
DR, ZIHRH 5 B OPUR & 1&g
DAT = ANF, EEHEEETHD, HEOET
VDR EI, IFFT DRHLAHRE S TWDH, K
PAHBICIEE > TV, FOHRTEFERH X
NTWD AT =X LIE FEIFE CTH S GPI A2 H
CPUR E LTSN D &5 Luzzatto H DR
Th 5, GPLIZ, Eilw#ifia Lo CD1d IZfE LT
R 3, NKT RIS L - CRiak S du, 1 s
BEENEZDLEWVWI AT =ALTHD (K 3), PNH
BEOHIZ, ROz TR &7 % — BB T %23
Bl 9 5 NKT £ © LGL (Large Granular
Lymphocytes) 7 72— & FOFIRR LD Z &
LA L7z GPI 28 CD1d (2454 L. NKT fije %z
TEHEALT D 2 LERRSNTND 9,

7. GPI K& MM D 7 v — MR

PNH Tid, iFHERCHERDIZIE T TA PNH
faThHEOLN TS Z &b, ZDLH7%
REBRILRIF, B ORIEIC K DI T L
12 < vy, PNH #7212 12 FY 5 2R 2
FEGI DT 6, RFTMSRELT 2 & BYEER 4 i
4~ High mobility group AT-hook 2 75, ‘& #fiCHEAT
PEFRBLTND Z E03bnh, Zib 2 EFITIE,
BRS84S L7 PNH Bl 7 7 o — U3 K&
SHERLTWDZ Epbipotz 10,

8. fEEE
PLEFRAT Uz BTSN T, A2 B, 1) g
MARIZ 3T D PIGA OIRFIaZL R, 2) H O eZI &
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EEEm##e GPIRBFHI
MREE 5%
GPIXR#E/O—2DERNBIEK

K 3. GPl ZBECHR & LTEH#HT 5 NKT #ijalc
&% PNH - O—2DORFRBTER A =X L

BHAE

% IEH S MM OR . 3) PIGA K7 m— 1 h»
b BYEEGIE 2815 L 7 7 u— DR & A fik,
D 3 Bt PNH BIEET LAREBL TS (X 4),
St B2 AT vy SICHET HEMED K EH
ORI, & SICKEy OYLaR R & b
72\ PNH JEBNC 31T 25 BMEEEMEAL R D 4y 1 FLi
DIERABFF D,

9. FEEFER
AL, A SN B L7 B4~ & COI B
RICHDHEXEFTD Y FEA,
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Diseases that show abnormal serum complement levels: mechanisms of alteration in serum complement

levels
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1. ZLwic
WARIT 30 FELL Lo AIEAMER [ & AR &
PEEACTHEE SN BRBEDO I AT L THD,
RIE 38 SOMREEE (L7 F R - IR « 3
TR AU R b S, ARITRA LR
WMAEMEPRT 72007 =7 4 —L LTH<,
Z OBRER 3 DI T D & OFRMAY EITks
& L7-4fifA (mannose binding lectin: MBL, ficolin,
Clq, C4b, C3b) IZ&MIE~DOHHIE 720 | AR ZE
T CFTY = AED. OMRIEMA LB TA T
7+ 7 47 h&F T (Cda, C3a, Cha) I LAHMIAEZ I
A ~FHET D (RIEOER), OIFHLOR&
PEW) T b D R EEE AR (C5b-9, MAC) %/ i
AW BICERL L. IR A E T 2 GREER), &
LMz, iR RIET R =V 2RI LIZED

/[ _mmem | EEETEN

( nR-RAEESEK mim%&#ﬁﬁé ’ﬁ&i%i@
Clq MBL/ficolin C3(H,0)
Clr—> Cis MASP-2 <— MASP-1 Pro—l)ﬁ]-?- l:—
c4 c3
_/;2/ MASPT— DEF - o3 °
|
Cda% > c2b BEF A LT
a
Cab C‘Za o C3bBb ;%':’
v anLoL
S Gab2a Zan) //—)l %
—  C3bBbP—
\ C3a
\%}J,ﬁﬂ.ﬁﬂ% C4b2a3b C3b—> C3bBb3b —

[ wmencaRER) \\05/

Cba
C5b

C6, C7, C8,C9
\ fRREHE AR (MAC) DAL

1: fARDESELRER

s

DHIFLLHIZH SR DR EITHIEH L, #G0E %
O B AR OFURI T D EEZ AR RO DE (T
2V MER) Bb o7, SikeReE AT 5,

RO L7 F %% &b UK, IR
A OFESHCWFPEMN RS A LTV D HURZ . #fi
KR4+ (MBL/icolin, Clq) 2Rik4 52 & T
i 5, Wik, #ikt) o 7unrr7r—t
(MASPs, Clr/s) 23EMEAL &4 THIT-7elESR C4b2a
ZIERL L. EEHRY R I A r— RIS TR C3 &iE
AL 2 (M Do A B2 C3b 3BT 5 &
B R (HIERREE) (CHER S CTIE TR L IR =
AN, MEEE O —EOWEEZ C4 fEEEH
(C4bp), HIH¥, I[H¥. decay accelerating factor
(DAF, CD55). membrane cofactor protein (MCP,
CD46), CD59 72 & OB DA EIE - 23l L
RO EN S A COMaZ (R#ET 5, 2Pt
7~ =7 A (SLE) 72 &, & 2HD A CRERE
TIE, M IARHIEIRARE OFFA & A 2 D MR OIEMEAL
WAL, MEROEENRBES, ZhmE T 5
RIEIT KD ARERIRE R 72 EOgdsbEEz N~ E L D, £
7o, AHARHIEIE B RAERE L R WIEEIT b, MR
DEERRT IRIEMHAIC X DlEsEENEL D, £Nb
DOIEFE T, METOREENRE LT L5 Z &R
HD,

ARG TIL, B 2R CHIE W RE 72 M il Al
(CH50) * C3+ C4 DEICHRHEZ /R HRE (M2 %
HULIT, ENEN OB TOMIKROEERCRE HD



FrEd %,

REEZRTELGAN=Z L

Bl - ERoiEtkl
[ ] wkoiEEigm
T WRORA-EEED

2 1%, MR D
B2l L XITEE
FTREBRBEERTT LD
U XALTH D, CH50 MK

HREBROEEE

c4,C3
=lE?

Yes

Mg e F

A WA 28 FEIREF
A—Fryh i
LRmE KEAFEE || RE
ERE
EiLEE
EREE

2 HIKENSH-EHOE-bDT7O0—F¥—

AN = XD HDOWTHERR T 5, FROHRIE 5150
RFENT DO FNAIZOWTIL, ARESF 51 &% 2 52
FROICEDFELWERY Db DHDOT, BRENE
AN

2. WIRERFMHED L b2 )7

A O CHIE S 2 I, s CH50, C3.,
C4D3>ThbH, ZIDDOUEMN S, EOREFE
EOIEEL SN, EOXIBRBEENS TUTE 0%
b LFREHNTHZ LR TE D,

2-1. 1% CH50 2MEED & &

iF CH50 &, dILRE /O snsd Cl e
5 C9 £ TOTXTOMIKRS D BAE-T 2 FUSIT &
D BRI IRIE L RE 2 B EL L 72 b DO TH B,

CH50 MMEMDOLE TR L L COMMIREMEIMES

Z DIFER DAL D & ZMch HFE2ER L T
LDlcd, A7V —=v Tt LTHHTH D03,
E DRI ZHIRED & 5 DT E 0 #5720, K- T
CH50 |2 2 H A RO 55513 C3.C4TEHMIE L.
EOMEREEE b L VMR RE N o D DO nE
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DL XIZE-ITEZD
NRE L, REOHIK
TR X DR
T b, CH50 Iy ik
BRI EL L DNE
PEAETHIRAEIZ 2D 9 D,

2HETYTIE—FTR
BRI DT F

. BEREEEOIERD

| REROYATOTITME

g oy TREEE o & x ORI SY
ggﬁﬁ 3 EIZOWTHTHD &,

WL SVEMEL S D
PETIL C1~C9 NN
SNDHDITK L, 5
FEOEME L SN D ERETIE CL, C4. C2ITHE S
F, C3, Cb~CONHE SN D, L7zhi~ T, CH50
2Nz T C4 & C3 D & bIREZ R THA T
AR A TEME L S L DB L, SLE 2 D A
O R B — E D S E AR MEILE R 25 Z 4ULIT#%
Y95, £/, C3, C4 DFEERELfEE Th 5 s
MBEEZESZT 25 E (FEERLRIE K72 )0, &
ERORE THIRMELEDODLZ LD D,

—J7. CAITEHTH L7, C3DIEMEZRDD &
L, R EME L SN D RN DL, R
Y T S TR AR BB 2 R0 IR I T I L M PR 7 E A 5 B
(atypical hemolytic uremic syndrome: aHUS) 72 &
T AUCREE T D,

nB, L7 FUoRBAER LSS RE (R -
FEREESS [gA BIE) NV DHVREN TV DA,
[N T BRI BIE PR (L SN D T — AN L LY
T R OTEMEAIC & B MG i RME ~ D B 705
BIZOWTIIARH RSN Z W,

CH50 2MEMET C3 X C4 fHANIER R a8 —
WCHEE LR T LR 5720 D1 cold activation Hig:
T, MEFICZ VAT a7 ) R FET H E ZI2m



15 2ARIR E 2 TE|RICHKE T 2720 ¢, RBENT
HEPEHE L L CLE S BIGTHD, 7V AT T
Y& IR THE L 3TC THIAEM T S MiEH o
IgM 7213 1gG 7 7 A ra7 ) »ThHo, C
BIFR D A VA (HCV) G0 o o5E, B
RIEIRBIR EDBEOMF RO OND Z L%
VY, cold activation Bi4: TliL, MAH DiiiE CH50
BEOC4IEMEE C2 IEMEDMET L, F5E Bl Bfg
FEDMEHEAL STV D08, C4 DS FRIE ITBRE N
RTINS T2, C4 BRBEEZNEERITET L2
W, HHEREEROTEHEALOMFE LT, 7 VAT a T
U ® Fe #FALOFEHTIE, T IBROH T 7 b—
AHA LT D 7212, Fe #347 [Flt CIFFEAYIC
BALLT o TV EDEEZ LTS 2,
cold activation BLE O EIEITILEF K & Ofian v (2
FLL STV D2, cold activation TR AT
E S, C3 & C4 LIS DHTAED RIFSEN EEbiL
Al

2-2. 1% CH50 NEfED & &

TR B ARSI RERE & U CRIIIC 1372 6 < X
ISEEATHD, LinL, RIENES| EMEOHEE
IZ R THEAMES LD &, MIERIRME R L 72
LT ENDHD, FOHE LT, —HOHCHREREER
REYYE R & OJIEMER B, BV, AR &3
b2, —MIC, MIEMMMERNSEOSLEIE. A5
DORIENEERNTEEZ TND Z ENREDILD D,
RIED e L TV T B AR BEAE & 158 3 RS
ThIUL, MEMRENEFEEZRTHAELHD 9
%, BAEIY U~ F TIRMIEMAES S EE R 2 &
NHDHN, MENSEE ST EET KR <
TRMEE RS ZEDnH 5,

3. M B E & s

FiARITZ < OFIEMIRBOFHREIZE ST 225, 1M
TR B 2 R T REIIIR b 5, 2 2Tl
M B D T E A3 T2 i 0795 HE 0D BRARLZ AT 72 95 8
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IR D,

T T~ h—T A

2% Y 7~ h—F A (systemic lupus
erythematosus: SLE) 1%, HC.OEH > /37 Hisic
x5 HEHUE (L dsDNA HiikeHt Sm Hifk) o
PEAZ ERE T OREREZE R, ZRREHIE
W E ZligmmE s R4 225 MEA CRERRTH D,
JRRBIZRIT DMROB 5 I3 CTH D3, KL L
TIXH PR & A EHURIC X » TEkR &S - piF-
PUAEGRARRRIC IS U, ol S 238 U Tk
L SN AERRRIEZ G L, SRERIEER (v
— T ABR) IIRFBINDBHREFEIEDLI L OLE
ZHITWD, EBRIOEBIETH O SLE Tl Mk
H1Z Clq FE B PED RIS R S 4L, FOLHUR
B CHRERIEA~D IgG, Clq, C4, C3 DIkAE & AN
12 X %1% CH50, Clq, C4, C3 HDIE T2V &
N5 ERNHDH, ZNHOMGEMAMEIT, FEEDOWE
ik L WHEBE T B 720 BRRCIRRN R OREIE,
BROTHHATH D, 7o, CABBTDF /7 Lrf
O E—HIIEAR TEZETH Y R C4 EH %
HTh DI, BRrCREIESMED T =% —CldiE
BAaET DI,

SLE COMIERDIEHEACIC X 2 gk Eic, driig
FEOIGHEAL & | 2Tk 2 55 iR DIEPE(L T,
ELLDFEGNVREVON?2 EVIFERDH D,
SLE TOHRDTEMALD . PUR-IUAE SR D FAE
WCERRT S0, TR OIS Z & 1TE
WORHITZR, — 5 IR O MRy DR
BRI TIEERIC SLE BEPF L, LIS TH S
ZEZOMBITRL 725, HDHAHTIX, Clq KiE
HD 93%, C4 KIEH D T5%\Z SLE F721% SLE %5
SERDEDNH D L MESNTND 9, 728, SLE
FEBH OREIZIB W TR RBER D 2EI5I13 D
<AETHY, FEORRIIMIZH 5, RO
AR O KAB#H THEFIC SLE 240 5815403
N—"T 287 K7 A (lupus paradox) & Lii,

3-1.



ZOEFF & LT L O DOREBEE STV D28,

HOPURE LTSNS 7 R h— v Al DbRE
12 Clg X CA NHEERERZH I 12O THDH &V D
BWNENTHD 9, LLEoBmns, SLEICEITS
S N i (A N i X (AR D =
(RIEDFE) &V BRTITAEBRICARFIR L 78D
—J, BOPURERY 957 R h— Al OkkE
CEET DLW —HibdH Y, TFANOR & LTH
BRLTWDSEEZXLND,

FNTIE, FREIIES>THAIM1»? SLET
IR EEEN M YE C3a, C4a 12z Ba <X° Bb,
Cha 7g &, B RO IR Dy RFE 7S e il &
5 ENMBNTVS, BREFRD K+ OfRE
fat% /v 2777 kL7 SLE €TV~ 7 A
(MRL/Ipr ) TIEBROBIELABIEE S D Z &
b, JRHEASOH RO HIIRE O bHEZ S
T 67, ZilHk-S%&, SLE TOHMREKOR
WMEZZRE L34 & LT, R O 2 iR IR
[CPET 2 HRF & iR Z A CR2 L RS L7z
[ CR2-fH (TT30) 2[HFE TN D 9, w7 A
CR2-fH # SLE 5/~ 7 2 (MRL/lpr % &
(NZB/W) F1 %) 1285 U7 EBR T, kg &
B REEOmE & bHET HREE A CR2-Crry O
BehX 0 b, BEESHRICIEISND Z L nES
DT N—TIZL>THESNTND 210, LD
WENS, SLE 2B 2 BEEICIL, B REOE
PEAEARELSFHELTWD EEZLND,

3-2. BV U~F

BAf U 7~ (rtheumatoid arthritis: RA) 1%, F
FRBAEIC R HERIE 72 & OVEIEE JIED HIE L T 5,
JRRARHOBEHi R T D, B CUISMED T A5
REICHRS BIET 2L EBEZ BN TNDHD, ARBOK
80% TV v~ hA RKT (rheumatoid factor: RF)
& RiENn % IgG @ Fe #4925 B CHUED BE
LB T E A EDIEMICIBNT, REIEENH D5
HRITIgM B ERTH L0, JUEOETOT A Y Z A
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TNWZET 5D RF vl ShCng, 7, 77 b
— A RPLTWEHE AT 207 07 ) ATk
% RF (Bi 7 7 »— AKX IgG Hifk: CARF) <0,
¥ VU AREAICKRT S B APUK (Bt CCP k)
DIFAE L SN2 > T D, Hiicht CCP Hilko
PBRFRE (90%LL E) X, RF ORRE (75%) X

Dbm<, EBEEY v~ TFEIIET D LARTO MG
THRH SN D720, FHiEL OBEAHFEE LT
D,

AR BRI RPERGE 2 72 & DIERIA % < | Mg
fiiiX CRP R°ARMERTEREHEE (ESR) & RIERICHE
IREME L I L CRIEE 72D Z &%, —J7, B
B ORI T SR T BRI TH Y |
TEGEGESCBRFOEMEED bRitah b 2 &
D BEETR T CIER T BB (2N 2 T Ef R O
PEALIZ K DR O E R ST D,

—Ji. L F R & TR OIETEBIZ LD
Y777 —€ThDMASP-1/3 DR F% /
v 77y N LIEEESY U FOET NV T AT,
BIEiRSEIE(LT 5 2 ERRES L TND 1), &5
(2. MASP-1/3 (28 ABICER LT L7 FUREED
AL 265 & v /%7 43§ MAp44d ZBEEINT
HELT D IANARY X —5 G AN LT-FEfi) v~F
ETF NS U AT, BERS/ IR S D 2L ARE
ENTWD 2, P EDZEnb, BEi v~F 05
BRI L 7 F U OTEVAL D D e b TR E$ 5
ERHERIE TV D,

3-3. EMBEEI) v~F

MBI U v < F (malignant rheumatoid
arthritiss MRA) (%, BEFORE ) ¥~ F OiERIC
Mz, TR ZIZC O LT 2 BEEIMER 2780, H
atEd LUTEERBRRELZES D) LER
nTWs B, WA TIEY U~ bAoA FLE R
(rheumatoid vasculitis) & Ki¥ihv s, BV v~
LAY PR Y v~ F o Mg A R R
Btk OB ZR L, Mg P REE SR R



SNHZELHDH, Fo, 1iE RFEITEEEZ R L,
B o~FHREDORF T A VXA THREICIgMIZ
B Holzxt L, IR Y v~ Tl IgG 1B T
% RF RERICEDO OIND, BEICL > TERI
DHUR-PUAREAERIL ACEE L TERS T L7220
LG < FRIEMALEE D BV 2, IfE R ORERIZES

HLTwaeBE21TN5,
3-4. B OSAMER M

B O MR E . (autoimmune hemolytic
anemia: ATHA) 1%, RMEREE EOHUFIZR T 5 H
CHUANFEA SN CRIMIC L 2 A4 5 B 2
BERETH Y PUAOVERIZ K - T 37TCLLEDIRE

TRIGT 2IRAFUE (I IgG Hilk) 12X bn L,

STCAIM DIRE TS T HH =ik (F12 IgM #i
) Iz bolickBlans,

RAGURIC L DA, D ATHA L 52 L
M FERsME & SLE 0 U » o HFEMEE B BT
IfRENE LMD B, WAPURIC L DI T, £
WNTHURARMER EOYUR L fEET 2 & i R
Z 3l U TR NS ME L S 4v, ARifERFR E R C3b 28
Mad 5, IgG MRORAIC Lo TAHT Y =1k
SN-ARMERIE, #NR T IgG (%3 % Fey &K
SRR RO~ 0T 7y —JICHiR S, I
EANEMA G S S D, RAFURIC LS ATHA
T, ARiMEk BTl SR OIS A U523, 1
EMEERE# T2 Z L IXENTH D,

—J7, WRPURIC X BIRBUCIT, FEmBHERIE &
BRI A~E R BV IRIERH Y . T HITIRFE
D ATHA ICE EN D, FEMEERIEIL, minEIc%
WREARHORRNE L | NESEREEIZZ N~ A 2
7T AR EB U AV ADRIIINE D g L D
V. S OIZEME—mEDER] & B EORE A T2 & D
TEFIENH Y BRFRICKE REAH 5, ik
HEFIETOBRRPURITRAEES L JiTh, EiIC
IgM HUiA THERR S 415, 2R 1T L D9 T,

HIRDFIMRTZIZ &0 FUAR KEITRIMERISHES L.
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ZOLERMERICHES Lz IgM Bz ifgEg o
ks Clg AT 5, FINEIC L - T, IgM 1t
RITARMERD HFERET 223, 2D & & Bk IK -3
U CHRD S BICTEPE (b v, IR &[RRI R
MERFHE LIZ C3b e L Tv 7 r 7 7 —PITHl
BENTELLENEM . BRIEEARERIC X
D MENRIMAG S Z S, 20 & & 2WMRHE
KD MIEMEDIR T 255 Z &b 5,

FOEVERIH~T 7 8 UV IRIEIT., FEMTIE/NE
HNZIR B, BRZROKIE, L T AED T A L A
BTkt BT DIEBIDN LV, FAEEERG T n B
PRAETIL, FIZ IgG HUA THERL 412 Donath-
Landsteiner #ifk & K3 20 XBUED MBS T
ARMERICHES L, € OHUKIC Clg SFEET 2, FHIN
TRCITPURI TR 2 23, 0 & SAHERBTEE L
S, FEMEHEFRIC L DM & RO TR M2
£LC 5,

H O MR- L O AECTR R O HED 12D
W T s gl 2RO A R
CFR% 26 FFESGETH ) (R4 T BFF AR FEE A B4
R TE BT RIS PR MEE PR E TR 5
FAEMFIE D 7R — L~X— http://zoketsushogaihan.
com/file/guideline_ H26/ATHA.pdf) (Z3F L\ iC
WD,

3-5. BRAMZ VA a7 Y i

7 VA a7 Y smfElL, 3TCART CTILE L,
BTCIZHINERT 5 & BOWRMET 2 MEE 2 b Sk
a7 ) Ui RN L7 R EE R VD RERTT D
HIET T Y o OMRIRICE > TIR (7 m— Pk
D 1gG FIFHE 7 v— 0 IgM), TH (7o
— MD IgG LHY u— M IgM), I (%727
o— D IgG & %7 n— Mo IgM) IS h
L, MMM EARGH 7 VA7 a7 ) AfE & X
O, THEIDZ L B MR B E D JERI TH
LZoxi L, AL MR D% < 2 CRIFFR Y A LA
(HCV) R AIDS VAL A (HIV) ZiF UL+ 5k



YUEIZfE D SERI T, ARREYEIL 5% & OHEDNH
% 14)

RERI 7 VA 77 ) VIETE, 7 VA7 m7
U NS Ko TR SN D R E A Mo g 5 034

U. TROSKBCBER., L/ —Bi5, IRk
MRERIRRE 2, RIEMEMRRE R L, 2R RWEL
23 %, 2012 FICHEE S 7z [EEE Chapel Hill =
YRV ZASE TR, RN VA a7 CE
RN DIMERIT, REESEROREST 5/
(EICEMME, MEIR, EINR OMmE KL EEKS
NTN5G 15,

REM 7 VA 77 VIE TORY o —
L<iFZ 7 a—%o IgM X, VU~ b RET
RF) & LCoiEM A2, AME T, g CH50,
Clq. C4, C3 DX T D, C4IZtbL C3 DIETF
TRECTH D LD HCV EYRIC L DREH 7 Y
Fru7 ) o MSE TOMBRT & iEROEF & L
T, ROETIANRESNLTND, £T, Bififatk
? CD81 RANARU Vv —% K SR-Bl %41 LT
HCV 7% B MifluiZ/@&ie L, RFIEMEZA7 2 IgM 2
PEASND, 20 IgMIiZ HCV R FICHEALTVD
IgG HURICHES L, 2T Clg A4 L CEE sy

T THER ST D IRIRIERRE 2 A 2 AR Z TR L

AR E T L TR Al U ORI NS b
Ihd, wEHEGEYO HCV 27 E&H £721% Clq
(Tl E NG EOZ ARG L, BIR S icAf
FERE L HICMERPGIESEZ SN D 10,

ML DFEG] THRIRIEOAR T & EIEE 2 7256

BRI — T RAEROZEAL & KB N 7=

SLE LB ENLT—ANb %, SLE IH#NZ
HEHUAERL T A NADRREHED D 78 EHE XIS
WRLETH D,

3-6. AR MAEMESE RIS ER LS 2
LERBHEME 2 (urticarial vasculitis: UV) 1%,
FEFEOHETR , JOENVER, SREE A PE D 24 REEILL Bk
DEEFREARDO BB & B U, BB EBE T A i BRAs
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M % (leukocytoclastic vasculitis) %3 5 ¥%
BTHD, UVD I 5, MfifF CH50, C4, C3 DIET
LB ARETRD D b O KA MIE VSRR IS ER
Mm% K
vasculitis: HUV), {EAHAIIEZ DRV b D& IE
o M iE BB kR o Em K
(normocomplementemic  urticarial

NUV) &S, Bt & B (SLE
RV = — 7 L—IEERD) 72 IR RN D D,
HUV Tix NUV & B U TR ROl mE o
FREECHE D R T, B DRI IC L D5 b o
ThdEEZDLNTND,

HUV Ti&, FERZEREB TN 2 TR 20N bR
FL RERIRREJ% . 1BMEPAZEME O RFRERIEE 2 E D%
g aRlE S 258 6 2 b O Z ARMIR IMAE RS AR 12
/.3

(hypocomplementemic urticarial

=

=

vasculitis:

e

® urticarial

JE & Bf (hypocomplementemic
vasculitis syndrome: HUVS) & X OV 1y 2 Ht
Clq fifk & %EHEA R, CH50,C1q.C4,C3 DX
MFRO AL T, AR A 38 U 7 iR OVE ML
MWEZHNTND,

HUVS Tixpt Clq FuER B (95~100%) & 72
%7, SLE (61%) B U v ~F (20%). TREE
(15%) 7 EOBERHC, CHFROREESE (38%)IC
HLROOLNDH T, FERFRMEILZRW 19, L,
SLE ToO#t Clq HrikiZ, &t F&M4To Clq ik
FEAET A ¥ 7 MelREED Clq IZOBRFERT D
Dlzxk L, HUVS Tl £ 60% TiEC FEFETO
ClqiZ bR T2 nHFEINTWD 17, T78b
5. HUVS O$L Clq JUANR#T 5 =8 h—7I%
SLE O#t Clq bifk & B2 572, iz k> T
AR S LD PURPURE AR OR Z SO Al TG
REL B D Z LR PRI TV D,

3-7. WM S
18 A5 M I M E

HAE)I%, C1 4 >t &4 — (Cl-inhibitor: C1-INH)

DEMEITENRE 2/ T 5BEIZBNT, MG

(hereditary angioedema:



OREMIA N L ARFER & 72 o THIARSR - ERERRE
ReX=- Y 7 LA CREE L TCRER, DB,
MEEH, JHALE e & Tl g EiE MO T K D R
DVFNENE LT 2HEETH D, CI-INH IRz OE

Vo 7a7 7 —BoRhisbd, BEERER TILIEME
L EERE XM 7 Xa), ¥=>-H VU7 LA %R
TEAY 7 v A P OREIERT S, Y 7 LA
YORENHFEIND &7 T V% = RN
L. ZHUAMEEFZEOER EEBZ SN THNDH,
R OIEMALZ 8 U CREASNTZT 7 4 T b
FUULRBICHOBERELTVD LEX BT
WD, TFIEITFMFER 24 B2 E—2 & L, T2 1
FICANIC BRI T 2203 MRBVZIEA A U7z B @
FELRIL 30% & DS H Y | HIfRIRDI L 15k E
S HREBTH D,

AJEIL C1-INH OREMXETHD 1 (kD
85%). EMXIETH D I (2KD 15%), C1-INH
ICEMENRE 2RO TITE L EDERBLMETH
5 M7 HAE (A Clkmids) (cnfsnsg, 17
HAE & %! HAE O#E{sFE C1-INH s 15
IR D EREEEEEETHY . Z2DEL THEE
JEZFRO DN, 22%ITINFEH] & ORE L & D 19,

AIETIE CI-INH ORBIZEY , Y T a7 T
—EBTH5 Clr, Cls BNEMAL L T, C4 NHEE S
THRfE & 720 CH50 HiRfEZ /<723, Clg=° C3 1%
WEIEF#E AR, Lo T, MiF CH50, Clq, C4,
C3 B LW C1I-INH {EEDOHIENBZIICEETH D,
e EZWNTER THITIC Lo TS, AARHIRS
S N o B B o T WD
( http://square.umin.ac. jp/compl/ ),

F 72, HAE ORECIEROED FIZ OV T, AR
HIRFERNATA RTA L ERL TN D 19,

3-8. MEVEHAFAME AR ERIRTE 2

A 1 FE I SR BRI 4% (membranoproliferative
glomerulonephritis: MPGN) (%, &R BRI TE M M
BEDLE & AR D “Efk, A X U ARIIEOH
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JH & HE DR ZR ML TLRREBRTH L, &
TBAMEEIC K 2 S BT H LAY (electron-dense
deposit) DAREIK~DOILETALOFT NG, WET
F T LK TIZ#E D 54U 5H mesangiocapillary
glomerulonephritis MCGN: 1A L.IIT#) &, JEJE
L HRIRIC 3R D B 4 5 dense deposit disease (DDD:
HITE) 23S TV 5, MPGN (X, 5 2725
KB 22—k ME L | SLE 72 & OFf x OGS A
RIS HCV 7 & DOREYYEIZ K5 2 ZIRVEIZS)
HINTWD, —RMEE, 830 mROBEFEE % E
EL, FNURBRITI SRR ETH D, Fin, B
I 2 A D MR IR Ch 5 H K+ DB+
B 2RO DIEF B HE STV D 20,

MPGN OFJH$Tid, fiff CH50 & C3 DEAE
RO DLIDM, C4 DIMEZFED L Z L3720, &
SEHURIRIZ K 5 ARERIFOBIL T TgG 12 L T C3
DEBUVEERRDHND Z LD, MHREDRFIZ
FEICH ZREOTEHEDNEET 2 B2 6T
%o AIEDZ < TH RO C3 ftfafi#3% C3bBb (2
*9 % B E iR (C3 nephriticfactor: C3NeF) 7332
5D, C3NeF 23454 L 7= C3bBb (3 Af A X
T THRTE HRET) Lo THIS T, 6k
BRI CIEE LS % 72 2 1LiE CH50 & C3 73
KEZRTEEZLNTWD, 72, HHEEEK O C3
HA MR R C4b2a ([ xb 95 A CHLlk (C4
nephriticfactor: C4NeF) 238 b b7 — At b
W \MPGN DR BG TR~ 72 RISV TR S
ncunb,

3-9.  FEERUGS Mk IR TS AT

B PR OE E R RE
syndrome: HUS) 1%, AR IER 2 1 5 M= = i
(BN RE A LR ) | i/ MRJBME | S
£ (acute kidney injury: AKI) @ 3 ez £ 5 FRk
Th Y, AL MR SRR (thrombotic
thrombocytopenic purpura: TTP) & —#§ L Tlifte

Pk /)N 1L % B % (thrombotic microangiopathy:

(hemolytic uremic



TMA) & XiFdnsd Z & b%0, HUS 0% <3 57%
LIFO/NRIZHIE U, PRPER R 72 & DREGEC &
2 THUERICHIFE L TRIET D,

—77. HUS ®#) 10% T, EH#HFH° TTP LSO
JRIRNZ L% aHUS 23 0 | AAKE = & A AN
FHERITE 2 2013 FOZMIEAREIC L 5 & TaHUS
I, HEE#BmEIC LD HUS & ADAMTS13 (a
disintegrin-like and metalloproteinase with
thrombospondin type 1 motifs, member 13) {&/%
EIIZ X D TTP LISk o> TMA T, s 8 fEME: g i
M - /MR - SR REEY S EE TR
BTHD LEEINLTND 2D,

L2L 2013 fEDRLHEL, aHUS (A (AHI 1 5 7
IZE Db DOLSNT, 23T I ARG BRI
SLE 72 L OBFURICKIFET Db DO baEEN D IAE
» aHUS] Th D7, 2015 I HARHKIEFSH
5. e RMEDOMRBhER S R E H K+, TR,
MCP, C3. B A1, thrombomodulin (THBD),
diacylglycerol kinase ¢ (DGKE) ® 7 #{s 1) <,
ot H KFHURGMERNC X 5 6 0 % | AR E aHUS
(38D aHUS) & LTl 2 5 B &4, RESE
ENTTOLNTND,

AHERFEIC L2 boTIE, H ', T RT,
MCP 72 &, 5 8K % A3 2w A I R+ 0 &
IBFITEENRH Y | R H K0 B D3 i ) i
ErowEnsHD 20, Z0% Tk, C4 IFIEFT
& D08, C3 & BInT 2N & D A IRHIEIA - M EAE
Lie%, HIRTBIETOREHESETIE CH50 &
5 R OMATEMELEE D FEIE CTd H ACHB0 1L
FEHIKTL, Zhb g clEsnizso
WENRDH D 22, C3X° BRFIZHBL AN HE
SNTEY, BEOEEIT B KN OIEMHETTHEIZE
H32eE20TW5, 72 L HFFHUEDE
PEOFEGIRC, MAE N R EChumfefEH 28> k
1Y REY 2 Y (thrombomodulin) O3z 1 #
WORER bWME I TWVD 2, REHIC
diacylglycerol kinase ¢ (DGKE) D& {5 7-B% & #
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BENTND 29, 216 OIERFNITHESN > & OHE T
b DD, B AFRIZE T D aHUS OE= N 23T
biv, EOBMETAERONTIL 10 ERIH H K123
361, C3 23 24, HKT& C3 OEMHEAN 1 4,
MCPR1fl, e rREY2Y VN 1HITH- T,
Z DA TIEGIAT H IKFB1E T 31 9 SEB TIRIA A
[FE STz &t LTnd 29, £7-, 2015 4£0OH
AR FEEFHES T, BHKLO 7L — TR
aHUS & @2 Sz 22 F5% 22 N OAABIE KN F
R FEAIMEAT & ot H KBkt 22 Ao 56
2 A T aHUS ZFJGE L2 17 ADEFH T
DGKE H&ARF-BLH & fFHT) 21TV 2IRD 45%12 &
7% 10 Az C3(3 M) HIAT (2 N).MCP (2 A),
B KR+ (@2 A). DGKE (1 A) D Z=8k7% R
(predisposing mutation) & Hi H [K7-HuikGME (4
AN) WD LTz & LTz 20,

aHUS OiRFRIEE LT, M fe /e &
D MIEFIEPTHOIL TN D, 2018 F1Z, Al
WIZ L B aHUS JEFIZXT LTHL C5 £/ 7
o —FLHifR (Eculizumab) &5 73R S A
BHBIDSAHIR N TV D D3, REIZIR DA 08K 5[]
BENSHROBE L oo T 5,

3-10. IgA BiE

IgA BHEITRERIK A Y0 7 AfEIKA~D IgA
(IgA1 EF) & C3 ORERDIRTEE AR &+ 2 A4
R LTEVRERIEE R Th D, A TOHEHET
FIEBIN D O | A TORBMRERIRE R DK 40%
EHEDD, DOTITTPHREL L SR, K 30~
40%DBFITERBICEDL Z EBP BN E RS> T
D,

AIE DFEH) TG IgA OB E 277423, MG
C3 M EFMERT Z i3, L LiiEMiE
EFEY) (Cda, C3a) DOIEFECIMIE IgA/C3 o |
FD3 ., AREDZWCBEIEEPE O A H & DR
BB D 20, FHERITKIRE L TR TH D23, KRER
EIZIZ ClqDIEFIXIZE A EROHNT IgA & C3



DILAELINZ T r~LP | C4 L C4d (C4 DIEME
fbic X 25 f##E%). MBL. L-ficolin, MBL-
associated serine protease (MASP) 1/3. C5b-9 @
IENLLBOONDZ Enn, LI TFURKLE
TR OTEMAEBAIEDFRIEICE G T D b D EE R
HNTVD 28, T4, ARED IgAl [THEHR R (U
7 7 b — A XKMEA IgAl; under-O-glycosylated
IgAl) 2HT 2 & OWEDHKRE, L7 F UKD
EHAEDTF U A L LT, HEHAAE IgA1l ~D MBL
FE 7213 ficolin DFEE VAT SN TE R, LIy F
DOEHEIFE A ITRER STV e 29, 5% OWFFED
EENEEND,

3-11. FEAEMEARMA~E 7w B RIE

FAIEMERE ~F 7 1 v 2RI (paroxysmal
nocturnal hemoglobinuria: PNH) (. A #HIX
¥ ® DAF (CD55) & homologous restriction factor
20 (HRF20, CD59) % KA KA L 7 B4 R Bk
LD, HIRO BT K > Tl S i 2 it 2
Th D, MEREFICH kO B EIELAS T L
AR HIRREE DIEMEALIC Lo TN AET 5 & F %
BNTVD, Zadk, AREBAITNEZ n EVRBR
WICBlZ SN D Z LicHkT D, BETR<, 30
~50 AN RIEDO Y —2 Th D, AJEIT, &M
fIZHWT GPI RHEEHEDO B KICHHAD PIGA &
IRTFACZRRE RN B RNZA T, 2D 7 va— M
SDOERIC K-> TIERT 5 Z &L TRIET S 30, L
Teio> T, £D 7 rm—TiL DAF & CD59 LISkZ
HTRTOGPIHERAEN KB LTS, PIGAE

R1.gGAEEI V) vV (QGARERIRERIRK) OBMERE

BPIEXREREICHY . 2 a B —FET D HYE
R EDOBIET L H72 0 one hit DZERER T PIGA
WRET D,

AIETIE, MIEPOMBENREEEZRT 2 L1
IR, ZERMER o DAF & CD59 O¥Hl%
Tu—HA hA R —Z LR TITV, BT
W 5 ARMEREER 235880 H X PNH OZ W h e
ESIND, RHOXRE LT, RLOEELZITIC
SWHHERZFAWD Z 8 H D,

AIEDOIHHIZIE C5 £/ 7 a—F Hiiko
Eculizumab O 513 A% TH Y  AHTIE 2010 4
(ZFRAT SAL TN D 80, TR TIEEE RIS A 3 I
PLET 2 H K+ L iRk CR2 & A f@e L7-&
1 CR2-fH (TT30) 7%, AJEDIRIMEKZ 72 EE 1M
BRI 2 AN in vitro TRE R, BRETO
ISR IR S D 82,

3-12. IgG4 BEEE R

IgG4 BHEAE (IgG4-related disease) (%, ik
IgG4 il & e dhsan ~D W 72 IgG4 B EHM
iR 2 5 L+ 5 g RO BMEREMIRE TH Y |
1993 AR BIZ X - THIO THE S vz 39, Bl
TEI%, IgG4 BIELR B DR - MR P 28 & L1
BTV 5 Mikuliez i (£ 1) 23, #E HHRFTY =
— 7 VUEREREO AR L XV,
IgG4 MIEZPE D > = — 7 L UEMERE & LTI S
iz, Z0O% 2000 FRIZ2RD . B OREMERERS
Mikulicz 7% C. IiE IgG4 &l (135 mg/dL LA 1)
& NI MR - MR B 7 1gGa Bt b

N

(BERY z—7 L VERBHTRS 200845F)

LM, B TR T IR OFHE Gy A LA R), Bz 27 DL EOMER 2389 5.

2.1 TgG4/m 6 (185mg/dILh 1) .

3T M, W T M AL A8 12 3 B 7 Te G4 B M T A e i 1B Gtk KB AR 85 T TgG4 Bt /TgG A MM 23 50% 04 b) 238 2.

FHREAIBLO2E 3T 0%, IgG4BHE I 7Y v Vi L 2T 5
(BRAEE : Fvadf =V R Ty v ALV, SRNERMERFRE, U il EEESR L)

22



R LA AR D3RR B AL D E B AR O TR &
e, 0 OlFERLAIMT S i, B, R, LI,
REINR, FURMR, BERE, AISZAR. FRG 72 £%A & Ol
R ENEL D DBREETH D, TORFELTH
CAERT LAX— & OENRE 2 b, ITFE TR
Th2 <l T AL OB 5% =23 5 WE b H 27
39 REZRRMR L,

ARIRBOBWHIHE 1gG4 B B ARG T L UE
35 & fienFr AL i) IgG4 BEEg Bl e (IgG4 Ba
IR MRME AR IS ST FE 1 30, TgG4 BEIELAE(L MRS 2%
BRIR 2T HLYE 37 B CLA MR BRI B2 T FE 1 39
IgG4 BHEE N2 ILYE 39) Z0FH L T2isih
5,

APRBTITME 1gG4 @mELASMT, AFREEREEN,
Mmig# IgG & IgE OEfE, 1M CH50 O T A58
DHZEND D 1gG4 BERRY —x 7 7 —
TOHRE 028D L 41 Bl 1gG4 BEER SR C
1%, 2f T IgG4 A3 135 mg/dL P b (GE# 991.2
mg/dL) THY ., 55 37 # (90.2%) DIfiEH IgG
231800 mg/dL LA oo EifE (1) 3,467.4 mg/dL) T
bhot-, £, MiE IgE 1% 33 Gl THIE S (7
754.3 U/mL), 9 & 26 i (78.8%) 7% 250 U/mL LA
FORETH o, BREWZ L2, PEEBX D
22 %1 (53.7%) TIf{F CH50 DX F 25880, 9 5 16
#1Tix CH50,C4.C3 OETHEETHY ., YD
6 1 Cl% 2 #128 CH50 & C3 DAEAE, 2 Bi2s C4 D
AEAE, 162 C4 & C3 DAEAE, 16173 C3 DH
Al CTd - 72, IgG4 B iz o 7o 7 v =2
U X LT, HOAT v 7Tk IgG i, IgE
Bl EAAREO VTN OO ARNEBETH D Z &
DHLAIAFENTEY . 2O DOFTASFEREIZE < B
YD Z E AR I NLD 10,

AR BCTMFEMEEORT 2 BT HIEFMMD%L L T
1XiMTE IgG4 &k IgG EfETH v H> C4,.C3 2
KETHD, o, MGREESELREETHY Z
NHOPFTRIZAT v A FIBRIZ K> TSNz &
DOWEH H D 40, Lie)d > T AR TO MG CH50

23

O TIE, HHREK £ 7213 L 7 F U RO
KX omiRkoOMETHD Z ERHRIND, L.,
KHISPUER AR TH D Z L0 1gG4 £ D H DI i
RREIEMALRER 22 & F T2 IgG4 BB g
REDOEETH B ME TIE, BRI FLR
WCE&TOY 7277 A0 IgG & Clg. C4d DILENH
HH0O0, RN TO C3 I LV ML Hifko
TEMEAGITR AR & B b, S%OMENEIR S
Do

4. BT

AARIZ BT D AR OB — OEENTIR A )
SOBETH Y | ML & & HITERICH IR ERE
REFLC&E e, —F, MRRITEEOHIEANFIC &
S THARZHIEH S TN D23, HlROEF 2 TG AL
FIRIEEAGIERIL, ERCAFREE b6 T 2L
bdHDHTD, HHAORIERVGD,

MARFIMIET & LTHREDY . — A 1A
PR T IR BT VDS, aHUS 12881 2 4
RHIBIR T O E R IgABIEICB T 5 L 7 F U1
OB L1, AALIC Ao TE H 0K —ICHRHk
SND LTI THY, HFEIT/R > TE
BHES SN, LTz TgG4 BEER BT DR RS
EOMFIIRIZICAIATSH 5,

F o, IR A RER & T D AR BRI S BR %S
S, BEIREOHA Cs5 k45 7 a—FL
Pk (Eculizumab) 73, FIEMAKMI~E 7 v B U)K
iE (2010 4F) & AHAHIE R (2 X 5 HkE D aHUS
JEB] (2013 4F) 2% L CHRWTRAT X LT\ 5,
BUE, 5 _REOMES T E2IENE T 5E /I r—
FOHURRAH AT 7 & BRR B B 0 | AT
T e R Az T\ b,

5. FIEEAHI
FEHT, KR SCNAEICBEE LBR$~& COI
BIFRICH 2 EHEFITH Y FHA,
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F L7z, ZOEXESEoORmEBMEY L, ZhE
TOMFERREEELDDH LT, Foxr ORI NV—
TR A ESE WX E HnET,
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D Cbha PEAEIT L7 F U RHOIEMALI R S D
WO HRENRAEFNFE LT (Inoshita H, et al. Clin
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2014),
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