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Role of complement mediated autoantibody induced injury
in lung transplantation

Carl Atkinson

Department of Surgery, Northwestern University

Chronic obstructive pulmonary disease (COPD) is

not only a leading indication for lung
transplantation (LTx) but also a condition
increasingly recognized to harbor autoimmune
features, including elevated lung-specific
autoantibodies. Despite accounting for nearly one-
third of annual lung transplants, the impact of
this autoimmune milieu on post-transplant
outcomes, particularly primary graft dysfunction
(PGD), remains poorly understood. Here we
present integrated human and murine data
demonstrating that pre-existing autoreactive
antibodies in COPD contribute to heightened
injury (IRI) and PGD

pathogenesis. Using a mouse model of cigarette

ischemia-reperfusion

smoke—induced emphysema, we show that COPD-
like autoantibodies bind donor lung epitopes post-
transplant, activate complement, and exacerbate
graft injury. Complementing these findings, our
clinical studies in COPD-LTx recipients reveal
that while total autoantibody levels are not
predictive of PGD, distinct IgGl Fc¢ N-glycan

modifications are significantly associated with

14

PGD development, suggesting enhanced antibody
effector function and complement activation.
Importantly, we demonstrate that targeted
complement inhibition using C2scFv-Crry, a novel
complement receptor 2-targeted inhibitor,
significantly ameliorates lung injury in this
autoantibody-driven model of IRI. C2scFv-Crry
localizes to sites of complement activation and
prevents downstream inflammatory injury
without global immunosuppression, offering a
precision therapeutic approach for high-risk
COPD transplant recipients. Together, these
findings support a two-hit model wherein COPD-
associated autoimmunity primes the host for
maladaptive responses to transplant-associated
IRI and establish complement-targeted therapy as
a promising strategy to mitigate antibody-
mediated PGD. Our work highlights the potential
of glycomic profiling and localized complement
risk stratification and

inhibition to guide

therapeutic intervention in lung transplantation.
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Fundamental research for the control of emerging and re-emerging viral infectious diseases
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Conventional Laboratory Measurements of Complement

Hajime Kitamura

Salon-de-K Public Interest Incorporated Foundation
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Current Status and Prospects of Complement Testing
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Serum complement as a potential biomarker for inflammatory bowel disease.
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Prospect and challenges of Xenotransplantation.
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Mz T C3EA (rvxaT7Ty) bilibhnl

6),

o

SHOEEL LT, £EHE LIRS OHIEN
B3 2 & b7 2 e 2 i, AilgRRER 2 B &
2T, RO 3y e — ARG TR &
Slzhnz 7= 115GEJ, 5\ % 120GE)] 74 %1V
Wy hmThsd, Zauckv, KETS5 05 A5,
PETIINT 5 A, BATHK 3 55 AL EHT
BEICINOOBIRTRET 2 OFFEE K TE 2D
ERARHI G STV,

Fro, DEICBA L THIE LT, BY Bz 37 [FFE

23

VURT T A 2

DBIETOTY vy VL LT, SHICEY (10 4£LL
b)) AR T X OB ERIECE DRI D &
B2 bbb,

—JF., RFTCEAIND 7 X ORENE hORE
HIRC & 9 BT DN, SHOMEREE LT

NHENTND,
[3CHk]

1) Kakuta Y, et al. N Transplant Rev (Orlando).
2024;39:100885.

2) Miyagawa S, et al. Frontier in Immunol
2022;13:860165.

3) Griffith BP, et al. N Engl J Med. 2022;387:35-44.

4) Kawai T, etal. N Engl J Med. 2025;392:1933-1940.

5) Miyagawa S, et al. J Reprod Dev. 2015;61:449-57.

6) Hirose T, et al. Transplant Rev (Orlando). 2025;

39:100931.
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Role of Complement Regulation in Liver Transplantation and Its Related Pathologies

Koichiro Hata?, Jiro Kusakabe?, Tetusya Tajima?, and Etsuro Hatano?

D Dept of Surgery, Kyoto University Faculty of Medicine,

2 Dept of Surgery, Kyoto City Hospital

Fram

IR f X R e PR RIS D R IR Ch D 7
D AR AT i%ﬁ@ﬁ%%ﬁ%@%@boé
WA, HESR OTEMEALD Z 4 b OIFRETZARIZ I < BE
B35 EBWENE 20 MiRHE RN & LT
B 1B S EH ST S
ARFEHETIL, E IS NSRS T D5

ZDD I TRBAE T D ERIC OV THEETE V-4

JTREAEBIRED © b EIEIEERBME Tk Th 5
O Rz M F #4555 (ischemia/reperfusion injury:
IRD) . Bt DHEEEMAEAGSOG T &b 2 QPR B E R
it (Antibody-mediated rejection: AMR) ., @
FAHIENC K 2 2 A2~ O 3 KU
BRZ YT, ZOJRiE & MRHIEOAF RSN T
BT %,
@ ¥ IRL R3S RAHE O RS

IRT XEEEAAEIC A RER I TH D | MR
TEMHEALDSZ DOFIE - W ICEE & F &2 -7, C5
KA~ v 2 (B10D2/0Sn) X UM C5 #ifk (BB5.1)
BeHET VT, IR O oMk RS D
AR, CDAl+HI/ IMEEEE DL | FA/80+IL D
HEFF, HMGB-1 O Ji il 722 & O IREDR D0
iz, BT Cha #REEOMWTIE, SAEMIRE O
RT R = 2#N b FH G- L. Cha K A IRT O
FEREERT CH DL LR ESNT, b 0M
R, BRRISH ATRE 7R C5 AZRAITEIE T IRT (2%

24

2 BRI & 72 5 ATREE 2RI 5,
@ AMR (39 % Al oA 2
AMR (F, FT—FRpEATHUARRGEG] S0 i A A

BRMRICRAET 2ERMERTH Y . —ERIET
AU, BUT ORBEBEIHINRE T+ 7RI RR D

e, 7 v MNP AMR 7 V% V7ot
2k v, Hi C5 Hik (TPP-903) #:5-13Pt K —#i
ROART . FFBReFEIE O UGE | TRk & DB
L6 L, EAGRON EXHRE Sz, RNA
=7 I AFRRT T, AlATRR S B S T D FEE
BRI R LB L. AMR OB BIEHRIER &
U CHERBIE DA FIE 3 -8 S 47z,
@ FEHIEIC L 2 2EFREERIH

LM R4S (ALF) 13 T PR AR RRETH
V. EACENTIFRBRELSMI B DO FBEN RN &b
%\, AWFFETIE, Cb K~ 7 I LU Cb Hifk

(BB5.1) ¢ 5 7 /WAZ 350 T TR R O #8908
PIEHFRRE O, TR b= 2O RO 5
L BEFRORBERYGEN R I, FH2ht C5 4t
Ri% Cha =& KHEDIIE (PMX53) L0 b
PR AR U RT3 2ERF AR 4 O i) Lo
B THDHZ ERHLMNE ST,
KT

LLERY | R MBEYRRE I 351 D iR X
IRI <° AMR, ST A e R HNH 72 & 2Rk igIC
kU CHZV RGBS & 720 5 5, 5%, HIRED
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TBIR DEFRAIG FER & BRI EERR~ DI RS HiFs &
no,

(F&E - FlEHAX]

AR—HOMFFEIL, ENCHFFERHFSIE N A AREFR AR
BH 7% 1% i (AMED) A1l 3 J& % #ff 1 i 28 % 2 (No.
16ak0101031h0003), K UMk 29 4 A A A
SRR E OHRIC L > TThiv, v~ 7 AKTT
v b C5 HikiZ, 7LV vty 7 7 —~ L0 ME
it Xz,
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Advances in Complement Research and Its Crosstalk with Kidney Diseases:

From Cell to Clinics
Reiko Inagi, PhD
Division of CKD Pathophysiology, the University of Tokyo Graduate School of Medicine

xLwic]

iR, BHEBWLRTO BEEICE TSI hDIED
IR Z O 2T A THY . BEE
FEACEMIL, A CEZHEOICHERT S L A
DFERE L E 25, 29 Lofitkotieix, Juse
T AR K 2 ESRIE N RNLT 2D K 0 @D LARTIC
BRAM DB BIBAHLT - DI ES L “F
—HROFA - BESREERE” L THREBL T, Lo
LT DM ABIZEIC K 0 . #HRITH R 5 g o5k
RGZERFIZ & EF HF R bEEREIC B TH
CHEHPEA ST D O DB LR THDHZ L
BHBMNE IR TE T, KT, MRNICFAET 54
& (complosome) 1%, {REH-CHIIRAAN/INRE (AL
7)) LEBCEEE LoD, MR SIEZE Db
DIZFEHG L TWAHZ ERRINTND,

—J5. RO RE &R & D BR B OREA
P, COMTFECRELSHEEEZRT TE, Fr
(2. FIASTR R DTEMEAL 23 B SR ER AR PR ABAE D il e e
= ORIEROG, B L E W o T a e R CE R
H42 Z LavREin, fiTBRED TRER) T
72 TRRY 720 9 2R+ & L CHHE S o
2H D,

ARHEHE TIL, R0 Z 5 Uizl MABAR 2 [ & %
DO, ZEOH T2, §72H 5 complosome - fX
B ANTRTHERELE D7 0 A h—7 ZHESE YT,
C3 BHIES IgA BHE & W o T AR A 72 il 1A BE 1 5 ik

(B

26

Wik L 0 bolF. EREITIE D BRER IS FI OB b A%
DFHFPEIZ DN TER U720,

[Complosome & {R#f « AL 71 7 B&EE

Complosome [XHi72 2 MR D 345G Tlid7e < |
I b3 RU THERE, BRI & oM AR
DI T o 22O - HliE 27 5 LT
HEEL TRV, MMKBROBEMICE L5, Ml
R Doy Bl 2 iR 9 D8I e i A L T
% Bl ARy & RETEA L BN complosome
ENERR B OIEF MRS A b L AREICES L,
EUALIZ IV T T complosome JEHTE AL S MR AE
RMEMERIE, OV IR L ZBIR T2 2 L2VRS
NTW5,

[ A B s | < 35 1T & IR IR BOTR I D 2 ]
C3 BIES KO IgA BE Tl MiRRE IR ER
FICERER G35 Z E RGN ERY | fRE IR
& LTIBRNIRREERGN T 7' n—F & LCHER Sh
TW5D, HEROIEHFE L 1TR R0 | AP HEIX
Z DIFRNZFEDWTARKRAIIT AL FERIC L, B
IR TRUGEITE T 28 e @Rk & LTl
RSN TS, A%, MIREEEOREBIMELER
M 5 & B F 2 728 5L E ¥ (precision medicine)
LLToOREMS RIEX BN TN D,
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A New Therapeutic Option: The Clinical Significance of the Complement Inhibitor Fabhalta

Masashi Mizuno

Renal Replacement Therapy, Nagoya University graduate school of Medicine

WA, PUIRSE OB, RIS I 720587
T BRIR O35 Tl ATRB e Uik b 2 T & 7o,
B T B . 2010 4RI C5 1S3 % LIRS
BT DT s U X~ 7 HPFAEMAR L 3R R E

(Paroxysmal nocturnal hematuria, PNH) D&
FE& U THIRDOGITRS L, D%, FFMRES f i
JR 7 JE JE % ## ( atypical hemolytic uremic
syndrome, aHUS) OJREIK L L Tl 23 B iElkic
HILK LT, BIREA~DOHFHRRIEDOFMIT TH D,

27

PUAIED—2 A T2 a3 (7 7 E/NVLE®) 13HE
A PNH 2% L TR E it BRI TPREIECTH
%o SHIIAMES AT, aHUS &3 THifR B iE &
E 25 CIBFIEIZOWTORISBIMN AR iz,
Z 2T C3 BIEDIR MR JEFITOWT £ T,
C3 BIEIT X L CTAT a7 [ B [R5 TAH UBR
APPEAR C3G #fs RlZH>W T, a5,
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Advances in the Treatment of Cold Agglutinin Disease and Strategies to Improve Quality of Life.
Yasutaka Ueda?

D Department of Hematology and Oncology, The University of Osaka

FEHEHETFIE (cold agglutinin disease: CAD)
EE 7 v — M IgMk ZEmEEESR (CA) 23R IEK T
PURITHRE S LA I B 2 I IS TE M b 32 2
L TCHRIET DA 70 B COREHE LR M THD v,
ATHA @ 15~30% % (5 2 A ENHEE B 530
1,000 N&D7a< | BHREBRDZ L S D52 INEAE D
—K & 725, CAIFAKIRLL T THRILEKICH S L.
EECHINR S D L FREET D 03l A — R
1T L. C3b MARIMERIEIZ LA L CTHFE O Kupffer A
falc kv &R (MEINAEN) ShdiEh, R
A (MAC) BRIC X 5 &R b b5, 181k
FIATEME LAY C3a/Cha #% M1 C IL-6 « TNF-a % |-
A SRS S mietE 2 i, QOL #%& LK
S5,

CAD 13232 TN & e RIS KRB & i Tz
D3, A H CIREGECIENE U v\l B e g
WHEEBREZMES L D% cold agglutinin syndrome
(CAS), HEERDR WL D% CAD & XRIT 5%
SRREB I TS D, JFHEME CAD 13Eko Y &~
RIEE IR 2D indolent 72 U L oS HE G 1 IR B
(LPD) & OFEfFEA3 374, WHO (i V) > SR
WOy SEER b I CIEH 7 m— g 7 a7 ) i
DR L LCHICHBL SN 2, I~ @ N
U U EA~DOHEREIZ10FT3~4% LIRFETH Y 3,
JHES: - iy FRISTFHIFT A B E 2 CAD & CAS
ZIERECERNIT 5 Z &%, WU BRI & T4
fiD > 2 T CHEETH D,

28

BRI R IR R CHIE S DA R I, LA
J =BG T T ) —8, MREEER YL R TH
Do ZAUVOIIEEMBREICIET D23, R A U CH
RIITEE L L TR Y, BN THIMEIE Y 2 7
DEWNZ ENRE SN TS, 2o pitfall & LT
OB AMFFRIRA RIS X DR MCV - KR LBk,
@y 2P S E O TR BRANE B IS & D (Al
PE. UMM & FEA DR L 72y CA OIRE EBh I
DE, @EBEEM - PET/ICT %2875 L CAS % 7
HF, RERFEFHND, CA HUREIZZW O F N
20 LT D03 AR T B IREFBNE A A NIEE R
PUR RSB 515 CHIRR DR T 256013 H 0 .
KIS A (CH50, C3 70HE) ZflAaGhEs 2 b
T XV EREZREREIEIREN ATRE & 722 D,

TERILR O < EmalkE, RIR, SHERFOEIMm L &
RIFESELE LMD S 72732022 FC Cls PHEPUE
sutimlimab 23 &R I 4L, BHHZECICE M 2
BFL, BREZUESED LV EEE | 2 DL
o R AR L CAD 1BREZRE LZ 49, L
7 L IgM RAFMEAR ML EREESR 127847 L . AAN IR BR P
Tk #E L 722wy, B Ol AR B 9 15 (rituximab =+
bendamustine, BTK PHEHK) [J9HK 7 17— %
DI JREOIRARRUGEN I TE 228, R
RBUER 2 T LR B ZV, S%ITHERRE L 2
o — il & S DR IR ORI, BEWE
77 N AE AV QOL FHliOER, BN L Y
A MV K D EMZENE < MARTET 7 b B LRHTA
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kbbhb, 3) Berentsen et al., Blood 136(4):480-288, 2020
4) Roth et al., N Engl J Med 384(14)1323-1334,
[ Tk ] 2021

1) Berentsen et al., N Engl J Med 385(15)1407- 5) Roth et al., eClinicalMedicine 74:102733, 2024
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Relation of the complement system and the pathogenesis of neuroimmunological diseases.

Katsuichi Miyamoto

Neurology, Wakayama Medical School

FIEMEE (MG) AR FRER AT T A
fEE (NMOSD) I3, FEFKEIZHBT 5 R R & v
ANTEICKT D HOATUENEA S, TOFERICE
D B R MREIR 2 5| & 2 TR GIERBR TH D,
MG 1%, RGBS ET 27 EF vl V5
BRI 3T 5 H O EA S, MRAEEA S
HEINEH O MK N &5 & 29, NMOSD (%,
MAERBHOT A sa¥A MIGFEET DK 28T
ZURTETHDLT 7 TRY 4 ZxT D EOHE
MEEA S, 7 A hath A N aEE L SERSHR
CHREEEZ LT 5T, b OEBOFEIRETLIC
AR C5 1K 2 HUARRIAI DRI & 72> Tk
0 BRI Z A ERICINZ T SRR OIFEELIC X
D MRS E B RETH D LB BTV,

NMOSD (&, —E DI TR E 2 AL,
HONTBEZ2/ER SN L) nFMrER T
ZELHLOFEREMEINSMD CEETHDH, K
TR AT B A FEESREIHIE CHIE TR 2K -
TV IR f b Loz, Larl,
2019 B AEYFHRANMEDIL D X 512720 Ik
DL AFEE Lo, BUEE, PUIL-6 &M, $1CD19, #i
CD20, Z LT, $t C5 \ZxI3 2 HUiRBIA A RRAKGE
ENTWDR, Wb IR R TR Z R,
i C5 HfiAAI CH LTI/ VAT LT T Y X~
3 BERBR ISV T T & A L OSEF] T 2]
L7z,

30

JUE, NMOSD DR EEEM: 2R3 /31 A~ —7
=72\, BRI SE RN DI YRR D 8
NOMADR D DM, METNEHERBIENLH Y,
rifili T % 7o D EIRIRF IS b BN D D,

T & ITHHIRE 23 NMOSD IS EhM: & AHBE 5
Z L iE Ui, B I ARA AR - sCBb-9 &
MRS RS IKF Ba 23A BIC EA U AT 7
FH "AREIIET LTz, 2%, NMOSD TiZ
R REIEIA MR T LT 5 7 O IR R BRANE
YL L. ZoRES, BRBIRE CliEt s 2 Y,

BFE®, RO 1 FHTHIE LCBERIT, BES
Ripo T BERL DV B sC5b-9 ENAEICHETH
272, fllx DIEFIT 1 FLUNDHIE Y 27 ZHiitd
L&, FH ENEHELITIZ L 0% 23 \I L. 2o
sCbb-9 2N ILVEEH THALIL 100% /I Lz, E,
HHIRIR 7 D3 BV & R S 12T T RO
FOFH WA 3AEMIBY L72 & 25, sChb-9 @ik &
FHARERE CHEICHIENZ o7, UL EX D (sCbhb-
9 f & FHEIX. ZOBOFFRME LBHEL ., i 0
FEFNC BT HIROBIEA D FHRNH AL A H
Thotz?,

ARFEFRTIE, MR REIZ B G-7 2 PRk s 7 i
DI L T2 72 T HOW TR T 5,

[ 3R]

1) Miyamoto K. et al. Front Immunol 2023
2) Miyamoto K. et al. Mult Scler Relat Disord. 2025



A=Yk IF—2

HIVIRF L _XTF L —F N ORI LD EEVENEMEEE
H AR NIEH D s

B BRFAE
FLBRERI R R RS RFRR

Hereditary angioedema due to carboxypeptidase N deficiency:

A case report from Japan

Tokimasa Hida

Department of Dermatology, Sapporo Medical University School of Medicine

B i & P77 (hereditary angioedema; HAE)
IZix, C1 A > e ¥ — (CI-INH) OXKIEE =138
RERLHIIC L 2 iy 7e 7 o 71T Z, C1-INH 231E
W Cd bH X A7 (HAE with normal C1-INH;
HAEnCI) 279 %, HAEnCI O HfE#EEF & L
Tk, 2R ETIZ FI12. PLG. ANGPTI., KNGI,
MYOF. HS3ST6, 73T ETZNN, 2024 FITi%
H#r7-12 CPN1, DAB2IP 2% D ¥ %5 HAEnCI 28
W S, RE LT < OFERITITERrIH
BHALNIR>TE LT, il B EEIsFOFE
DRI TWD, £72, HAEnCI ([ZITHEL S 7
DS A~ — T = HPEE L RN, B
FEMESCRPRME O IS IR & OEERINREETH D
EDEER ERBE L 7o o T D,

e x1X HAEnCI OBIsFHTIFE 21T > TE 72
B, ZOHTHARANE LTHIH T CPNI1 BB T D~
TaEAMEANY T2 b ¢.734C>T (T245M) A5
DREGI & fesd L7z U, BAEIE 40 Rt T, NHERIE
ol AEMEO MEMEREL 2 L, C1-INH &M
KOV C4 fEIZIEH TH -7z, BEH® Vincent 5 20
W TRl — N 7o hoMER & L . R
REEREEASHES LTV, UL, Bxo
FRTIE, BB XORAHERIC S I RO T
N, S s CPNI T245M SNz 2 &
DD, YRR O ATREME DS RIB S Lz,

CPNI X/ VA x X7 F X —+% N

31

(carboxypeptidase N; CPN) Dfiifiit 7= h
a— NI 58T THH,CPNIZT T VF=00
CREEMOETAX = 2EML, 779 9F =0 %2R
TEbd %, AEFTIL, BEOMIE CPN JEMEILHE
WD 67% T Y Vincent H DWEIZH T 5 CPN
IEMAR T RO E b —&H L, 2, 77
¥= o545 XPNPEP2 a1 07 aE
— =M (c.-2399C>A) MMERRR T & LTRE L
TWDA[REME bR S 47z,

JEERET & LTI, CPN OREEIEMIE FIC L 57
TIOX=RT T T 4T XV ORIEEE DR
ESND, —J, CPNRT T A ) —F U im k%
MLTHY Z LA - F=V RITEA L TWD Al
PEBLFERM SN TR . Z ORI O ) 44 VeV IE
RS- LTW D REES & 5,

CPN ORI L 5 HAE 13, R HEFER L
DER e TOBRIEA, ERE, B, 1B
BUOSIZOWTRIER 2 i3 2\, 4113, HAEnCI
DBIET-ZWIT CPN1 %A Te Z & T, RIE-ED
S LB IR S D,

(3R]

1) Tokimasa Hida, et al. Allergol. Int. 74:479(2025)
2) Denis Vincent, et al. J. Allergy Clin. Immunol.
Glob. 3:100223(2024)



A=V IF—2

HAE JE/EREFA I 38 1T 2 TE PEAL G [ 25 XA - D & 2 D FHLE 20 4

T 1B
FLIRIREEEIR RS PROEEREH iR

True physiological functions of coagulation factor XII learned from the mechanism of HAE attacks.

Masahiro Ieko

Department of Nursing, Faculty of Health and Medical Sciences

Sapporo University of Health Sciences

AR M VA IE (HAE) 13, B2 O VRIS, 157 kL
N R L LD AR | S RN L2 2 R R e &
H DR T Y BRI AR B Th D, BT
77 —8TH5 Cl- esterase inhibitor (C1-INH) D
BEREAK NN EREIKI THY | AUV BRI FE A S
727 70% =2 (BK) BB NEMIRL o7 F70F% =
B2 =K (B2R) I/ A T D2 LI K0 &g e T
HEL, HAE B{EMN 5| & i hd, BK &5 AT DRk
i, BEE S XTI K7 (FXID) . 7L A7 A2 (PKK) .
E == (HMW-K) 205720 | Bl SOG 1T
VR[] - BRI B . AR » SIE R SUS LI DTe o TS
v, CI-INH 22 b0 RZMHIAYICa s hr—/L LT
%o ZOPERIFR DAL — 2 — | XEEE S X K- (FXID)
THY, FXII 1T Autoactivation <> PKK OfEME(LIA
Tho1) 7L A (PKa) TiEMAL FXII(FXIIa) 12725,
FXIla I% PKK % PKa &L, PKa i HMW-K % BK
(BB 5T FXI 21535, 2212 FXIT &
PKK (245 BK PEASEIRS AT A0k E3d, &6
12 FXITa i3HARBIGELL 7T A3 (Pln) & FEAE
%, Pln 1% FXII 5P 3524612 BK BEABIR T,
ZH5ICh FXII & Plg (255 BK #lE S AT AN ES
N5, —J5. FXIla }& O Pln i 34fiARE2TEMECL, 1
BB PE TUME K ORI R O AL,

I, HAE OR#IFEMHIFEEL T FXIIa ([Cx75
T/ IR—FNPURTHDIHTH o ~T B Efisniz,
5 ~71%, 3mglkg B2 FESR THEHNT 470 FF

32

[T, i NCHIT5 FXIla /ifE PKa i&ME4 ik
K T0%FAEL7- D, VANGUARD #{BRTlE. A
HAE J{EE$1%, HI5 T ~T RN 0.27, TTFF7ER
#E(2.01) LHHRL THEIZHAD LTZ 2,

AR L 72 IO il R DAY — 2 —Th% FXIla 13kt
[l s B SN2 E DAL —H—Thd b, NN FXIla
X FXT 3G bL BEE I A —RIZLTZ 08> Thirys
EVREAZ G I ZORUSITEEE U1 I RS
D, Liz3oC, FXITa A 3B RO 2
BT, EERC FXI K ZIEBF 2B W T fE
REBDHZ LTI, LA FXIT K Z LAz E
DM HESHL, FXIT R Z DERIETE O E A<
72D LB SN Do T2, BIE, FXII R 21285
MAETEESNTOD, FXIEMR FEARFRED
BEE MRS AL TN 9,

AFEHETIX, HAE BIEOBFZHAL o 74
~ T DN FEERR 2 T A PR IC RIE TR DN T
FRALTZV,

2 R

1) Mckenzie A, et al. Clin Transl Sci. 2022; 15:
626-637.

2) Craig TJ, et al. Lancet. 2023; 401: 1079-1090.
3) Sato Y, al. TH Open. 2019; 3: e263-e272.
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L-fucose inhibits the binding of lectin pathway recognition molecules to glycans and regulates the
activation of the lectin pathway.
Tatsuro Sugayal 2, Yumi Ishida?, Takeshi Machida?, Manabu Hayashi?,
Masayuki Sekimata®, Hiromasa Ohira?, Hideharu Sekine?
DDepartment of Immunology, Fukushima Medical University School of Medicine,
2Department of Gastroenterology, Fukushima Medical University School of Medicine,
3Radioisotope Research Center, Fukushima Medical University School of Medicine

Lx U oiz] Z LT, EENSE L, U EORERENS, CL-10

WIRTEIELRED— 2 TH D L7 FURETIX
Mannose-binding lectin (MBL). ficolin, X W
B2 L7 F »leollectin-10 (CL-10 or CL-L1),
collectin-11 (CL-11 or CL-KD]23#5#%> 1- & L Cix
72 & % . MBL-associated serine protease-1 (MASP-
13 L O'MASP-2 OiEMEAL 2 18 U Tl & 1& M b3
%, MBL ¢ ficolin E. W9 21D isoform & AE#E
AEREFR L THEERE L T2 0lIckf L, CL-10 &
CL-11 {25\ T, £D%< 3101 ? CL-10 & 2
53F O CL-11 oS o ~T v ek Th s
CL-10/CL-11 (CL-LK) Z Bk L. RN ZfEER L T
WD ZERMESNTND D, Fox ITRTEOAL
HERNTT Y7 N—7 THER L7 CL-10 %7213 CL-
11 2 KT D5~ 7 A%\ 2 in vivo [ZEB1T 5 Tl
i A R (B IRDE 7 L O AT 2 s L
7o CL-10 £72iF CL- 11 # R L7e~v U A TIE,
AL LIRS SGE L, & BT IRI OF
EHN B AR~ 7 22 L-fucose % JEENE 545

33

& CL-11 EidliE o~7 nl&iRThs CL-LK
. EEEZT IR Lo ) T RISEG L LV

7 F URBEEIEM L SE S Z & CTHFIRI 28 X
BT LRI, LA L., L-fucose M52 X
5 PR E OWEDS, CL-10 38 X O CL-11 OfE A
EERZLEERTHLINE I DIIRHATH S,

= ZCTAMFFECIE, CL-10 & CL-11 Off#iz & >
NIBEAERLL ., 1) in vitro \ 2R D EEEPEHEIC
X HMWE OFEREEZH SNl SBIiC2) &
FEEZPERA~OFEEE N T =T DL 7 FURED
YRS D BB OLE R A, L7 F R
EIEMEALBE DR EETH S C4 deposition assay %

HWCRFHIi§ 5 Z & TUFIRIICH T 5 CL-10 B &
O CL-11 Of&EIZ A3 Z L2 A E LT,

[HiE]
~ 7 Z [Tl kD cDNA 475U —Xx v CL-
10 & CL-11 OB 2 RBB~7 ¥ —IZPCR 7 1



—=27L.CHO iz T CL-10 i% ALFA tag
%, CL-11 X PA tag % C R¥mfAllofHhn L 7=/ x
a7 BHE LTRISE, CL-10 (341
ALFA-tag #iffk & — X CL-11 (Z51 PA-tag Hifk & —
R g &8, WAy 77 —2HnTEhTho
Sk e AT/ ] E1 [\ By

~ 7 A CL-10 3 X O'CL-11 O FH&EIR 41X, fucose,
galactose TN ZENDEZFERTH 5
fucoidan, mannan, galactan 2 — K L7z~vA 7
MIHHR R & R B2 OGRS, LA
U H—PIEHPT ALFA tag F 721351 PA tag Hilk%
HAWTHRINT 5 Z & T, ENENOREHEE 2 7
L7,

CL-10 3 L U CL-11 OHHEC & 2 FEETHE IR,
oz & % > N7 E % L-fucose . D-
galactose, D-mannose, D-glucose & L ZIEA L7z
%12 fucoidan. mannan, galactan # =2— F L7=~
A7 a7 L— MG S, B tag LA TR
T 5 L TR L7z,

HREIZ X2 V7 F R OTEMAL OBLE O 13

fucoidan, mannan, galactan #2— K L7=~vA 7

mannose .

o7l —k

D-fucose .

7 7 L— k & L-fucose, D-galactose, D-mannose, D-
glucose % ZNZEHRA Lo BEM~ ¥ R Mig %
V7= C4 deposition assay (Z & - TR L 7=,

i
1) =7 A CL-10 3 LU CL-11 OHERME 2 fifd
L 7= %55, CL-10 i fucoidan > galactan >mannan, CL-
11 1% fucoidan >mannan > galactan OJIE(Z i (25
A L7, CL-10 & CL-11 iZ

L-fucose, D-fucose, D-

galactose, D-mannose, D-glucose % {&% L T fucoidan
F721F galactan ~DOFER OFEIE ZFHM L 72 FEE. L-
fucose TOALHREICIAEF ST,

2) C4 deposition assay Dft %, mannan % 22— |
L7e~A 27 u 7 L— b TiX L-fucose TOH C4 Dk
HEDPAREICHE AT, —F. fucoidan Z=— F L
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Joe~A 27 w7 L — MET L-fucose, D-mannose, D-
glucose T C4 DILENFRRICIHE Sz, E7-.
galactan # = — hL7o~v A4 27 27 L — s TlE L-
fucose>D-mannose>D-glucose T C4 DILFENHEIC
FHE ST,

[B%2]
4 (Al CL-10 B L CL-11 Of#z & 80 B %
YBRE L. F N F N ORERIRME IS DWW TRRIT 21T o 7=,

CL-10 & CL-11 /X fucose D4R T % fucoidan
~FRANTHES L. SHEE~OR S ITIRAS T L-
fucose DFE T CTHESND Z LovRahiz, &6
1. C4 deposition assay T [ElEEL
mannan, galactan Z=2— F L7z 3 _XTHO~VA /1
T L— MZBWT, C4 OILAEIL L-fucose DFHET
THEFSND Z &R ESnT, LLEORENS | CL-
10 & CL-11 (3HESH KSR D fucose & BINAGIZFEE L |

BESH~D CL-10 b L <L CL-11 OfEEZE R Y A — &
T2 VL7 F UREOIEMEGIZ. L-fucose DAF/E T T
FHE X415 ATREMEDS RIE S 4172, Limitation & LT,

MEHIzIE L 7 F R ORI B 53 2 7880
& LT MBL X ficolin 238 % 723, BEDLERNE
IZOWTIEESHRIMPVPBELEZ BND,

Z. fucoidan,

[%%A\

V7T RO T % CL-10 & CL-11
I, BESE AR D L-fucose % SR AYIZFEG# L | L-fucose
XINSOHED T DOV T R~OfEGZE M) H—
ETHLI T URBOTEMAL Z HE T 2 2 & 3R
SNz, CL-10 £721X CL-11 IS kB U B R~
AERNIHT—LTHL T FURBOIEECICER L
72IRREIC BT, L-fucose DG MNEEBDIBE TG
T DATHetED R STz,

[ k]
1) Adrian Sutta, et al. FASEB. 38(5): 23543
(2024)
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RENEDE D RELENTHEIR T > 7" 1 1 ViR % X7 F X —8 RIGHALAEAT

A W D OKHE S BOKF 2, KEP
HA&S |

WA [z 9, gk

EF D, A 9,
LU s D

DR URSEHA ibe e, 2 A i BISR PR EEOIER S
D A ERTFERFGEETL R BRBRIET, 9 FERAFIEER T AR

5 BEANRIERT: R ALERER AR,

6 R RFR T

IN S

Analysis of procarboxypeptidase R activation in peritoneal dialysis effluent in peritonitis.

Takeshi Kawamura?, Rieko Ohta?, Masashi Mizuno®, Masaki Imai®,

Hiroyuki Yamamoto?®, Asuka Suzuki® and Nobuhiro Yasuno

D Hospital Pharmacy, Teikyo University of Pharmaceutical Science,

2 Immunology, Nagoya City University Graduate School of Medical Sciences

3 Renal Replacement Therapy, Nagoya University Graduate School of Medical Sciences

49 Medical Technology and Sciences, Kyoto Tachibana University, Faculty of Health Sciences

5 Health and Nutritional Sciences, Aichi Shukutoku University, Faculty of Food and Health Sciences
6 Teikyo University Graduate School of Public Health

LxL®iz]

AT K D AR Sy Cha DT 22 EAE T,
YN BT B A P ER OB RIS L iR b 2 £
SEEEEEE, BLOMAELS I EEZ T, VR
X _XFFZ—E R (CPR) 1%, Cha ZHlHI LTk
D, HIBRMETH L T HNLRFLNTFFHE—F R
(proCPR) MILHFIZBWT b - b RE
Va ) AR (TTM) R T7AIVBRED N
VUMRERIC L o TEMH b SN D Z & THER S D,
proCPR (% in vitro (ZB W CTHHERT T 2 2 —F |
Lo TR LESND VR, ZOAN=ALTE MO
RIEENL TITMFES N TVRV, AEFZE T, B b
BMRIEOETTLVELT, EEXOEENT
proCPR NFHEk—=F A % —Biz k- CTiEM b s
VAYIRY o Ra e

[7i£]

92 FHOTNFX=v 2T Y BB
proCPR ZHAKZ T, T-TM L IFHERTT R
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5 —B DYWL OE N ZfRNT L2, b S IfE
D FERL L 72 proCPR Z W T, #FHER= T A ¥ —
P.T-TM, 77 AI ko THIiEn T L D
proCPR Yt [y %2, Ht proCPR, CPR Hiik% v 7=
VAT uy MR LT, EEgEE L
FERENFE R B F O EIOE T HER 2 VT, proCPR @
Gl & — o Zfiftr Uiz,

[ 2R

HHERT T A 2 —BIT & - CTUIM S 7 R0 72
proCPR Wik A AXZ — U R BN oT2, &
Mg DIGPEN ThF k= F A Z —EIZ k- T
proCPR 2M/EMAL S TWD Z L 3o T2,

[B52

Cha 2L » THEM LI PERT 7 2 X —E )
72N C proCPR ZiEM(L L, 4 U7z CPR 2% Cbha
EAREMALT D R — N2 Vv 7 F
LY RIERIS 2T 2807 4 — Ky 7
VAT LNMB T E BRI LTV D,



Ut o
t M RIEEBNL T, proCPR 13#FHHERT T 2 # —
BIZ LV IEEL S 4L, # L CPR 3 4Rk L7z,
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1) Takeshi Kawamura. et al. Microbiol Immu

nol. 2002;46(3):225-30
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R 2R IR Borrelia fainii ® 't MR HIEREIZ DT

g A O SR BERRR D, BB

k% 3, Bernard Mudenda Hang’ombe®, % J£3C 5,

WIE SR, TR

DIE SEAERE MO BREEAE - ESLIRSIENTIERT M

—HB, 2 [ENZAERTEHE B - [ENRGYENTTERT

RHREREES, IEHRE RS BRIEAATIERE TR R, 9 B 7 R BRIESERS,
DIMRHERY: U 7 T BIFHLA

Investigation of complement-resistance associated genes in Relapsing fever Borrelia

Kozue Sato?, Kentaro Itokawa?, Yongjin Qiu?®, Bernard Mudenda Hang’ombe?, Hirofumi Sawa?,

Yukihiro Akeda? and Hiroki Kawabata?

D Department of Bacteriology I, National Institute of Infectious Disease, JIHS,

2 Department of Medic Entomology, National Institute of Infectious Disease, JIHS,

3 Laboratory of Parasitology School of Veterinary Medicine, Hokkaido University,

4 Department of Paraclinical Studies, School of Veterinary Medicine, Zambia University,

5 Institute for Vaccine Research and Development, Hokkaido University

xroidl

Borrelia fainii 1% 2019 Eic ¥ 7 EfE T, ~
=R K0 RN T2 B D DS vl T
DORFEARER LY 7 THDH V. B fainii % & TAF
B AR, RIS ME A B S 292 &b,
b bGP ORI A R R R 2 R A
L, b FERGEERENOREEL TVDEBE BN
TW5b. ZZCHAL, B fainii ©t Ml EHE
PO A B E LI-iF7e 2 Ehi L7,

(54

B. fainii OFRIREE A I 5 720, #lifkR 4 I
Bk LT e M IE ISR 5 Rz MR A S
L7z, fEW T, fMRPET 2R 5 720, R
BERMACOEROH Wz 5N, B, fainil \ITFEH
TR DR AT - 7=

FRE)
MIFRSEHERER T, B famil TR EEOH 5 e
G CAEFER 100% %7 L=, £72, B fainii ®
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PR 12 MAC TERR DR & 72 D KRR 5y
Cbb, 72 b NTRABPEOMARY CO 2SMti S
ol &b, MAC ERUIZE > TWRNT &
ZHRM L7, Ix T, Far western blot 35 X O Pull
down assay &Y, B fainii\ZiiEH O H K1 &k
BT LAt Lz, BEROBIREEER LY 713
H K56 % > 737 & (Factor H binding protein A:
FhbA)ZRAE L, TO7 I/ BRESNIEREEER L
VT M CTEEICRESNTWD. —F, B fainil
DA ) IMFENTH S fhbA homolog % [A7E L7273,
ZOBBTIXT B ABREET T

[B%]

B fainiilib PO HRFEFEETHZ LT
HRZRZRICHIBEI L, TORE, WMikRe L%
EFHE D DIRRE L TV D Z EAVRIR S 2. Ll
RIS, BERO H KRG X o 7 BIZZ0H o
I8k a— R 5\IBTICT B AERMELT
BY HRHEGX L R7EE L THEIEL T
EEBEZLNTZ LD, REO HRKFHEE X 37



ERAHRERTF LA L, TnEid 5 sy
DAFIES D e EZ b,

(78]
[EYREVEIEIR B, fainii 1%, & MLTEFOMRICHE
PEE R T T, BEAOMIAEIES MR 1-(FhbA) &
LRI B X L RIS L 0 IR A R D e
LTz ABIIABRIG T OREEZRRDL TETHD.

(k]
1) Yongjin Qiu. et al. Clin Infect Dis. 18;69(1):107-
112 (2019)
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Crovalimab Inhibits Membrane Attack Complex Formation Beyond C5 Cleavage.

Koki Nagaoka?, Ryohei Kawasaki?, Yoshinori Tsuboi?, and Kenichi Serizawa?

D Chugai Pharmaceutical Co., Ltd.

LHM]

Crovalimab (FAfif& C5 (2% 2 o fIEIE Dy
KEIKTH Y | 2024 FIFHIEMER M A~E 7 71 E VIR
JEDIST B &7z, U PUREEOFIRKIZIT
UHA 7 THURHE 72 S E oA MED
ITW5 Y, Cs DA ZIAET 5 Z & CTREBES
RIERCZ Al L, $I A B2 5 2 & B EeEMT
THDHN, ARAFIETIE C5 DRIZTZ T T722< C5 B
FBOKIEHIMZ DERG LT,

[5i£]

<V I AR >

C5b6 & b VRIMEKER IR & 37T°C THRIG S HT2i%.,
C7. C8., C9 #ISHWRIZHIML, 512 37TCTK
SRRz, G, BUSHR & DI K0 RBUS DR
MERZ FRV=M%, R4 414 nm O R CRLE S
BIES 5 2 & TN OFLEE 2 57 L 7=,
<t C5 HUADFHAL >

Crovalimab [3#EN TH%E L7HiiR &2 L7z,
72 BEECAIEH A2 b L2, Eculizumab sequence-
identical (Eculizumab-SIA) K O°
Ravulizumab-STA Z#EN CTil#E L, SEBRICHE A L7z,
v br—LE LT, H Cs HUARIEONRD Y I
gelatin veronal buffer with Mg & Ca (GVB++) & fii
M Uz, W iiaBRIC BV T, C5b6 & b URILER A
PSS H RN, C5b6 &4t Cb ik z 4C TS S
Wic, WMAFES ooy br—H T Lol

analog
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HEEE 100% & L, Ht C5 RO MmNl o s
JE & 3Tl L7,

E=EJ

ay hr—LThsbH GVBH% V- IAIM R T
I LS B S VRO OB N L 72 (Blank:
0.056, GVB++:0.769, “FfH), & &L C5b6
L C5 BEAZ UG S E - %I RIS iR & 52
i % & . Crovalimab (2B W TR AHUAR T 6.4%
F TIEMOFRRENEEE L, Crovalimab & TIAIML
DI & 7z,

[B%E]

8712, Crovalimab 7% C5b6 LARRD K2 %
% Z &MV in vitro TRENTEY | Foxr OFER L —
T2 2, KMRFHZIB W T Ecuzliumab-SIA <°
Ravulizumab-SIA 23V L% #1272 02> 7= ER O —
2L LT, C5 T DA ELAY Crovalimab & 52

DT ENEZ LT 995,

it mi

C5 BAHZITT2< Ch FHRBE OIS HMA D Z
L1, 5t C5 itk HTH Crovalimab D A 7
ZALTHDZ EBRBINT,

[ SCHk]
1) Sampei et al., Int J Mol Sci. 25: 11679 (2024)
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2) Zelek et al., Immunology. 155: 396 (2018) 337 (2016)
3) Fukuzawa et al., Sci Rep. 7: 1080 (2017) 5) Cone et al., PLoS One. 18 (4): e0284502 (2023)
4) Schatz-Jakobsen et al., J Immunol. 197 (1):
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B~ U ZADIRE

William Halle V,

Wen-Chao Song ¥

AT KIPRAE - N T A L— g FARIERY:

D4, TR R S RSB B B

Treatment of complement-mediated diseases in mice
by hepatic expression of factor D
Hangsoo kim V-2, Madhu Golla V, Damodar Gullipali ¥, William Halle V,
Takashi Miwa V, Wen-Chao Song V

DDepartment of Systems Pharmacology and Translational Therapeutics,

Perelman School of Medicine, University of Pennsylvania

2Department of Nephrology, Nagoya University Graduate School of Medicine

I Coic]

Hitk D K7 (FDIEAFIECRICER SN D C3 X
FB7p & L3720 IR CrEAE SN D, F T2,
AL OWFZEIZ K B & FD ITEHENIZ & A L7200 pro-
FD & L CHwEh. MASP3 (MBL-associated
serine protease 3)IZ & - TIHME(L L7 mature-FD
BT D Z LW RSTEL VI, 5T, MASP-
SOXKE LI~y AB I T FD AEEDZ
LW pro-FD & U THAET 2728, flifRRIRE I (AP)
TEMENBEE IR T2 2 &Rt sh T 29,

SRIFxIE, 7T BT A VAT 2 —(AAV)
#MHWwTte ~ FD#{s 1% FD 7 v 27 7 7 MED")
~ 7 AZEALTFD b Mb~ v AD/ERZ AT
WAHEZ, AP IEMERNHEET 2 &V ) TS OFER
DL, ZOBRO A T =X 5O E X
BRSO H & B BICAIFE 2 51T L7z,

[71£]
t b+~ AD pro-, mature-FDi&I5FE NI
X AAV8 IRy & —% 7=, C3 - FB - FDi&5 1
DKNTUAT7 Vv a EERTIX Hepal-6 flifd%

41

R U=, 1850 EZER TITMR I R B~ 7 2
5L & LT FHRR(aHUS) 9, FHnmP (C3G) 9%
FHW 7=,

[ 2R

AAV8 BNy & — % FWNC pro FD & mature-FD
Bin T2~ U AT CHRE S5 & mature-FD
BALTE~YTUAD AP IEMEMET L7z, F~T 2D
MmiEH FB 2 WB THERT 5 LA L TR Y APIE
MR DR & B 2 b, C3F~ U A TIXFRIBEG:

O CIERFMETH D Z LN minoTz,

Hepal-6 #idiZ C3, FB, mature-FD Z 33 S
% L HER BIEFR @ intact FB 232k L7z, FD £/
7 vm—FAHUROBINTIE FB OR¥8 % BT 727 o
72723, Vemircopan CIXARETH 7=,

HRRRBIKGEEDRBET LY YA TH D
FHRR 5 JLOY FHwmP % T AAV8-mature FD
WZEDIEREREIT T2 L T A,
AAV8 R & — & Ll U C | A7 RS0 « IR T B,
I BFAN T L OO B R G D RS T & T

o har—)L®d
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[&2] [ i

ABFZEDOFERIL, FD & FB - C3 235l % O#ffik TRE JFlEIC31) 5 mature-FD O BATPEREELIL, #HAN
AEhbZ &, MASP3 (2L 5 FD #lf#72s, in situ  fEMIREBOIRRIIGH TE D AlREMEN D 5,
TO FB OIEHAL & FBE D CTeDIZnETH D 2

L EoRIE LTz, FB OEM - i & 5 BIGAS, flifa (k]
NOLZTEDIITHEZ A TNEIDNENH & 1) Sekine H. et al. Immunol Rev. 313:15

T T L MNITIEHETOZR Y, (2023)
AR B T 2 A OB IS 1Z % 5 8<°>  2) Takahashi M. et al. J Exp Med. 207:29
Be G T Rk 2 e RIED A ST DY 3, 4 (2010)
FI ORI 31T D mature-FD FHIZ L > T AP 2 3) Atik T. et al. Orphanet J Rare Dis. 10:128
Il EnD LV H BRI MCBRIFT2Z LT (2015)
X50b Ly, 4) Ueda. et al. Blood. 129:1184 (2017)

5) Lesher AM. et al. J Am Soc Nephrol 24:53

(2013)

6) Miwa T. et al. Annu Rev Med. (2023)
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Structural and Functional Analysis of Fibrinogen Degradation Products in Fish

Ko Lai?, Shintaro Matsui? 3, Takahiro Nagasawa®, Tomonori Somamoto?, and Miki Nakao?
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2 Faculty of Life Science, Kyushu Sangyo University
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L ®ic]

IMIREERE - BV R & AR ITE LA 2R IR & 4b A
LTW5 EZEZ B, RV TIE O ALE
APHmBN TS Y, BEROTEEN D7 47V /
72 (FBG), BEIZEDO ha e ro7 7 A3 U2
X % FBG 2 fi#rE L., COVID-19 SLESEA > 7 /L=

Ve ERREBREIE R BIC RV TE L RS L.

ZNHDORE~DOEGRER SN TS D, LYJR
LR 72 B REENY) Cdo D HFETIL, MR OBIRIL X
DIRNEZZDNDLD, RBICBITL2Zh b0 1
AR —=ZIZHET 2HAITIZ L A 7R,
AHFGEETIX, BEREDO A (Cyprinus carpio)
IZBWTC, MmiEHE FBG @ D Ik iAoy iR FEW 15 il
EROBWMIEHELZRETHZ 2R LR I, KiE
AL FBGIZ L AEIZIZEA ERBD DN T,

Z DBEE R I D AR D BH ERAE O FRI I B e

FHMAET D FBG DOOEHERIZOWTIZE A ER
e Ty, ZZ TARBIETIL, A miEnrbH
R L7 FBG B L OV 7 2= MFRPUAZ
TERLL . Sy MRPER) OMETE & HERE & AT L 72,

[51£]

A O UL 7 a2 I CREER S F 8N —
JV Tresyl-650M \[C L 57 7 4 =74 7ua~ 757
+ —3$ X O ENrich SEC650 71 7 A2 X % 7L Al
AL, FBG kR U7z, 15 572 FEMITE TRt
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® SDS-PAGE TH 7=y T LI|Z/HHfL, &
YRESANGEIDH LT EREL, £
o=y MERMHUEEZER L., 3/ mifice M
XUy he v N AR E S E S L, SDS-
PAGE BX Wy =z2xZ T av7 47 TFBG ®
RSB — B fRAT LTz,

[ 2R

ARG U7-FBGIE, FEi% CSDS-PAGE T4y 15K
320,000 Hi—/ 32 R4 3EICSMF T TIEK51,000,
#949,000. #148,000D3A D/ K& 7R L, BEHOFBG
DAaH, BpEH, y#HO oy Fi & —F L7, (ERIL 72
BHURIZY =A% T a7 0 72T aA g
Oxt T HFBGH 7 == b &R RAICERHLT D
bR L,

aA MEEAIN T ABION N BT L Y EE
FESETTZ7A4 7YV TMMERL, Vo RZ T ry
T A TR EAT o TR BEHIS L OB ARG S
N5—F5HT, a7 v R 7 RiigE Ao e
Bt S e oz, BEHI KL OYBHOLEEEWIL 51
#%9220,000, #7100,000, #780,000. #J60,000(Z#
BN RE LTSI, y8HO /S RIREE IZBEH
L RRLFMEIA R DT, £, BRE4ARFEEZIC
X, BEHIZH N THI40,000 DB DKy T30 R b
BRI,
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ZIVE LA T, FBG 2R 3 kElE 55 XTI1
ALk d7vR2) 07 SNH0IEFFEIZaHiB LY
yHTHESN, TNEN aR U ~v—E& vy DZEGE
FEHH LTV D A, B SHOLUGE XA S Tn
720, ARFFETaA 2BV T B SHORE R b iR <
BlEtsnizZ Lid, TNETIRARWEHRmA LS
2bhd, 5% BERTe T 7T —EBEZHNTE
IR AL S NIRRT « 7 U 2 U S fRFEY

(FDPs) 2B L Syt Off A 2 5 L 3k,

15 DT D IRPEMNT K 2 Al ARTEVERIE A 7 = X 5%
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Complement-mediated opsonization of chitosan particles:
application to oral vaccine for bony fish

Akhil Kizhakkumpat, Takahiro Nagasawa, Tomonori Somamoto and Miki Nakao

Laboratory of Marine Biochemistry, Faculty of Agriculture, Kyushu University

[Introduction]

According to the 2025 OECD Review of
Fisheries, aquaculture is one of the fastest-
growing industries worldwide, with production
volume nearly doubling and production value
increasing by almost 450 times since 2005 (1).
However, infectious diseases remain a major
challenge, causing significant economic losses for
fish farmers. Therefore, developing -effective
disease prevention strategies is essential for
achieving sustainable aquaculture. One promising
approach is the use of vaccines, with oral delivery
being particularly attractive due to its non-
invasive nature, reduced labor requirements, and
minimal stress to fish. Despite these advantages,
oral vaccination is often hindered by two major
limitations: degradation of the vaccine in the
gastric environment and poor uptake by intestinal
leukocytes (2).

This study investigates the potential of
enhancing oral vaccine efficacy against
Aeromonas hydrophila, a common fish pathogen,
in Cyprinus carpio (common carp) through a
combination of chitosan-based encapsulation and
complement-mediated opsonization. Chitosan
encapsulation serves to protect the vaccine from
degradation, while incubation with serum from
immunized fish facilitates C3b deposition via
complement activation, thereby enhancing uptake
by phagocytic cells and improving the overall

immune response.

45

[Materials and Methods]

Chitosan-encapsulated A. Aydrophila was
synthesized using the ionic gelation technique (3).
The prepared vaccine was then incubated with
serum obtained from Cyprinus carpio immunized
against A. hydrophila to facilitate C3b deposition
via complement activation. C3b deposition was
confirmed by Western blot using an anti-carp C3
antibody. The vaccine was administered orally to
carp, and its delivery to the posterior intestine was
verified by dot blot analysis using antibodies
specific to A. hydrophila. The efficiency of C3b-
mediated opsonization was evaluated both in vitro
and in vivo using flow cytometry.

[Results]

The chitosan-encapsulated A. Aydrophila

synthesized and

C3b

Following

vaccine was successfully

effectively  deposited  with through

activation. oral

the

complement

administration, vaccine was efficiently

delivered to the posterior intestine of carp. C3b

deposition significantly enhanced the

opsonization of the chitosan-encapsulated A.
hydrophila, indicating improved immune
recognition and potential for enhanced vaccine
efficacy.
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Developing Novel Diagnostic Assays for Atypical Hemolytic Uremic Syndrome (aHUS)
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aHUS IS 81 (Alternative pathway: AP)
FURTEMAL A B & 5 MR R 8 E(TMA)
Tho, AP IZEHOLNFITHANY T M e AT
5. &5 WIEHUHIIERR 12k 2 B OB A i
DL THEZKE SN, ZOITEBOSE R
Kl ORARI I &3, M ATEENME 2 580 L 72 i
TIERW, F72, aHUS BE D 9 BR KNSR 7 3FF
EZNDDITH 40-60% & VVbiu TR, KD D~
FHCITEERAICERIN 2O T aHUS & L CIRIEN
fThihvTnag v,

aHUS OFETEBIMEIC DWW Tt b Y AR IMERE I
R THOINTWED, CFHIZIHI N T > R Do
% aHUS ZWHIFEHE LTV D 720, Bk s 72 D E
B2 A2 5 2, aHUS (2kf LTl ik,
Pt C5 PR & W\ o T2 RO @ OIBRIRIEDFAE L TV
CHEL LT, MEEZBWII RN DMREIENZ L
W DIEENAOBENBRHBEE oo TS, 4l
F# 1Z Flow cytometer % T AP JEMHALITHELIA
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T2 MR E ~ DM A RE 2 NIE T 2 HiEDB%
LT, FEEZWNC D72 D T- e A B DO RESL %
Hig L7,
[HiE]

2020 4 4 A H 2024 4 6 HE TIZAHRERT
aHUS #8512 b 7 Yk Bk kSR & 0%t CFH
PURDBRERIED b o> ok D 5 b [FEE %2 BF
T&7-aHUS, “&kIMETMA, ZDOfio TMA ## 51
NE RGN AT o 1o RIT O 7202~ 7 A MLAE
R AERIARE UV2 12 human C3 5T %A LT
UV2-hC3 1Bk L7z, Z OIS L CHRE miEE
TEH &8 fMifazkm EIckEE Lz C3b LU C5b-9 %
Flow cytometer THH L7=, Btz hm—p b L
Te Y URmEkEmRRIC S VS5 CFH BLE
PLR(072-16) CALEE S L= A & X | cut off fED
R AR AT,

FRTE BN & R AL AE 2 OF -8 Tt L
AW B OB EIT- 72,

WG D
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aHUS AF ML IERH SE 25 &, aHUS LSto
TMA BFOMBEEEH S L ZITHTHL M
(R B C3b ofEA . Cbb-9 DIZARMMELE S 4L
Tz (Fig. 1), F7o, SMET —F & O THRET
L7t Z A, LDH kUi F C5b-9 OHfIE AT
9 & T 90%LL EDOZEKEE T aHUS #2MrT&
5z EnmEhT (Fig 2),

[B%E]

A RIOBRTT AP TEMEARIC K 2 M o fiAs
BPEZRET D Z LIk Lz, C3b IXRFEEEN
96.7% & &< . —J77C C5b-9 ITFE A 90.5% & &l
ENIRE N, L L7eh o ARRER B ClX
aHUS ZWiEEN o Icmn S idn 29, imimrEd
% 7%9 LDH &LfAEDED 2 & THRWZENEE

T D 2 L ANATRE kﬁoto%%ﬁ&ﬁokz
FEFNZ DWW T, 1 IEBNI BRI L 5 kit
TMA tZHEhTWwdboo, KNI
Eculizumab 7338 A i1, B - GREICE > TV D,
H o —FNCE LTk, B b EEARK & 22 o7
TMA T > 7o, MATEIEAL & 5O FEhE - ZREE
B LTI~ OWERH Y . AIEFIT AP IHHEH
JUHE L TV SISO W TR O R #R3 H 5,

AR TSR DBIT 2 2 holob DD,
LDH f#lzf 59", C3b, C5b-9 A& A3 Ltk L7
Bl kM TMA, 0o TMA THh-TH APTE
PER B o TV B ATEEME R & 5, 41T aHUS LSt
? TMA (2 KIE TR DB ST BT 217 -
TNETZW,

(it

aHUS 24t & L T Flow cytometer % v 7=
Bzl FEZ BT Lz, 5% 0 aHUS B2 139Ek
DO URMEKE MRS, i CFH fufifd & 0
TABRE DTN 21T > T < (Fig. 3),
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D&
DEFRED il FEBRE e
A A R (2023)
2)Yoshida Y. et al. PLoS One. 10(5). (2015)
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2. LDH&MAC | aHUS | exc.aHUS | total
positive 18 2 20
negative 3 28 31
total 21 30 51
Specificity 0.933 (0.779-0.992)
Sensitivity 0.857 (0.637-0.970)
PPV 0.900 (0.683-0.988)
NPV 0.903 (0.742-0.980)
Diagnostic | 94 (0.786-0.967)
accuracy
12.857 (3.332-
PLR 49.608)
NLR 0.153 (0.053-0.438)
3. TMATEG| DREIFRE
aHUSffEm‘zf?Ul — | EIRFRE I
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AR EZE PR
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Assay for Serum Complement Activity by Use of Liposome

—— (C42 Generation Assay ——
Yuki Kobayashi, Emi Uchibori

Kyoto Tachibana University Graduate School of Health Sciences

L wic]

R DN, TEMEZRIE T D H51E L H 2 OE
HIREAZRET 2 5E0 2 /AR D 5, IEHEREIX
ek, v Y URMERAE M S AHIEEE U CHRIET
2 MG A (CH50) ¥ 2SHW BTV 203, HifE
V% BB AT E ISP S AR E Y R Y
— 2 2995 NHW SR TWS, CH50 LIS DAl ATE
PEIZBET MG 65 Hik L LT C42-Tmax
15 O 53 ARAR AT M8 OfRHTICE H Td D, Fox 1,
C42-Tmax IEDOAE L Y VHRILEk (EA) i iz
YR — LD RN DWW TG L 72,

[J71%]

RI T, [E L7 A v AFEMESEE S O MR
HA T A MU a—) Z6EH Lz, R,
P RICEE LTV R =L, FONTT K
THPUL & MG ORMEOIEMIC LY. ORI
BRAGERASEBES L, VAR Y — ARG %)
Do TOREVRY —HNIZHE I TV EEH

(G6PDH) 73U BRARIR TN 2 7= B (G6P) &
& L, [FKFZ NAD % NADH 2% %, 20
NADH O#n sz, Wt (Abs.at 340nm) %
KD Z LIZRVMREEZRIET 2D TH D,

C42-Tmax O T4 & C42-Tmax HhfR

MIEF OISy & VR Y — DD 2 Befkic

INT T
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DD, ETIRY =L ENTTUHKB LD
Tris HEfRFEMER (TBS : pH8.0) THAR L7= i %
KItE® 5, WIZ EDTA ¥ L7z TBS (EDTA-
TBS) THMLZZHIDOMIGEE S HITKIS S5, Hi
F% 1st step & L, #F % 2nd step £ 95, £
1st step TiE., MiFEF D C1, C4, BLUC2 N VUK
V= BT D, RIZ 2nd step Tid EDTA C C1,
C4. C2 DUSEMA T T, MiFH o C3~C9 73
1st step T & 72 C42 1T L Y AN Y — A fEE |
IZ MAC MZER S, VAR Y —NIEELZT 5,
Z @ 1st step & 2nd step [ZHRIKEIER b ST

(NHS) ZiabdbEdZ&ichh C1~C2, £7z
1% C3~C9 DARIEMEZ T2, 1st step D JiHF
& 1 5~20 73 O T b & C42-Tmax MRz
TERk L7z,

[t 2R

C42-Tmax Hi##1E 1st serum (% TBS T 1:100 A7
R, 2nd serum £ EDTA-TBS T1 : 4 #FR4& >,
37CT 2L EH 5 Z & C, Tmax % 45 47 &
T =7 R OSBRSS i, FEE{LIE T
ERSHFRICE— 2 28D o T, 7z, MG
RIS U C. Tmax ORERE & WG N LTz,

[E%]

VR Y — AOBIEIZIHIRPUAE S RIC L 2 i



HIRE I DIEPEAL 3B - L T4, C42-Tmax #hifRIE

UARY = BT CA2site WS ILDH Z &1 XKV |
HUiRY, Tmax LLEEIE C2 @ decay D7z T4
5, VARV =L@ EEHNSEAD, EA 2V
C42-Tmax HifR & FIERO PSR & < 2 &3 6
ey VAR Y — LAY C42-Tmax HifkD> EA
WIRHATE D Z PR Eing,

NHS Z#ffiike L, VAR Y — 23 a T
C42-Tmax HifR 2 §E1T L7235 & EA & [ U, Tmax
45 LT HE— 7 RTINS b,

Classical pathway {EMALIIE TIX, 1st step @
OGS Hi#RE Tmax 23ER L WOLE KT J %, 2nd
step O SUSHIFRITIER Th 5,

Alternative pathway /& PE(LIMIE Tl 1st step D
BOGERBR I, Tmax OWYEEE X Alternative pathway
TEMELORREIZIN U TR T 9528, Tmax ORF
RHZAER L 72V, 2nd step O Shs AR IS Tmax H3E
RLVOEE IR TT 2,

FEB L MIE D C42-Tmax HIFRIE, MRS A3 ATE
ELTWBEDVRY —LOEENEZ S, v—
7 IRFRED BALIR N,

AECHR A HILYE D FFAT 11T, BRI O 1st step &
2nd step @ C42-Tmax Hh#RI KOV NHS @ C42-
Tmax HiI#E 4 FIRFZ20 L, 3 A C42-Tmax HhifR
T 5 2 LT R RO K 2 C1,C4,C2, %
72IE C3~CODELBLIZHLDNEWLNITHT
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EBTED,

7272 Ly A ENTFEER O A MG OFFHTIZ DU
TEETETEOT ., SRITMKRBRIATOmMG L
ECThb, 7B, VARY—2i@lEide Y Okinekz
AW EERIER L D | EABIRN LD MRS,
2y NEOENDIRNZO, VRY —Lhx i
C42-Tmax A IAHIARISHEOMITICHEHThH 5 &5
z %

(it

C42-Tmax JEIZEBNT, VAR Y — LN EE
Y URMEKICAHTE 5 2 &R a s,

[ k]
1) JbAEE  fth, AR SEBRGEEE 10 ek & AR
BHfEI T . 213-255, 1997

2) S Yamamoto. et al. Clin Chem. 41(4):586-90.
(1995)

3) S C Kinsky, Biochim Biophys Acta.
14;265(1):1-23. (1972)

4) T Masaki. et al. J Immunol Methods.
123(1):19-24. (1989)

5) /IMREEZE ML, KB SLFR R BT
IR FBACE, 2, 47-53, 1996
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VIR ESTER R SRR LIETRHR T, DI B e bt B #a & p AL PE R N R
Change of complement values during plasma exchange for neuroimmunological diseases.

Hiroshi Kuroda??, Chikako Kaneko?, Takayuki Sagae?, Kengo Uryu?, Kazuo Fujihara?d?,

and Teiji Yamamoto?

DDepartment of Multiple Sclerosis Therapeutics, Fukushima Medical University School of Medicine,

2Department of Neurology, Southern TOHOKU Research Institute for Neuroscience Southern
TOHOKU General Hospital

LxLoiz]

77T RY VA GURGHESARER A7 N T A
%55 (AQP4+NMOSD) =04 & B B fjy 4 J) e
(eMG) ITfRFE I DM BICRT L, 2t
18 & LTIt (PE) 27T %, PE
OB L M I AFAES DR RF DB ER X
OERRER E B2 b Tk Y, PE IZLVBRE
SNDHWRA T & LCHOPUER, RIEMEYA M A
v, iR E N EESRTWD, £ C5
J 7 a—F VPR E O & U AR IR
AQP4+NMOSD <° gMG O FEF PRI VB D &
INT7RY . S OITITEZAMES A L T W Re
D OAARIERSRZ AV D RALHE SN TN D
D X D AR DO BREF I OBEREIN ] 23 e fa i 1 H8,
DM I L OMEBHEHNA R OERIL & 72 5 — 75T,
PE MiATRIC 3T DAHIRER B & d D W IEIRIE D
R 72 ZZAIZ DD TE I B M STz
WORBRTH D, AL PE IC L DHliAER &
BIONEHEOE(LEZH LN T A EH2EHNE LT,

-
o0 =

[J71%]

SRR BV TR E R Rk L PE (70
7 X BB A, LR & 2,000 mL/H])
ZHifT L7-BEo1iE C3, C4 3 X1 CH50 % FEHRFAY
WZHIE L, PE Akt L7z, E72KHEIZDOWT
PE i & & TRFOZ LR ZEH L, FRHCHIE L7

50

miEER IgG. 747V /7)) &L,

[#&R]

KRBHEIL 11 4 (Lol 55%. FFHn 3T~T78 %, 4F
i gl 61) T, REBOWNRIL gMG3 44, FRFEIER
PRIRAE 2 40, FeEPERRER 2 4. AQP4+NMOSD1
&, TuN— ko A — NURIETEGERE 1 4, 180
PIEMENEEPER Y = 2 — 1 /XF—1 4, Bl contactin-
1 HUARBGEA CfaEtE ) R XF—14Th o7, PE
MiATEIT 4~7 1] (FPRfE7) T, PE BRI &
O 1 [B]~6 [EfiA 7% O A [l DU 537 ]
I% C3 [fil: 124 mg/dL, 94-133 mg/dL, 1 [A]#4: 81,
72-91, 2 [Hlt4: 82, 63-91, 3 [EI{4:76,60-115, 4 [A]
#: 73, 66-100, 5 [Al#%: 73.5, 66.8-91, 6 [Hlf4: 71,
54.5-92], C4 [fii: 25 mg/dL, 18-38 mg/dL, 1 [Alf4:
17, 14-26, 2 [Alt#%: 21, 13-27, 3 [Alt%: 25, 16-28,
4 [Alt%: 21, 12-27.5, 5 [A]#4: 20, 16.3-25.3, 6 [A#4:
22, 13.5-26], CH50 [fi: 51.5 U/mL, 43.6-55.3
U/mlL, 1 [Al#%: 42.8, 39.6-49.2, 2 [Al{4: 47.3, 34.3—
52.8, 3 [mlt4: 45.7, 36.7-57.3, 4 [Alf4: 44.5, 39.3—
52.8, 5 [mlt4: 45.6, 39.9-54.5, 6 [Alf4: 42.3, 31.7—
55.31 Cd -7, C3 1% PE1 [EfifTLL#%(Z PE RTL Y
AEIART L7zoizkt L, C4 3 LT CH50 1% PE Aif
EMiATHS CHEBZEEZRO ol FHIEEBICE
J% PE #& THf & PE Rl OkiT C3 (57.4%), C4
(64.9%). CH50(86.7%), IgG(27.9%), 7«47V /



7 (50.4%)TH Y | IgG DK T C3, C4, CH50
FEL, 747V 2 F U DIETEN CHS0 LY &
o7,

[E%]

MAEFOMEEAZEREL, RS L THiIR
TEHEZIHT 52BN TWDHA, FEEED PE I
BWTIEWIE PE C C3 BNEBEK T L7z Do FH
[CEFIRREL 720 . C4 BX U CH50 IX PE #1285
WTHBDIK ARSI o7z, TR EAN
I CHEE RO REICEA S, BRESNH
R DERFR TR SN B2 b, #
REREFERICEE LOFMRTEESND 7 07
V70t C3 LRFROZFEBZZEL T2 2T
DA SFFT Db D EEZ BND, —F, EITH

51

D-1
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E

M CREA S5 IgG I3 PE T X A RENE A
HEZ RIS ORIFIRIKTEZRE LT EEXD
N5, PE X DHiARERE T LK OREREMH 23 AT
BU AR EAFREELICIVIEREND Z LT

FHNBM AR B E Y FHEA SN fMEEE %
GO TN B8 C5 £/ 7 v —F )L HUREA & 1
R DAEMFIREE B BN D,

[ o

E (24X % C3 K FIEAITEREE > RHICEH IRk
\ZiEL7=, PEICLY C4 B X CH50 134 E 2K
TERIhoTe, TIUDDFRERNG | PR
B BRI TEME AR E 2 HRED F.0Th B %R
BIZOWTIE, 2MEEE LT PE X 0 fliiAEr
TRIENENTH D FHEMERD D,
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MM RFEPEMBEIE L IR = 2 — o RF—ICBIF D IR 21T L7 F

BE& DR 5.

b E=FHL20 AR 5020 il ERE O M EE s K JRE] 8, ] fhsE, R ),
HA P
DFRRR IR SZE R R AR EES AR R A AE . DR IL RS E R R AR o R S, DE LR
BepsHs e IR N, OESLRBEREAE R sUIREE BRI ZEES

The involvement of classical and/or lection complement pathway for the pathogenesis of
chronic inflammatory demyelinating polyradiculoneuropathy
Keishu Murakamil. 2, Hiroshi Tsujimoto?), Yoshiaki Nakayama?, Hiroki Takeuchi3 4, Kenji
Yamamoto3 4, Nobuyuki Oka?, Norimitsu Inoue?, Katsuichi Miyamoto?
D Department of Neurology, Wakayama Medical University
2 Department of Molecular Genetics, Wakayama Medical University
3 Department of Neurology, NHO Minami Kyoto Hospital
4 Clinical Research Center, NHO Minami Kyoto Hospital

LxL®iz] 3% % HvC, CIDP OFRBICAIERN ED XL H I

e RIEVEDIREVEZ FEAR = = — = /3F— (CIDP) BELTWAONALNCT L L2 AMET 5,
13 H CAIE DTEMEGIC K > ORI MR BREAE U
M DO MK TR EL ST RETH D, [J71%]
2021 FITRRINERES L E R MR P21 b2 I3 B AE A RAT Tk, BEREAR IR AR A B T ST
WA RTA N KBBETA RTA PRI CIDP 9 5], Charcot-Marie-Tooth 9% 1 %4 (CMT1A)
D LIETL Y b CIDP ORBWHREEE XM E L7z 2, Loy 44, Mm% 3 flaxtg L L, CIDP (X EAN/PNS
L7225, CIDP OJFREITMIR & L CTHoaITid il 2021 A KT A IS EBZW LT, BHERIT L7
ENTBLT, W - 18 - THRICET 250 A4~ PEREHRSRER ) i2xh L CL L C4d HUfA. Bt C3c it
— I —IIFE LR, &, i C5b-9 Hifk, 3L UL MPZ Hifkz v 7= 6

PR G E R B DRI T I, AR R A2 b b 2 i L7z, MifRIRE OB ER L O
7 LpEE & EREM I IEICB O TRRMIEROB 52 206 2 B E BAICEHE Lo, i P ORI 1
REN, EEEET Ch EENMEHS TS, —  Offfr Ti%. CIDP 8 #ilk L OFEH CLsbsEthphit R
J5C, CIDP D4 CARMAIRIC C3d DikE LR B 8 FIOMRIFME % VT, sC5b-9, Ba, factor H
AT % I8, R, Lo F R, 2 % (FH). C3. C4, CH50 # & L7z, FEMEHIE
B, BARBEOWTNNEETHLI NI LIS Mann-Whitney U # & % 7213 Wilcoxon DfF 51+ X
T2, NERZAGE 2 I T2, AT EKHET p<0.05 & L7z,

AWFZETIE. CIDP BEN 5O ERA &

52



[t R ]

JRHELS2ROMRAT TIE, CIDP £&flick\\T Iz U ¥y
W2~ 7= C4d DI ZERBDT=, —F5 T, C3c i 3l
TORRH S, C5b-9 1T2FITRIETH -,
CMT1A TiZ 2 I TEEZD C4d L& ZRDTZD,
C3c & C5b-9 DILEZFRO Lo Tz, MER TITW
FTHOMIKRILAE DB o T2, Y8 BAFRNT TIE,
Cad DILAEFEE R L ORI 1L CMT1A & bz L
T CIDP THEICFE - 7228, C3c & C5b-9 THE
2L o T2, Cad DILFEIZIW T typical CIDP &
CIDP variants O] CHEZZR ORI > T2, MiE
HORRK T OfiEHr Tk, CIDP & xtREOR T,
sC5b-9, Ba, FH, C3. C4, CH50 OIfiEHREICH
BEEX R0y 7223, CIDP J3#H O—¥ T Ba & sC5b-
9 NEME T o7z, IRRERATE CTHT 5 &, sC5b-9
& C4 ITIRHZ A RITIR T L7z, Typical CIDP &
CIDP variants O] Tlx, £ TOMERFIZH1T
BEETRD o1,

[Z%:]
ABFFETIE, CIDP 2fIDPEEAREIC C4d ILA &8
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Dl Z b, FHBRELIILZ TFUORKIZED
WARTEMEAL A B 535 FTREME S R S iz, — 5,
RAEFFFEIZ CHb-9 DILHE A RO TIEFNIL /2 < | M
® sC5b-9 M EfE Td o T FEFNTDEBN IR S,
FEARRRIE DIEMALIZIRERN TH D Z BRI Tz,
C4d I DIF(EIL, T Cls PUK (riliprubart) <ot
C2 fifhre & RIS £ 7213 L 7 F R A 1 &
L 7= ARTR IR DA 0 2 SR~ 2 ATREME DY B 5

U
CIDP OJRREIZHIR O E MR F 7213 L 7 T 1K
NG L5, Sk, MIERREE OTEMH LIRS
PRAT RAZEE S < E B LIRS ORI AR S D,

[SCHik]
1)

2)
3)
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M S wRE OV L 2= 7 0 & P aiR C3 & DBERIZHOWT

SIS VRN

=T,

A B v

DRI Y AEY T =3 2 VR Y A Y 7 VR

Association of complement component C3 with sarcopenic obesity in community-

dwelling older adults: a cross-sectional study

Misa Nakamura?, Keiko Sakai?, Masakazu Imaokal

D Graduate School of Rehabilitation, Osaka Kawasaki Rehabilitation University

xL®iz]

LT X=TIINERAE D B B O L5
BLWERITHEEN DR T EZFREET 5, 2hvE
TIZE LT ra=7 L C3 LORICEROH S
ZEEWELEZY, Hras=7 i (SO) |
L aX =T L RIS D ERR B D OER
BERETH D, P aX=T L, ., FREE,
B RBEREIR T, ARTE BB, 7 LA L 7p EDORIEN,
M a~=7] < M BElE kTl Esn
ZEMERENTND Y, FRCLMED SO I El
B CEMERBIZBAT LT W L3 ShvTn
53, Lo T, tEmiing OO E L
BHRENZ TR L OVRET 512i%, SO OFHIFE
NEETH D, AL, il ETemimEics
5m¢ﬁ%C3v&w&SOk@%%%%%@mﬁ
HZEEAMNET D,

ERY 72 E

[F7i]

RIRF L, Mo m il ot 206 44 CEB4E
i 74.3 %) Th D, 2 R OMEEHZITERIMLZITV,
i C3 fEE 7 N7 I AEZRE LT, MBIz
ETeRMRL T A —2 1%, InBody270 Z{EH L7z,
kBRI, B L 6m OB THE CIMEi L=, v
A= (T AWG2019 OFEAEIZRE Y BT I L OV SO
A D DFEUED 1T - TEE L E5 AR D 7,
P aX=T O, P a =T O 4 FEZSE
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L7,

[t R ]

M C3 §REE L BMI, &ER, V= A e v
Ho. DUBCE AR A AR O I ITA B 7R IE DA BI YR
b7z, ROCfEHT ORGSR, SO FE & N 2 X5
L7200 C3 OFERBIMEIZ 105 mg/dL. (AUC
0.71,p<0.05) Th o7z, ZEHR T AT 1 v 7 [Al)FE5y
FrofEs, C3 < 105 mg/dL OX5E D SO DA
AT 4.92 (95%C1,1.97-12.28) TH - 7=,

Ex
PLEDRERIZ, MRS LR ICRIT 2 C3 LR
Wikt Fs & Ok O BIR 2 RIR T 5 b D TH 5,

B
M C3 LV, AR & O LA & i
LTS Z &AVRIE S§1,80 &R O#EHIR SO Jr

ANDOBF T A2 A A~—h—Ln L
NHIRF STz,

[ k]

1) Nakamura M. et al. BMC Geriatr. 24(1):

102 (2024)
Zhang X. et al. BMC Geriatri. 19(1):183 (2019)
Baurngartner RN. et al. Ann N Y Acad Sci.

2)
3)



904:437 (2000)
4) Ishii K. et al. Geriatr Gerontol Int. 24(10):
997-1000 (2024)
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Anti-factor B antibody: A biomarker for infection—associated glomerulonephritis?

Toshihiro SAWAI

Institutional Research Office and Pediatrics,

OZtoiz]
R Yy BE R BR A B & (Infection—related
glomerulonephritis, IRGN) %, HHAES R DH|

R ZRRE L 35 C3 BIE & OERINEETH D,
TR, IRGN O—F#8C B K2~ 241 B (A F-HuAD
WEIN, FleREE~—I— L LTHEHEHEINLTY
%V, ARl MEFTEE TRER L7oH B IR THUARR
IRGN JEB DERIRAVFFE A S5 L L b, £
OREIZI T D HIFH TRIZ DWW THET 5,

[J71%]

WEET IRGN LW 7o i s = P K
SNTIEFID 5 B, MIEDH B KF-HURD G T H
ot7m%ﬂ%kbt MR, AT RZ% S

(ZIEE L7z, HUB RFHuiRiE, HF70es THESL
Lk&mA%:TwELt%JBﬁ&I%-HHE
FHURIL ELISA IEICTRIE L7z, FIERDHESLIZ S
=V HUROEEACSARLIRF A OGOl >
WTEBELEZIT 72,

[t 2R ]

%5 T B OFER PRI 8 5% (T-127%) T, MR
B4 3 TH oo, BFITTIIE C3 KAE % §E
DIZR, 41T 1 BIOMRIETH -7z, BN EE
SN 3ERITIE, AP XU LAEELELITONEA
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Shiga University of Medical Science

PEE PR R ERIA B R OB & ARBFBE~D C3 L
IRRAE RO, 1 BNTRERAILEREN O U R ok
BT AW AR T v AT AT v M (DDD)
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Bbiiz, Lo L, DD SEFI TS 7272 1 A
b | C3BRINT OAESLEIRFOEE S5 THIM
TOHMENRD D LB,
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MG OH B KFHUARRIEL, RGN & C3 BED
BERNCA 1703, e — T — T, BRI EHREICH
oo TBBHR LR VG,

[SCk]
1) Chauvet S, et al. J Am Soc Nephrol. 2020,

31 (4) :829-840.
2) Jozsi M,

2021;2227:141-145.
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A case of paroxysmal nocturnal hemoglobinuria

undergoing cardiac surgery during pegcetacoplan treatment.
Seiko Iki') 2’

U Department of Hematology, dJapanese Red Cross Medical Center

2) Division of Clinical Laboratory, ditto

LU oiz]
FIEMAREIA~TE 7 1o B fRAE (PNH) 1%, #f

KEI LT Z 5% REOEMMREMLTH Y |

MBFEREHAREZEHT 22 e03d 5, =
7 ) A= 7 7% EOMRRSy €6 ZET DR
WX, MAENED EBi2deE L, RED
YAZ KT EED, LoL, mESNED
DI E MBS 2 EE B ND, D XD
IRBEIZBN T, _TARAS) C3 ST
bHRTeHaTT 0%, MENIOENZ
PRE L., AMASET 2080 R TE 2,
ZD—JT, HilZ ki PNH BUAR Bk A3
I 2728 EYYESSFIT 72 ERARIE MDY TT
HET BRI TIE, T oA 7 A —IM A =
TRRELH D, AllfxiE, XTras
7 O M T EE SRR 2 T
I A 22 L2 Atk 6 HEICAE
I C & 72 PNH BB 2S5,

CAEf]
53 i, BF 158cm, A 46kg,
APHE : 23 FFL D S R KR,

BURIE © X-24 45, FAERBRMER M ZFE, X-
20 4=, PNH & @2lr, [RIREHIC{EIE Fp il &+
Wi, X114, =7 ) X<=7E A, Hbl0
A% CHERE, X5 4, 77V X~vTIZEH, X-
14 8 A, {BiEsMHAEARIEOE{H Y, 12
A, BMOBEE BT 7Y A~v T &BXT
B2 a5 2 EICAE, X4E3 H ., Hbl2.9
£ THINT S & LDH 1L 3256 L RREHIIND U,
Fifi 14 BTN 8 X a7 73 HIZ1IE
(RSN, 5 AOH | AR R FRBEI T
s T e ST RN A& S, 9 N O it
He W ITEFIEFEEICAEL, RAICAL
I i A BIEM U2 H — iU R R L7, AT
#% 2 H HIZ LDH OB R 67223, &
MITEEE T D iit: 6 B HICHTRBTE 2o
7= (), _7k&arZ 4%k 5 R 3 A
W1 EERE L, £0%E 2 BICR LT,
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C5 BAES DG (PREREIGSN) B LB 2
HAIVDHDY, ITNLA AP E S5 D PNH DJFE
W EEICBEI T DL SN A & v ATH
TED & Z ATF(E L 72\, Vara Pampliega & !
AR L MR 10 B, XUk X 2T T
ZiE 2 [\ 5 3 BIC 1 [ENCHE L, RIGHIRT
ST AT, HES BIBRT. RIE BT & BB
SR 3 MO FEFM A, EiiET 5
e R BATER AW L-, B BRI
X7 X a7 2RO 2 BET B
L, NTUDi% fF 5 Malress T {8 50 TR
. BEORMAZEZ T LR WHFITEY
Ylotz, At PNH O IIE A ML 512
BTV, BEICRDIER & EbhT,

[

RIS AT T oREERORFINOERIL,
PR 2> BT O BN X - Tt %
TBITE DRI R S T,

[SCHik]
1) Vara Pampliega M. et al. Cureus.

25:17 (2025)

<. JEFE @ LDH & Hb OHER

Ffr LDH (U/L) | Hb (g/dL)
4 BT 267 12.0

i 182 8.0

it 267 10. 0
#195H 284 10.3
%295 H 394 11.5
%395 H 364 11.1
HA4¥5H 360 11.5
%595 H 304 10.5
%5 6 93 H B IE]
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Acute Hemolysis in Paroxysmal Nocturnal Hemoglobinuria After Switching from a Proximal to a

Terminal Complement Inhibitor: A Case Report

Hiroyuki Takamori?, Yasutaka Ueda?, Jun-ichi Nishimura?, Naoki Hosen?

D Dept. of Hematology and Oncology, The University of Osaka Graduate School of Medicine

L oic]
FIEMER M ~E 7 v BV RAE (PNH) 1%, C5
I (ERMAEIESR) OBGIZ L0 A PRITKE
8 L7223 C3 LA T HE O A SMES I 0D 72 D ~F
Zuaty (Hb) fEA 11 g/dL A iz ek 56T
K185 %Ik EE B 0, AR ESK (B,/D K-
C3 PHFESK) 1Z Z D8 Z R LIF 5 25, iAol iRRH
FHND C5 HEHEAHEE Lo L MY
LIRS TS, BRTIRERTHL A 7 H
aXUht C5 HEK Y o\ w7~ Bz 7-%
AR IEE R LT 1 FlzdiE L, SCHkr& 22
EHDE TR L 22t ) B2 FIEZRFT 5.

[F7i]
Uk CROEEIZ L7 PNH 1 fllco&, @ik &
ORIRT — # &t H I Lc, S BT,
PubMed #Z 58 L. IT(AHIARBLE 5 C5 PR
~OFETE TR Z £ U EGIRE 2 fhi Lz,

[t R
20124FE PNH (23t LT/ U X~ T7EA L7, CH
¢.2654G>A U K D ANSHI LBk En D, Dk
LFG316 $¢5-C Hb fiiX 11 g/dL itk THERS L7,
2021 48, LFG316 DOBAFE T LI, A T & as

(BBR—THR) 23BHAA S4u, Hb 1% 15 g/dL Aifg ~
b5, A T X 2RI T PNH JRIERIE 69 %2005
93 %~HIK L7z, 20254 3 A, IFERFERIZ
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REglc a7 ~G0iEx, 3 KT Hb
9.4¢g/dL FTIRTT 5., RMARAMETAROT,
4 HIiTA 7 & a2 B8 A%, Hb i3 15 g/dL #f
BRI LTz, SCER L B = —TiE D KR
FIANI N AU NE T T Y R T ~ERZICEME
VI % Sk L7z 3 IS Sh iz 2,
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AL A A B 3K 3 i A A il & B4 5 2 & T
PNH JRifiEk7 v —rOFmMPEE L, 7 a—1%
A AT RT D, ZOKRKET C5 FHEHKICEI Y FZ
% L. PNH FRILER7S FLHRAY RO D 2 i s if A
K2 LT EIISENBOONT, B TEHER
BfZRTLEEZOND, “RERYIVEZIZIZ 71
— YA RDE=H ) T WEFDOA— =T >
TRGROB IR E OB AE N TH B & B
b,
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IR IRBE S S C5 AEEA~DYIY 21k, &
BRI BIELZER LG 5720, L Zekgvk
AFEERETHZENEEND,
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48-Week Phase 111 Data Show That Oral Iptacopan Monotherapy
Leads to Long—Term Improvements in Patient (Pt)-Reported
Health-Related Quality of Life (HRQolL) and Investigator—

Assessed Signs and Symptoms of Paroxysmal Nocturnal
Hemoglobinuria (PNH): APPLY-PNH and APPOINT-PNH Trials

Yasutaka Ueda, MD", Antonio M Risitano, MD PhD?®, Bing Han, MD”, Austin G
Kulasekararaj, MD MBBS, FRCPath, MRCP?'®® Phillip Scheinberg, MD”, Carlos de

) Olivier Somenzi, PhD'?,

Castro, MD'”, Jaroslaw Maciejewski, MD'”, Josefin Snellman'?
Randall Winnette, MSc', Samopriyo Maitra, PhD', Shujie Li, PhD'™, Marion Dahlke, MD

MSc'?, and Regis Peffault De Latour, MD PhD¥>'®'7

V0saka University Graduate School of Medicine, Suita, Japan, ZAORN Moscati,
Avellino, Ttaly, ®University of Naples Federico II, Naples, Italy, “The Severe
Aplastic Anemia Working Party of the European Society for Blood and Marrow
Transplantation, Barcelona, Spain, ®Peking Union Medical College Hospital, Chinese
Academy of Medical Science and Peking Union Medical College, Beijing, China,
9King’ s College Hospital NHS, London, United Kingdom, ”National Institute for
Health and Care Research and Wellcome King’ s Research Facility, London, United
Kingdom, ¥King’ s College London, London, United Kingdom, “Hospital A Beneicéncia
Portuguesa, Sdo Paulo, Brazil, 'Duke University School of Medicine, Duke Cancer
Institute, Durham, NC, United States, '"Taussig Cancer Institute, Cleveland Clinic,
Cleveland, OH, United States, '?Novartis Pharma AG, Basel, Switzerland, '"Novartis
Pharmaceuticals Corporation, East Hanover, NJ, United States, YNovartis Healthcare
Private Limited, Hyderabad, India, '?China Novartis Institutes for BioMedical
Research Co. Ltd, Shanghai, China, '®French Reference Center for Aplastic Anemia
and Paroxysmal Nocturnal Hemoglobinuria, Saint Louis Hospital, Paris, France,
"MUniversité Paris Cité, Paris, France

Background: Methods:
Iptacopan, an oral factor B inhibitor approved In APPLY PNH, adult PNH pts receiving anti
as a monotherapy for treating adults with PNH, ~ C5 for =6 months with mean Hb of <10 g/dL
enabled normalization of hemoglobin (Hb) were randomized to iptacopan monotherapy
levels, transfusion independence, and 200 mg twice daily (bid) or continued anti C5
decreased fatigue in PNH pts with persistent for 24 wks, followed by a 24 wk extension
anemia despite anti C5 treatment (APPLY- period (EP) on iptacopan monotherapy. In
PNH; NCT04558918) or who were APPOINT PNH, complement inhibitor naive
complement inhibitor naive (APPOINT PNH; adult PNH pts with mean Hb <10 g/dL
NCT04820530). We report changes in pt received iptacopan monotherapy 200 mg bid
reported HRQoL outcomes and investigator for 48 wks (24 wk treatment period and 24 wk
assessed PNH signs/symptoms with 48 wks of EP). Changes in pt-reported HRQoL
iptacopan monotherapy in APPLY PNH and (assessed using the European Organisation for
APPOINT PNH. Research and Treatment of Cancer Quality of
Life Questionnaire [EORTC QLQ C30]) and
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investigator assessed PNH signs/symptoms
(reddish

hemoglobinuria,

urine/
tired,

or cola-colored

feeling weak or
shortness of breath/dyspnea, dysphagia, chest
pain, abdominal pain, and erectile
dysfunction) were exploratory endpoints in

both trials.

Results:
In APPLY-PNH, 62

randomized to the iptacopan and anti C5 arms,

and 35 pts were

respectively, 61 and 34 of whom received

iptacopan monotherapy in the EP, respectively.

In APPOINT-PNH, 40 pts received iptacopan
monotherapy for 48 wks. Pts in the iptacopan
arm of APPLY PNH reported improvements
in mean change from baseline (CFBL) to Wk
48 in all functional domains of EORTC QLQ
C30 (mean CFBL [standard deviation (SD)]:
cognitive, 9.5 [15.8]; emotional, 11.7 [23.6];
physical, 14.7 [16.4]; role, 14.4 [23.8]; social,
13.2 [30.3]). Mean CFBL in global health
status was 16.3 (SD: 18.0) at Wk 48 in the
iptacopan arm, with pt reported improvements
in dyspnea (mean CFBL: —28.8 [SD: 29.5])
and fatigue (mean CFBL: —18.2 [SD: 23.5])
observed at Wk 48. Pts switching from anti-C5
to  iptacopan  reported  improvements
comparable to the iptacopan arm in all
functional domains, global health status,
dyspnea, and fatigue at Wk 48. In APPOINT
PNH, similar improvements in in these
outcomes were reported at Wk 48.

In APPLY PNH, 62.9% of pts in the iptacopan
arm and 68.6% in the anti C5 arm had =1
PNH sign/symptom at baseline (BL; most
common symptoms: feeling weak or tired and
dyspnea). In the iptacopan arm, this decreased
to 25.8% at Wk 48. In the anti C5 arm, 57.1%
of pts had =1 sign/symptom at Wk 24,
decreasing to 26.5% at Wk 48 after 24 wks of
iptacopan monotherapy. In the iptacopan arm,

the proportion of pts not feeling weak or tired
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was 48.4% at BL and 75.8% at Wk 48. In the
anti Ch arm, the proportion of pts not feeling
weak or tired was 31.4% at BL, 45.7% at Wk
24, and 82.4% at Wk 48 after 24 wks of
iptacopan monotherapy. In the iptacopan arm,
the proportion of pts who did not have dyspnea
was 71.0% at BL and 87.1% at Wk 48. At BL,
62.9% of pts in the anti C5 arm did not have
dyspnea; 74.1% did not have dyspnea at Wk 24,
which increased to 85.3% at Wk 48 after 24
wks of iptacopan monotherapy. Most pts did
not have other signs/symptoms of PNH at BL.
In APPOINT-PNH, the proportion of pts with
>1 PNH sign/symptom was 97.5% at BL
(most common symptom: hemoglobinuria),
decreasing to 27.5% at Wk 48. At BL, 22.5%
of pts did not have hemoglobinuria, increasing
to 95.0% at Wk 48; improvements in all other
PNH signs/symptoms were also observed.

Discussion:

Improvements in EORTC QLQ C30
functional domains, global health status and
symptom scores, and investigator-assessed
PNH signs/symptoms were observed among
pts receiving 48 wks of iptacopan
monotherapy in APPLY-PNH and APPOINT

PNH.

Conclusion:
Pts in APPLY-PNH switching from anti C5 to

iptacopan experienced improvements in
EORTC QLQ C30 scores and PNH
signs/symptoms comparable with those

initially on iptacopan, supporting iptacopan’s
long-term benefits on HRQoL and PNH
symptoms.

This presentation was presented at 2024ASH.
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Genetic analysis of a novel CD46 intronic variant in atypical hemolytic uremic syndrome.

Hiroshi Tsujimoto?, Sou Hagiwara?, Maako Shimizu?, Takashi Baba?,

Shuzo Kaneko?, and Norimitsu Inoue?

D Department of Molecular Genetics, Wakayama Medical University, Wakayama, Japan.

2 Department of Nephrology, Itabashi Chuo Medical Center, Tokyo, Japan.

LixC®iz]

FEMUMES MR R FEAEGERE (aHUS) (3R 1E
PED MARVERUNMILEE (TMA) T, $EEOREFIH
CFH, CFI, CD46. C3, CFB7¢ E Ofitk#i{s 1D
RENY T o MERAET D EWESNTND Y, 4
[, aHUS BHF THREESMEICFHE S L2 H#l
CD46 A > Fa XU T v N OBEHERE 3R % fibT L
TOTHET 5,

[oEf ]

18 i%FIC aHUS OBEED®H D 27 kD &t
COVID-19 1T X 2 F8# & ki 2. . e & M2
HBL L7222, IRERREIR & R ORI Y% 38
Wiz, MR O RIT Hb: 11.5 g/dL, Plt: 1.2 5
/uL, AST: 135 U/L, ALT: 23 U/L,
E#E VUL e 0.5mg/dL, LDH: 2959

mryLeL:
2.8mg/dL,
U/L., BUN: 45.9 mg/dL, Cre:3.48 mg/dL T, KM
AT R R LR 2 5800 o B e i &t iR
MR EE S OB ERE) D aHUS &2 L, ARt
DExy ) X7 %5 2B Lo, /MR & B
BEDEEITEATF T, ABt 15 B BHICiBF:, ZDO%ILHE
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BB L TWD, B MEOKRE., CD46 &
{5512, gnomAD 7 — X X—ZALHAL AT 4 1)L
AH N T KT — X _— R TBFED 72\ ¢.287-

5T>C NY 7 v PSS EEA IR Sz,

(AR AT ]

AIEF TR STz CD46EI5 130 7 2 kDI
JRMEZ RIS 5720, BF L. aHUS OREED 220
BE ORI OWTLL T O 21T -5 7=,

DNA f#th7 : BB 121 CD4638 5712 ¢.287-5T>C
DREEAMEC, BT ~T o A EICREE
iz,

FACS fi#t - B LB, fEF =2 ber— LR
MM EEZANL (PBMC) (Zd1) % CD46 J3i%
Za—H% A MA M) =T L7, BETIE
CD46 HEHMNEWITIEK T L TV, BT
CD46 DOFEBNH LTS 2 e —L &
DIKTF LT\,

RNA fighr : 3 L £ PBMC 72 H il L7z
RNA #H\W T, RT-PCR &V H—o—F v

VTR R EE LT, BE T CD46 D=

1)

2)

3)



>3 (103bp) DAX v B IR &SNz, &
BT, =7 V2 3 NAX v T ENTERTEY
& EH OERGEY O DR S vz,
Minigene splicing assay : pSPL3B ~7 % —®
CD46 51D ¢.287-5C (ZH
Bl) FE720% ¢.287-5T (BHAM) 2G> r Y
3 ek 24 A L. HEK293T Ml TR SH 7,
Z ORGSR, BRI f & & e in T PEW T,
TV 3DAF U T EEIREATTA
VUM SN, —J7, AR RE S
TR CIXIER DA T T A > v TEEW D B
i,

4)

PV =N

[E%]

CD46 3R MER LIS 0 A FRNEE L F8 B3 2 Ml A 4
KT, I RFoarzyrrsx—L LTz C3b &
iC3b |2, C4b % iC4b |25 L AIEMEAL T %5, aHUS
B D 5~10%20% CD46 DI 72 M a1 5
LEINTEY 29, 2L TMREER TO
CD46 B EZIL T IE D, AREFTRHRE I L7
c.287-5T>C I AT T A AT 7 &7 2 —EFALffh o
A BN T R THLIN, Wbhbwbhar
B AR 5130 LBV THR D . SpliceAl 72 E D ¥
HY 7 MZBWNTHRANY T FE LTTHRITE
RN T U R Thoto, SRIOMATRERND .,
c.287-5T>C X, =7 V> 3 DAF v V' 7 aihH
L, ZL—Av 7 FBIORMRIEa R 2T
% Z & T, nonsense-mediated mRNA decay (Z & -
T mRNA 233 Si, #ifaRE o CD46 DX BLHK
TEH7HLTWAZ ERRINTZ, ZOTDARIE
BT E o C3b NEHALSA+4r &7 0 |
W LA ARIE LB S aHUS #F9E L7z &
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ExbD,

CD46 51245 aHUS 13/ NN FIET 5 = &
MEZNIR D CD46 i) 7 N DOREHEGIHRT
o Th aHUS ZFIEETHAMICE 261 b His
SN THEY ., aHUS OFIEICIT CD46 DOFEREXR KT
T2 ARBNZHITH COVID-19 D L H 1T, &
it 78 & ORRZIEYE LT 250 b U T — DA 72
BENRLEEEZ LNTWD 9, £1-, CD46 R
(2D aHUS (B AEFENLIR RIFCTH D3
FERNEDEREINTND 9, KBNTFHFREFITH
D, AHLEHNABENEELEX HND,

(it i

KIEFITIX, CD46 BinT D ¢.287-5T>C U 7
VAR VU AF v U 7 E S LT CD46 FHUK
TxaBIERZ L, aHUS OJFREICEE S L7z 2 &R
SNz, CD46 55 % fF 5 Bl TIEFIE D nTRErED &
<, REIZRHBIENEETH 5,
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1) IO R ERE R (aHUS) 2R A

WEZEB L. IR MM R e E R (aHUS)
DA A K 20238, HIEESFH.

2) Schaefer F et al. Kidney Int. 94: 408-418
(2018).

3) Fujisawa M et al. Clin Exp Nephrol. 22: 1
088-1099 (2018).

4) Fremeaux-Bacchi V et al. Clin J Am Soc
Nephrol. 8 554-62 (2013).

5) Piras R et al. Front Med. 7: 579418 (202
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An infant case of C1q deficiency diagnosed through

atypical clinical manifestations of systemic lupus erythematosus.

Natsumi Inoue?, Tadafumi Yokoyama?, Yusuke Matsuda?,

Hiroshi Tsujimoto?, Norimitsu Inoue?, and Taizo Wada?

D Department of Pediatrics, Kanazawa University Hospital

2 Department of Molecular Genetics, Wakayama Medical University

[Tt oiz]

gt 7~ F—F 2 (SLE) 3% KRB L
BADNTODLN, IHFER 5T REIZL Y SLE
FEJEIR 2 5235 Monogenic lupus 238 6232 S 41,
HEHEZEDTND, TDO—2& LT Clg KFEZ T
U & LItk RBIENR & 5, A EIF %X, KB %
FAEdK & LT 1 kRIS F0E L7 SLE & & o )T I
W Tz o 72 Clq KIBSE DFE R 2 #- 8k L7,

e 27~ ]

JEGNX 1% 8 » HBEW, 15k 5 » AEMNG H g
HE CHAES 2 BB 0 IR KB R 27D
FEAINE B BN S BECHRA &7z, i T,
PUZHUIA 320 5. HT Sm HUK, H1L RNP ik, $t SS-
ATUERGMETH 7223, $T ds-DNA HUiRixkEMET
bHotz, kX C3, C4 Ix@fEiTH 7=, CH50
D TIRME CTd o 7o, B O BT 7 CIEB 62>
IR ERITRD IR0 T2, B-D-Z v v b i
T ATV AGUT RN B E T o T2, R
BIZTHRF T2, BAERTIEIBRITLAZ RO T HRE
BERDUE bR oTe, BIZEHOAR T, L—
TANY KT R NaETho T,

SER, B OPUROIFE(E, CH50 IKfE72 £ 225 SLE
DFIEZLGT- L, OF R, ORFEFIE,
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Q@FFMIP 724K - B PR — | @QREES
RILEDNERATE T, OBREBIED A4 5E O
FSFFE L, SLE & U CIXIEB RGN b -7,
7> T, Monogenic lupus # %> CBIA FRA&Z1T
572 A Cl1QC BT D exon 3 \ZHAE~T 0
BN T U MOz, BT, M Clg IR IR
A5, Clq [F1EFBRIC T CH50 MEH L L7z Z &2
5. Clq REJE L ZWr LT, 2k, BRI D 7
Frob 23 MATRERE D 7 F 02 K DG TR & AT
olz, ZD%, FLEEFEIZLDEREWATL, 1=
7 =/ —/VIRD AR & 72 B RS . 5E(FFP)
DOFGAT TR Z B L7z, 18R EIL, &0
(RGBT L, B-D-Z L v b MLiET AUV E L
ZHURMEITAE T LTV 5,

[E2]
HARRIL, IR OPERO 7 53 FEMIBLC )%
BEERDO 7 VT 7 AL, TR 2 —T =
7 U PEAEMSIER &2 R, & D72 DALy O K E
TSRS T T B CSERE A AT 5 0,
Clq KHEJE Tl 75%LL ET SLE 24 0F L. JEks
PR OB RN, 7o, REMMERYYES 3
EIFLEE ISR, BB B KBS LIRYLE B C B 5
0,2 ASER Tl B S 2 7R BLITRR D 72 o T 3,



T AL )L AGRIMAE % & LTV =, In vitro T
1% Clg 2D IRE D iR LT AL L A E
IR DRt e ST v 9, Clq X
JE CIEERBRC L IR T H2RERH D OH
H LiZen, EHE AFITIE, FFPIZXL % Clq D
REFHFEZAT T2 & T AT AL )L ZHUFAE & I
ML,

Clq KIJEIC AP 5D SLE OiREITHEHER) 72 SLE
BTNz, Clq 7 HD FFP O 50, IrHEIx
E MO DWW To®mEL R ohd
2.9, Clq KIBJERE DRl IGRIEZ LT 572
OV JEBIDEFE & A% DIBFIEDRENEEIN D,
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Reconsidering the Challenges in Hereditary Angioedema (HAE) Management:

Lessons from a Recent Case

Takahiko Horiuchi

Fukuoka City Hospital/Center for Research, Education, and Treatment of angioedema

(CREATE), a specified Non-profit Corporation, Fukuoka

(i)

TARE & 4V HE (Hereditary angioedema; HAE) (%
MR C1 A e #— (CI1-INH) ORERE B A& L7255
KT 2 Y ARBEVED TR B CTh D, BEIT5 T AT 1
NET DAL, B SCIUE, ME8A, i 7L
B PRI SRR D TRIE R £ U D, BB OB )
R AATOZ L B EL T WD ATART
A DRI TR S (B, —MAERE N B AR 2
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	3-2. 072825プログラム-3
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