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LA, IgA BYIE DOFIE K EH AN 4 IgA1 (Galactose-deficient IgA1 : Gd-IgA1) DEI5-23/R

BENTWND, FREFHEME gA BIiERE . BLOZOMBKE T Gd-IlgAl BNEETH 5

EWVIOHELHD | [gAl OFESHARICEEER ST SMICEG LTS Z & RRES

NTW5D, FalXARICE T DFERENE IgA BIEF R OWEZITV, K FRNHERE OB

A IgAl OPTEZATV, FENE IgA BHEZRIZE T 5 Gd-IgA1 PR AT A - FELAT

L DOBEZ AT, BART IgA BHE & 2 S BB D EEBIFET D 55N IgA

BIED 9 FR0OZOMERFE 34 4 L IREFE O M@ i 32 40 Gd-IgAl E%

ELISA CHIE LH#E L7z, Gd-IgAl fEIX, ZRNERERE (n = 34) THARICEETH

o572 (P <0.001), ZFRNHEREZ 1gA BIEBZERE (n=16) & ZRNMRZ T Txt

FRRE L LR 2 & P IRE, ORI, [gA BUERARFONAIC Gd-IgAl 23 1573

DARAAFRD B, [gA BEBFE RS RBICHE L CHEICREE TH - 72 (P<0.001),

FEFH AR Gd-IgAl B E W RIS 2N RE RS @V e R E s R

Zos Uiz, AP R 2 et LS 2 FR M 1gA BIERE 8 4128\ T, Gd-IgAl 1384

BRFOIRE A& EABRIEOHEBREZR DI (P =0.046), REREFENOHEIE S

TR I DWW TR, FEHFIIICA B TIEZR WA, Gd-IgAl NEETH 513 E5RER

:}\
i
Tt
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DEETH DBEMPED L (P=0.06), HARANDZEM IgA BIEFZ % Tl

Gd-IgAl lZHEEICEMETH V. Gd-IgAl 28 IgA BIEDIEIE - #ERB I G L T 5 ATRENE



INE 2 BITo, FIEME IgA BIED Gd-IgAl [ZIZZERMEDR H Y | Tl d 5 BIskEAR

JRRBART- 23 N E 572 5 wTREME D R S LTz,

[F—U—R] WMk 1gA BIE. FESHIA 4 IgAl, Helix aspersa

[BURIEE=RSE]  T951-8510 Hrigmih X BT 1-757  Hrid KFERKFPRE W SR A
FER BRBEUSNESR DS (G R fnmE—
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TgA TBHEIT R ERIK A 2 % 7 N OO B, U OB & AL MR~ TgA
DORERCRILE D 2 R & L. BRI ISR ERIRRE R D 40% LA | & BREE S i@ W R IR
Th b, BEMRE 20 FH TR 40% P RKIBEARRICED LHRESNTERY, BEEDT

2T L H LRI EDRMBLN TN D, IgA BIEDFIE - HEEMF I3+ IR &
NTEBHT, B—DFRK - EREXTITTHAR O R0 FFORB L EZ B
TWD, FIE - ERIET & L CEERT. &% - Ml - AV 2AFRZR EORER T O
Bh. BEHARIgAl 2 ENEBEZLNTND

[gA BIEITIMEBI N Z VN E STV DD, FIEM: [gA BIEEGIDNFET 5 2 & FBIE
FONFEERENS | FIEICK T 28R OGN EES N TS, IgA BIEICH T
D FEBEERIEIC OV T, BOR T 14% & ST D Yy Gharavi O IXECK D ZfK
P IgA BE 30 FR49 150 4 OdgHffiT &2, &0 ) 2EhN"—F L~ a% 7714 b
~— B —%FH L TITWV, 3 6 YetaiREmE 22-23 F DK 6.5cM OFEIRIZ IgA BHE & 3R

HEH AR D EME LY, Lol K 40%0D 5% Tid 2 ORI #HE T/ < | BEY
BN DY T XA T RFET D RREMEEZ R LT 5, FEER, £ D% 2q36. 4q26-31,
17p12-22, 72 ORI AHRE ST\ I, ITE, I IgA BUEICK L TRZ )/ A
BLEMEAT 23T o, HLA SO RBERIEIA . RIEMEY A M A vl 27T L
ARFAESNTHDD D RAROREER O % 23T I EE 0, E-FEME

IgA BHEIZ BT D JRKEAR TIL EIZFRE STV,



IgAl 73 & U VEICIZ O RN FAE L, ZOWESHIZNBE Y N-TR®FALAT T 7 K
T I (GalNAC) & T 7 b —A(Ga) I B S 4L, & HIZEDIMINZ > TV EDS Gal
B L GalNac ITHEA LG D, A, IgA BIERF O M L OSRERIRICIEE LTV
[gAl 53 F & VO FEA A H 7% Gal DI L 72 B854~ 42 1gA 1 (Galactose-deficient IgA1,
LIF Gd-IgAl) THhoEWIMENRDH Y ¥V IgA BIEDORIE - RO —[HNTh % A HE
PERRIEESN TN D, 2D Gd-IgAl 1X, TNEFFEMITH T 2 HAA (Helix aspersa)
HkL s F o2 Lz ELISA I CTRIHTE 2 Z ERAHETH Y P ZohiEE A
7oy WOk, BARAN, FEAN, 77V AR KEANTET 28E TiE, Gd-IgAl [ZEHRE

ICBWTAHBICEE TH D Z EDWRENTWD P, ST BOkDOFENME IgA BUE 2 %

4\\

RTHEITMZ TIMBEERICBW TS Gd-IgAl NEETH D LH®ESN 'O, IgAl OfF
BARARAEIT, BIRER O SN R I NI, S5, FEASLT 7V BRKEANCE
T H IgA BYEBE OMiEE T Gd-IgAl BNEETH D E@E SR WY, £, NEFIC
YRR T8 Gd-IgAl 2 LEH LT b s shi 17,

ABFFEIE, AARICE T D FRME [gA BIEF R OIE 21TV, S5 R E O PSR
2 IgAl ZWE L., ZOBEYE PRI R - PiEFT AL E OB#E A LT 52 & %

HEgE L7,
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W L 72 5R13, B AR T IgA TBHE &2l S NV BB DS EEUFE T 2 FRME 1gA BE

DFEFE Uiz, WERLEZIFEREK 1ITRT, Z09FROMALE 34 405 g S >

TNEB/DLZENTE, ZDHH 16 4708 IgA BIE & RS n T e, Hlod iR iE &

LT, 35 Ll BT, BHEIER D OBMIRET X7, FRRICFERED 720, 32 40

Mg 72 LT,

Gd-TgA1 BIE :

BTN D Gd-IgAl ZIRO L H 72 ELISA ¥ETHIE L7z, X U®IZ F(ab’), fragment of

goat anti-human IgA (Jacson Immuno Research, West Grove, PA, USA) % 0.05M bicarbonate

buffer (pH9.6) T 3 pg/ml DIREICHHIE L, 4CT—MAR Y ZF L 8 96-well 'L — K

(nunc, Roskilde, Denmark) (Z[EFH{E L7z, 7' L — N ®O¥EFIEL 0.01M phosphate-buffered

saline (PBS) -0.05% Tween-20 (PBST) % W\ T4 % DEPET 3 BT 7=, EAML L=

L — NI PBST T 1%IZ 7% L 7= bovine serum albumin (Sigma-Aldrich, St Louis, MO, USA)

EHWTRETIEMTey X7 L,

BRRAR O MAE [gA JRIEEIXT D 10pg/ml IZTHE L TBE . 7 L— b ED 320 well IZARL

SR T—M S S/, O RS D GalNAe 22D KD > TR AZ [RET H -0

\Z. Vibrio cholerae M@ neuraminidase (Roche, Penzberg, Germany) % 0.05M acetate



buffer (pHS) T 10mU/ml OJRFEIZTHE L, & well (2% 37°C T 3 Kt ¥ 72, £

D% 2 pg/ml O LA F o T X 1172 GalNAc 8551472 HAA lectin (Sigma) % % well &

Mz 37°CT 3 KRS S 70, VeI, streptavidin-horseradish peroxidase conjugated

(Thermo Fisher Scientific Inc., Rockford, IL, USA) % il . 37°C T 1 Wil IS4 .

O-phenylendiamine dihydrochloride (OPD) —urea hydrogen peroxide (Sigma) “CH& €4 i %

SR THOUGMSE IR, 492nm OWOEEE 2 HIE LTz,

FEREFMHIC L D2EBE F/MET H72DICE T L— MIIEHE b IgA HRORA X &

— N> 7 (Bethyl) Mz 7z, £z, AX X — KD Gd-IgAl &£ LT IgAl S = —

~EFHROREN LR LI TV E2FEH L, 2OV 70 lpg ITX9 5 HAA O

FtEZE 100% & L, & v 7PV S EREREZ O TER L,

BHAMESE S ORE

BAEBIEANTO, AF X0 LAHIAENE (C), A XU LHEEAE M), iM%

ERIRAEAL (GS). wEiTERERIREE(L (SS). EWNMIIE S (BE). Y-H K (Cr), JRMAE

MEREE )OFEEEIE % 0: 0%, 1 <25%., 2:25-50%. 3: 50-75%. 4:>75%D X 912 A

a7 L7z, RAEREREELUSNOE A a7 D ARRBHEZ a7 25 H L, Gd-IgAl

& OIABIBILR Z s L 72,

RETRRAT

BEECBIT D Gd-IgAl EDOHEIZSOWTIE, /> 8T A R U » 7 fi#HT (Mann-Whitney



¥ L O Kruskal-Wallis) % 72, ZREF OB RE X, Jonckheere-Terpstra trend &

Wz, Gd-IgAl & ERIRPT AL, B Ak R O/ BIREFR 12DV TIE, Spearmann FHEH

AT % FIVN T2, SERHEAT 1 Stata/MP 13.1 (StataCorp, TX, USA)% V>, P<0.05 % #at2#

MEEZEL LT,
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AERET U7 SR TgA BIEZCR OREEHE (BAMR TR2Er &S 1gA BIE) O V4

WL 32 = 14 5%, Bckbid 1: 1.3, FEREH (FRNMEHE) OFEWFERILS3 = 18

. BACHRIE 1 L1, HRESRHREE O SES R IR, 43 = 6%, BT 1:22 THhoT

o MRITHE SHIIEY . FIRME IgA BIE O BT Y B BIR N RE S .

BHRRATRERNRRD EEZ BN,

Gd-IgAl flix., FANHERERE (n=34) LxREE n=32) EDOHREIZBWT, F4&

N EBE CHEICEM Th 72 (658 + 10.9vs.56.0 = 7.8 (%), P <0.001) (X 2A)

o ETo. FERNHE & IgA BIERFEHE (n=16) & FARNMEE 7T T, MHEE (n=

32) LLbigT S L xPEREE, FARNMEE . 1gA BIERE ONEIC Gd-1gAl A EIC B

T LM AFE D iz (K 2B, P<0.001),

K FRME DV Gd-IgAl Z i+ 25 L 2IROH T Gd-IgAl T2 R L, (KE

ERTERDOEMHERTFERE —EOMHA THMIEDLZ ENAHRETH > 7 (IX 3A,

P=0.003), 0l BXT07TFRE 21 BLV26FAREZTNETNOREE LT Gd-IgAl % g

T5E, 0l BLROTZRCTHEIFHICAEICEHE CHDL Z &SI (X3B,P=

0.016), Gd-IgAl NEfEZ R TFRIL, HOLDITIRERN E W E RO RENEEEEE

R LA 2 7R 5RO KRBV 522 Tl < | BFERORVE R AR ENES

BB 51N E de novo BN DL (K1),



WA FIENE IgA BHEIC B W CUBAMPT LA B L1728 4 &%t & L (F).Gd-1gAl
CRRRPT R K OB AEARRE B & OBE & Mt Uiz, BAMRRHICBEREDET. H250
VIR AR 2T T L7z 2 JEBIE. Gd-IgAl NEETH - 72, Gd-IgAl [ XB AR o R
EHEEABERIEOMHBBRERD T (X 4A, P=0.046) , B S EE 3R BRI A,
JRAE RVER ISR TENER A 2T L Uiz, RERREESE A =2 7 13RI ER A &

BEOMBBMREREDZ (P=0.026), Gd-IgAl & RERIKREE 2 27 OFREBRIZ OV T

IE, MEFFEIIZITA B TIZR WD, Gd-1gAl BEETH 512 EREKEKEENFGETH S

fEA D H7- (X 4B, P=0.06),
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AL TIE, FEME IgA BUEBF ICB W T H A2 IgAl 1Za> br—L X0 b A E
WCEfEZ R Lz, i, I8 ME IgA BHE CIa s A i U ORISR 4 1gAl DA EIC
EETH D Z ERRESNTND P £7- Ghravi 5 IZFCKDOFRIE IgA BE % % 8
IZ Gd-IgA1 ZE L, IgA BIERE Tidar b — 2 L THEIC Gd-IgAl 23l T
b5 EITMA, EDORERFRNOMRELIMIENE [gA BIEDMLfZE b 2> hr—/ZH L
THEIZ Gd-IgAl NEETH D Z L 2R- L7 ", LinX 513 EAD, Hastings MC 5
X7 7 U B FRKEAND, Kiryluk K 513/8ED [gA BIERE O MigH Z2 %5 L LR
DFERZHRE L TR W BAas AFICE W T HHEHRE 1gA] IS8 s E R A B
HLTWD Z EZR LT, KR TS IgA BIEEFIIFRANMBEE L= b r—/LTh
LTlRbEMHETHY, S HICEOMBEE IIWEOPMOMEZ R Lz, FEEHAE IgAl O

PEAEREFF IR AL WA, i EOWE b E 0 T, FEEHAE IgAl OEAICRIZER

o

NG L TCWAafEMIIEmWEEZ BT,

FIRME IgA BIEA BT 5 F % Tl Gd-IgAl NEETH -T2, ZHENDFERTD

PR IZ 3T, Gd-IgAl OZERMENTR® btz (X 3), £V PEHA L 1gAl N EETH

501 2% 07 Z2TlE, RIEBFROEWEREAREEEBEEANBE I, —F,

FHENE IgA BHE D T TlE & 0 BSR4 IgAl DMEME TH 5 21 R0 26 FR TIEMBIC

B /e b e < | IKIRE R O WA AR IEEMRRER A, & 2 WITAETEIIEIZ 1)



% denovo ZENEIE LTV 5 ATREMEREE S v7c, FIEME IgA BIEICB W TR, &5
J DESHENTIC XD BB OBIETENFRE SN TEY 7Y, ZoBEERITH— ik
SHEHOFRELE T OFEENHER STV D, AE, P LEEZRICB O THEHIR S
IgAl DMITIIZEMER H Y | ZDRIGE R BEGRNITENENR R D 2 &3 EE
Sz,

FHEVE 1gA BUEICR WO CTHFSE AR 2 IgAl BEfE 2 R~ 3JEFIT, IREAENE L, B
WRIEBEE S EE TH MDD LTz, M [gA BIEICB W T, B4 1gA L1
MEPEEEOBENARE SN TVD, TOAT =L E LT, HEHAEIgAl L EEKE
B L7720, BEEHA R IgAl Db » D2 FRRAIZERRT 5 1gG 12 X D BEH A2
IgA1-1gG BB A RPIERL S, ZNARERIRICILE UM E 2 2 9 2 & 22
I TnD B0 REFRICEV T, BSR4 IgA] D3EE T & 2 IEHIT R ER AR E S
EMETHY | IS FEA KRR R MEREENRD b, BEEGIETL T
Too JEBIEIZ D 7208, 01 FHR TIXETORMBE THEAL2 IgAl NEETHY | Bl
WEEELRETHY, LVFERNRBEERNGFELTNDL EEX DN,

AHFGED Gd-IgA1 OFEAMIL, FAERFH D WX AEREE CliZev, Gd-IgAl IRk H
RAT A MIARICEVWELESL Z L3 E STV 5D Y ABFRICE W T b ik
[gA BIEIZXT L Tl EOTEHEDS Gd-IgAl Z X F S E7-mittiib o e Bx 6 b, L

L. SEFEUID 072y B b TgA BERE Tk, {REZORBIZIHE VT Gd-IgAl 23



EETHHHEEIIH S TH Y | FlEME gA BIEOBIGTE B L L TF DOIRIEIC Gd-IgAl

WEELTWD EEX DR,



HARNDZEIENE IgA BIERF ICB W THHA R [gAL ITAEICEME TH Y | F7ohEH
R TgAl BEETH L IZEMMEENRETH D Z LRI NT, & 51T, FHEME IgA
EREDPEHA R IgAL IZIXZRMER H 0 | BRI H 2 BIEEXSCREBE TR ELER

FL72 5 AIREME DN R S ATz,



1

ABFFETULER U 7o SR ME 1gA BIE 9 5%, B TRMr S 7z IgA BIEITA, MRS

DT L—, BIRCTRFEHT AR LITATRY, * ABFF T Gd-IgAl ZHE L7z,

A FRPRERE I IREEL V b A EIC Gd-IgA BEETH S (P<0.001) , B: <FHRHEE,

FARWIMARE G IgA BHE B3 OIEIC Gd-IgA1 28 E5H- LT\ 5 (P for trend < 0.001),

%] 3

A: IgA BHEBE PWEBAFET 2FRICEB N T, FRHNFY Gd-1gAl ITFE R TR S

(P for trend = 0.003), B: 01 3L V07 FRIL, 21 BEL V26 FRICHE L THEICERN

V) Gd-IgAl EfETH D (P=0.016) ,

[ 4

A: FHRME IgA BHE B O Gd-1gAl & EAEMEO JRE A& (UP/UCH 138 B 72 IED R

BRICH 5, B: FHEME IgA BUED Gd-IgAl & BARICBIT 2 REKIKEE 2 = 7 (X 1ED

FEBEIREIFRIZH D (P =10.06) .



R REL ARk I B 2 MR L 7o MM IgA BHE O — &

G.L score: SRERMRFETS 2 =27 5 JRANE FE PR E 2 BR < SRR A N SR L7z, C: A

YRy LEEEIE, M: AP F T AMVEA D GS: REIMCRERIERE L, SS: s HilE

SRERIRREAL, I JRADERVEFEE ., E: HAMIEZ . Cr: KK, TBMD: JE# AR

5% . ESRD: KHIB A4

[BEE] AWFZEICER L TOBRA R TR 2B Y £ Lol —fEdRICEHT N2 LE T,
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P for trend = 0.003

07 01
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G.l.

family age M/F UuP/ucr Gd-IgA score C M GS SS E Cr | TBMD ESRD
1 6 M 04 641 7 2 2 1 1 0o 1 1 -
1 32 F 27 91 15 3 4 1 2 1 4 2 - %
1 27 F 12 762 1 3 4 1 2 0 1 1 -
2 34 F 22 778 8 1 2 1 1 1 2 1 - 4
4 16 F 04 701 4 1 2 1 0 O 0 0 -
5 29 F 18 59 6 2 2 1 1 0 0 0 - %
7 15 ™M 06 746 6 2 2 1 1 0o 0 0 -

25 27 M 0.3 57.7 6 2 2 1 0 0 1 1 -
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