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E B

SR, IgA BHEDFAE IZHS A4 IgA1 (Galactose - deficient IgAl @ Gd-IgAl) OBH AR
WX R TS, F-FEN gA BFERE, LU OMEE T Gd-1gAl ABETH B LV I#H
HEH D, IgAl OBEAEISEEERSHBAMIES L TWAZ EARBE IR TS, L4l
BAIZ 31 B HIEN [gA BRERROWNE 1TV, SERNERE OB E IgAl ORIE =7
W, R IgA BHERRITHT 5 Gd -1gAl RHEERATR - WMBAT R L OBEE AL BERT
IgA BAE & B S h - B E VP BEEPIFET A REE ABRED IRR» S LOMEE M AL
REFEO L EENES 32 40 Gd-IgAl i 4 ELISA THlE L& L 7=, Gd-IgAlfEid, &
RAKRER (n=34) TARBISE TS -7 (P<0.001). BRJIMHEEE & IgA FIESER
(n=16) EFRAMBFEIZHT CHRE & RS 5 &, R, KRNMEER, [gA FiES
EREDIEIZ Gd - 1gAl 5 ER-T B {E23R0 6 0, IgA BRESHEFHIISHEFICHEL TERIZE
BTh-7 (P<0.001). F-RRANFEY Gd-IgAl {EXEVERIEZMH L P IZEEENFOE
PRERBLBEHRIALR L. BERFTREZRFTLEBIRZEE RABFEREFE SRIIBT,
Gd-IgAl 3EEREOREAR L AR ZIEOEBBEHREZD 2 (P=0.046). RIKEHFEL 5
BH IR AEBEEE IS OWTR, MEHENIZAERTIIEVLA, Gd-IgAl BRMETH BI1TER
REREEENEETHLERBAD S (P=006). HEADFEN A TEFR T
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Gd-IgAl BEEICEBMTH D, Gd-IgAl 2 IgA BEDORAE - BRICHEE L TL 5 g snE
Aol REW IGATED Gd-IgAl i3 S&MEL4 5 1, HRICH 2 BERACEHEREE T

T ZTNhEL 5REMEL R Sl

F—T7—F I EKEYE gA BiE, B#HA2 IgAl, Helix aspersa

]

IgA BAREIL, RERE A 4 & 4 {0 H58,
HEOWE L 44 v X7 AEBEAOD IgA Ok
WHEY AR E L, RAFERBMEEM ARG &
DA BLEEEEAEVERTHS. TERR
20 FEREITH 40 BHAKRBIBARICE S L {iEG Eh
THD, BEEOTRESTLE LS HnT &
MmohTwa, gABEORIE - #EEF -5
I ENTEB 5T, B—0FR - #REAT
FHAB DL EVEBREA R OEBREEIONT
Wh, RIE - EEEFE L L GEERT, £ - M
- v AL ZHE LS OBEERTOR—S, B
EIgAl BERBL LN TN 5.

IgA BIE X MAER S LN E N TWB N, KIE
% IgA BIEAERI A TRET 5 2 &, REFO AME%
HENL, BIEICET 58EETFOEE HEE L
T3, [gABEIZBIT AREERBEIZIO>VT
iZ, BRKRTIZ 14 % EME XN T3 D, Gharavi
5 ZEKR D FIHEM [gA BAE 30 FHRHK 150 HO#E
SRR, &5/ bk HN—FBv4ouYTS
A bw—H—%FAELTHT, $ 6@kl
22-23 F DK 6.5cM O FHIKIC [gA BHE & 58
PHAERDBERME L2, UL, #9940 %DFER
TR ZOMEBITEHII AL, BEERN EL Y
TEA THRHEET BEMZ TR LT 5, I,
D% 2936, 4926-31, 17pl12-22, K& & OTHMEH
WE XN T B I EF, IR IgA BEICH
LTay / LABERIT A Tbh, HLA Rk
HIEE T, BIEMYA AL v REDYRZTL
ABREENTOER YD SEOREERD
K% EHHAT2I2LEFD, F-FEM gA BiE
LB ARREEFIEEZARE SR THAL,

IgAl 5 f e v O 8IZIZ O RABIMNHEREL, 2
OFEHEHIAMEYD N—TEFALF I P IV

(GalNAc) 4727 v — 2 (Gal) »HHEREh,
EHIZFOMIIZY 7 LEED Gal B & TF GalNac
IKHALES. B, gAFEERZOMTE XU
RERBICIHE L T3 [gAl AT ¥ P8 O &4
BMEHS GaAlOWAP L AEHET L2 IgAl
(Galactose - deficient IgAl, LLF Gd-IgAl) T&
BZEVSHENH D Y- IgA FREDRE -
BO—HATH5WEELATEBIN TS, 20
Gd-IgAliz, Zha#RHENICKRH T 5 HAA

(Helix aspersa) BI1¥ 1 & F » & L 7~ ELISA
ETRHTELZLAARETHD 12, ZOKFEE:
Az, KA, BEA, PEA, 779 #5%KE
ANIBITBHETIE, Gd-IgAl BREFHIZBW
THBIIBHE TS A I LRI TS 1215,
I, BORORIEN [gA BIE 2 KA TRFIIMA
THIHFETFICBWTE Gd-IgAl VEETH 5 &
HESh 19 IgAl OBHASREIR, BIEER
OB RBEhIz. E512, PEARTIY S
FAREAZEWTYE IgA BERZDIBE T
Gd-IgAl BT H B L WE L WS, & 7=,
N R MBS T Gd-IgAl LR LT
WhEHE I,

AIFEIZ, HERICBY 2FEN [gA BRERROD
NEETV, SERANEHKEOEHTE [gAl %
HE L, Z ORI SRR A - RBEHTR &0
BEAHOPICTAZ L AANELE.

Pl &

MHEEE e L 2R RE, BERT RAERE
ERW TN BEPERFAETIREN AT
HEORRELE, RELZIKRER1IZRT.
ZOIRROEKE 4 £ 6 MEY Y T8
BIEMTE, 2095 16 &5 IgA BIE & 2
T/ REFEERFE LT, 35EHULET,
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A2 CE L 2K [gA BIE 9 KR, BERTH 2 h iz BATEIRE, RIREFEDOA
By —, RIRTEERE LIZATRT. *AE T Gd-1gAl 2#HlE L 7.

BRELE»OBRIKERILL, FERICBERR
Dy, 32 4DMAEY v T EIE L.

Gd -IgAl BIFE : &YV 7LD Gd-IgAl #XD
KDL ELISABTHIE L. ZUBHITF (ab),
fragment of goat anti- human IgA (Jacson
Immuno Research, West Grove, PA, USA) #%
0.05M bicarbonate buffer (pH9.6) T 3 xg/ml®
TAEICHABL, 4°CT—EY AF 1L v 8lo6-
well 7L — b (nunc, Roskilde, Denmark) = [##H
fbU7. 7V — b OPHiL 0.01M phosphate -
buffered saline (PBS) — 0.05 % Tween - 20 (PBST)
FRWTE 4 DOBRE T30/~ EELLEZS

L — b2 PBST C 1 %IZ34% L 7= bovine serum
albumin (Sigma - Aldrich, St Louis, MO, USA) #
FAWTERTIKE Ty 7 U

KRR M4 [gA WIS T 0 10 ng/ml i< %
LTEE, TV—FLD3D2D welliZANEIRT
—BRI IS X B 7. O FEATUNES LD GalNAc 7 5
KIHD Y 7N EMRFT 5728012, Vibrio choler -
ae F13£ ® neuraminidase (Roche, Penzberg,
Germany) % 0.05M acetate buffer (pH5) T
10mU/ml DREIHEBEL, & wellIZNA 37°CT
IRRHRIE X B 72, ED% 2pug/mlDOEFF T
=3k X 17z GalNAc B2 % HAA lectin (Sigma)
%% well IS A 37 °CC 3G & & 7=, B
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%, streptavidin - horseradish peroxidase conjugat -
ed (Thermo Fisher Scientific Inc., Rockford, IL,
USA) #MMA 37 °CT 1 RERIRIEH, O-phenylen-
diamine dihydrochloride (OPD) -urea hydro -
. gen peroxide (Sigma) TREARIG % X BHE T
RIGEIE#, 492nm OURYGE % HlE L 7=.
ERFHCK BB ERMETE-DIC&T L
— MIFEEe gABERDODRZ VA — FH TN
(Bethyl) #fMA 7. %72, A&V & —FD Gd-
IgAl & LT IgAl 3 xu— v EEHKOREL S
WR LYY ILEBRL, ZOY YT 1ug
2925 HAADRIGHEE 100% & L, &9 27
NOREEREBRE TR L 7.

EHSEEE & ORE | BERIERNTO, £
Yy AMIBERE (C), A V&Y ARERE
(M), ZffithREkEm (GS), Hitt Rk
t. (SS), BRIl % (E), FHBEER (Cr),
RMEREREE () OGHEHAE20 : 0%,

P <0.001

RFRA

N HE
xERE N

B2

FRERSME B129% HTE FR274 (2015) 7H

1:<25%, 2:25-50%, 3 :50-75%,
41 >75%0D &S IZ 27U 7. R R R
FZUNDOEZA T RO REEREZ T EEH
L, Gd-IgAl & OHBIRfRZRREF L 7=,

WETERR © BBIZHT B Gd - IgAl O HhEgic
DNTH, s VvsF A MYy Y@M (Mann -
Whitney ¥ & UF Kruskal - Wallis) # 72, 28
Dk T i, Jonckheere - Terpstra trend &
E AV Gd-IgAl LEERATR, BEgEER
DAHBIRIFRIC DV TId, Spearmann FHBE AR 4
W7z, SeEHRMTIE Stata/MP 13.1 (StataCorp, TX,
USA) #HWw, P<0.05 ##EIENERZEL
7z,

4 7

SEBHE L -REE IGABERRORBEE

(AR T2W &Iz [gA BIE) OFWERI

B
100.0
oo P fortrend <0.001
g 80.0-
% oo _
: %
60.0-
50.0-
40.0 T T
X EEAN 53
xHERE e IgABIE

A FRRNBREINEHELDEIERICGI-IgABEETH 5 (P<0.001).
B I WHEH, RRAMGE, KIEM GABEREDIRIZ GAd-IgAl B ER LT3

(Pfor trend < 0.001).
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32+ 14k, BhHizl o 13 EREE (RRN
MiFE) OFHERIL 53+ 185%, Bzl :
L1, BB EBFOFHERIE, 43 6%, Bkl
31 22Thor BEIHESRZED, B
B IgA BREDO BRI E LA KB EE S
BEZh, BRRTRERNELDILELION.
Gd-IgALfliid, RRNEREH (n=34) &
MU (n=32) LOHBIZHEWT, RRIMER
AW THBICEETH -7 (65.8+ 10.9 vs.
560 = 7.8 (%), P<0.001) (K2A). £/, &
RABREE QATEREH (n=16 LFR
WILAZFE IS4 T, *IHERF (n=32) & H#kT 5
&, XWHEE, RANMGE, [gA BERHEOIEIC
Gd-IgAl BERICLAE T @A ED S iz
(E 2B, P < 0.001).
BRRBOTFH Gd-1gAl 28T 5 &, £
DHTGd-IgAl BB REETRL, KEATRTE

A

100.0

P for trend = 0.003

90.0
80.0

70.0- ;‘/

Gd-igA1 (%)

60.0

* 50.0

40.0 T T T T T

07 01 06 25 26 21
Family ID

RPOEMATTRRE —EOMEATHHE LS
ZEMURETH -7 (B 3A, P=10.003). 01 B &
COTRRE2NBLV226FREZTNFHORL
LT GAd-IgAl # 6T 5 &, 01 B LU 07T KA
THAFNICERICBETHE ZEHNREh
(R 3B, P=0.016). Gd-IgAl » &l 4 RTHEA
&, W16 2ITRBESBVEREKEBIEEEER
AL, KEERTERITROEXEIIHEHS »
T L, BEEMROERAEERIERRS 5
Wi denovo EEMEEDI (B 1).

RICH R [gA BIEIC B W, BERTR 48
AMLBRsgERTEL (F]), Gd-IgAl &FE
RiTR, ROEMEMBEEE S OBz RETL 7.
BAERRIZERBEMET, 5250 KT AL
T L - 2RI, Gd-IgAl BEETH - 7.
Gd-IgAl REERFOREQR L AR LIEOH
RIBAfR 4 R 7 (R 4A, P= 0.046). BHlkkREE

B

100.0

° P=0.016

90.0

80.0-

70.0 4

Gd-lgA1 (%)

60.0

50.0

40.0 T
07, 01
Family ID

26, 21

A IgABIERE BEREET A RRICBVT, KRRNEY Gd - [gAl HRRB TR

%% (Pifortrend = 0.003).

B 01T OTHRRAE, 21 LU 226 FKZCHBLTERIZERNTY Gd-IgAl

HEETH S (P=0016).
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F£1 THEEBEERYL-REE AFREO—E

family age M/F UPUC  GodgA :f;'r'e M G S E Cr |  TBMD ESRD
1 6 M 04 641 1 -
1 32 F 27 921 2 -
1 27 F 12 762 1 -
2 34 F 22 778 1 -+
4 16 F 04 701 o -
5 29 F 18 579 o - o+
7 15 M 06 746 o -
25 27 M 03 1 -

57.7

G.L score : RIKEMEE 2 27 ; [RNERERE 2B SRREREI M L2 C L 40 F o A,
M : Ay XS AREME, GS | ZEMERERMERE, SS @ FEMSRERKRE(L, 1 RNEBERE, £ | TAd
B %, Cr : EHE&F, TBMD : JFHEEERS, ESRD @ RHIEARE

A

P=0.046 r=0.75 P=0.06 r=0.71
30 20.0
3] . o
2 25+ S
— [1]
- ? 15.0 °®
B 2.0 8
8 5
& 3, e
1.5 £ 10.0-
) B °
£ 1.0- . ®
= ® L] [ ]
£ 50
0.5 2 g
- O 1]
0.0 T T T T 0.0 T T T T
500 600 700 800 900 1000 500 600 700 80.0 900

Gd-IgA1 (%)

X4

Gd-lga1 (%)

D RN IgA BIERE O Gd-1gAl L FERBORESERE (UP/UCH BHEELE

OHEBERIZH 5.

DR TgA BYED Gd - IgAl & WAERIZ I 3 REREEE X 2 7 X EOHEBE

Rz 3 (P=10.06).

100.0
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B ITRIRARE, IKERBEREIC B TENhT
hza7fb L, SREkibBEZ o 7 RMEME
RELAROMEBBEKREZRD 2 (P=0.026).
Gd - [gAl & RERMAFEE 2 2 7 OMHBIBEfRIZ DN
T, HEHFEITIAE T3 AV, Gd-IgAl A
BIETd 513 ERKRAEEHNEE TH 2 EEHR
»ehiz (K48, P= 0.06).

Z ®

AHZETIE, FEM IgA BRERH IC BV TREH
RelgAlizay ru— Lk ERICEMAET
L7 8%, TR IgA B T s Alchi L
THEAE Al PARBICRIETH 5 Z L R
XT3 1218) F 7 Ghravi b I3RCKOFE TR
[gABEREA MR IZ Gd-IgAl ZHlE L, IgA BIiE
BETIRIV FPU—LIZHUTERIS Gd-IgAl
DEETH B I LIZMA, ZORIADIEZSE R
RN A FIEOMBEE S IV -l T
BERIZGI-IgAl Bl THHZ L ETRL 16),
LinX 53 EAD, Hastings MCHIE7 7 4
FREAD, Kiryluk K 5 /N RD [gA BERE
OMFEFENRE L THKROBREMEL THD
WD e B AFEIZEH W T A2 [gAl IS
HBEERLSES LTS I L Em L7z AR
T GABERAFRIRRAANMEHERL T bo—
NZHLUTRIBETH Y, 2 6ICZ20MEEE
WEDHEOME AR L7, BEAE IgAl O
BEEAELESEVS, BEORELED T
AL IgAl OEAIBEERASES L TW5
AR IRV EEZ S,

KIEN IgABEEAE T5HRTHE Gd-IgAl A
B TH 725, ZNFhORRTOIEIZHB
T, Gd-IgAl M EREBEB O I (H3). &
DR [gAl /ETH 5 01 KR 07 7%
Tk, BEEORBWEROHREEERERALIE
Rah: —F, FEEIGATEOT CIXEOHRE
$HAE IgAl BEKIETH % 21 RARPL 26 KR TR
FHUCHH 5 » R REAER A <, KREEOFRE
HRHEEMEEERR, 5B AHEMARICHIT 3
denovo ZEAEE L TV AU HEMAEE S .

R [gA BEIC B WL, &7 7 ARSI
T BROBEFEARIEIh T 29, £
DOBEER I — Tk { RO RKEEFOfF
EXHEME AT 5. S, BT LEZRKRIZEL
THHEBEAZ Al DG M EHRERH D, £
DBIZHRPEERRIZNThEL 5 Z LA
EE i,

FIEHE [gA BHEIZ B WL THESIA L IgAl 2Bl
ELTRERIL, REARSEL, BlBREERN
BT & BIEE AR &, IR IgA BHAEIC
BT, BEHAE IgA L RREE OBE ARG
ERTWE, FOAH=XLELT, BELRE
[gAl BEBEEHR LD, BEAEIgAl Ok
VUBARBRICRET S RGIDLDEHAS
IgAl - IgG RIEHEAHR LR S h, FhaREkE
IIThE LEEREAR I T EARBEh TN
18)- 20 KEFRITH VTS, BEAE IgAl i
ETH ZEFIIRKAREFESEETH D, Thic
95 ¥ ARERLRKIEMEREE? Y oh, B
BEES KT Lz, R A a0, 01 RR
TRHETOREE THEAZ IGAL EETH D,
FlEEE L BETH D, KORENLEEYE
BEREHEL TR LEEL LN

AWZED Gd - IgAl OFHlli i, FIERESH 503
BRI TRV, Gd - IgAL XMk H % 2 7
U FERICEDRELBZ ZEABMESh Ty
%20, AWFEICB T EREN [gA BRI L
TREDEES Gd-1gAl KT X 8= EEHd
bHLELONS. L L, EHEES RO
b¥ IgA BERE T, BREOKEBIZEVTS
Gd-IgAl ¥ BIETH 2 MEAEHL 2 TH D, K
Wtk IgA BHREDEIZE R & LT ZORREIZ Gd -
IgAl BB LTWB EEZ SR,

= E ]

BAADREREYE IgA BRERF I W THEAR
2 IgAl BEZICEIETH D, F -HEHAL IgAl
DEMETH 3 ECHMBEEIGETSH D I LR
XN X 51T, FIEVE IgA BREOMHERE IgAl
RSN DD, BRIZh 2 EBEEAPRERE
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