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IgG subclass deficiency and IgA deficiency

R

FUKAO Toshiyuk:

O BFRE, RERF

IgG (11X IgGl, 1gG2, IgG3, IgGd D 4 DY
T2 AMHD, ZDIHILED12HBLIFWLLD
PDYTIFADRZTHHD%1gGH 77 7 R
REIE LV, 1gG2 DADRKE DG EILERD
IgG2 RIBFED X 9 129, —7, IgA RIBIEIZ,
M7 IgA fEA3 5 mg/dl Kiwi &L EE S, IgG (¥ 7
77 A)RIgM DEFEEZTI 20D DEFERP IgA
RABEE & 9, BRCK TR [gA RIEFE IZ 400~3,000
AZTALL S LHYHEOFHWRETLIETH S
23, HAATIZ 18,500 Alc 1 A ESEEEIC AFEADS
HAHID, IgA RIBIEIC 1gG2 R ED IgG ¥ 77 7
ARBIEZHEY 2 LB %\, EEHBHERFERE
MR FEM: A E R AT O BEIER T
1 2007 4E 1 HEAE 110 AD IgA RIBHE (& RER
PIEERESIAEND 85%), 2T AD IgG ¥ 77 7
AREAE (2.1%) B3EHFH I N TV 3,

HKEOBRLHY, ZITRIGGH 77 7AR
BIED 9 BRI B W TRHIE E 72 28R 1gG2 R
B, BN IgA REFEIC OV TEICTEE|T 2.

RIET 0 7Y VITRA IgM BEA SN, ZDE
IZ1gG R IgA(ZF DY 727 7 R), IgE Z EfhD 7
AVIATIZELT 2T TH S, 14 FEE
CHEETARE 07 vEEBICE T2 R ES
EHERET (CH) I ONE &BREFERERIC OV
THETZ2LEXH S, BI1ITRT XIS CH#E
fEFIE 5K» 5 Cu - Cs - Cy3 - Cyl - Coe -
Cal -Cy2 -Cy4 -Ce —~Ca2 DIETHEATE Y, &
FIRIAEE D VDI ODFREREL, ZOdsEEE Cu
IZD%D>TWwAH7 [gM EEIEEINS (2 Z

* WA AZEE A HEERNETER Y / L EER
I R R SR B R A R R RN R A

[F501-1194 BEERHHIF 1-1]

TEL 058-230-6386 FAX 058-230-6387

[5-mail : toshi-gif@umin.net

1288  /MBAF 40 IBHIS 2008

TpldlgM, §131IgD, ¥3 i3 1gG3, 7yl i3 IgGl,
al 12 IgAl-- YT 2 EHEEFFERTH 3), Cp
BAEb 4202y e 200Ky Y v (M,
M2) R ENTWwS, =7V v 4 EOKREKHA
13 7 Y >~ ~® alternative splice S TH 5,
XoT, ZOFEMNBHVSITML, M2IZ27%4h8
3t IgM ERIESESEESI NS, ZOTDOR
T34y TBECETNE, =7V 4 THIE
aRvERD, FWEIDELEINS,

IgAl # AT 3D THNIE Cu -C5 - Cy3 -
Cyl -Code-ZTHYI D 72X 1 VDI & Cal HEEE
EE Lz ueidiy, FERRIC IgG2 ZELET
27T VDI LEE C2 DR THENH 7T
AAA v FRFERLTRVIT R, TOZ7F AR
49 FBEL 570121, germ-line transcript &
W) EAICEIEE 717\ RNA 23 HSEEEFO 11
BHrOEEIND I EBBETHEEINTNS,
ZRUC k- T, ZDBEEFFIHNDH R-loop HiE %
B L, A—7vtizsd, 1gG2 EEDEEIX, %
DTHMORERTITH 5 S HHITEB VLT S &
Sy2 TOMAMZIICE S TI FTARAL v FDIRE
%, IgM OESH & [[fRICHL 2/ >~ alternative
splice HffiAs Cy2 D7V ¥ 412dH H (KEHD,
ZIZTATIAS VY IHBEL 2585 TERE
DWRIDEMENEEINDZZ LICk 3,

PFAAL v FEVHIAL RV MEFA—7 Bl
fidds ) v oo RO THUR IR 52 720365,
& b EREDE  HUE & 7% 3 729D somatic hyper-
mutation 2 & ERFFICEEZ 2 EEZ 6N, 2 E
no7TA VI A 7TOHUEELE X €Y — B#ifEeR
HHlSELEENS, Lz2-oT, H5HE/ 0
TIVvDTAYEIA TOERNZRIBIZ EEO L
IDPDAT Y TILEDTA VYA TRENZRE
MELBIEICKB,

1. 1gG2 ZIBEDFHA

E5 613 1998 FICHH T U o TEIRM 1gG2



5. IgG YT I T ARIBAE L IgA RIBAE
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\/ Germ-line Cy2 transcript

S I i 1 T

1.2 3 4 MIM2
lgG2 S3H 7 E >

IgM E§HER

IgG2 EHpER >
{1 SE/O07Y) U EHEGFORIBEITIgM iS5 IgG2 ND 7 Z AR v F (GRARATER)

g1 WQWGHY TS AREE, 1gA RIEBE BEH

g gG ¥ 773X
|

B (125 () IgG IgA IgM IgE lgG1 IgG2 19G3 IgG4
EIRAY 1gG2 KRIBEE (M) (4Y) 900 142 199 0.06 | 8049 <27 59.4 21.2
BEIRY 1gG2 KIBEE (M) (9Y) 1,186 172 126 1,003 <27 61.0 16.5
BIRAY IgA TIBEE 1(M) (10Y) | 1,363 <5 146 619 255 57.3 33.9
BIREYIgA RIBE 2(F) (11Y) | 1,640 <5 117 949 400 47.7 90.2
BIRM IgA R84 3(F) (17Y) | 1,261 <5 137 630 625 35.1 18.4
7 7 LRSI (F) (1Y11mo) 1,062 <6 185 996 <24 104  <0.45
RIRAY 1gG2 RIBAESI (Tashita &7, 1998), RIRAY IgA RIBREF (Suzuki 59, 2008), 7/ LREFlE

Cal~Ce T TOR % (Terada 5%, 2001),

RIPEDIEIN & 7 2 ERAFE LY, YBT7 4+
0 — LTz 1gG2 KAEAE D S sl I 2 AEIRFT 1 2
LTHREAL R PRS- (FR1D
EIRE 1gG2 KEBEED 2 61), Z D 2 FlIZDWTHE
WEfTol bt 2 A,
(D Cy2 germ-line transcript |
WEEEIN T,
@ Cy2 ? mature transcript (IgG2 E# mRNA)
FIEEEICHARHSPIET L Tul,
ZDIEDPLCY2\DIZFARA v FH LI

IEHEE L ARE

Cy2 BETFICHEL S ARtk mR S i, %
CTCCREinFrEB L7 25 exond DIt
BCy20&ka Froe~7HEEERICGD1E
FEH#a(c. 1783ins G) 3 ETHRH I N (R 2),
COVEERACEZ 7V —42 7 FTHRED
EAREZ2EERREBDV S VORREDATDH
3705, MRFELFREIN TR BRIy Y
M1, M2 ZFEL, KRB mRNA & ALY 2 HEg
LT exond WNOFIRIA 7542 FEfiz RiE
LTHBE, ZO1ERBARRRINDRT7 7 A
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Cy217v/24
REE _ | =5k MIIZV | | M2I9V
- - TCTCCG G | GT AAA TGA [gtg-- --GCCTAG _ | ggc-
S P G K #&it
IERE Cy2 transcript - TOT CCG G | AG-: -+ GCC TAG
8 P E - A &b
VAW
Cy2I724
. _ rerRer T MITZVS | [ M2TOU>
= -+ TCC CCG GG | G TAA [aig— ~“GCCTAG _ [ggc - tctga
8 PUG gt
1EERA
Smal
ZRIRE Cy2 transcript .+ TCG GGG GG | A~ +CTAG |GG - TGA
S P G L G - #it
IREPEV.
& 1gG2 EHORE
Cy2 i#{5F 1793 ins G I8 sA 5, B E AN X » A IgG2
(C&BTL—LT T > 1 BFOTE4EBR, EEFE
HBAEH%

B2 ERNIgG2 REEBRFIDZFRE (BAREISE)

Y TEMOT CERT, BEE mRNA X7 L —A
Y7 bMickh, EELREEBFXAY, T
GEEICEELRHAEA R AL BRI BE Rk
BB INTLE ) ZEBHLhICE -7,
ZD XS BRI 1gG2 BTN TOM X
-2, Y GRE 70 7)) vEHOBER O BB
2 Mexon PHIE F XA D) v 777 b2 R
DHIBRBSGHLLIIRE N DDOH5=DT, kM
BOLTHEMOBREELSZ OO KIBICE
B EZHLMIZTEL,

bbb OHERIC HIFERW 1gG2 RIBEEICE W
TCy2 BEFD intron1 DB 4 FEHICa—g D 1
BEBEBRBZEDON, ZUTL > Texonl HON
FHEAT 74 A P —i#iasiEE b ¥, mRNA T
Z 16 EENRRETIZEVLIHIEENREINT L
33,

2. IgA RIBEDKE

IgA KABAEIX 2 DRIBHEME I BEMSHFEL TE
D, %< DIgA RIBEEDHA, EFIIHS»TIX
%, IgG ¥ 77 7 ARZESCHTEABEEER
SIEELIFLIEEEL B, BOGREKEDS
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fEs% L ADoN, TR TA»AEICEE X
HDOLDHLHBEIN TV S,

IgA IZI3 X 512 IgAl, IgA2 BIFEL, TD 22
BEXXFEFED CHEEBEFOWEPITATSD Cal &
Ca2 Ik WEENTHEEL, ZOWMENKET S
REELEET ED Cal & Ca2 DZEHBRETEK
XRBETRE(ZOSE, Bicd 3 1gG2, 1gG4,
IgE bRETZZ LIk 2)D, MFICHBT SR
Ty 7TOEELLZS, MPTIEIgAl % (K9
#13 1gA1), WP TIZZOEIC X b IgAl,
IgA2 DEEDIEZ D (R 2), F7-4EHDS 4~6 Bk
X CIn IgA M LT, BRALVRNVIZET S Z
EBHONTWE, TR IgA REFEL V> TH
IDXIBRILEEBEEFTHLHEMETHAZ LD
»5,

1gG2, IgG4, IgA WEEDTO®RET 7)) v
H775ARBED 23 »HDTFITE VT Cal -
Coy -Cy2 -Cyd -Ce FTOREEZRDTS (F£
1D 7 LREHF), 2D Cal BRIELT
WVWADS, Ca2 i3ERE L TV AERICEWT L FiG
Ik Tid IgA BRBELL T OREF L A5 5 DT



&2 MFP, SBEPOIGA EEDYT ISR

IgA SEEIgA

ma/aty 9y, - JeAVige R
ik} 328 13 89 : 11
3L 1,234 96 65:35
HER 304 96 63 : 37
g 276 95 70:30
BB 827 nd  35:65
e+ 105 65 74126
&5 25.7 n.d 95: 5
SEXHR n.d 82 67 : 33

n. d : not determined (Kerr' 1990 & +) 5| F&Z)

EEBBETH 3Y,

IgA RIEHE & CVID (DA HEE B A 24F) 1&
b L HHFLERERERSETHD, R—FKFR
NIZZD2ODEBOBEVHFET AL, i
PRI —HOIREIP LB ) —ANEET B T
ELH B Lo, LBOBGIRAIBEZ SN
TED, B LACVID & & HILHHELZRT A NE
BHdEbvbTws, —fic - DifjEicit
WL THAONLIZERRBIISKELRGE a7 7
AV A T2EET IIVEME~DUEFETH
BLEZONTWVS,

) Y AERORBAL P EFIC A FE A TNF-like
receptor O 1 2T, BAFF, APRILD L+ 7% —
“T& % TACI (transmembrane activator and CAML
interactor) D / v 7 77 b7 A TIX [gA FEEE A
DAL FB)ELFTLELRD, EFIEWT
3 _FEd CVID O—ZFIc BT I DEEGEFDNY 7
P& DEEASTREI ATV S, CVID & A—FK%
WCHFET % IgA KIBIELB L T3 tEZ 6N
Tw3, LeL I 5o IgA RIBREICBWT
Thbh, BERDIEFIOWTEE S, TACI & 7
DY A FToH 5 BAFF, APRIL I DWW TR L
EBEREEFED Lo,

EE O ILNERN IgA RIBEEOBEHZICEB VT,
IgG2 KBHE & FARIC germ-line transcript D FH
PRI IRAAL vFDEZFICEL 2BREEYDE
FIZDWTHER L, CHSEHOHIET LT
553, TGF-f,& PMA CHllEZ T nIXEE SN D
EHIXhBIEERL, IgA EEMRE~DZIC
RIELs S 5 AlREME 2 R L 722,

5. 1IgG YT IS ARISIES IgA KISHE

FE S IFEIRN IgA RIBIEDRESI (£ 1 0 3 #i)
IZBWT, E56ITIgAl, IgA2 KTV TZDEBET
FBRzAl- LA, EFL, 3 TRERETIXIZE
A EFEBLUZ WS DD TGF-B, & PMA TORIEIC
TIgAl W IgA2 X D b X @ BB L, —4,
ER 2 TRFECOREFEIIASNT, WEIC
BEMNH B Z LRI,

BR-%373:"

1. 1gG2 RIBFE

IgG &Y 77 7 ADFHEE LT, —fRICR IgG
DI b, IgGl : 65~T70%, IgG2 : 20~30%, IgG3 :
~8%, IgG4: ~2%ThHYH, BIgG L FARIcERE
6 DATAIEMEE Y Z20BBL ML TL 3
2, 1gG1, 1gG3 D3 ) 3T { MAMEISETE, 1gG2,
IgG4 IHENTHML <L 2EEIICH 5 (FERIC X 2
EFHEOEIZESE), 1sG ¥ 77 7 R 32N7
N7 OEEENORE I HHEH3H 553, 1gGl, 1gG3
BERTREICN T2 ER1gG TH Y, 1gG2, IgG4
IR I T 2 Bk L wbiiTw 3, 1gG2
BIRERE DA v 7V v FEBE, T4 Y TH
7 Y ORSEEFEICNT 2 TEifkThh, Z
DRBEIZINGDEIC & B KEMTER, RIS
R, JREBEXREERT,

2. IgA Xi8fE

IgA I F T3 IgG I 2V T W HIEa 7Y
VTHBD, IgA VB TORFE%2E > TEY,
ZOREROLE D5 IgA 13 - & b ELEENRS
WEEZa 7Y ryThH Y, Thbb, MKTH
CRIRTE T D IgA DERERIBBEARRELEZ S
N5, [gAICid IgAl, IgA2 D2 2DT7 AV IAT
MEEL, b IEohiIgh2 DIz, &b
KIHELEREE T2 2L C2BRZ RT3 2
EWITE S, B (SIgA) IR T 1 H 5T
HiffacEESh, SRR THRING, £2WV
WY X Iic, mEdcidsd { ZEEED IgAl T
HBHDIZHL, SIgA 1185 2 BELR EDEEHET
Hbh, EHmEETIEIgAl 3%, THTIE IgA2
ME > Tw 5, MERHEILE T IgA2 DSEDHER
o TWBDIE, IgA2 337 7Y 7D IgA Tf#
EERICEREZRL, MBEOERTICNT 256
LbIgA2V 77 RIZH LS EVbIiTR3,
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£3 126 5BOTFVILA IgA RIBIEDERAKER

EEPR{R BE(YW)
BRPiE 80(63.5%)
SUEBE 72
Bh# 44
TH 30
R BiE 4
FREBERSAE 3
B RRBSE 2 _
FZLIL¥— 61(48%)
L3 67
=N 61
7 hE—EER 3
BEg&RES 24(19%)
RikiRES 9
SRR 4 5
YTy & 5
AmtERM 3
SLE 1
% Dt 2

BEAEDEGMRINRIEE, Z{OBEIFREOE
FigEE D, (Jacob 522008 » 5 3| HNE)

SIgA I3 Z&AfififETh b, EEBEELEL, 7V 7
SVARBET S LIk THEDICNT BB
HE—RELD, & FOWAPLHAIIFEICE
RED SIgA D& Fh, FEROREHHEICEE
EEZEZoN T3, EIRW IgA KBIETIRERE
IgAl, IgA2 L HIETLTWBRELEZ ONT
W3, 58, BEFRELRZETIgAl DAHDRIE
T IgA2 BRI TV B (Z DFE, I IgA
BET T3 Z L8/ 3)P, KA IgA2 D
HDRIBTIgAl BRI TV BBAE(ZDBAIR
M IgA FIEER) & o 2w T O e st Hs
IgA REFEDRERAICHETH 5,

[B] MEEEN S HI-BEREH R

1. 1gG2 &8

REHEOFE, MBRRRZEDETESATIZY
777 AMEDHEIGE DB, 4 V7 NVEVTH,
MR BRE O BIEL A I T 282 &4 1gG2
RZZ, NEEICE L, £ 6 »0HEIGA V7
VI UHE, MRREIC X 3hHE, FBEERLE%
BRI RS H 223, BREMEILTLLE
FlcHrondbIITRAEY, EESHREEL /B
REY 1gG2 RIBIEEE I, HPHIc3IRERTHE
RVBABONTD, ZOBRBHEEHHHLT,
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wESa 7Y vYEREELDITOR» T,

2. IgA RIBfE

TEB A RBETO - (EERTHBA
o, REMOBREZRTHOP, 7LILFX—¥E
B, HCREERBZAHLTwE b0 T, K
WhHkitErdH 5, I WWRERESINZT7T7Y
WA 126 £ IgA RiBREBEZEDEKGZ R L7212,
IgA KABFE CIHREDSABHLZ D DH% (, HfEE
BIENTO 320 FNicHS T 200MEICTE
RS NOYiLE AN

a) IgA KIBOBRE LTOEREEZOND D
D,

b) GAXEXEZA-THERLEEZ 22 LD (§iE
FEME IgA R4H) .

c) AUBHE»S IgA RKIAE ZDfhDEE % &
23 EEZBZRZHOD,

ZITIRING ZXH L LTRET 5,

O ZEEY: . KEEORBECHiRIEZb-> b
HEOEWIERTH 5, IgG2 RE#A&HT
52 D%, IgG2 RO ARG
FEZIFEXE 5,

@ WA © BB TR (Z v 7R
S CIZH4), Crohn fi7e £ D RIEMN
EEBHONTV3, #ATEXY) 7y 7R
DEWHBEH/TDH D,

@ HOREER B4 O HCRERBOADS
AoNBH, FBIZRL ED IgA KIEfEEE
T LI LIFE Az s,

@ 7L AF—KE i IgE DRVWEM %
{, 7LAX—HE% K[EXWEOENN
ZiFEdoh3,

®) PRI IR ¢ TADATIHTADLAZE LR
iz IgA REBHESIRE Z LiId%L,
MAREGARBLEZONS,

®© TR « HAAPEM ) v EOM LA H
%,

4] REBEERH SHI-ZRD - DRKRE

IsG ¥ 77 7 R /RABAE D2 W IgG ¥ 77
ZADFIFEIC L B, MEIG V777 AE% LD
av— )7 RICEEEAETH 5. BRAD IgG
BTV 7ADEL LY DENDHY, FEICKo



THET 20T, REDHAEIRX, £BZE-T
BREBRE T L FEBEILITIRETH S,

1gG2 KIBIEDHA, 80 mg/dl Kzl & 33
73, 30~80mg/dl TIiFE@EZIES LML & b
IEEEIZIZ V- T L % “Slow starter” 5%\, fifif
HREIcN T 2RE g2 fikoBIELHTHATH S
(E/NERRRE € > ¥ —, 0144-72-5401, [fF
0.5mi, K 20 £ 2 ABIE),

IgA RIEEFEOZBIICETIZ, CVID & DERD
f-DHICE IgA # 8T RE T 0 7Y v OMEICD
WT 1 [RITRFEREAD I EDBEETH S, Atax-
ia-telangiectasia DEHED - HIZ a-fetoprotein %
& U R (T Ataxia-telangiectasia ) D JE H % £M8),
¥ 7 HORERBOEHOFERICOWVLTOKRED
BETH D, IgA ¥ 77 7 A (IgAl, IgA2)IcDW»
TiEae—> v V7 RICHREKETETH S,

IgG ¥ 77 7 ARIEIE, IgA REFEOZWR L
oW TOHBEDHNIE, BBRRKFRFEREZSR
ARV NRIRIBEDEE & ICHE VL EE v,

Bl AREREZOFRS JUERREFMR
o HI-MREERER

1. 1gG2 TiBfE

[gG2 477 7 AREFETH-TH, FTAEHRES
ZEDEBTHITIERLDT, 2Flicy Fa7)
YHRIFEEBSNE L DI TRy, MRRERA
YINIUYEEEREE L HEROREHREYR
RIS IIDETH B,

TRE Y DFER TR RBEI IR L T,
100~200 mg/kg/BIDEFEMBEZE /0 7)) v % 2~
4 BERTRES TS ZLVERT S,

2. IgA RIBFE

RGN LT, @Y aueAEkoms
L EDBNETH 3,

IgA RIBAEBE T EFEICH A hifkz b -
TEh, y a7y rYflommx, MACEE
NTVBRIGALEDTF747F > —vavi%
E7- S AIREMEDS D D BT B, FRRICHTREBRAS iR
DEMLERTHS, £H L THEMBHE R
i, toicsiEm I - RnERE A3, #iT

5. 19G Y JUSAKIBIEL IgA RIBEE

IgAfifkiZae—> v L7 RICKREKERRETH
%,
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