NERBE - 20004 - 15 (79) 79

= EREEERSEOSEE—HOG (TR £93IH)

‘;'mm<ﬁﬁxé %Wﬁ&ﬁ %%% mﬁﬁn

ﬂ¢¢%%ﬁw£ﬁﬁﬁﬂ%ﬁﬁkwu

1) THIES X UBRIRSIERERE
‘ , ‘(c,omb'inekdyTV-Oell and B-cell immunodeficiencies)
< T(=)B(+) BEHARERSE (SCID) - . o ,
y cRBHE (L2, 14, 17, 19, IL-15, IL21ZFAEOy HORE) B L
- T(=)B(-) BEHAERERSIE (SCID) Gl aaie s -
RAGI2RHUE L ; (RAG1 ¥ 7214 RAG2DKIR) ; ~ BY
2)  EELCHBREE (pred()mmantly antlbody deficxenctes) . o
+ Bk KIBHE (BTKBIE T OLR)
“+ CDAOLKIBE - (CDYOLBEFOER)
- CDAOXRIEEE (CDIBIZFOLE)
; 1gG~b“79 7%9:%54% . (Tw'a‘ Al L%%%LJ: ] yzﬁix?*wﬁﬂﬁﬁ’ﬁfgj’ shi) &k
‘ﬁXgL®£<m§§ht%&T$ﬁ@ﬁ ' - ~
: (other well defined immunodeficiency syndromes) L :
- Wiskot-Aldrich#ElEH (WASPRIZTORE) o «
- BAIEIRRAIE , Lm0z L
) gmgnz‘/\@%% (dlseases of immune dysregulatxon) . - .
X SRR , . f‘f“;*i ,
_XLPL < (sazumiﬁfﬁ%@%ﬁ)w .
saﬁaﬁm /niéﬁ.ﬁ.ﬁé{%ﬁ (ALPS)
. CDYS (Fas) KHESE, ALPSIal) (TNFSF&:&&:%@%%) nL

(ARSI 2 2 prwaﬂmmﬁﬁ”ogﬁ) e

(WHO 52 (I IR E )



80 (80) MNessm . H12% 18

SEXZWIT 5720, MBIC L 2EROITEI T
TEETHL. FHERGgEM (RERY - BEiERG
E) DIEMI, BRBICSEZAER - BTRD
KWICBELL LD, LERRELLT, RS
)=V IRETREASEDREL T T
J—mdE L, FHRRECRELRD W2k
FY 5. SOIREREETIHL R TI
REBETOREZRIT L LD - %
FHWr L R, JHRE L EROHEE M TR
FEBIIEETH S,

B (R RERESEICOVWTE, O
H ST ENTELEREN (R RE
AL, QEEDOFREROFICZI DL P
CENTE-BRBEREZSUEREMN (BXH)
RBREIE, WRELFIFAHIENTES, D
T, ZOWMEIZOWTHHT 5.

OEL o SN TELEENE (BRE)
RBASEORKRERE  RONTFIT)—L L

i, 1) THIfESB X OUBMBGRIESEE, 2)
F L LTHAEREE, 3) ol {gRI N
RIEAEREREE, 5) BMlaof - #k - WH
DRREEE, 8) MEALSE, KETHID

D% L DRBFINICHYE TS, IhHDH) b,
HEDOFTFERIZFOESFICID, K4 LFERE

EFIPEH SRR R v, ZoR_E
WaBlows L BIZTFEEERICENTS.
QOFEDRIERDAAIC L VL IS T
ELBRREME (R REASEDRKERE
%'%@ﬁ?ﬁU-tU(i4)%%%%$@
RHE, 6) BROEBEROKE, 7) HOAENR
ﬁm,kETé%®®§<®%%ﬁlhKﬁ%
T5., Thon%id, BRBERZIILDL
THLRIBROF7RBHE & I, BEOHE
LR LRERETOMBEFED LN TE L,
FORFBWLBIERIENL, UTICHHT 5.

1. RERBAEDRE

1) XESH 2/ VEIEREIRRE (X-linked lym-
phoproliferative syndrome : XLP)

AHEIL, Epstein-Barr 7 A VA (EBV) DGy
WEIED & oWF &Y, B RGN
Ij{fiﬁ (infectious mononucleosis:IM) <, 1 ~
TR (& ITERY) VNE), BER
Eru7Y) VIEYET 5. :@%$ﬁ%mK
EBRENBIHREL STZRRICE R AT,
Duncanii & b LT T 5, EBV@%L%?‘%
RIENICHERETH L HIEHTH S, XLPD
WHRBIETIExq2S IKHET A2BEFTHY, 4
#) SAP (SLAM associated protein) & fi% 31
725, BAEIXSH2DIA & LT 5 2 LA\,
MIRERIERHEZRT.

2) HERERBEHIERS BCREMN
1) 2 /SHETETEIRRY (autoimmune lymphoprolif-
erative syndrome : ALPS)

CD95 (Fas), CD95 (Fas) ligand, Caspase
10, Caspase 8DRIBIZL W HBIET S, HHBEHL
OB E LD, ) VEIER, FFEE,
VURERT RV ADOKIE, HORERER
E45. WERERIZIEEIEBEEB Y 4 )V A&
Yo & 3B D D DOE N,

2. BREBROBEEC L3 RBETLIE

1) ETHNRERRT2RETLERR

BT ESVEER A EREASIEREE (anhi-
drotic ectodermal dysplasia and immunodeficien-
cy:EDA-ID) 38 K8, MZHEHZE, BITFOK
T Vo LARERRAEDERIMA T, 5
Bl % RS RE R SR TH B,

EDA-ID INF- x BIFHALOBRE CTEL, X§
BB IREE R % & 5 XL-EDA-ID & gefafk
B EEER % & 5 AD-EDA-IDAH S LTV
5. ¥4, XL-EDA-IDOBREREBETF L LT
IKBKG/NEMO%S, AD-EDA-ID D5 FB&I{EZT &
L CTIKBADSFSE S 7z, T#H & b NF-« BOWE
MALICBEELRA)FE2 T a—FLTWa,
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Degradation \

NF-«B

Nucleus

{:cB binding site| [~

Inflammatory cytokines

IRF3 binding sitcl i

Endosome/ER

- ————

\>Typ§ln(firons

E TLRB&KUVIL-IRD'SNF-kBEFHELT DY T FIVERE

Mic, TLRBXUA V¥ —uAfF V1 2FE
(LT, IL-IR & B&3) 405 NF-« B iEHAL Y
YT FNVERERT.

2) IRAK4RIBE

Interleukin 1 receptor associated kinase 4
(IRAK4) BIEFOREICLD, TLRsB X UMIL-
IRsD Y FFIVEEBELSB Y, BARED
HART & & 2T T ABTEEREIS T B SRR
WERT. Bl tREEAz L 5IRAKS
RIBREVE, 20034 ICHE S NTEIsK, $7TI228
BB HIEFPHREIN TN S,

% ¢ DIRAKARIBERE L, EHRI I L
DEREMBERREYRIET. 20F ES
pneumoniae 2 & 5 DTHY, X YFEEITA
LS. aureus 2L B DL H 5.

3) WHIMJEIREf (warts, hypogammaglobu-
linemia, infections, and myelokathexis syndrome)
WHIMJEGRE G, & hSE¥a—vy A VAR
Yoz X B, Ky-Z/ 07 VILE, RIEAR
4, myelokathexis (RAFILTIIFHERRD % 72
WA, BHTIERERERRMAT R 2
T 2IREE) 2R, &< DERTERBHRENE
BERR A & AERET, 20034 CRERET
¥ L T chemokine receptor 4% T 2 — N9 %
CXCR4H3FIE STz,

4) BFIAILAR XA

BtV AP (herpes simplex encephali-
tis, LTFHSE &M&¥) 13, BBWICELLBMHE
oA VAMEREE LTH o & b—KITH 205,
2006410, BB EEREAL LD
UNC93B1 RIBFEATHSE DERIFE & L T
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PNZRE SN, £722007 4100, H et gt
IR & & B TLRIRIBIEN 27 B OB IZHIF
e LTHEFsni, TEeLd, B~z
TANALEL (HSV1) DA OFRIFMEIC & 5 g
KRB LLT VDI TR, HSVIEEICD
WTIIHSEIZBB LR T W LR ETW
4. UNCOIBLG 12 E@EAEERE T, /M
fM;‘-z U‘fﬁ LTw5, UNCO3BIHEERY &
v Fa i3 5 TLR# (TLR3, 7, 9) OfEE
@ﬂﬂLkﬁi'ﬁé

3. HEREMKR

HOREMERBRE, B8, R5, Emihy
DEHDIIER BT 2HEBTH 5. KIERIG
DIFIARDOREE, (2RO B IEEA % & 4%5E
BRI LY SHEDPTTHE L TR B HREETH 5.

1) TNFERAEERMERE (TNF
receptor-associated periodic syndrome: TRAPS)

TNF%%4% 471 (INFR1) #32— N4 5%
TNFRSFIADBILFREEPRETH 5.

2) cryopyrin-associated periodic syndrome
(CAPS)

cryopyrin (5% PYPAF, NALP3) % 2 — F
4% CIASI (cold-induced autoinﬂammatory syn-
drome) BIEFEEICLVBX2EETHY ,
familiar cold autoinflammatory syndrome (FCAS),
Muckle-Wells JEERE (MWS), #4: REIRES
figt 2% 98 5 14 5 B (neonatal onset multisystem

inflammatory disease : NOMID) /18 % 3L )8 # % Rz
JE RIS (chronic infantile neurological cutaneous
and articular: CINCA) JERHEDO3IHR D 5 .
FCAS S HJE, MWSIE % JE, CINCA I EE
Lz TES,

IL-1 & A5 H3E (anakinra) 27FCAS,
MWS, CINCAW§NIZHEREZRT.

BYE, RBEERFEOBFEEZRICOX, BT

DPEY 7 2 FLIHEEH L. 238, WHO
SRERICOWCTRAITICERL (178 ~187
H).

P <
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IgA subclass and IgA deficiency

Hideo KANEKO™*2, Hiroko SUZUKI*™! and Naomi KOoNDO™!

*IDjvision of Pediatrics, Center for Regional Medicine, Gifu University
*2Department of Pediatrics, Graduate School of Medicine Gifu University, Gifu, Japan

(Received March 23, 2009)

summary

There are two subclasses of IgA, IgAl and IgA2, and its heavy chains are encoded by two different genes, ol and o2
genes. These two subclasses play important roles in the first line of defense, and the amount ratio of these molecules in
secretions varies. IgA deficiency (IgAD) is the most common immunodeficiency, however the pathogenesis in most
cases of IgAD is unknown. The class switch disorder in IgA producing B lymphocytes is one of the important factors in
IgAD patients. The decreased expression levels of I germline transcripts before a class switch may be the cause of selec-
tive IgAD. The ol and o2 gene expression levels are low in most IgAD patients. Using RT-PCR method in which al and
o2 mRNAs can be separately evaluated, we identified the second case of ol gene deletion in Japan. Longitudinal change
in the serum IgA of the patient with a1 gene deletion showed the pattern of the partial IgAD. Patients with o1 gene dele-
tion can be considered as having partial IgAD.

Key words—IgA ¥ 7 7 5 A ; IgAl 11 57—+ ; germ-line transcripts ; IgA KIBIE ; TACI ; BAFF |
APRIL ; IgAl BT X%

» R

IgA 1% IgAl & IgA2, 2 SOYT I S ABEET S, HHRBTT T S5 ADOMEELITRER S, IgA2 i, MEO
TOF7—Piek VEBINHL VIEROT I /BRI ERCTWSD, IgAl EHT B o EEIhicl
<,ﬁﬁﬁﬁ%ﬂéﬂ%#%@%ﬂﬂi%f%é.@Aﬁ775ﬂimﬁ%éﬁﬁﬁtﬁ%?6mAEﬁ%ﬁ?
Dal & RBEFILEIVRESINS. 75 AAAL v FIEILD lo germ-line transcripts DEERBHETH L. IgA
RIBSER TgA DADEAET #R ¥ RIERERE TH % A Ig KIBEO—HL o germ-line transcripts DFEBLAIET
LTBU,752X4v?ﬁ%ﬂ%@ﬁ%&bf%i%ht.mAK@ﬁ@Mﬁ¢@BMWJWREH@ﬁAKm
B UABICEEAR L. 3727 5 A0FB T [gA KBEDS <{d al, o2 Lo, RBETHADLDN. 2D
ROFE %R LT partial IgA KIBIZ A 2 1 B O al-pseudoy-y2-pd—¢ BETFOREKCEDLOTH»Tc. GHT
bz, [gA VTV SAORKE LEDT, TORESPFOLPIIINLC LB NG,

F L &I

g/ 17 ) Vicid 1gM, 1gG, IgA, IgE, IgD ©
FTAVEAL T 1gG A ThZhT T 7 T A
BELETS. ThENhD, T4V Z A TEHERR
@ Fab OF5iE, ZIFER L TH 55, Fe OHH
Br 5 TW5., FREND Fo lKBW AR AHE
BEREDLILR, FhEhD Fc FRMNR Fc Ut
Tx—DBHEEL, FhEETLHMEBHEL THLE

iy Bk kBRI S RBIERE NDRREE, kR
K AFRES RPN - BXHRREREY LY
5?.___

B, WERGERIEO® & ORBEREITSHERES D
D, XVHRHCRERIGAFEIND. AT
1, BICIgA - IgA YT 7 S A DWTHEHR L,
IgA RIBEEICOWT, ChETOMREPEHR L.

IgA 37977 A&

IgA il FOREICBVWTSHRBICSWENTE
0, FEIEEH BRI B\ TREICHIR L Bl 5%
7)Y TH 5. IgAicid IgAl & IgA2 D
SDYT 7 5 ABERETH. TOYT 7 5 ADIE
M k> TR S, MEFHTIE IgAl & 1gA21T,
9: 1 THETAHABOTWIKFRETRZOM
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RPpMix+5 (FE 1L,

1gA2 121t IgA2m (1), IeA2m Q) D 2 DD 7 &
A THBHEREL, [gA2m (1) TIT HEE L L #8ES
FFLBEBBHEVK VAT 4 FRESGLTWA.
S IgA OIS EOBHEIE, J#HA H 8 tail
piece L FEA LERNA 2 BAE-I4EBEA A D
Fc 4 & 4 W4 (secretory component : SC) 28
BELTWAETHD. SCItoHiil IgA 2
JUCHR D AEThADICEELEZ LN TWSD,

gAY T 7 5 A% RELTWBDIL 14 FHetalk
REEICALE T 5 [gA EHEETO ol & 2 BET
THAHY. TNZEIhDOHFTEIIHS3kDa THY,
ZTNZENOD o HEETF T3 CHI, CH2, CH3 © 3
DDOLY ) V/BFET S, al & o2 BEFILISY
D EDHFAMEEZE L THDEH, RAOHELIT 2
D VIVHEBR al HEEBLTBEOT I /B
BEFI BRI L TW5B A TH 5. N. meningitidis %
H. influenzae 7¢ ¥ DML [gAl a5 7 — VY& E
ETHTEBHFHEINTWES. IgAl Tus7—+
B b IgAl E VUBEEBOT I JBES 2R# L,
SRT 5. FOFEE Faba & Fea I IgA 134 X
5. a5 7 —+ T Faba & Fc i3I hi-
IgAl @ Faba i3, %72, fIE~NDOKEAEIE S T
W5, MEICHAIIT 58 Fe Banwi-d, Hifks
L COBBEIL T4 Cla <, MICHBE~NDIEH ik
DOfsEEIET 5720, MEBPRBEEDRERD Bk
WS HOEBTTWBAEERSS. IgAl FoF
T—ERHHT A B, BRYEHEICORNS LE
Zbh, BE, TIERWEB/EIhbATHY
5. —7, A2 VYD 137 I JBE /KW
TWh7e®d, IgAl 7057 —¥ios LClitERn 5

H5TERBRLLBRTVWS. IgA2it IgAl YO 57 —.

YaHTHMEICKT T 5B EECTH S &%

£1 M+, FWERFORAYT IS5
IgA Bk IgA

(mg/dl) %) leAl/gA2
ik 328 13 89 : 11
EUED 1234 96 65 : 35
TER 30.4 96 63:37
NG 27.6 95 70 : 30
o 82.7 n.d. 35: 65
kg 10.5 65 74 ::26
&8t 25.7 n.d. 95:5
K[EZ W n.d. 82 67 : 33

n.d.: not determined (@K1 X U B|Hk%)

ZBh 549,
IgA 75X XA v F

R T VEEIIC V/D/T BETF R BELE
L, JEEFTHRIC, u-d-y3-pseudoe-al-pseudoy-
Y2~pd—e—o2 DRIE T T T Y VEHEH B EE
O—F$BHIL7YV /B 250Kb P EiCbi 0 FEET
H. £, 70 BMEOBRKNTH#0 VDI B
B, BEWTT U B #MBOBM T L $40 VI B
BAELS. VDI OBBRIW-BETR, Tod<
3Out IBEFECTEEIN, MELSURERE
mRNA EE 3N, IgM & IgD ZFEFICRKELT 5
BB M~ 5. 2%, KU voSHik
BT L BMBERFEOREE >, sbich
9%, COLE, u,0BLEB T LB EFRTE
BraRil+s. C0, ~HOBBETAVEAT
DI SGAAL vy F L &, TOLE, uBETFHIMD
DTRMOBIRFLBEEH!DS. COI BT SAA
Ay FHAERBZ E L 59,

IBAINDAA v FHBBRZIER 1 ICRT LS5
Su & Sol B TE U, MICPH S Cu—d—p3-pseudoe
BEETFERERRDNA & LTV N3, ol
A 2 D%, Cal mature transcripts 25 35, |
BRUGWED mRNA BB AT S5 4 Vv 71T
KO SN, Al Z5WT 5. AL v FHARE
ZIWCHSLH, germ-line transcripts BFEE I N 5.
CHICEY, ulal DENZNAD S FEBITEEM
D 1A DNA & RNA BNA 7Yy FeHET
%. CO, R R-loop B & Lidh, S #HEKO
BKbiZbH/Ab. Thick v, activation induced
cytidine deaminase (AID) 28, SHIKICY 7L — b
3N, AID B O DNA BICEWTHT I /b
AT B, BT I /LS hizF 4+ 99 VUi,
uracil-DNA glycosylase UNG T &) ™ S5V L
DY B h, apurine / apyrimidinic endnuclease
(APE) 12k 1 A4 DNA Ui A FHEI NS, T
77D DNA 88\ T 1 A4 DNA gl s h % &
double strand break & 7 ¥, ZOYIMi S EHE X
NRETHET SAAL v FRRMBZ BT T 59,

IBADT 5 AL v FIZIE o KD germ-line
transcripts ZNETH 55, TGF-A1 11 ol, o2 Fi
@ germ-line transcripts #FE T H L EZHhTW
5. ¥/, al {T Stapylococcus aureus Cowan I &
Wo ZcRIBTHEING Y, 3BT VHExh
7\, mature transcripts {Z OV CiL, TGF-81+
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(2)

Human IgH locus

Cai

Mambrang
J el Sai Exont  Exonz Exon3 axan
Qo B = O e
15 = = CAl
8 = = CA2
B - E—— le garmiing franscrips
L o e Ca mature ranscripts
)
class switch

recombination

(SOCOM) P2 =
(rsty p1—

&1

dircular
DNA

a circle iranscripts

S =P3
P4

IgAl 7 5 AAA v FOERK

a) VDJ RO IgH # L 0 IgA SE{ETFHIK. Io germline transcripts ¥ Cogermline transcripts Z#iH ¢ % 729D PCR %
Fd. T4 <—I31%H, cDNA » LIRS/ PCRETHIR AT T4 v 7 %% T VIOREN D KR TR,

b) IgAl ~NDAA v FEAMAED IgH L YO SN D

24k DNA, « circle transcripts {15k DNA O lal 25 Cu ~OIEE

bRt F5A < —%H, PCRETHEAT S A YV 2FET VEOREHEI KRTRT GURT &0 5IH3).

SACHIL-10 THHE XN LA, 2 KL TREH
IC CD40 SOV 7 FIVBRLEEEZ LN TN5Y.
o BB F D germ-line transcripts, mature transcripts
DRI of, 2 THEDOY I/ FNELELT S
5B, —WEEEOV T FNVEBLELTS. JOIL
B, BHBICBWVWT, al, 2 ORBENRE-T
WAHBRD—DEEZDNS.

IgA RIBJE

KR RERLIEOHF TR OIFERVEE LS
256N TW5. BEK T 200~2,000 AiZ—A, &
3¢ 3,000~19,000 AIZ— A & XINTW5S. IMiE
IgA {25 5 mg/dl LT GRSy 17 Y AIIEHR
HWHEHACTHS. 1gG H 5\t IgM B flifaid+51ic
IHHNAHH, FE IgA Bk B Mk, B LT
W5 E RS, JREEE LT IgA EAMBEAOS
[EREERE 2 BN TWA. —THBOFKARTIRERGMA
SMEEHA %R T. HLA-B8, HLA-DR3 7z ZIC
WYL TWD LOMERDSH. ZKED IgA KR
FEE L THTADLAEDORAIC LA OB LMD
7}1(\(\510,11)‘

IgA RIBJE(C35(F % TNF-receptor family

2005 4E1Z CVID (common variable immunodefici-
ency) & IgA KIBSED—FB 4 TNF receptor family
B4 5 TACI (transmembrane activator and cal-
cium-modulator and cytophilin ligand interactor) &
EFERICLA T EMBREEI N2, XIT,
CVID, IgA KIBEEIC 3\ C TACI, BAFFR (B cell
activating factor of the tumor necrosis factor family
receptor) % @ TNF receptor family & £ DY 4/
F APRIL (a proliferation-inducing ligand) , BAFF
B L CRIZ T 21T o 72,

WL OBOTA b HA VOFEBII IRIC A VWAL
T5EHRMBNTVWAEDT, 7, #HEAD
BAFF, APRIL ORFHICBIL T, F# & OBth%E
fiEHT L7z, S 5ic, IgA KiBfE, CVID, X-linked
agammablobulinemia ( XLA ) Z ¥ i % BAFF,
APRIL ORBAEEA L L Lz, BETHTO
FEEL APRIL E{EFIC G67R, N96S L\ 5> W %
ZANTE LT, AT, ZOSENITIERERR
$HRE CHE L. TACI TR P2SIL WS SR %
L7, THRABEAIEE, RROHET
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FELAL. DEXD, @S E LAREST
APRIL, BAFF, TACI, BAFF-R [Z5% A & 7z 5 85
FERIFELTVWEEZLNLZW.

WIT, PLKEEA TR LI B % BAFF, APRIL
OFBIZ-E, Bt L. £9, BEAICKITSMm
#h @ BAFF, APRIL O ¥ B % %5 & DRI O
il U7-. M#Ed o BAFF, APRIL & &, E# L
W BY A R L 7z (BAFF p = 0.004, APRIL p =
0.001) (¥ 2). BAFF, APRIL OB ETFHRIICBIL
THENEVHERED DN B DD, realtime
PCRICTHT Lo, BEFRBACHAL TIFER
MBI RS b s o /2. IgA RIBSE, CVID,
XLA I 31F % BAFF, APRIL OFB 2 Lz &
Z %, IgA K4BSE, CVID, XLA Of#Eo BAFF,
APRIL 3E#E A LAEICESEEZR LA (K
3). BAFF OFHEIZEF A : 1.59ng/ml, IgA X
JBAE : 1.92ng / ml, CVID: 15.59ng / ml, XLA :
15.59 ng/ml. APRIL @ EH# il (3 % A : 2.46 ng/
ml, IgA RIBJE : 5.20 ng/ml, CVID : 47.39 ng/ml,
XLA :55.59ng/ml CH - 7.

IgA KIBHE & CVID IC B % TACI 5T RE

a) r=-0.387
p=0.010
3
T ¢
N\ | 28 ®
4 ®
2%, ¢
& L ¢ )
5 18 K 2 M
®
3
tTe ° g e f
05
0 .
0 10 20 30 40 50 60
N=43
b) r=-0. 327
p=0. 032
E §
.
g |4 *
=l *
D ’ *
E 3 o * + 00 !
< R .
2 3 +
0 * . ® 3
* * + ry *
tpe e # +
0 .
0 10 20 it} 40 50 60

N=43

K2 a) BHACRIT S5m0 BAFF OB, @EAD
14 BAFF {4 &% R L. p<0.01.
b) flE A B 5RO APRIL OFEH. %% AD
MR APRIL {24 & HHHBI % 7R L7z, p<0.05.

OBRIOMELE, ZOREFEIHAINEDAETH
D, TACIBEFERMFHED IgA KIBIEIT 2T
FEIrWEEZLND., FELRRNGE LIRS
T TACI %4 %7 TNF-ofamily OB EF LRI
B T& b o/, R TRIEEKREDL LOHRER
1% 5. TACI #fa+ 8% T, BT, fFE
AR 51235 Tidie <, TACI UADbD
BETFEFECERERTALELOWREDLH 5.
FEOE, MGBELETRLEE (IgA XKIBJE, CVID,
XLA) DI#EH10> BAFF, APRIL % v/ /%27 2300
LTWwWsZEHERLAE. TOI LI, BAFF,
APRIL B3 PLEEARERE QI OFEREICEI 5 LT
WAAHEMZTRE T 5. <Y ADRICIW T,
BAFF 3 KD B il 7 — IV ekiET S &, &
AONTEHL, v FTh, FHO B MEBED
LTWAEHIC, Thaiiincd57:%, BAFF D
EAEDPFEINTOALAEEIEZONS. $H—
DOWHEME L LT, PUFEERESREIC BT, K
Yl POSFIEPFEORIND &, EAMIaTHhLHH
REDTEM{L L BAFF S OEANRFEHINDLZ &

a) P<0. 0001
a [ P<0. 0001
18
16
E|nt
En 2y
& 07
FRILAS
6
4
2
]
controls 1gAD cvip XA
b} P<0. 0001
90 I
80
P<0. 0001
0 F I
E
§0
3
i 50 L
g
Zlat
< 30
P=0. 006
27
10+
0
contrals IgAD [4%0] XLA

K3 a) EREEHEESETLE (IgA KIBE, CVID, XLA)
IZisiF % BAFF OFH. Ch 5o MiEd o BAFF |3
BEEANCHE LARICEEER L.

b) ERMEVAEATREIE (gA KIBIE, CVID, XLA)
ICkF 5 APRIL OFH. Th b oimiErdko APRIL
FEFEACHE LERICE#EER L.
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(a) no-stimulation

1plf IgAl =
35 cycles 12A2 —

2uy IgAl =
40 cycles IgA2 = -

121234567 891011
e J BV )
Controls Selective Partial Secondary

(bYTGF- 8 1/PMA stimulation IgAD patients

1Tuy IgAl =—b e
35cycles IgA2 =

2l 1gAL = |
d0cycles 384 5 (B

IgAD patients 1gAD patients

GAPDH T
121234 567891011
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