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OCHOBHBIM  (akTOpOM, O00eCmeYUBAIIUM  MECTHbIU
HMMYHHUTET POTOBON IOJIOCTH, SIBJSAETCH CJWHA. 3a cyer
COMEPKAIMXCA B HEH MPOTEHUHOB (JIM30LMM, JaKTO(QeppuH,
JJAKTOIEPOKCH/1A32, UMMYHOIJI00YJIUHBI, MYUMHBI,
ATTVIIOTHHUHBI M IP.) H NeNTHA0B (THCTATHHBI, Ae()eH3HHbI,
KaTeJUIUIUHBI), OHAa  o0JagaerT AHTUMHKPOOHBLIMM
CBOMCTBAMMU. U3BecTHO, 4TO CEKPETOPHBIN
NMMYHOLJ100yauH A (SIQA) siBjsieTcsl BasKHBIM 3aIIUTHBIM
KOMIIOHEHTOM CEKPETOB CJAM3HUCTBIX AbIXaTeJbHbIX IyTeM,
MOYEI0JI0BOI0 TPAKTA U KHIIEYHUKA.




Cexkperopubiii IgA (SIQA) umeer BBIpa’KeHHbIE
OakTepuIMAHBbIC CBOMCTBA. OH B HECKOJILKO Pa3 aKTUBHeE
110 OTHOIEHHUIO K rpaMorpuunarejabHou guiope, yuem IgM un
B 1eCATKH pa3 B cpaBHenun ¢ 19G.

SIgA - OCHOBHUHM 3aIUTHBIN (PAKTOP OT BHPYCOB.
MecTHAsi PE3UCTEHTHOCTh CJIM3HUCTBIX OT BHPYCHBIX
HHpeKIUH TECHO CBA3aHA ¢ KoJudectBoM SIJA Ha
CJU3HUCTHIX 000JI0UKAX.

SIQA Takxe 3amUIIAET CJAU3BUCTBIE 000JI0YKH OT
a/ire3uy HA HUX MATOT€HHbIX MUKPOOPTraHU3MOB.




CTpykTypa cexpevopHoro IgA (slgA) yenoseka

CoiBopoTounbiii IgA Bcerma MoHOMep, a
cekpeTopHblii IgA (SIQA) odbenunsieTcs B 2, 3
wia 4 MoJIeKYJbl MOCPeacTBOM J-menu u
CJIY;KHUT JJIsl 3aIIUTHI CJIAU3HMCTBIX, CTAHOBSACH
COCTABHOM YaCTbI0 cJjie3, TPYIHOI0 MOJIOKA,
CEKPEeTOB NMUILEBAPUTEIHLHOI0, IbIXaTEJIbLHOI0
U MOYeBBLACJUTEJLHOT0 (pakroB. OOmas
HEeI0CTATOYHOCTH |IJA cBsi3aHa ¢ aHOMAJIMSIMH
CHUHTE3a MOHOMeEpa, YTO B UTOre NMPHUBOAUT K
CHH:KEHHIO U cbhbIBOpoTouHOro m SIgA. B psize
ciaydaeB JAedeKT MOKET pean30BaAThCA Ha
ypoBHe J-LlenM M TOIAa OTCYTCTBYET TOJIBKO
slgA. ¥V muanennen SIgA mosiBasirorcs uepes 3
Mecsilla MMOcCJie POKIAEHUsI, a ONTHUMAJbHASA
KOHIEHTPALUA YCTaHABJIUBaeTcAa K 2-4 rogam.

Cekpetophbit _——
KOMMOHEHT

Various expression patterns of alphal and alpha2 genes in IgA deficiency./ H. Suzuki [et al.] //
Allergol Int. 2009 Mar;58(1):111-7. Epub 2009 Jan 25.

Kounparenko, W.B. TlepBuunbie nmmyHOxedumutelr /[ W.B.Kongparenko, A.A.Bonoros.
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Hlep6una, A-IO. UmmyHnonedummtheie cocrosaus / Llepouna A.1O., IIpoxeyc A.Il., PymsHies
A.T". /I Tpynuasenid namuent. - 2007. - T-5, Ne2. - C. 5-10.




cAuzucmod obonouky KMemKa ROTOCITIL

CExpemopHE Payenmop
KO s

CoficmaeHHan noacmuHka ‘ ANLIMENUMTBHER Mpocaem

[nammeie KoMK E = N, Cespemopued
LML ROR MO0 A

i

)

LMY HOBOUYRLN A
||*. |-'| ep,

- '\

fAdpo

Mnazsamuyeckan knemsa

-
(
5%
‘

|

Oo0pa3oBanue SIgA Ha ypoBHe CJIU3MCTHIX 000JI0YEK




YcranoBiieHo, 4YT0 IJA HM  CeKpeTOpHBIM  KOMIIOHEHT
CUHTE3MPYITCSd B  pasHbIXx KJerkax: IgA — B
IVIA3MATHYECKUX  KJIETKaAX  COOCTBEHHOM  IJIACTMHKH
CU3UCTON O000JIOYKH Ppra M JAPYIrUxX JUM@POUTHBIX
o0pa3oBaHUAX OPraHM3Ma, 4 CEKPETOPHBIM KOMIIOHEHT — B
IMUTEJIHAIBHBIX KieTkax. Oxka3zajgochb, 4To MoJiekyJaa IgA
MOKET MPOXOAUTH Yepe3 CJAU3BUCTYI0 KAK M0 MEKKJIETOYHbIM
MPOCTPAHCTBAM, TAK M 4Yepe3 HUTOIIA3MY JSIHUTETUATbHbIX
kiaeTok. Cekperopubii IgA o0nagaer  BbIpakKeHHOM
0AKTEePUUHUIHOCTHI0, AHTUBHUPYCHBIM H AHTUTOKCHYECKHM
CBOMICTBAMH, AKTHBHPYET KOMILIEMEHT, CTHUMYJUpPYET
(parouyTo3, HUrpaer pemIAlIY0 PpoJjb B Ppeaju3aluu
PE3MCTEHTHOCTH K MH(PEKIUH.




SIgA BKJIIOYaeT IUPOKUHA CHEKTP cneuPruIecKUuX aHTUTEeN K
OakTepusiM, BUpyCcaM, rpudamM, MPOCTEUIIMM, A TAKKE PAAY
NUIIEBLIX 0€JIKOB

Table L Specific Secretory IzA Antibody Feactivity Human
strum and Milk”

hia coli O, K antigens, enterotoxin

Parainfluenza.
Eotavirus

Ehinowvims
Poliovirus 1, 2. 3
Fungi

) T FRaratr]
L da albicans

Cria
Other
Milk proteins
Soy lectin
Wheat gluten, gliadin
Peanut lectin




Pacnpocrpanennocth aedumura SIgA B EBpome Bapnupyer
Mexkay 1:163 u 1:875. 1o mo kpaiinein mepe, B 150 pa3 yame,
YyeM Japyroe mnepBUYHOe HMMMYHOAE(PUUUTHOE COCTOSIHHE -
o0mass  BapualOejabHass  MMMYHHasd  HeEAOCTATOYHOCTb,
3aHUMAaKIIee BTOPYH CTPOYKY IO PACHPOCTPAHECHHOCTH
IUJIC.

Driessen, G. Educational paper. Primary antibody deficiencies./ G. Driessen, Van der Burg M. // Eur J Pediatr.
2011 June; 170(6): 693-702.

Stiehm, E.R. The four most common pediatric immunodeficiencies./E.R. Stiehm// J Im-munotoxicol. 2008
Apr,5(2):227-34




IlaTorenes 3a0ojieBaHMsl SIBJISIETCH MNPeAMETOM MNPUCTAIBHOIO
U3Y4YeHHUS, OJHAKO IOJyYEHHbIe PpPe3yJbTaTbl HE MO3BOJISIOT
MPEANOJIOKUTH €AUHbIM MexaHu3M pa3Burus. Ilpu cejleKTUBHOM
nepuunte IgA Hapymaercsa tepMuHajgbHas auddepeHuupoBka B-
JUM@PouuToB, OJ0KHMpyeTcs cexkpenusi IgA, 4TO MOKeT SABJIATHCSHA
cJeCTBUEM CHUH:KeHMsI 3kcnpeccuu penenrtopa CD40 na B-
JuMonurax (y4acTByeT B KOONECPATHUBHOM B3aUMOACHCTBUEM C
AHTHUTCHIIPE3CHTUPYINUMHU KJeTKaMu U T-xeqmepamMu 1npu
nHUIUanuu cuHTe3a IgA). OmpeneneHHasi pojib B IATOreHe3e
orBoaurcss u TOP-, sABIAKOMIErocss OCHOBHBIM (aKTOpomM
uHaAykuun cuHre3da |IgA. CumTaercss BO3MOKHBIM M HapylleHHe
OoTBeTa K HHTepJeilkunam 4, 6, 7, 10.

Stiehm, E.R. The four most common pediatric immunodeficiencies./E.R. Stiehm// J Immunotoxicol. 2008
Apr,5(2):227-34

Class switch recombination in selective IgA-deficient subjects Clin Exp Immunol./ L Hummelshoj [el al.]}/.
2006 June: 144(3): 458-466.

Primary immunodeficiencies of the B Lymphocyte./ A. Moise [et al.]// J Med Life. 2010 February 15; 3(1):
60-63.



Bapuantbl Teuenus gepunura SIgA:

* OecCMMNITOMHBIN (J1a00paTOPHASA HAXOAKA)

°* mNperMMYylIeCTBEHHOE NMOPaKeHHe AbIXaTeJIbHOMN
CUCTEMbI

°* NperMMYIIeCTBEHHOE MOPAKEeHHE KeJIYI0YHO-KUIIECYHOT 0
TPpaKTa

° aJulepruyeckKue 3a001eBaHusA

°* ayTOMMMYHHBbIE 3200/1eBaHUA.




NHpeKIUOHHbIA CHHAPOM UMeeT P 0COOCHHOCTEI:
e He XapaKTepHbl TsKeJble M HWHBa3UBHbIe HHPEKIUHU
(cenTUEeMHUsI, MEHUHTUT, OCTEOMHUEJINT);
°* CPAaBHUTEJBbHO JIerKOoe TedyeHHe H OJAronpusTHbIA HCXO/
(OTHOCUTEJILHO JAPYIHMX BPOKICHHBIX HMMYHOAE(PUIUTOB), 32 CUET
KoOMIIeHcaTopHo#i akTuBauum cuHre3a IgM, 10G m Bpo:kaeHHOrO
HUMMYHHUTETA;
* CKJIOHHOCTH K 3200/ BAHUSM KEJTYTI0YHO-KUIIEYHOT0 TPAKTA.

B  Hacrosimiee BpeMs = CUMTAETCHA, 4YTO  BO3HUKHOBCHHE
PeUUAMBUPYIOIIMX HHPEKUUH Y MNAUUEHTOB C CeJCKTUBHLIM
nepumurom SIgA 00yciI0BJI€HO CONMYTCTBYWHIMMH Je(eKTaMu
NUMMYHHON CHCTeMBbI, TAaKMMHM Kak aepuuurt cyokaaccoB IgG
(ocobenno 1gG2) u ap..




J1a mopakeHus1 pecnuparopHoro Tpakra
XapaKTepPpHbl  OTUTbI, CHHYCUTBI W
OpPOHXHUTHI, Yalle BUPYCHOU 3ITUOJIOIHUM.
N3 Oakrepuil 4Yame APYruX BbI3bIBAKOT

UH}EKINI0 CTPENTOKOKKH "
reMopubHass NMajJoYKa. XpPOHU3AIMA
aToJIOruM U OpOHXO03KTATHYECKAS

0os1e3Hb (opMHUpYeTCA B OCHOBHOM IpH
COYEeTAHHBLIX Je(eKTax TyYMOPAJbHOIO
HMMYHHUTETA - CEJEKTHUBHOrO aeduuura
IgA u nedpunura cyokiaaccon 1gG.

Morimoto, Y. Immunodeficiency overview./ Y. Morimoto // Prim Care. 2008;35(1):157-159
Stiehm, E.R. The four most common pediatric immunodeficiencies./E.R. Stiehm// J Immunotoxicol. 2008
Apr,5(2):227-34




Bapuanr cejiekTuBHOro aedumura SIgA c
npeoodjiajaHueM MOPAKCHUS AKKT
MPOSABJISIETCHA PA3BUTHEM IepreTHYECKOro
apTO3HOr0 M SI3BEHHOI0 CTOMATHTA,

TUIEPTPOPUICCKOrO racTpura,
HeJUAKHUH, X0JICHMCTOXOJAHTUTA,
PEeruoHaAJIbLHOIO JHTEPUTA, WJIeuTa,

reMOpparuyeckoro U HecnenuuIeckoro
SI3BEHHOI'0 KoJuTa, 0ose3Hun KpoHa,
HOAYJIAPHOU JTUM@POUIHOU THNECPILIA3UHA,
MaJIba0CoOpOUH, MYKOBUCIIM/103A.

Selective immunoglobulin A deficiency and celiac disease: let's give serology a chance / E. Valletta [et
al.]J// J Investig Allergol Clin Immunol. 2011;21(3):242-4.

McGowan, K.E. Celiac disease and IgA deficiency: complications of serological testing approaches
encountered in the clinic. Clin Chem./ K.E. McGowan, M.E. Lyon, J.D. Butzner // 2008 Jul;54(7): 1203-9.
Epub 2008 May 16.




AJieprudyeckue 3a00eBaHUA Y 00JbHBIX C CEJIEKTHBHBIM
nebunurom SIJA He MMEKT KIMHHYECKHX OCOOCHHOCTEH H
NPOTEKAKT B BHAE OpPOHXHUAJBHOM AaCTMbl, PHHHUTA,
KOHbIOHKTHUBHUTA, ATONMAYECKOI0 AePMATUTA, KPATUBHULBI U
oreka KBHHKe. PaHHMe mnposiBJeHUS 4Yalle 00yCJIOBJICHbI
CUMIITOMAMHU NUIEBOU ajuiepruud. boJsiee yeM y 1moJI0BHHBI
JeTed BbIABJIAECTCH HENMEePEHOCHMMOCTh KOPOBbEro MOJIOKA,
UHAYIMPOBAHHAS HUPKYJISIUen NpeUuNnUTHPYHOIIUX
AHTUTEJ K 0eJIKY KOPOBbEero MoJIOKa. OTHOCUTEJIBHO 4aCTO
NMOSABJIAIOTCH U AHTUTEJIA K IVIIOTEHY.

Selective immunoglobulin A deficiency and celiac disease: let's give serology a chance / E. Valletta [et
al.]J// J Investig Allergol Clin Immunol. 2011;21(3):242-4.

Kongparenko, U.B. [Meppuunble wMmmyHomeuumutelr / W.B.Komgparenko, A.A.Bonoros.
M.:Mennpaktuka-M, 2005. - 233 C

Cwmonsip H.I. BusHaueHHs1 piBHS JIi30IIUMY Ta CEKPETOPHOTo iMyHom1oOyniHy (SIQA) y poToBii piauHi
niterr 3 OponxiampHO actmoro / H.I.Cmomsp, C.€.Jlemyk, M.A.Ilanac // Bicauk B/IH3Y. — T.15,
Bun.3(51), u.1. — C.48-51.



IIpu ceaexkTuBHoM jAepunure IgA ¢ npeodiaganuem
AYyTOUMMYHHON IATOJIOTMM B CbHIBOPOTKE OOHAPYKUBAKTCS
AYTOAHTUTCJIA K HYKJIEAPHBIM IMMPOTEHHAM, KapAUOJIHUIINHY,
KJIeTKaAM JIAAKOMI MYCKYJIATYyPBbl, THPEOUTHbIM
MHUKPOCOMAJIbHBIM AHTHUI€HAM, THPEOIJI00yJuHY, 0a3a/IbHOMI
MeMOpaHe, aiPEeHAJIOBbIM KJIETKAM, JPUTPOLUTAM M JAPYIrUM
HUPKYJUPYOIIUM KJIETKaM KpPoOBHU. HacTo AUATHOCTHPYETCS
PEBMATOMJAHBIA  APTPUT, /JePMATOMMO3MT, THPEOU/IUT,
CUCTEMHAsi KPAaCHAsA BOJYAHKA, BUTHJIUIO0, UIAUONATHYECKAS
TPOMOOLIMTIOMEHUYECKAS MYPNypa, reMOJUTHYECKAST AaHEMHUH.

Selective IgA deficiency in autoimmune diseases./ N. Wang [et al.]// Mol Med. 2011 Aug 4. doi:
10.2119/molmed.2011.00195.




Heuab ucciaenoBaHus:
ONnpeaeJUTh BJIHSHUE XPOHMYECKOI0 CTpecca, BbI3BAHHOIO
JJIUTEJIbHBIM NPOKUBAHMEM B 30He 00€BbLIX JelCTBUIl, Ha
KOHUEeHTpPauuw SIgA B CHIBOPOTKE U POTOBOH KUAKOCTH Y

B3POCJIBIX JIUI
MarepuaJjbl 1 METOAbI

OnbiTHA rpynna: 23 310poBbIX JOHOPA B Bo3pacte oT 19 1o
37 JaeT, npoxkUBaOIUe B I.JIOHeNKe B TedueHHe mepuoaa
BOCHHOI'0 KOH(IMKTA, He YYABCTBYIOLIME HEIOCPEACTBEHHO
B 00€BbLIX J1eHCTBUAX.

KonTposbHasi rpynna: 31 310pOBbIA JOHOP, 00CI€TI0BAHHBIN
10 HAY2J1a BOCHHOI'0 KOH(PJINKTA.




Xapakrepucruka UPA TecT-cucremMsbl AJs onpeneaenus SIgA
B CHIBOPOTKE/POTOBOM KHIKOCTH

IapameTpsl XapakTepucTUKa
[Ipurtumn metona Teepnodazubiii, MDA
OO11ee BpeMs aHalIn3a 1 30 muH
Jlnama3zon u3MepeHnm 0-6 MKr/mu

Ontrueckas IJIOTHOCTH JHara3oHa 0,04-3,50

YyBCTBUTEIILHOCTD, HI/MJI 0,3 MKI/M

Koaddunument Bapuanuu He >5%

OO0bemM MaTepualia Ajs UCCIICA0BaHUS

OTOBasl JKUJKOCTD 5 MK, pa3zBenennsie X200




Pe3yabTarsl onpenejaeHus SIgA

ChiBOpOTKA
P=0,028

3,33+0,25

KoHTponbHas rpynna OnbiTHas rpynna

PoToBast :KMIKOCTH
P=0,002

202,1+5,8

KoHTponbHas rpynna OnbiTHadA rpynna



Yacrora perucrpanuu pa3JiM4HbIX YPOBHEH
SIJA B CBIBOPOTKE

KoHTponbHas rpynna OnbITHaA rpynna

Yacrora perucrpauuu SIgA CbIBOPOTKH B KOHIIEHTPALIUHA
MeHee 3 MI/JI B ONBITHOM M KOHTPOJBLHOW Trpymme

cocraBjasier 05,2499% m 32,3+8,4% COOTBETCTBEHHO
=0,092).




Yacrora perucrpanuu pa3JiM4HbIX YPOBHEH
SIQA B poTOBOI KHUAKOCTH

100-150 150-200 200-250 250-300

KoHTponbHas rpynna OnbITHasA rpynna

Yacrora perucrpauuud SIQA ciaoOHbI B KOHIIEHTPALIUH
meHee 200 Mr/a1 B ONBITHOW W KOHTPOJbHOW Trpymime
cocraBiasier /3,9192% mu 45,2+8,9% cooTrBeTCTBEHHO

(p=0,067).




Heab ucciaenoBaHus:

OIpeeJIUTh BJIUAHHUE HAJIUYHUA ATONHUHU HA KOHUECHTPAILMIO
SIJA B CHIBOPOTKE M POTOBOM KUJAKOCTH Y B3POCJIbIX JIUI

MarepuaJjbl 1 METOAbI

OnbiTHass rpynma: 116 manmenroB crapme 10 Jer,
CTPAJAIIIUX ATONMMYEeCKHUMH 3200/1eBAHUSIMH M HMEKOIIMX
MOBBINLIEHHBIN YpoBeHb 001ero IgE .

KonrTpoabHasa rpynma: 148 Jaunm aHAJOrH4YHOIO BO3pacTa,
XapPaKTEePU3YIOIIUXCA HOPMAJbLHBIMHM YPOBHsAMM o01ero IgE.




Pe3yabTarsl onpenejaeHus SIgA

ChiBOpOTKA
P=0,015

2,56+0,14

KoHTponbHas rpynna OnbiTHas rpynna

PoToBast :KMIKOCTH
P=0,006

KoHTponbHas rpynna OnbiTHaga rpynna




Yacrora perucrpanuu pa3JiM4HbIX YPOBHEH
SIJA B CBIBOPOTKE

Yacrora perucrpauuu SIgA CbIBOPOTKH B KOHIIEHTPALIUHA
MeHee 3 MI/JI B ONBITHOM M KOHTPOJBLHOW Trpymnme

cocraBiasier /0,/+4,2% wu 58,1+4,1% co0TBETCTBEHHO
=0,029).




Yacrora perucrpanuu pa3JiM4HbIX YPOBHEH
SIQA B poTOBOI KHUAKOCTH

100-150 150-200 200-250 250-300

Yacrora perucrpauuud SIQA ciaoOHbI B KOHIIEHTPALIUH
meHee 100 Mr/a1 B ONBITHOW W KOHTPOJBbHOW TIpymie
cocraBiasier 20,9+3,8% wu 11,0+2,6%0 cooTBeTCTBEHHO

(p=0,044).




Kpome Toro, B padore 0ObLj1a YCTAHOBJIEHA 00paTHAasi CBA3b
KOHIeHTpanmuu oomero IgE ceiBopoTKH ¢ ypoBHeMm SIQA
ceIBOpPOTKH (tau=-0,194, p<0,05) 1 poTOBOIi KMIKOCTH
(tau=-0,224, p<0,05)




BriBoabI:

Jas  aMn, UIMTEIbLHO TPOKHUBAKIIUX B 30He BOEHHOI0 KOH(IMKTA
XapaKTePHO J0CTOBEPHOE CHMKEHHME CPeIHEero ypoBHsl cekperopHoro IgA kak
B CBIBOPOTKE, TAK H B pOTOBOii :kuakocTu (p<0,05).

Cpeau Jun U3 30HbI BOEHHOro KoHGIMKTa Habaogaercsa Tenaennus (p<0,1) k
MOBBIIIEHUIO YACTOThI perucrpanuu ypoBHeid SIJA <3 Mr/a B CbIBOPOTKE U
<200 Mr/a1 B poTOBOIi KHUIKOCTH.

Jas aui ¢ aronueidl XapaKTEpPHO A0CTOBEPHOE CHUKEHHE CPeIHEero ypPOBHA
cekpeTopHoro IgA kak B cbIBOPOTKe, TaK H B poToBoii ;kuakoctu (p<0,05).
Cpean aronukoB HaoOawmaercs aocroBepHoe (p<0,05) moBbllmIeHHEe YaCTOTHI
peructpauuu ypoBHell SIQA <3 mr/a B cbiBoporke U <100 mr/am B poroBoi
KMJIKOCTH.

YcranoBiena aocroepHas (p<0,05) odparHast xoppeasinus KOHIEHTPALNH
oomero IgE coiBopoTkH ¢ ypoBHeM SIJA CHIBOPOTKH U POTOBOM KHAKOCTH.
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