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BBEJAEHHUE

AKTYaJIbHOCTD U CTeNeHb Pa3padoTAHHOCTH TeMbI UCCJIeI0BAHUSA

[IpoOnema wyacto W JJIUTENBHO OOJEIOMIMX JETe BCTajga TMepela JIMIOM
OTEUECTBEHHOW MEeAMATPUU JOBOJHHO JaBHO. OJIHAKO, OHA HE MPOCTO HE pEIlIeHa A0
CHUX TOp, a ¢ K&XIbIM roJIoM HapacTaeT. MOKHO MPEANOI0KUTh, YTO CPEJIN MALIMEHTOB
ATOM TPYNIbI JTUCMAHCEPHOTO HAOIIOJEHUS 3HAYUTEIBHYIO JIOJIO COCTaBISIOT JIETH C
nepBuuHbME UMMYyHOAepumTamu coctosHusamu (ITUJIC). IMAC y geteit sBisitoTCst
IIPEAMETOM 0COOOT0 MHTEPECA JIsl YUYEHBIX BCErO MHpa, HECMOTPS Ha UX peaKocTh. Mx
JTMAarHOCTHKA MOPOM 3aTPYJHUTEIbHA, a JICUCHUE JITTUTEIHHO, SKOHOMUYECKU- 3aTPaTHO
Y HE BCEI/1a YCIEUIHO.

N3buparenpupii  nepuiut IgA  sBaseTcs caMbIM  YacTO BCTPEUYAIOIIUMCS
coctossaneM cpeau  [IAJIC. PacnpocTpaHeHHOCTh  3aBUCUT OT  JITHUYECKOM
npuHajiiexHocT. Hanmpumep, yacTtota BCTpedaemMoCcTH OONBHBIX € H30MpPATEIbHBIM
neduurom IgA B eBpomeouaHor momyssiiiuu coctaBisier oT 1:400 mo 1:1000 u
3HauuTeNbHO Hmke, oT 1:4000 mo 1:20000, B wmouronoumHou [75]. B CIIA
PacIpOCTPAaHEHHOCTh JAHHOTO COCTOSIHUS KoJieOeTcs B mpeaenax ot 1 Ha 223-1000 B
rpymie uccieaoBanHbix g0 1 Ha 400-3000 y 3710poBBIX JOHOPOB KpoBu [45,47]. B
Poccuiickoit  ®eneparuun (PD) HeT  yCcTaHOBIEGHHOW  CHUCTEMBl  CKPHHHHTA
ummyHoaepuiuTHeix coctosauit (MJIC). Yactora BcTpewaemocTu H30MPATETHLHOTO
nepunurta IgA HEeM3BeCTHA B HACTOSAILEE BPEMS.

JItomu ¢ orcyrctBueM IJA B CBIBOPOTKE KPOBH MOTYT NEPEHOCUTH CBOE
3a0oneBaHue OECCUMNTOMHO JIMOO CTpajaTh YacThIMU HHQEKIMSIMHU JIbIXaTEeIbHOM,
MUIICBAPUTEIILHON WJIM MOYENOJIOBOM CHCTEMBI, BBIPAKEHHOW CKJIOHHOCTBIO K
aTOMMMYECKUM PACCTPOMCTBAM, a TaKkKe TeMaTOJOTUYECKUMH W ayTOMMMYHHBIMH
3aboneBanusmu  [117]. Hampumep, B JuTepaType MHOTO YINIOMHHAaHUH O
pacnpoCTPaHEHHOCTH HIUONATHYECKOW TpoMOoruToneHndecko mypnypsl  (MTII)
cpead TAIlMEHTOB ¢ wu3duparenbHbM nedurmrom IgA [17,18,30,50,85,113,137].
Annepruyeckue 3abojeBaHus Np npu u3duparenbHoM Aepuuute IgA Takue, Kak
atormmueckuii nepmatut (At/]) m OponxmanpHas actma (BA) Bctpewanucs B 40%

cinygaeB [11,81]. JlocToBepHO#t cBsi3M Mexay wu30uparenbHbiM aedunutoMm IgA u



OHKOJIOTUYECKMMH MTPOIIECCAMU TI0 MOCIIEHUM JaHHBIM He ycTtaHoBlieHO [153] onnako,
B HEKOTOPBIX MCTOYHHUKAX YIOMHHAEeTCI O €ro CBSI3M C paKOM JKeIyJaKa u
3710KavYecTBeHHbIMH JTuMbomamu [23,53,91].

Jlna manueHtoB ¢ u3buparenbHbIM aeduuurom IgA MOryT OBITH XapaKTEpHBI
aHa(UIaKTUYECKUE PEaKIUU TpU TEPEIMBAHUNA KOMIIOHEHTOB KpPOBHM W BBEICHUU
BHYTPHBEHHBIX MMMyHOTTI00yuHOB (BBUI') [74]. C Bo3pacTom 4acTtoTa W TSHKECTh
NEPEHOCUMBIX WH(EKIUHA MOXKET CHHU3UTHCS BEPOATHO 3a CUET KOMIIEHCATOPHOTO
noBbIeHus cyokinaccos IgGl u I1gG3, IgM [27]. Apyrum oOBsSCHEHHEM OTCYTCTBHS
BBIPOKEHHOW CHUMIITOMATUKU MOXET SIBISITHCS HOPMAIbHBIA YPOBEHb CEKPETOPHOTO
IgA  (slgA). JIuGo, HanmpoTHUB, HEKOTOpPHIC  MAIMEHTBI ¢  HM3HAYAJILHO
JTMAarHOCTUPOBAHHBIM M30UpPATeNbHBIM AehuuToM |gA MOryT pa3BUTh KIMHUKY 00IIEH
BapuabenpbHO mMMyHHOM HemocTarouHocTH (OBHH). BeposiTHO, 3TO cBsI3aHO C TeM,
yTO0 B psjae ciayyaeB uszOuparensHblid Aepuuut IgA m OBUH wumerT cxomHyio
reHeTndyeckyro mpupoay [11], omHako, TO4HAas JoKanmu3alMs ATOro Jedekra B
OOJBIIMHCTBE CIIy4aeB HE YCTAHOBJICHA.

Pemaromym B AuarHocTuke 3a00JieBaHUs SBISETCS H30JIMPOBAHHOE CHUKECHHE
CBIBOPOTOYHOU KoHIeHTpauuu IgA Hike 0,05 1/1 B MOBTOPHBIX KIMMYHOTpaMMax MpH
OTCYTCTBHM CHIDKEHUSI KOHIEHTPAIMU JPYTUX CHIBOPOTOYHBIX MMMYHOTJIOOYJIMHOB,
HOpManbHOM peakuuu aHTUTENn (AT) CHIBOPOTKM KpPOBH U OOBIYHOM KIIETOYHO-
OMOCPEOBAHHOM UMMYHHOM OTBETE.

Tepamust wm3zbupatenbHoro neduiura IJA B Hacrosimiee BpeMs COCTOMT B
BBISIBICHUM ~ CONMYTCTBYIOIIMX  3a00JIEBaHMM, TMPOBEICHUU  MPOPUIAKTUIECKUX
MEPONPHUSTHIA 10 CHWKEHHIO pUCKa WHQUIMPOBAHUSA, a Takxke OBICTPOM U
s dexTuBHOM JeueHnr MHPEKITMOHHBIX 3a00neBanHnil. Criennduueckoro Je4eHus HET.

B pabotax 3apyOeKHBIX YUYEHBIX JOCTATOYHO IMOJHO OMHUCAHBI SMUIEMHUOJIOTHS U
KIMHU4eckue nposeieHus nanHoro [IMJIC, B psae ciiydaeB mpOBENEH I'€HETUYECKUM
aHaJNM3, YTO, OJHAKO, HE Jaj0 OMpPENeNUTh TOUHYIO Jokamm3anuio nedexkra. B PO
TaKOro MOJHOTO OMKCAHUS HET, a JaHHbBIE M0 SMHUIEMHOJIOTUN OTCYTCTBYIOT. BO3MOXKHO

MO3TOMY ypPOBEHb BBISBICHHUS M3OuparenbHoro aeduimra IgA y gereit octaercs Ha



JIOCTAaTOYHO HU3KOM YPOBHE, @ HACTOPOKEHHOCTh MEUATPOB, Bpauel 00IIel MpakTUKU
U y3KUX CHEIUAIMCTOB HEJIOCTATOYHAS.

PexomeHmanuu Mo CBOEBPEMEHHOM IMAarHOCTHKE M HAOMIOJACHUIO 3a JaHHOU
TPYNNOW MalMEHTOB TIO3BOJSAT BBISIBISATH  AJUIEPTAYECKUE U ayTOUMMYHHBIC
3a00JIeBaHUS HA paHHEW CTaINH, MPEIYNPEKIATh (POPMUPOBAHHIE 0YArOB XPOHUUIECKON
uHpEeKuU, NpOPUIAKTUPOBATh  KUZHEYIPOXKAIOIIUE  OCJIOKHEHHUS, Hampumep,
aHa(UIAKTUYECKHUE PEAKITUH TP MEePETMBAHUNA KOMIIOHEHTOB KPOBH, BBIABIATH [T JIC
B CEMbsIX MALMEHTOB ¢ U30upaTenbHbIM Aehunurom IgA, a Takke B LIEJTOM YIyUYIIUTh
Ka4ueCTBO OKa3aHUsl MEIUIIMHCKOW MOMOIIU JETSM.

C yueToM BBIIIEU3NIOKEHHOTO OMNpEJETIeHbl 1eJb W 3aJaud  JaHHOTO
UCCIICIOBAHMUSI.

eab ucciaenoBanus

OrnpenenuTh 4acTOTy BCTPEYAEMOCTH MAIIMEHTOB C M30UPATEIbHBIM J1€PUIIUTOM

IgA y nereli w3 Trpynm pucka MO MEPBUYHBIM HWMMYHOAC(PHUIIUTHBIM COCTOSTHUSIM,

OIMNCaTh KIMHHUYCCKUEC U Ha60paTOpHBIe 0COOEHHOCTH I[aHHOIjI I'pyHIIbI IaIIMCHTOB.

3agaum uccie10BaHus
1. BeisiBUTH marueHTOB ¢ M30MparenbHbIM JeduuutoM IgA  cpeam nmereit ¢
HAaCTOPaKMBAIOIMMHU TPU3HAKAMHU MEPBUYHBIX HMMMYHOAECPUIMTHBIX COCTOSHUN U
cpeau JeTed ¢ JUarHo3oM MAHONATHYECKOW TPOMOOUMTONEHUYECKOW IypIyphl.
OnpenenuTh YacTOTy BCTpEYaeMOCTH wu30uparenbHoro neduimra IJA B mgaHHBIX
rpyIIax AUCIaHCEPHOTO HAOIIOACHHUS.
2. OnpenenuTh CHEKTP KIMHUYECKUX NPOSBICHUN Yy JeTeid C H30HupaTebHbIM
neduiurom IgA.
3. YCTaHOBUTh B3aMMOCBSI3b HW3MEHEHMM B MMMYHHOM CTaryce JETeh C
n30upaTenbHbIM JeuuuToM |gA U KIMHUYECKUX MPOSIBICHUMN Y 3TUX MallUeHTOB.
4. Hccnenosath KOHILICHTPALIMIO CBIBOPOTOUYHBIX UMMYHOTJIO0YJIMHOB
POJICTBEHHUKOB TE€pPBOM JMHUM TNAIMEHTOB C u30uparelbHbIM Aedunurom IgA ans

BBISIBJICHUS U OTIMCAHUs CEMEHHBIX (DOopM 3a00IeBaHUS.



5.  Pazpaborarb pekoMeHIalMM MO YIYYIIEHHUIO JUAarHOCTUKU U TAKTHKE BEICHUS
NAIMEHTOB ¢ U30HupaTenbHbIM aedunutoM IgA.

6.  IlpoBomuTh KaTaMHECTHMYECKOE HAONIOAEHUE M PEryaspHOE HCCIEIOBAHUE
noka3zaresieii TyMOPaJIbHOTO M KJIETOYHOTO MMMYHHTETa MAaIlUeHTaM C W30upareabHbIM
nepurutoM IgA 11711 BOBMOXKHOTO BBISIBICHHUS JAPYTUX UMMYHOJIOTUYECKUX JE(EKTOB,

KOMOp6I/II[HI)IX COCTOHHI/IfI, PHUCKHU 110 KOTOPBIM BBICOKH Y ﬂaHHOﬁ I'pYIIIbI IIAOUCHTOB.

HayuyHast HOBU3HA

Bnepseile B P® omnpeneneHa yacTtora  BCTPEYAaEMOCTM  IMAllUEHTOB  C
n3buparenbHbiM neuiurtom IgA cpenu nereil ¢ HaCTOPaKUBAIOIIMMM MpPU3HAKAMU
I[MNC.

Brnepsbie B PO ycTaHOBIIEH CNEKTP KIMHUYECKUX MPOSABICHUNA M30MPATEIBHOTO
nedunuta IgA y nereit, 6azupyromuiics Ha O6onbinoit ais [TNM/IC rpymne naiueHToB U
JUINTEJIbHOM MPOCIEKTUBHOM HAaOMIONEHUM 32 HUMHU. YCTAHOBJIEHAa BBICOKAs
paclpoOCTPAHEHHOCTh CpEIM HUX aTonuueckux 3aboneBanuit (60,3% nereit) u
ayTOUMMYHHBIX 3a00neBanuit (17,8% nereit).

BnepBbie omucaHbl 0COOEHHOCTH JaOOpPAaTOPHBIX TOKa3aTese KpPOBU JeTed ¢
n30uparenbHbM gedunnutom |gA, BeIsSIBIEHBI (DaKTOPBI pUCKA PA3BUTHUSL Qy TOMMMYHHBIX
3a00JIEBaHMM, YACThIX JMOO TSKENbIX MH(PEKIMOHHBIX SIMU30[0B Y JAaHHOW TPYIIIbI
NalMEHTOB.

Brnepsoie B PO onmcanbl ceMb, B KOTOPbIX U30uparensublil nedummura IgA Ob1

JIUArHOCTUPOBAH Y POJACTBEHHUKOB.

IIpakTHYyeckasi 3HAYUMOCTD
JlaHHO€  HCCIIEIOBAHME  IIOKA3bIBAET  BBICOKYID  paCIpOCTPAHEHHOCTH
n3ouparenbHoro aedpuuutra IgA cpeau AeTell ¢ HACTOPAKUBAIOIIMMHU ITPU3HAKAMU
[MNJC.
ITokazano, uto orcyrctBue IJA B CBHIBOPOTKE KPOBU HMMEET Pa3zHOOOpa3HbIC
KJIMHUYECKNE TPOSBIICHUS, TPUBOJNUT K TSKEJIBIM OCIIOKHEHUSIM, YTO YKa3bIBacT Ha

HEO0OXOIMMOCTh CBOEBPEMEHHOM IMArHOCTUKH.



BoIsiBIIeHBI TOMOJIHUTENBHBIE MOKa3aHUA ISl UCCIEA0BaHUS KOHIEHTpauu I1gA,
C 1eJbIo paHHel auarnoctuku gannoro [TAJIC.

B pesynbrate naHHOTO HCClENOBaHUS pa3pabOTaHbl U BHEIPEHBI B IMPAKTUKY
pEeKOMEHJAIMM 1O paHHEH JMArHOCTUKE M JUCIAHCEPHOMY HAOJIIOACHUIO B
aMOyJIaTOpHOM 3BeHE OOBHBIX C M30UpaTenbHbIM Aedhuiurom IgA.

Bxotouenue gereit ¢ m3buparenbHbiM JedunutoMm IgA B peructp maiueHTOB
[MNJIC nact BO3MOXKHOCTh NEPCOHATU3UPOBATH MEAUIIMHCKYIO TTOMOIIL JAaHHOU TpyIIIie

MMallMCHTOB U ITIO3BOJIUT IMPABUJIBHO INTAHUPOBATH pa60Ty MCIANITHMHCKHNX yqpemzleHHﬁ.

IIy0oiukanum mo Teme AUCCEPTALMHU
[To Teme auccepranu onyO0IMKOBAHO 5 MEYaTHBIX pabOThI, B TOM YHUCIIE 2 CTaThU
B OKypHQJIaX, BKJIIOYEHHBIX B TMEPEYEHb W3IAHUM, PEKOMEHJIOBAHHBIX BpIcuien
AtrecraunonHot Komwuccueit npu MwunoOpHayku Poccum PO mnga myOnukanumii

OCHOBHBIX PC3YJIIBTATOB JUCCCPTAIIMOHHBIX HCCHeﬂOBaHHﬁ.

OcCHOBHBIE 110JI0KEHUSI, BBIHOCHUMbIC HA 3ALLUTY

N36uparensubiii gedpunut IgA BcTpeuaercs B 4 pasa yailie cpeaud JETe C
HacTtopaxuBaronumu npusHakamu [TNJIC, yem B 00111e#t AETCKON MOMYJISIUU.

CaMbIMH pacnipOCTpaHEHHBIMU KIIMHUYECKUMU MPOSBICHUSIMHU N30UPATEIHLHOTO
neduruta IgA y nereit crapie 4 et sBisitorcst yacteie OPBU (6onee 6 pas B rox). B
criekTpe HH(EKIMOHHOW maTosioruu TpeobnanaroT 3aboneBanusi JIOP-opranoB wu
HIDKHUX JIBIXaTEJIbHBIX ITyTEH.

VY nmauueHtoB ¢ u3bupaTtenbHbIM AePUIMTOM |JA 3HAYUTENBHO BBILIE YACTOTA
aTONMUWYECKUX 3a00JIeBaHUN M ayTOMMMYHHBIX 3a00JIeBaHM, YeM B OOIIEH JeTCKOU
MOMYJISILIUH.

VY nanuenToB ¢ u3buparenbHbM nedunutoM IgA crolikoe mnoseimenue 1gG
MOJKET SBJIATHCS MPEAUKTOPOM PA3BUTHS y HUX ayTOMMMYHHBIX 3a00JI€BaHUM, a TaKKe
TU JI€TU MOTYT CTpPaJaTh OT YaCThIX W/WIIM TSKEIbIX WH(QEKIIMOHHBIX S3IMHU30/I0B C

MOTPEOHOCTHIO B aHTUOAKTEPUATIBLHOW TEparuu, MO3TOMY OHU TPEOYIOT PEryIsipHOTO



Ha6JIIO,Z[eHI/I$I neauaTpoB, ajaCproyIoroB- MMMYHOJIOTOB H CBOCBpeMeHHOﬁ CcaHallu1

0YaroB XpOHUYECKOW WH(PEKIUH.

CreneHb JOCTOBEPHOCTH M anipodanus pe3yJibTaTOB PadoThI

CrereHb ~ JOCTOBEPHOCTM  pE3YJIbTaTOB  HCCIEAOBAHMM  ompenesnsercs
IPEJCTAaBUTEIIBHOCTBI0 U PEJIEBAHTHOCTBIO  JAHHBIX, KOPPEKTHOCTHIO  cOopa
uHbOpMaIlMK, TOYHOCTBIO TPOBEACHHBIX pacdyeToB. [lepBHUHBIE MaTepHaibl MPOILIH
DKCIIEPTU3Y Ha JOCTOBEPHOCTb, O YEM IIPUKIIABIBAETCS COOTBETCTBYIOINN aKT.

OcHoOBHbIE TIOJIOKEHUSI pabOTHI 10J10kKeHbI Ha 10 pocCHCKMX MEpONpPUITHUSIX, B
tom umcie: Il Bcepoccuiickas ¢ MEXIyHApOAHBIM YYaCTHEM IIKOJIa-KOH(QEPEHIHS O
kinHnyeckod — ummyHosorud  (Ilymkunckue  ropei, 2012);  OObenuHEHHBIN
uMmMyHostoruueckuii popym (Huwxuuit Hosropona, 2013); XVIII Konrpecc nenuarpon
Poccun (Mocksa, 2015); [ KanuHuHrpaackuii MMMYHOJIOTHYECKUI HAy4YHBIA (GOpym
(Kamununrpan, 2016); Koudepenuus «MIMMyHONIOTHS B KIMHUYECKON MPAKTHKE)
(Kpacnosipck, 2017).

Paborta anpobupoBaHa Ha COBMECTHOM COBEIIAHUU PACHIMPEHHOTO 3KCIIEPTHOTO
copera mpotokon Ne 3 ot 02.03.2021 r. HccnegoBanue omo0peHo JloKaabHBIM
stmyeckuM komutetoM DPI'AOY BO IlepBbii MOCKOBCKMI TOCyAapCTBEHHBIN
MEIULIMHCKUM YHUBEPCUTET HWMEHHU NM. CeuenoBa MunzapaBa Poccuu

(Ceuenorckuii YHauBepcurer), mpoTokost Ne 16-19 ot 04.12.2019 1.

JInyHoe yyacTue aBTOpa
[ToaroToBeH 0030p MaHHBIX OTEYECTBEHHBIX W 3apyOEKHBIX HMCTOYHUKOB
JUTEPATyphl, cHOPMYIUpOBaAHA II€JIb U 3a7a4d JTUCCEPTAIMOHHON pabOThI, MPOBEACH
aHanu3 W 000O0IIEeHNEe TOJYYCHHBIX PE3YyJbTATOB C OINPEACIICHHEM WX HAyYHOU H
KIIMHAYECKOW 3HAYMMOCTH, CJEJIaHbl HAy4YHBIE BBIBOJBI, HW3JIOKCHBI TPAKTHYCCKUE
pexoMeHnanuu, odopmiieHa u anpoOupoBaHa paboTta. Bximam aBTopa sBisIeTCS
OTIPEACTSIONIMM | 3aKJII0YaeTCs B HEMOCPEACTBEHHOM YYacTHH BO BCEX JTamax

HCCiacaoBaHus: OT BCACHHA IIAaIMCHTOB, IIOCTAHOBKHM 3ajJa4d, HX HpﬂKTPI‘—IGCKOfI u
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KJIMHUKO-1a00paTOpHOM  pealu3aiud A0 OOCYXKIEHHUs pe3ylbTaTOB B HAay4HBIX

HY6J'II/IKaLII/I$IX, JOKJIagax U BHCAPCHUA B ITPAKTUKY.

O0BEM U CTPYKTYpa AUCCEPTALMU
Huccepramuss wu3noxkeHa Ha 116 crpaHMmax MamIMHONMCHOTO — TEKCTa,
WwuTrocTpupoBaHa 18 tabmunamu, 9 pucyHkamMu U 3 KIMHUYECKUMH HAOJIIOICHUSMU.
Pabota cocTouT u3 BBeACHHs, 0030pa JTUTEPATyphbl, METOJAOB HCCIIEOBAHUS, 3 TJIaB C
pe3ysibTaTaMu COOCTBEHHBIX MCCIIEIOBaHUM, 00CYKIE€HUS PE3YJIbTaTOB MCCIEAOBAHNUSA,
BBIBOJIOB, MPAKTUYECKUX pEKOMEHAauuu U Oubiamorpaduueckoro ykazareis,
BKJItOUaromero 157 nureparypHbIX HCTOYHUKA, B TOM YHUCIIE€ 7 OT€YECTBEHHBIX U 150

HHOCTPAHHBbIX.
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I'JIABA 1. OB30P JIUTEPATYPbI

1.1 UmMyHHasi cucTeMa H MMMYHOIJIO0YJIMHbI

NMMyHHass cucrtemMa — OCHOBa JIOOOTO >KHMBOro opranusma. OHa siBIsieTcs
YHUKAJIbHBIM MEXaHU3MOM 3alllUThl OT MATOreHOB. [JIaBHBIM oOpyaueM OOpbObI C
BO30YIUTEIISIMH 3a00JIEBaHUN ABISIOTCS UMMYHOTII00Y MHBI (ru AT)[3].

NMMyHOTTIOOYIMHBI TIPEICTABISAIOT COOOW OENIKH, KOTOpbIE BbIPaOATHIBAIOTCS
nox BiusHEEeM aHTHTeHOB (Al) m 00mamaror CrMOCOOHOCTBIO  CIIEH(PUICCKU
CBSI3BbIBAaThCSA ¢ HUMU. OHU MPUCYTCTBYIOT B KPOBH, CIIOHE, Cele3eHKe, TuMQOoy3ax,
HepeOpOCIUHAIBHOMN )KUIKOCTH U JPYTUX TKAHAX. DTO OCOOBIN KJIacC MUKOIPOTEUHOB.
OHU MMEIOT BUJ MEMOPAHOCBSI3aHHBIX PELIENTOPOB U MPUCYTCTBYIOT HAa MOBEPXHOCTH
B-nmumdonmroB. OgHoit u3 (GyHKIMI UMMYHOTIJIOOYJIMHOB SBIISIETCS pacliO3HABaHUE
AT'[5]. WMmmyHOroOyIWHBI SBISIOTCS 3BEHBSIMH CHCIH(PHUUCSCKOTO T'yMOPAIBHOTO
uMMyHuTeTa. C NMOMOIIBIO HMUX MMMYHHasi CUCTEMa WACHTU(PUUHUPYET 4Yy>KEPOIHbIE
OOBEKTHI U ONEPATUBHO UX HeUTpanuzyeT. OCHOBHbIE PYHKIIMM UMMYHOIJIOOYJIMHOB —
cBs3bIBatOlIasl M 3(PQexTopHass, KoTopas OIpeAeNseT HUX CHOCOOHOCTh 3alycKaTh
ONpENENeHHbIE TUI HMMMYHHOTO OTBeTa. VIMMYyHOIJIOOYJIMHBI CUHTE3UPYIOTCS
KJIETKaMU IUIa3Mbl W MPEICTaBISIOT COO0OM OeNKOBBIE CTPYKTYpbl OTHOCHTEIHHO
oosbiux pazmepoB. Ha anexkrpodoperpamme CbIBOPOTKH KPOBH OHU OOHAPYKUBAIOTCS
NPEUMYIIIECTBEHHO B MIOOYyIMHOBOM ramma-(pakuuu[6]. HmmyHHas cucrema
dbopmupyet s kaxaoro Al COOTBETCTBYIOLIME €My IJIa3MaTHYECKUE KIETKU. IJTU
KJIETKU BhIpaOaThiBatoT crieruduunbie AT s koHKkpeTHoro AL, KOTOpbIe paco3HaIOT
3T1oT Al'. I[Ipy 3TOM OHU CBSI3BIBAIOTCS C COOTBETCTBYIOIMIUM 3nuTonioM. Ctpykrypa AT
— JIBE TsDKeNble W JBe Jierkue nenu[5]. B Hactosmiee BpeMst W3BECTHO TSTh KIACCOB
ummyHornooynunoB — IgG, 1gM, IgD, IgE, IgA. DTu kinaccel pa3inyaroTcsi M0 BCEM
napamerpaMm — 1Mo 3PGHEKTOpHBIM (YHKIUSAM, MO0 aMUHOKHUCIOTHOMY COCTaBy U TIO
CTPOEHUIO TSKENbIX Lenel. Beero y yenoBeka oOHapy’eHO 5 KIIACCOB TSHKENBIX LIeTen
U 2 Kiacca Jerkux. Bee kiacchl HIMMYHOTTIOOYJIMHOB COZEP)KAT JIETKHE LIETH, KJIACChl
IgG u IgA nensitcs enie u Ha cyOknaccesl, coorBercTBeHHO 1gG 1, 1gG 2, 1gG 3, IgG 4 n
IgA 1, IgA 2[7]. CBoxHas XxapaKTepUCTHKA KITaCCOB U CyOKIaCCOB HMMYHOTJIOOYJIMHOB

npuBeieHa B Tabmmie 1.
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Tabnuma 1 - XapakTepucTuka KJIaccoB U CyOKJIaCCOB HMMYHOTJIO0YTHHOB

XapakTepuCTUKHU Kracchl u cyOKI1acChl HFMMYHOTJIOOYJTHHOB

IgM 1gG1 19G2 1gG3 1gG4 IgAl IgA2 IgE IgD
Yuciao 1O0MEHOB 4 3 3 3 3 3 3 4 3
MonekynsipHas macca (kDa) 900 150 150 165 150 160 160 190 180
Konnientparus B kpoBu (T/11) 1,5 9 3 1 0,5 3 0,5 0,001 0,03
[lepuon mosyBbIBEICHUS U3 5 23 20 9 21 6 5 25 3
KPOBH (JTHU)
IIepeHoc depes mianeHTy HET +++ ++ +++ +++ HET HET HET HET
IIepeHoc depes snurenui + HET HET HET HET +++ +++ HET HET
Kitaccuueckuii myTh aKTUBAIIUU i 4 + it et HeT HeT HeT et
KOMILIEMEHTA
AJIbTEpHATUBHBIN Ty Th
AKTHBAIINA KOMILTEMEHTA HET HET HET + HET + HET HET HET
[IlepBUYHBI KIMMYHHBIN OTBET +++ HET HET HET HET HET HET HET HET
BTOpHYHBIII UMMYHHBIA OTBET + +++ +++ +++ +++ ++ ++ HET HET
Ornconuzanus HET +++ HET ++ + + + HET HET
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[IpeacraBum gasee o01IMe XapaKTEPUCTUKU BCEX KJIACCOB UMMYHOTJIO0YJIMHOB.

Crpoenne u ¢Pynkuun IgM. I[gM sBasercs Hamboliee CIIOKHBIM
UMMYHOTTIOOYIMHOM 1O  cBoei  cTpyktype. OH oTnuvaercs HauOOJBIINM
MOJIEKYJIIpHBIM BecoM. B cBoOoaHom Buzme IgM mpexacrasisier coboil menramep. OH
BKJIIOUAET B ceOS 5 YEThIPEXICNMOYHBIX CyObequHUI] (IBE |-1Ienu U JBe kappa- uimu
lambda- nenn), coeaunHenHbix mo Fc- ¢parmMeHTaM IUCYIbQUIHBIMUA CBS3IMH U
ocoObiM mosmnentuaoM - J-menbto (15 kJla). CocrtaB J-menmu (oTpULIAaTENIBHO
3apSKEHHBIE aMHHOKHUCIIOTBI, BOCEMb IIMCTEHMHOBBIX OCTAaTKOB M OJMH CJIOKHOH
YIJEBOJHBIM KOMIIOHEHT) OIpEAEseT €€ YHUKAJIbHbIE KOHTaKT- (OPMHUPYIOLINE
cBoiicTBa. Moiiekyna J-Lilernn He TOJIBKO 3aMbIKaeT MATUWIEHHYI0 cOopky IgM, HO u
KOHTponupyeT ee cOopky. Ilmasmatuueckue KieTku, AedeKkTHble T0 J-1enw,
CEKpeTUPYIOT rekcamepHbie IgM [7].

[lepBUYHBII HMMMYHHBIH OTBET MPUBOAUT K oOpazoBanuto IgM. Onu
BbIpabaTbiBalOTCsl B-mumdonuramMy Ha HOBBIM, HeW3BeCTHBbIM opranusmy Al, u
cocTaBisIIOT 0K0JI0 10% ¢pakunn nMmyHoOrnoOynuHoB. ConepxaHue yriieBOJOB B HUX
nocturaer 10-12%. IgM naumHaeT oOpa3oBBIBaThCS elle B npe-B-mumdonurax, rae
MIPOUCXOIUT TIEPBUYHBIN CUHTE3 [-1ieniei. biiaromaps cunTe3y Jierkux 1emnen B mpe-B-
KJIETKaX O0ECHe4YMBAEeTCs WX CBS3bIBAHUE C W-LEMSMHU. DTOT MPOLIECC MPUBOJIUT K
oOpa3oBaHMI0 (PYHKIMOHAJIBHO aKTHBHBIX I[gM, BcTpauBaeMbIX B IOBEPXHOCTHBIE
CTPYKTYphl MeMOpaHbl Iuia3mbl. DYHKIMOHAIBHO aKTUBHbIE IgM BBIMOJIHSAIOT POJIb
peuenrtopa, pacno3Hawomero Al. B »ToT MomeHT kieTtku mpe-B-mumdonmton
CO3PEBAIOT U BOBJIEKAOTCS B UMMYHHBIN OTBET.

Monexkyner  IgM  uMeOT  BBICOKMH  CBA3BIBAOIMM  moreHmuan: 10
AHTUTCHCBs3bIBAOIMX LEeHTpoB. [lommBamenTtHOCTE IgM M HHU3KHMH  ypOBEHB
U30UpaTEeIbHOCTH K UyKepoIHbIM Al MO3BOJSIOT arjlOTUHUPOBATH Pa3IHMYHbIC
MUKpOOBI M BUpYCbl. WX CMOCOOHOCTh aKTHUBUPOBATH KOMIUIEMEHT J00aBISIET K
3¢ (EKTOPHBIM CBOMCTBAM €II€ U IUTUYCCKUI M ONICOHUTHYECKUI moTeHuan[139].

Crpoenue u ¢Pynxknmum IgD. IgD cocraBmser menee 1% ot dpakuun
UMMYHOTJIOOYJIMHOB T1a3Mbl. OH COAEPAKUTCS B OCHOBHOM HAa MeMOpaHe HEKOTOPBIX

B'J'II/IM(bOI_II/ITOB. I[O CuX IIOp HCT TOYHBLIX AAHHBIX II0 ITOBOAY BBIIIOJHACMBIX UM



14

¢bynkuumii. Cxopee BCEro OH UIpaeT pojib AHTUTEHHOTO PElEnTopa U UMEET BBICOKOE
COIlep)KaHUE YIJICBOJIOB, CBS3aHHBIX C OenkoMm, i B-nmumdoruToB, eme He
npeacrtaBieHHblx Al'. Konuentpauus ero B kpoBu mpu pasinuHbix HMJIC He
COOTBETCTBYET TSDKECTH KIIMHHUYECKUX CHHIPOMOB [38].

Crpoenune n ¢pynuknum IgE. B nnazme noutu ner IgE B cBoOomHOM Buae. Ero
poJIb 3aKiroyaeTcsi B o0ecriedeHuu 3amuTHOW (QyHKiuu. OH 3allMIaeT OPraHu3M OT
napasuTapHeIX HHQEKIHH, a Takke O0O0yClaBIUBaeT OOJBIIMHCTBO AJUIEPTHUCCKUX
peakuuii. [lpunumn npencrBus IgE 3akimrouaeTcs B CBS3BIBAHUU C IMOBEPXHOCTHOU
CTPYKTYpOH TY4YHBIX KJI€TOK U 0azoduioB (okoio 10—-10M). B nmanpHelimem K HUM
npucoenuusaoTcss Al. WTorom CcTaHOBUTCS JErpaHyssiiusi KJIETOK C BBIOPOCOM B
KPOBOTOK  BBICOKOAKTHUBHBIX aMHHOB, SBISIIOIIUXCA MEIUATOPAMU BOCHAJICHUS
(ceporonuHa u rucramuna) [124].

Crpoenue u ¢yuknum 1gG. IgG sBuseTcs OCHOBHBIM HMMYHOTJIOOYIMHOM
CBIBOPOTKU KJIIMHUYECKHU 3[J0POBOTO uejoBeka. Bo (pakuuu BceX MMMYHOTJIO0YIMHOB
IgG 3anumaer okono 70-75%. HawuOonbmias aktuBHOCTH IgG mposiBasieTcs B
AHTUTOKCUYECKOM UMMYHHUTETE U BO BTOPUYHOM MMMYHHOM OTBeTe. Maible pa3Mepsl
nenator I1gG enuncTBeHHON (pakuuenr AT, koTopas cnocoOHa TPaHCIOPTUPOBATHCS
yepe3 MIaleHTy, obecrneunBas UMMYHUTET Tuiofa. Konuenrpanus ¢eransHoro I1gG k
20-11 Henene 6epemeHHoCTH aocturaeT okoyio 10% ot B3pocioro ypoBHs. Mexay 22-i
u 28-i1 HexensiMu OepeMEHHOCTH HaOroAaeTcsi HauboJiee CTPEMHTENbHBIA POCT €ro
KonuuecTBa. I[locne poxaeHuss ero TUTPbl CHUKAIOTCS B CBA3U CO CHM)KEHHEM YPOBHS
marepuHckux IgG. Ilepuon 4-8 mecsieB O4YeHb OINACEH, TaK KaK KOHIIEHTpALMs
MaTtepuHCKuX AT yMmeHbIlIaeTcs, a CBOM €lle He BbIpadaThiBaloTCA. B KOHIlE mepBOro
rojia )ku3Hu ypoBeHb IgG HaxoauTcs Ha oTMeTKe 7-8 T/11.

B cocras IgG Bxomut 2-3 % yrineBoaoB. IgG cocrout uz 4 cyboknaccos: 1gG1,
IgG2, IgG3, IgG4, kak yxe ToBOpHIIOCh Bbille. X 10515 B 00111eM Mmyjie ChIBOPOTOYHOTO
IgG cocraBnser 60-65%, 20-25%, 5-10% u 3-6% cootBerctBenHo. CyOkinacchl 1gG
UMEIOT pa3fiuyusi B aMHHOKHCIOTHOM MOCJIEeI0BAaTEIbHOCTH, CTPOCHUU IIAPHUPHOM
00JacTH, 4YHClie MUCYIb(PUIHBIX CBSI3€H, YTO OTPAXKAETCAd HAa MX (PYHKIIMOHATHHBIX

cBoicTBax. Tak, MakcUMalIbHBIM CpOACTBOM K Fc- penientopam ¢aronutoB obiagaroT
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cyoknaccel IgGl u IgG3. Menbmyro adunHocTh umeroT IgG3. CyOknacc IgG2 He
B3auMoJielcTBYIOT ¢ Fc-penientopam. Takxke cyOkmaccel |G HageneHbl pa3iauvHOM
CIIOCOOHOCTBIO AKTUBUPOBATh KOMIUIEMEHT: HaumOoJiee AaKTUBHBIMU AaKTHUBATOPAMHU
KJIACCUYECKOI0 MyTH KoMmIuieMeHTa sBisAroTcs 1gG3, uyTh HMxke akTtuBHOCTH y IgGl,
enie Menbine oHa y I1gG2, a 1gG4 nuieHbl criocOOHOCTH CBSI3BIBATH KOMILIEMEHT. U3
BCeX CyOKiaccoB ToJbkO (3 MOXET HWHUIMUPOBATh 3alyCK KOMILIEMEHTApHOTO
Kackaja 1o aabTepHaTUBHOMY Ty TH [7].

IgG  — OCHOBHOW UHUPKYIHPYIOIIMNA KOMIIOHEHT T'YMOPaJIbHOIO 3BEHA
uMMyHuTeTa. JTOT Kiacc AT oOecredynuBalOT MPOOJKATEIBHBIN HMMYHHBINH OTBET K
uHpeknusaM. [gG HellTpanu3yroT O0akTepuaabHble TOKCUHBI, CTUMYJIHUPYIOT (haroiuTos,
a TaKKe Y4YacTBYIOT B CBS3bIBAHMM KOMIUIEMEHTa M KIETOYHOOIIOCPEIOBAHHOU
HUTOTOKCUYHOCTH.

Ctpoenue u ¢pynkuuu IgA. IlepBoe ommcanue IgA Obuto mano B 1953 r. [38,
47,70,90,110]. DTOT MMMYHOTJIOOYJIMH SBJIACTCS HAaMOOJICE aKTUBHO CUHTE3UPYEMbIM U
HaxXOJUTCS Ha BTOPOM MECTE€ B CBIBOPOTKE KpPOBM IO CBOeMy KomiuuecTBy. OH
cocTaBJseT 0Koyio 15-20% ChIBOPOTOYHBIX HMMYHOTJIOOYIMHOB [3].

[gA, HUPKYIUPYIOMIMI B CHIBOPOTKE KPOBH, HaXoJIUTCA B opMe MOHOMepa. B
MOHOMEpPHOU CTpyKType IgA umeeT ABe TSHKENbIX LenH (0-1IeTMH), Kaxaas U3 KOTOPhIX
COCTOHUT U3 OJJHOTO MEPEMEHHOTO U TPEX KOHCTAHTHBIX YYacCTKOB, U JBE€ JIETKUX LEMH
(kappa- wim lambda- nenu), Kaxkaas U3 KOTOPBIX COCTOMT M3 OJHOTO MEPEMEHHOTO U
OJTHOTO KOHCTaHTHOTO y4dacTka [48,110-111,154].

Cekperopubiii  IgA  (SIQA) mpeacTaBieH B KOMIIGKCE C  CEKPETOPHBIM
KOMIIOHEHTOM,  KOTOpPBIA  CIIOCOOCTBYET  MOBBIIIEHUWIO  YCTOWYMBOCTU  3TOTO
UMMYHOTJIO0YJIMHA K AeUCcTBUIO (pepMenToB. OOIIenpru3HaHO, YTO TJIABHOU poJibio SIGA
ABJIIETCSI MECTHas HWMMYyHHas 3amuTa. Ero [elcTBHe BBIpaXKaeTCcs B YCUJICHUU
¢arouurosa, HEUTpaTu3alum BHUPYCOB, OJIOKUPOBAHUU MOBEPXHOCTHBIX
OakTepuasibHbIX anre3uHoB. Coxepxutcs SIJA B CEpPO3HO-CAMBUCTBIX CEKpeTax
(MOJI03UBO, Cli€3a, CIIIOHHAS KUAKOCTH U 1p). Ero cTpykTypa — TeTpaMepsl WU AUMEPDI

[48,110-111,154], ckperiennsle  nemplo  J  [6].  BoasmmucTBO  B-KITeTOK,
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IPOYLUPYIOIIUX sIgA, HaxomuTCs B  CIU3HCTOM  >KEIYJOYHO-KHUIIEYHOTO,
MOUYEITIOJIOBOTO M OPOHXO0JIETOYHOTro TpakTa [3].

Cunre3upoBanue IgA y nereld HauMHAeTCs TMO3JHEE BCEX OCTAIbHBIX KIJIACCOB
UMMYHOTJ100yHHOB. K mIecTUMecs[YHOMY BO3pacTy €ro KOHLEHTPALMsS COCTAaBISET
okoJio 1/3 ot HOpMBI B3pocioro uenoBeka. KoHleHTpalusi, conoctaBuMas ¢ HOpMaMu
B3POCJIOTO YEJIOBEKA, IOCTUTAETCA TOJIBKO K BO3pacTy 3-4 jeT. Y HOBOPOXKIECHHBIX IgA
MOJKET HE OMpeIeIAThCS BOOOIIIE.

SIgA  sBIAEeTCS JIOMUHHUPYIOIMIMM HWMMYHOTJIOOYJUHOM B  OHOJIOTMYECKUX
cekperax. Ero komumdectBo cocrtaBisger Oojee dyem 2/3 ot olmero oobema
npousBojcTBa IgA B opranusme [44,102,111].

IgA cymectByeT B Bujie ByX cyokmaccos: IgAl u [gA2. Dt cybkinaccsl UMEIOT
pa3Hbie (PyHKIHOHAIBHBIC, (DU3UKO-XUMUYECCKIE U aHTUTCHHBIC CBOMCTBA (PUCYHOK 1).

OCHOBHBIE CTPYKTYPHBIE Pa3Iuyus MEKIY HUMH COCTOSIT B TOM, 4TO IgA2 umeer
Oosee KOPOTKME LIApHUPHBIE O00JIACTH, KOTOpBIE JEJalT ATOT cyOkimacc Ooisee
YCTOWYMBBIM K AEHCTBUIO OAKTEPHAIBHBIX MPOTEA3 B IPOCBETE JKETYT0YHO-KUIIEYHOTO
tpakta (OKKT) wim pecnupatopHoii cuctembi[43]. Taxke onm paznmgarorcs 20
AMUHOKHMCJIOTAMH B KOHCTAHTHBIX IOMEHaX TsoKenNbix neneil. Cootnomenue [gAl: IgA2
B CBIBOPOTKE OOBIYHO cocTaBisieT 8:1, uto ompenensiercss nponopuueit IgAl- u [gA2-
CEKPETUPYIOIIMX IJIa3MAaTUYECKUX KJIETOK B KOCTHOM mo3re. Jlo 65% IgA Bo BHeNIHUX
CEeKpeTax CIM3UCTOM o0onouku mnpuHagiexur kK I[gA2 cyOkmaccy. B Ttonctom
KUIIIEYHUKE U )KEHCKOM T'€HUTAILHOM TpakTe KoHleHTpauu [gA1 u IgA2 paBubl, 1160
npeobiiaiaeT ypoBeHb IgA2. DTo ABISIETCS OTPaKCHUEM MOBBIIICHHOW YCTOMUYUBOCTH K

OaKTepHaIbHBIM ITPOTEA3aM.
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IgA1
monomer

Ilpumeuanue: Monomep cooepacum nooknracc IgAI, 6 mo epemsa Kax oumep cocmoum u3 08yx
monomepog 1gGA2 nooknacca. Kpye oznauaem npucoeounenue J- yenu.

Pucynox 1 - Moaenu MmonomepHoro IgA (JeBbIit) 1 TUMEpPHOTO ceKpeTopHOTO IgA
(mpassiii) [2]

[Tnomans cIM3UCTBIX 000J0UYEK B OpraHu3Me coctasisieT npumepHo 200-400 M,
cootBeTcTBEHHO NMoBepXHOCTH JKKT, pecnimparopHOro Tpakra 1 MO4ENOJIOBOM CHCTEMBI
(MIIC) slgA [19,62,103,146]. Cnusuctoii 000JI0YKOH OpPOHXOB M IOJIOCTH HOCA
BbIpabaThiBatoTCs npeumymecTBeHHo AT cyokimacca IgALl (75-90%). DnurenuaibHbIC
KJIETKM KHIIEYHUKA, JEHAPUTHBIE KJIETKM W MECTHBIE CTPOMAJIbHBIE KIJIETKU
CHOCOOCTBYIOT — MPOU3BOJACTBY IgA  TUMyC-HE3aBUCHUMBIM IYTEM, CEKPETUPYSA
CTpOMaJbHBIN JTMM(DOTIOATHH, HTEpIeHkuH-6 (IL-6), natepneiikun-10 (IL-10), dpaktop
Hekposa onyxonu-anbda (TNFa), tpanchopmupyromnmii pocroBoii ¢daktop Oera-1
(TGF-B1), B-knerounoro aktusupyroiero ¢akropa (BAFF) [60].

B otnuume ot SIgA poisib ceiBopoTouHoro IgA msydyena HegocrarouHo. Kierkw,

KOTOpPBIE MPOAYLHPYIOT CBIBOPOTOUYHBIM [gA, B OCHOBHOM, JIOKAJIU3YIOTCS B KOCTHOM
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Mo3re. MIx He3HauMTeNnbHOE ColepKaHUE BBISBIISIETCS U B celie3eHKe. B kauecTBe kioya
K MOHUMAaHUIO (PYHKIMU CBIBOPOTOYHOrO IgA MOXKET BBICTYyHaTh HAIWNYUE PELIENTOPOB
k Fc-xonmy IgA Ha rpanymormrax u MoHouutax[114]. Jauusni penentop (FcaR)
MOxeT coequuATbea ¢ [gAl nnu IgA2 moHomepamu, a nHorna u ¢ SIgA. Tem cambiM,
[gA aKTUBHPYIOT MOHOIIUTHI U TPAHYJIOLUTHI, a TAK)KE HHUIUUPYIOT (arouuTo3 rpudbos
u Oaktepuil. IMMyHHBIH KOMIIJIEKC, KOTOPBIM 00pa3oBaH u3 uyxepoaHsix Al u IgA,
yHnajsieTcsi i3 KpoBOTOKa (harouuTapHoi cucteMbl. [Ipu 3TOM cuctema KOMIJIEeMEHTa He
aKTUBUPYETCS U MPOIIECC BOoCHalleHus He HaunHaeTcs [41,132].

[gA He uWHULIMUPYET KIACCUYECKHH IIyTh AKTUBALMM  KOMILUIEMEHTA.
CpiBOpoTOUHBIN [gA MOKET UTpaTh OMPEACIIEHHYIO POJIb IOCPEACTBOM UHTMOUPOBAHUS
XEMOTaKCuca HEUTPO(PUIIOB, CBI3bIBAsICh C MHIMOUPYIOIUMH O€lIKaMH, TAKUMH Kak .-
1-arTUTpUNICHH, hopMEpYs KoMIUTeKCh ¢ Humu [90].

CekpeTopHbIii KOMIIOHEHT KOMILJIEKCA — 3TO CHJIBHO TJIMKUPOBAHHBINA Oenok. OH
BBITNOJIHAET HE TOJBKO TPAHCHOPTHYIO (PYHKIIMIO, HO U OOYCIIaBIMBAaET yCTOWYMBOCTh
SIgA k neiicTBHIO IPOTEOTUTHYECKIX (hepMeHTOB[4], Omaromapst ueMy WX aKTHBHOCTD B
Pa3HbIX OMOJOrMYECKHUX CPeax, B T. Y. B BOCTIAJUTEILHOM 3KCCyAaTe, MOBBIIIAETCA.

[gA wurparotr BaXHYIO POJIb B MPOTUBOBUPYCHOM 3ammure. OHU NPUCYTCTBYIOT B
MecTax, € MPOMCXOJIUT MEPBUUHBIA KOHTAKT BuUpyca. SIgA Onokupyer aaresuto
LIMPOKOI0 CHEKTpa MUKPOOPraHU3MOB, HE J1aBasi UM IPUCOEAMHATHCA K NMOBEPXHOCTH
CIM3UCTBIX 000J10uek[27]. B BbicOKO# KOHIIEHTpauu SIQA OIOKHPYIOT MPUKPEILICHHE
BUPYCHBIX YaCTHIl K CTEHKaM KJeTOK. [Ipyn HU3KOW KOHLEHTpaluuu MoJuMepHbIX SIgA
NPOUCXOIUT HHIMOUPOBAHUE BHYTPUKIICTOUYHON peruiuKamnuu Bupycall44].

Taxke SIQA ONOKHpPYIOT NpUCOCNMHEHUE OaKTepuil K KJIETKaM JIUTETus
cmu3ucthix[102-103]. TepmuHanbHBIE Y4YacTKHM TSDKEIOM IIeMM  MOJEKyJbl [gA
pacno3HalOT MaHHO3a-crneuu@Uuyueckre JIEKTUHBI, KOTOpble MpEeACTaBICHbl Ha
¢buMOpHusiX ~ MepBOro  THIIA. Takum  B3auMOJEHCTBUEM  OOecrieunBaeTCs
npotuBoaare3uBHbIN dhdexT SIGA k mmupokomy criektpy Oaxrtepwmii. [Ipuyem, naHHbIN
ekt He 3aBUCHUT OT crieluPUIHOCTH MOJeKyJbl sIgA. HemanoBaKHbBIM 3HAYEHHUEM
o0namaeT M COCTOSIHME HOpPMaldbHOM MHKPO(DIOpBI, KOTOpas KOJOHU3HPYET

TIOBEPXHOCTh CJIM3UCTON 00oJouku [81].
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SIJA B3auUMOJEWUCTBYIOT C KIJIETKaMHU, OJKCIPECCUPYIOIIUMH PELENnToOpbl K
dbparmenty Fc IgA. Tem cambiM ycunuBaeTcs aHTHOAaKTepuadbHAs AKTHBHOCTH
auMGouTOB U (HarouuToB B nepudepruyeckux TMMQPOUTHBIX OpraHax U Ha CIU3UCTBIX
obomoukax B peakuuu A3KOILl (aHTuTeNnO3aBUCHMas KJIETOYHO-OMOCPEIOBAHHAS
IUTOTOKCUYHOCTH). Pe3ynbTaToOM TakOro B3aMMOICHCTBUSI CTAHOBUTCSI MHYIIUPOBAHUE
BBIPAKEHHOTO LUTOTOKCUYECKOTO 3 (dekTa B OTHOLIEHUHM HEKOTOPBIX IMATOrC€HHBIX
OakTepuil (HarpuMep, CaTbMOHEILI, IUresuT 1 ap.) [154].

Eme oxnoit BaxkHo (yHkiuen SIQA sBisIeTCss ero COCOOHOCTh K CBSI3BIBAaHUIO
ATl B mpocBeTe kuieuyHuka. IMeroTcst B BUy pa3iinyHble MH(PEKIIMOHHBIC areHThl HIIN
MUILIEBbIC AJJIEPIeHbl, KOTOpbIE, IMONajas B OpPraHW3M, BbBI3BIBAIOT HWH()EKINH,
CEHCUOMIM3AIUIO U MTPOBOLMPYIOT Pa3BUTHE AJIIEPTUUYECKOM peakiuu. SIgA CBS3bIBacT
UX, HE MMO3BOJISIS TIONIACTh BHYTPh opranu3mal102].

NMMyHHas cucteMa CIM3UCTOW OOOJIOYKM KUIIEYHUKA CTAJIKUBAETCA C OJHOU
CTOPOHBI C MPOOJIEMON YCTPAHEHHS MOTEHIIMAIBHBIX MATOTEHOB, C JPYrOMl CTOPOHBI C
nojAep>KaHUEM CUMOMOTUYECKON MUKPO(IOPHI. DKCIEPUMEHTAIBHO YCTaHOBIEHHBIMU
bynkuusimu SIQA sBisIIOTCS:

a) HeWTpaim3anus OaKTepHaIbHbIX TOKCUHOB[147] B mpocBeTe KHIIKH H
poraBupycos [43];

0) ceHCOpHO-TIpe3eHTUpYIomas (DYHKIUS B TIEHEPOBBIX OJISIIIKAX KUIIEYHUKA, C
nocjaeAymuM BkiaroueHueM T- u  B-  KJI€TOYHOro HMMMYHHOTO OTBETa Ha
NPE3CHTUPOBAHHYIO OAKTEPHIO U CUHTE30M crieiupuanbix IgA[63];

B) CTUMYJSLHsS 0Opa3oBaHHs OakTepualbHBIX OHOIUICHOK[129] u ycuieHue
aJire3uy K SIUTEMAIbHBIM KileTkam Oaktepuii Lactobacillus u Bifidobacterium[106].

BonpmmHCTBO SIGA CTU3HUCTON KUIIEYHUKA 001a1at0T HU3KOM Creln(UIHOCTHIO
U SIBIISIIOTCS TIEPEKPECTHO-PEAKTUBHBIMU ISl PA3IMYHBIX MUKPOOHBIX aHTUTCHOB[143].
Opnako mpu MHMEKIIMOHHOM TIpoliecce B-kieTku ciau3ucTorl 000JIOUKHU KHUIIIECUHHKA
MOTYT CHHTE3UpOBaTh IgA C BBICOKOU crieruuuHOCTHIO K onpeneneHHbiM Al'. Takum
o0pa3oM, UMMYHHasl cucTeMa MocpeAcTBOM SIJA peryiaupyer cocTaB U KOJIUYECTBO
MPEICTABICHHOW MHKPOOMOTHI KHUIIEUHUKA. 3MeHeHune Xapakrepa peryasiTOpHON

(GYyHKUMM MMMYHHOW CHUCTEMbl KHILIEYHUKA MOKET SIBJISETCS MPUUYMHON pPa3IHYHBIX
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3a00JICBaHUI, B TOM YMCJIC BOCTIAJIUTEIBHBIX 3a00eBanuii kumeunuka [92]. Hecmorpst
Ha S3KCHEPUMEHTAIBHO IOJIYYEHHBIE JAaHHBIE O PA3JIMYHBIX TUIAX B3aUMOACHCTBUS
Mexay SIgA u kuIleYHBIMHU OAKTEPHUSIMHU, B TOM YUCIE pa3iaudHbIX mTamMMoB E.coli kak
CUMOMOTHYECKHX, Tak © natoreHHbIx[119], dQusnomornyeckne HW3MEHEHUS,
IIPOUCXOMSIINE B OAKTEPUATBHONU KJIETKE B pE3yJbTaTe B3aUMOJECUCTBUS ¢ UMMYHHOMN

CHUCTEMOU IMO-TIPC)KHEMY HEAOCTATOYHO U3YYUCHEI.

1.2 30upaTesbHblii Je(PUIUET HMMYHOIJI00yJIHHA A

N36uparensubiil gedunut IgA sBisercs cambiM pactipoctpaneHubiM [TUIC. On
aCCOLIMMPYETCS C PAJIOM 3HAYMMBIX C KIMHUYECKON TOYKM 3PEHHSI OCJIOXKHEHUH.
Hanpumep, ayroMmMMyHHbIEe 3a00JieBaHUSl PACHpPOCTPAaHEHBbl Cpeau NALUEHTOB C
n3ouparenbHpiM - Aedpunutom  IgA  3HAYMTENBHO yalle, YeM B TOMYJISIHUH
UMMYHOJIOTHYECKH 3710pOBhIX [117].

Huarno3 wusbupatenpbHoro aedpunurta I[gA ycraHaBiaMBaeTcss Ha OCHOBAHUU
U3MEpeHUsl KOHIeHTpau [gA B ceiBopoTke KpoBu [47]. Yposenb SIQA npu 3ToM He
onpenensercs. /s mocTaHOBKM JUarHo3a J0CTaTOYHO, YTOObI y MallMeHTa B BO3pPAcTe
crapiie 4 ner u crapiie ObUIO BBISIBJICHO CHM)KEHHE KOHIEHTPALMH ChIBOPOTOYHOTO
IgA nmxe 0,05 r/1 npu OTCYTCTBUM MHBIX BBISIBIIEHHBIX IPUYUH €0 CHHXKEHHUS (TO €CTh
IpU OOBIYHOM KJIETOYHO-ONOCPEIOBAaHHOM MMMYHHOM OTBETE, KOTJa JIIOObIe Jpyrue
NPUYHHBI TUTIOTaMMAarioOyTMHEMHUN UCKITIoueHbI) [8,24].

Huwxnsss rpannna — 0,05 1/ ucnosnb3yercs, NOCKOJIbKY MMEHHO Takas
KOHLIEHTpaUusl SBJISIETCS. HAUMEHBIIUM IIPEIEJIOM, KOTOpPBIA YCTaHaBIMBAECTCS B
OonpIMHCTBE Jabopatopuii. BospacTHoil mopor Tpedyercs, 4ToObl U30€kaTh
MPEXKICBPEMEHHONW TUArHOCTHKU w30uparenbHoro aeduimra [gA, KOTOpbIE MOXKET
ObITh TPAH3UTOPHBIM COCTOSIHMEM Y JeTell MIIaJIIero BO3pacTa, CBA3AHHBIM C
3a/lepKKOil  BbhIpaOOTKM ndaHHoro Bujga AT mnocne poxaenus. Korma ypoBeHb
ceiBopoTOouHOTO IgA BhImIe 0,05 T/, HO Ha 1OBa CTAHJAPTHBIX OTKIOHEHUS HIDKE
HOPMAJIBHOTO JUIsl CBOETO BO3pacTa, COCTOSIHUE MOXKET ObITb OTHECEHO K

«rapruaibHoMy AepuuTy IgA», OHO SBISETCS TOBOJBHO PACHPOCTPAHEHHBIM.
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Hepeako y monei ¢ uzdbuparensubiM neduiutom [gA 3aboneBanue nporekaer
O0eccuMNTOMHO. BriosiHe BO3MOXHO, YTO Y HUX YPOBEHb SIgA Ha CIM3HUCTBIX 000I0YKAX
JIOCTaTOYeH id o0ecriedeHus: 3amuTHbIX (yHKIuA. Kpome Toro, B psae ciaydyaeB y
NAlMEHTOB ¢ u30upaTenbHbIM JepuuuToM IJA NanuMeHToB, KaK KOMIIEHCATOPHBIN
MEXaHHM3M, yBEIMYMBAeTCS Mpou3BoacTBO SIgM[26,93]. IgA wu IgM wumeror
HBOJIIOIMOHHBIC, CTPYKTYpHbIE U (YHKIIMOHAJIBHBIE CXOJCTBA: TOMOJOTHU MEXKIY
KOHCTAHTHBIMU O0JAaCTSIMU NEPBUYHBIX LIENEN U XBOCTOBBIX YaCTEH, HAJTUYHE B 00OUX
J- menm, oOpa3oBaHHME TOJUMEPOB, CIOCOOHOCTH CBSI3bIBATh 0a3oJjaTepasibHbIC
MOJIMMEPHBIE PELENTOPHl Ha CIU3UCTON AMUTEIHABHBIX KIETOK, TEM CaMbIM 00pa3ys
CEKpPETOPHBIE MOJIEKYJIBl MMMYHOTJIOOYJIHMHA, KOTOPBIM COJEPKHUT SMHUTENINaIbHbIE
CEeKpPETOpHbIE KOMIIOHEHThl. TeM He MeHee, y OOJIBIIMHCTBA NAI[MEHTOB C
n30upartenbHbiM  AepuuuToM IgA  OTCYTCTBYET KOMIIEHCATOPHOE  YBEIMYEHUE
npoaykiuu [gM[108].

N3buparensubiii gedunut IgA mo3Bossier OoJiee NETaIbHO HM3YYUTh (PYHKIIUU
IgA u oleHUTH €ro poiab B UMMYHHOU CUCTEME OPTaHU3Ma. JTO COCTOSHUE OTHOCHUTCS K
rpynne [IAJIC, saBnssch BpOXACHHBIM J€PEKTOM HMMYHHOM cHCTeMbl. JlaHHOe
3a0oJieBaHUE SIBJISIETCSl HauOoJee pacHpoCTpaHeHHbIM U3 Bcex u3BecTHbix [IM]IC.
BrnepBbie uzbuparenbHblii AepuuuT IgA B CHIBOPOTKE KPOBU ObLI OMUCAaH y JETEH C
aTakcuei- Teneanruskrasuei [97].

Bo Bcem Mupe 3a0051€BaeMOCTh BapbUpPYeT B 3aBUCUMOCTH OT 3THHYECKOU
npuHaanexHocty: 1:143 Ha Apasuiickom monyoctpose [12], 1:163 B Ucnanuun [123],
1:252 B Hurepuwu [58], 1:875 B Aurnuu [49], a 1:965 B Bpasunuu [31]. 3a6oneBaeMOCTb
HWKE CpeiM a3uaTCKoro HaceneHus, Hanpumep, oT 1:2600 mo 1:5300 B Kurae [61] u oT
1:14840 mo 1:18500 B Smonmm [88]. OtcyrctBue IgA B CHIBOPOTKE KpPOBH Hallle
BcTpevaercs y eBponeonnoB. B CIIIA ee uwacrora onenuBaercst ot 1:223 mo 1:1000 B
MOMYJISIMUOHHBIX uccienoBaHusix U oT 1:333 no 1:3000 cpenm 310pOBBIX JOHOPOB
kpoBu [45,47]. B peanbHOCTH, MOKa3aTed MOTYT OBITh BBIIIE, TaK KaK Y HEKOTOPBIX
mone u3zbupartenbHblil Aebunut IgA mpotekaer OeccumnrTomMHo. Kpome Toro, Her
YCTaHOBJIEHHOW MporpaMMbl pyTUHHOTO ckpuHuHra nanHoro [TMJIC. Pa3Huna 4actoTel

BCTPCHACMOCTH 3a00JIEBAHHUSI MOXKET TaKKeE BO3HUKHYTbL B CBiA3M C TCM, 4YTO
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onpejeneHre uzbuparenbHoro gedunmra IgA MOXKET OTIMYaTBCA B KaXKIOM
VCCJIEIOBAHUH UJTU PEECTPE.

Kpome nemorpaduueckux W STHUYECKHUX TPU3HAKOB, BApUATUBHOCTH YPOBHS
IgA, B TOM yncne Obula OTMEUEHA B 3aBUCUMOCTH OT BPEMEHHU ToJ1a (CO 3HAYUTEIbHBIM
YHUCIIOM JUATHOCTHPYEMBIX CIIy4acB B oceHHe-3uMHUH repuos [153]) u mona (cpemnue
3HaueHUS IgA y JKEHCKOW Mmomyssiiuu Bbime Ha 20 mr/i, yem y myxkuud [53,153]), u
MOXET OBITh accoruupoBaHa ¢ (UOpoO3aMHu IMEUYEeHU, METAOOTUIECKUM CHHAPOMOM
[69,105].

VY nmnaunueHtoB ¢ wu3buparenbHbM gedunurom IgA umeerca nedextr B B-
auMdonuTax, Kotopsie ero mnpomsBomar[152]. Jledekr, mo-BuaumMomy, 0O0YCIOBICH
TreHeTHUYeCKH, Tak Kak jedunut [gA moxer ObITh TepenaH MpU TpPaHCIIAaHTAIUU
KOCTHOTO Mo3ra[74].

Cy1miecTByeT HECKOJIbKO (DaKTOpPOB, BIUSAIONIMX HAa (DYHKIMOHAJIBHBIE ACHEKThI
nepexioueHuss B-kietok Ha skcrpeccuto u cunte3 IgA. Hanpumep, 310 MOTyT OBITh
pasnuuHbie 1e(PEeKThl B MPOAYKIIUK [TATOKUHOB, a TAaK)Ke HapylIeHUs B OTBeTe B-kieTok
Ha pa3JIMYHbIe MEIUATOPbl UMMYHHOW CHUCTeMBbI. BeposiTHbl BHyTpeHHHE JedeKThl B-
kieTok, T-xennepoB u T-cynmpeccopoB npu neduiute [gA. Bo3MoxHbI HapylieHuUs B
IIUTOKWUHOBOM ceTH, Takue kKak otcyrcrBue IL-4, IL-6, IL-7, IL-10, TGF-B. BrisBnena
poib IL-21 B pasButuu nedpunura [gA[25,118,128].

I'eneTnueckue npeanocbuiku u30uparenbHoro aepuunura IgA. He
CYLIECTBYET UYETKOW  BBISBJICHHOM T€HETUYECKOM  MPEApPACIIONOKEHHOCTH K
n3ouparenbHoMy Aehunuty IgA. BerpeyaroTcess ayToCOMHO-PEIECCUBHBIN, ayTOCOMHO-
JIOMUHAHTHBIM TUIBl HACIEIOBAaHUS, W3BECTHHI TaKXE CIOPAJAUYECKUE CIydau
3aboneBanus[7/5]. T'eHetnyeckue GakTOpsl OYEBHIHO WIPAIOT POJIb B Pa3BUTHH
nannoro IIMIAC, mnockonbky B 33,3% ciydaeB BBIBICHHOTO HW30MPATEIBHOTO
nedunura IgA, manueHThl MPOUCXOAWIN OT POACTBEHHBIX OpakoB[9]. OO0 3Tom ke
CBUJICTEIIbCTBYIOT JAHHbIE APYrOoro HEJABHETO HCCIENOBAaHUS, B COOTBETCTBUU C
KOTOPBIM y MAalMEHTOB C MEPBOM CTENEHbIO KpoBHOro poactea B 10,8% cmydaes

BBISIBJICH M30MpartesbHblil qedurmr IgA [131].
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MO>XXHO TPEeANnoI0XKUTh, YTO y MAIIMEHTOB C JAHHBIM 3a00JI€BaHUEM, UMEIOTCS
HapyIIeHUs B MEXaHW3Max KOHTpoJyis GyHKmwi B-muMdornmToB mubo peryaupoBaHus
snureHeTrku reHa IGHA, xoaupyroiiero KOHCTaHTHYIO 0OJacTh Tsokenod uenu [gA
[21].

OnucaHo HeEMajo Cily4yaeB, KOrJa B OJHOM CEMbE Cpa3y Yy HECKOJIBKMX WICHOB
BBISIBIIIeTCS m3OupareibHbiii nedpunur IgA u OBUH [34], kortopas mposiBisercs
curaapomoM nedurura AT[150]. IIpu 3TOM y Bcex WICHOB CeMbH OOHApYKUBACTCS
ooumit HLA (rpynna aHTHUreHOB TMCTOCOBMECTMMOCTH) raruioTur. B OoJbIIMHCTBE
CIIy4a€B Yy WICHOB CEMbH HMEIOTCS PEAKUE JeJeluuu W ajienu reHoB BHytpu MCH-
Kjacca (IJIaBHBIM KOMIUIEKC TMCTOCOBMECTHMOCTH). JTO OBUIO JOKa3aHO Ha OCHOBE
MYJIBTHIIICKCHOTO aHaIM3a ceMel ¢ n3oupatesibHbIM Aeduuutom IgA [151].

OBMH  xapakrepusyeTcsi  peUMIMBUPYIOIIMMU  UH(OEKIUAMU,  HU3KOU
koHueHTpauen [gG u IgA, B nonoBuHe cityyaeB KOHUEHTpauus IgM Takke CHMKEHa.
Yactora OBUH konebnercs B npenenax 1/25000-1/66000 B pazaudHbIX MOMYJISIIHASIX
[75,150].

Panee Obl10 omucaHo, 4YTO OTACHBHBIE cemelHble ciydan OBHWH wu
uzouparenbHoro neduiura IgA Bb3Banbl mytamnued reHa TNFRSF13B. Otor ren
kogupyer Oenok TACI (transmembrane activator and calcium-modulator and
cyclophilin-ligand interactor) u pacnonoxxen Ha 17p (kopoTkoe 1uieuo) xpomocome. Bo
BCEX HCCIICIOBAHUSX CPEeAW POJCTBEHHUKOB TIEPBOM JIMHUM  MAIMEHTOB C
uzbuparenbHpiM AepunuroMm IgA u OBUH ¢ ycraHoBneHHOW MyTanueir B T'eHE
TNFRSF13B BbIsiB/IsIach MyTaIisi 3TOTO T€HA B TeTEPO3UrOTHOM coctosinuu[34,135].
[lo pganHbIM uccnenoBaHus, npoBeaeHHoro B 2005 romy B JeTCkoil OOJIbHUIIE T.
boctona, myranuun resa TNFRSF13B Obutn oOHapyxensl y 4 u3 19 manueHToB ¢
OBUH u y 1 u3 19 nmanuenToB ¢ nuzbupareabHsiM aeduimrom IgA[135].

Hanmnume npuunHHO-cnenctBeHHoM cBsizu Myrtanuu reHa TNFRSFI3B wu
OCTaJIbHBIX TeHETUYECKHX Je(hekToB ¢ n3buparenbHbiM aeduiutom IgA mwm OBUH no
cux mop cnopuo[100,121]. Tem He MeHee, u3OHpaTenbHbIA nepunmutr [gA Moxer
nepepactu B OBUH, noareepxxaas maenue, uro aepunut IgA u OBUH Bce xe nmexat

B CIIEKTPE OJJHOTO ¥ TOTO e reHerndeckoro aedekra[10,57].
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Kpome myrtamuu rena TNFRSF13B HenaBHO Obu10 00Hapy>keHO 3 ApYyTruX reHa,
MyTaluud KOTOpbix Obutm mpuumHoW paszsutus OBUH y mammentoB: ICOS Ha 2q
(mmHHOE TIeuo) [72], CD19 na 16q [40,68,136] 1 TNFRSF13C na 22q, xoTopas
xoaupyeT BAFF pernienitop[97]. V Bcex manueHTOB ¢ BBISIBJICHHBIMH MYTAITUSMHU B 3THX
3X TeHax- MyTalMd B TOMO3HWTOTHOW (opme, B TO BpeMsl KaK Te€TEpPO3UTOTHOE
HOCHUTEJIbCTBO MPOTEKAET OECCUMITTOMHO.

B Teuenue Bcero mepuoja u3ydeHUs TE€TEPOTCHHOCTH PHUPOABI H30UPATEIHHOTO
nedunuta |gA BBIABISUIMCH U ONMKMCHIBAIMCH PA3MYHbIC ITUTOTEHETUYECKUE JEhEKThI
1/M0O0 MOHOTEHETHYCCKHE MYTAllMH, COTMPOBOX/ABIIKME JAaHHYIO marosoruio[47]. Ha
paHHUX JTanax y MNalUeHToB ¢ u30upaTtenbHbIM AepuuuroM |gA  BecTpedanuch
CIEAYIOIINE TCHETUYECKUE aHOMAJIMU: MOHOcoMmus 4p, Tpucomusa 8, tpucomus 10p,
nHBepcus xpoMocombl 10g Ha MecTo 4p, nenenus xpomocomsl 17pl1.2, cunapom 18q,
tprcomus 21, moHocomust 22 u cuaapoM Aeneruu 22q11.2 [51,76,97,98,133].

B nocnegHux HccienoBaHUSAX MEPECMOTPEHbI MOHOTEHETHYECKHE MYyTallUM Ha
npeaMeT acconuanuu ¢ u3buparensHbiM Jgedunurom IgA [9]. BeisBieno, uyto B
KauecTBe MMMYHOJOTHYECKON MpoOiembl, oOycimoBiuBatomen nedpunutr IgA, Moryr
MPOSIBIISATHCS CICAYIONINE MYyTaIUU:

- B T€HaX, BIUSIONIMX HAa KJIETOYHBIM M TYMOpaJIbHbII UMMYHUTET (TaKU€ T'EHBI,
kak JAK3, RAG1, DCLREIC, CD27 u LRBA);

- B Te€HaX KOMOMHUPOBAHHBIX WMMYHOJIEC(PUIIUTOB C CUHIPOMAIbHBIMHU
npu3HaKaMu (B 4acTHOCTH, Takue reHbl, kak ATM, NBS1, RAD50, MLH1, DNMT3B,
ZBTB24, MECP2, PMS2, RNF168, CHD7, RMRP, DKC1, TINF2, PNP, TTC7 u
WAYS);

- B T€HAaX, MPEUMYIIECTBEHHO accOIMupyeMbix ¢ nedummrom AT (Takue T'eHbI,
kak BTK, TACI, TWEAK, MSH6, MSH2, PIK3R1 u CARD11);

- B T€HaX, CBSI3aHHBIX C JedeKkTamMu cUcTeMbl (paronutosza (Takue TreHbl, Kak
RAC2, CYBB, NCF1 u SBDS);

- B T€HaX, CBA3aHHBIX C JUCPETYISAIMEH UMMYHHOU CHUCTEMbI (TaKU€ T'€HBI, KaK

IFIH1 u XIAP);
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- B I'€Hax, CBSI3aHHBIX C BPOXKAEHHBIMU JeeKTaMu UMMYHUTETa (TaKUE TEHBI,
kak CXCR4, STATI1 u IL12RB);

- B T€HE, CBSA3aHHOM ¢ JeduruTom KoMmiieMenTa (ren C3).

[Ipeanonaraercs, 4T0 Ha OCHOBE MAaTEPHUAIOB COBPEMEHHBIX MOJEKYJISAPHBIX
UCCJICIOBaHHUM, TIPU YCJIOBHH BBISIBIICHUS MEPEUYUCICHHBIX T€HETHYECKUX JE(EKTOB Y
MalMeHTOB ¢  u30uparenbHbIM  neduiurom IgA, Oyner BbISBIGHA  TOYHAs
naTousnonorus 3a00jieBaHusA, B pe3yibTaTe 4ero, OyayT OMpe/eieHbl ONTHUMAaIbHBIC
CTpaTEeTUHU JICUYEHHUs, B OCOOCHHOCTH Yy MAIlMEHTOB C BBIPAXEHHBIMH KIMHHUYECKUMU
nposiieHusmMu[9].

Kinmnnuyeckue nposisiienuss uzdupareabHoro aepuumra IgA. Kimanueckue
nposiBieHUs:  u3buparenabHoro  gedunura  IgA B BUAE  PEHUAMBHUPYIOIIHUX
MH(EKIMOHHBIX 3a00JE€BaHUN YaCTO MPOSIBISAIOTCS yXe B paHHeMm jAerctBe. [lo mepe
B3POCJICHUS TSHKECTh U YacTOTa MEPEHOCUMBIX MH(MEKIHMA MOKeT CHUXKaThes. [IpuunHa
3TOrO 3aKJII0YAETCsl B KOMIIEHCATOPHOM MoBbIeHnH cyokiaccoB 1gG3 u IgG1, a taxke
IgM. Eme oaHO OOBSCHEHHE OTCYTCTBHSI KIMHMYECKUX CHUMIITOMOB — HOPMAaJIbHBIN
ypoBeHb SIgA, mpuueM, Aaxke HECMOTpsT Ha TO, YTO B CBIBOPOTKE KpoBH IgA
OTCYTCTBYET.

N3oupartensubiii gepuuut IgA U  oHkoJoruveckue 3adosieBaHusi. B
UCCJICIOBAHMUSIX  BBISIBJICHBI —accouuanuud u3buparenbHoro nedummra IgA wu
MHOTOYHMCJIEHHBIX 3a00JIEBaHHUM, CpeAr KOTOPBIX NPEACTABISIETCS I1€1ecOo00pa3HbIM
oOpaTUTh BHUMaHUE Ha 3JI0KaYECTBEHHbBIE OMYXOJIH.

Tak, B psime pador [53,91] onucanbl ciydan Hanu4usi y OOJbHBIX H30HUPaTEIbHBIM
nepunuroM IgA xkapuuHOM (B 4aCTHOCTH, a/ICHOKAPLMHOMA >KeTyJlKa), TuMpoM (Kak
npaBuiio, B-KJI€TOYHOTO MPOUCXOKIEHUS), B OCOOCHHOCTH Yy MAIMEHTOB MOKUIIOTO
Bo3pacta. Cpean mpovynx OHKOJIOTHYECKUX 3a00JIEBAHMM, BBIABICHHBIX Y MAIMEHTOB C
n30upatenbHbiM AeuuuToM |gA, HEOOXOIMMO YIMOMSIHYTh paKk TOJICTOM KWIIKU, PaK
SUYHUKOB, JTUM(pocapkomy, Mernanomy u Tumomy [91.] BeisiBiieHO, 4TO Y HaOII0JaeMBIX
Ha npoTspkeHuu 10 net 63 u3pamnbckux AeTei ¢ m3dupartenbHbIM aeduiurom IgA, B
4,8% cnyuaeB (y Tpoux JeTei) ObLTM TUArHOCTUPOBAHBI OHKOJIOTHYECKHUE 3a00JIeBaHUS

[140]. TIIpenmonaraercs, YTO B COYETAHWU C HEKOTOPHIMH TacTPONATOJIOTHUSIMH,
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u30upatenbHbld Aeduuut [gA MOXET cTaTh NMPUUYMHONW 0oJiee BHICOKOW BEPOSTHOCTH
pa3BUTUSL OHKOJIOTMYECKUX 3aboneBanuil. Ilpu sTOM, otcyrctBHe SIgA gemaer
HETIOJTHOIICHHON MMMYHHYIO 3alIuTy oT nHbuuupoBanus Helicobacter pylori, kotopasi,
IIPE/IITOJIOKUATETHPHO, MOXKET SIBJSATHCS OJHON M3 MPHUYMH paka skenynaka [23], Bipouem,
ponb SIgGA B JaHHOM 3alIMTE OCTAeTCA JUCKYCCHOHHBIM BOIIpOCOM. B  menow,
OHKOJIOTMUECKYI0 3a00JI€Ba€MOCTh Yy MAIlMEHTOB ¢ M30upareibHbIM neduiutom IgA
HEJb3s1 Ha3BaTh CIIMIIKOM BBICOKOIA.

N3oupaTtenbublii Aepuuut IgA u nHPeKIUOHHBIE 0CJI0KHeHUs1. [TaMeHTsI ¢
n30upatenbHbIM epuiuTom IgA yacTo cTpagaloT OT MH(EKIUN TbIXaTeIbHBIX MyTeH
[53,82]. YacThie nHDEKIMKM HATAIKUBAIOT Ha MBICTH 0 Hamuunu MJIC, ABissace ogHuM
U3 MOKa3aHUM JJI UCCIEA0BaHUS KOHIIEHTPAIIMM UMMYHOTJIOOYJTMHOB KPOBH.

B Takmx ciydasx OCHOBHBIMH BO30YIUTEISAMH HH(PEKIWA YacTO BBICTYIAIOT
MmayionaToreHHele Oaktepun: Hemophilus influenzae, Streptococcus pneumonia,
Moraxella catharalis. OHu pUBOJAT K CHHYCUTaM, OTUTaM, THEBMOHHUH, OPOHXUTAM U
KOHBIOHKTUBUTaM. [laxe Ha (one anTHOakTepuansHoil Tepanuu H. Influenzae moxer
JIOBOJIBHO JIOJTO TEPCUCTUPOBATH B CIIIOHE OOJBHOTO, a TaKKe B KJIETKaX HEOHBIX U
HOCOBBIX MUHJIQJIHH.

Y HEKOTOpHIX TAIMEHTOB B pE3yJbTaTe TMOBTOPSIOMIUXCS WA XPOHUYCCKU
TEeKYIUX UH(PEKIUNA MOTYT Pa3BUTHCA BTOPHYHBIE MOBPEKIACHUS OPraHOB, TAaKHE Kak
Oponxo03KTa3bI[39].

B onHoM W3 wumccnemoBaHuii ommcaHo, uyTo y 17,5% peteit ¢ m3bupaTenbHbIM
nebunurom  IgA  gmarHoctupyrotcs  peruauBupyromme OPBU, y  11.8%
peunauBupyomme otuthl, y 17,8% nHeBMoHun, y 6,0% - peuuauBupyromue
nHeBMoHuK [50]. B cOOTBETCTBHH ¢ AaHHBIMU APYroro uccienoBanus, 57,8% nereit ¢
n30upaTenbHbIM geduiuToMm IgA nepenecun maeBMoHUIO[37].

BonpHbIe W30MpaTenbHBIM AePUIIUTOM [gA MMEIOT TEHICHIUI0O K Pa3BUTHIO
uHpekronnbix 3adoneBanuit JKKT [45,53,150]. Cpenu Takux MHAIlMEHTOB MIHPOKO
pacrnpocTpaHeHa HHPHUIMPOBaHHOCTD JisMOarno30M (Giardia lamblia)[157].

ITo Bcelt BUAMMOCTH, HU3KAsI KOHILIEHTpalus SIgA sBisieTcs: riIaBHOW MPUYUHOU

NOJIBEP>)KEHHOCTH HH(PUIIMPOBAHUIO. ODTOT HMMMYHOIVIOOYJIMH — YacTb MECTHOTO
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UMMYHUTETa, U TpPU €ro JAePuimTe MHUKPOOPraHU3Mbl OBICTPO Pa3MHOXKAIOTCS B
KJIETKaX KUIIeYHUKa. B pe3ynpTaTe, Aa)ke mocie yCHenHo MpoBeIeHHOTO aJeKBATHOTO
JICYECHHUSI, PUCK PEMH(DUIIMPOBAHUS OCTACTCS JOBOJIBHO BHICOKHUM.

B OonbmuHCTBE CilydaeB XpOHUYECKHME WHGEKIUHU KHUIIEYHUKA MPHUBOIAT K
IUMQPOUTHON THUMEPIUIa3ud, KOTOpas COMPOBOXKIACTCS CHHAPOMOM MajbabCcopOIuu.
[Ipu >TOM ManbaOcopOIUsi MOXKET OBbITh BTOPUYHOM, CBS3aHHOM CO CTPYKTYpPHBIMHU
MOBPEXACHUAMH KHIIEYHBIX BOpCHH. Jlake mpu OTCYTCTBMM WH(GEKIHH HEKOTOPHIC
MOJIEKYJIBI MOTYT BXOJIUTh B CyOamuiepMalibHble U noacau3ucToie ciou TkaHed KKT
U3-32 HAPYLIEHUS CIAU3UCTONW 0OOJOUYKU. DTOT MPOLECC MOKET OOJErdYuTh BBHIPAOOTKY
AT npotuB ompexaeneHHbix Al u copmupoBarh HENEPEHOCHMMOCTh HEKOTOPBIX
nuieBblx  npoaykroB[45]. IlpakTuka mMoOKa3biBaeT, 4YTO JICYCHHUE  Y3CJIKOBOIMA
JTUM(OUIHON THUIEPIUIa3uK, MalbaOCOPOIMU W APYruxX 3a00JICBaHUM KUIICYHUKA,
aCCOILMUPOBAHHBIX ¢ M30MpATENBbHBIM AePUIUTOM [gA, MpoTeKaeT TOBOJBHO CIOXHO H
TpeOyeT JUINTETbHOTO BPEMEHHU.

N30uparensubiii gepunur IgA u anueprudeckue 3adoseBanus. Cpeau
NalMeHToB ¢ u3bupatenbHbiM  jgedurmmtom  IgA  HaOmromaeTcss  Oomblias
pacnpoCTpaHEHHOCTh  ajiepruveckux  3aboseBanmii[11,140]. Nx  dactora
YyBCTBUTEJIbHA K METOJAaM OIICHKHM M BapbUpPyeTCs B Pa3HBIX HccieaoBaHusx. llo
OJTHUM OIleHKaM, 25-50% BceX MalueHTOB AEMOHCTPUPYIOT Pa3BUTUE aJUIEPTUUYECKUX
3a00yieBaHUi[87],9TO 3HAYMTETHLHO BBINIE B CPAaBHCHHH C 3a00JICBAGMOCTBHIO B
NONMYyJISAIUK  JIFOZeH ¢ HOpManbHOM KoHueHTpanueid IgA [89,140]. B apyrux
UCCJIEIOBAHMSIX YKa3bIBAETCsl HA OTCYTCTBUE BBICOKOM YaCTOTHI MPOSIBICHUS aJuIepIruid
y MalKUeHTOB ¢ n3duparenbubiM aedurutom 1gA[15,30,138].

Hanpumep, B o1HOM U3 nepBbIX HaOmoAeHUN aTomus Oblia BbIsBIeHA y 58%
JETe M B3pPOCIHBIX MAIlMEHTOB ¢ M30MpaTenbHbiM achuiutoMm IgA[29]. A B Goiee
MO3/THEM HMCCJIEAOBAaHNH, B KOTOPOM NPUHUMAJO ydacthe 127 mromei B BO3pacte OT 2
no 67 mer, UMEIIUX H30upatenbHblil aeguiuT IgA, OOTBHBIX C AIEPTHUYECKUMHU
MPOSIBJICHUSIMU  ObUIO BbIABICHO Juiib 13%. DOTa 1mudpa He BhIlNIe, YeM Cpeau
HaceneHus B 1ienoM[54]. Tlpu 3ToM, KITMHUYECKUE TPOSIBIICHUS aTOMUK ObLTH Hanbolee

pacmpocTpaHeHbl CpeAr MOJOJbIX HanueHToB (cpeanuit Bodpact 10,5 ner). U3 126
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OpaswiIbCKUX JeTed U moapocTkoB ¢ aedumurom IgA 48% umenu BA w/unu A1/l [81].
B omHOM M3 HemaBHUX HCCIENOBaHM, B KOTOPOM aTONMUYECKUH cTaTyc Obul Oosee
TOYHO TIOJTBEPKACH KIMHMUYECKOW KAPTUHOM M KOXHBIMM TMpobamu c 14
CTaHJAPTHBIMU AJUIEPT€HAMH, TaKHE aJUIEPrHYECKHe MpOosiBIeHUs, Kak BA, nuiieBas u
MeANKAaMEHTO3Hast aieprusi, auieprudeckuii puHuT (AP), At/l, Obuid BBISIBICHBI y
84% mnareHToB (B Bo3pacte 4-32 jer) ¢ usbupatenbHbIM jaedunurom IgA[1l]. ¥V
40,5% mnauMeHToB aiepruueckue 3a0oJieBaHUS NPOTEKAIM C€ CUMITOMATHUKOM.
Cuuraercs, uyto 25% nanueHToB ¢ nepuuuToM IgA BBISBISIIOTCS B X0J1e 00CIeI0BaHUS
0 MTOBOJly aJUIEPIHUECKUX 3a00JIeBaHUI.

Yame Bcero ¢ wusbuparenbHbiM jaepuuuroM IgA accouuupyroTcsi TaKue
nposiBiieHus aronuu kak At/l, AP, kpanuBHuIa, MieBas ayuieprus u bA[47,87,148].

N30uparensubiii  gepunur IgA w  ayroummyHHble  3a00J1eBaHUS.
AyTOMMMYHHBIE 3a00J€BaHUs HapsAy ¢ MHPEKUHUSIMU SBISIIOTCS OJHUM HU3 OCHOBHBIX
KJIMHUYECKUX MPOSIBIICHUH n30uparenpHoro aeuuura IgA. Ayroanturena, Hanpumep,
K KapauoiaunuHy, (ocdaruauicepuHy M KoOJUIareHy, MOTYT ObITh OOHApyKEHbI Yy
NAlUEeHTOB C u30uparenabHbIM naedpuuurom IQA, naxke eciau sBHbIE KIMHUYECKHUE
nposiBieHus1 Ooyie3HW OTCYTCTBYIOT [22]. B wuccnemoBanmm 2004 roma BTOpas o
YUCJIEHHOCTU accouuauus u3dupareinbHoro neduumra IgA mocie penuauBUPYIOMIUX
uHpeKIui OblIa C ayTOMMMYHHBIMU HapYyIICHUSMHU (2yTOMMMYHHAasi TIATOJIOTHS ObLia
oOHapyxeHa y 28% manueHTOB, CpeAHUN BO3pacT cocTaBwil 29 JeT, B CTPYKType
3a00JeBIIMX  TpeoOmaganu  keHmMHbBI)[54].  Haumbomee  pacmpocTpaHCHHBIM
ayTOUMMYHHBIM  cocTostHuem Obuta WTII, 3arem remonuTHYeckas aHeMus,
IOBEHWIbHBIA ~ uauonatuueckuii  aptput (FOMA), ayTOMMMyHHBI THUPEOUIHNT,
cucteMHasi kpacHasi BosiuaHka (CKB) m Hanmuuue pa3iMuHbIX ayTOAHTUTEN. Y JeTel
Takle ayTOMMMYHHBIE 3a00JieBaHusl, KaK 3a00J€BaHUs IIMTOBUIHOM *Keje3bl, KOCTHO-
MBIIIICYHEIC 3a00JIeBaHMUs, IICIUMaKus, reMaTojorumudeckue 3aboneBanus, CKB, Obum
oOHapyxeHbl y 19% mnanuentoB. B nenom, 3ToT mokaszarens konednercs ot 20% 1o

30% (ucxomast U3 BO3PACTHOMW TPYIIBI B U3ydaeMbIX momyJisiiusx)[11].
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Cpenn mamuenTtoB ¢ auarHoctupoBaHHor CKB, pacnpocTpaHEHHOCTH
nzbuparenpHoro nedummra IgA cocrarmsier mpubam3uTeasHo 2,02%, 94TO CyIIECTBEHHO
BBIIIIE PACIIPOCTPAHEHHOCTH B JII000M 310poBoii momyJsiuu [101].

Kpome TOro, MHOro ayTOMMMYHHBIX COCTOSHHI OBbLIO OOHApYXEHO Cpeau
ONMU3KUX POJCTBEHHUKOB TMAIlMEHTOB ¢ u30MparenbHbM Aedunurom IgA. YV 10%
POJICTBEHHUKOB TIepBOM JUHUM MauueHToB ¢ JaHHbIM [IMJIC Obuin BBISBICHBI
ayTOMMMYHHBIE HapyIICHHUs, TOT/Ia Kak B OOIeH NOMyNsIlMd HUX YHCIEHHOCTD
COCTaBJIslIa JUIb 5%.

OTtnenbHOE BHUMaHHUE CTOUT 00paTtuTh Ha aHTH-IJA AT, Tak kak oHM 00JIaal0T
NAaTOr€HETUYECKON 3HAUMMOCTBIO JJaXKe Yy TE€X MAlMEHTOB, Yy KOTOPBIX TEUEHUE JTAHHOTO
[MMAC OGeccumnromHoe. OHHM BCTpEYaAIOTCS Yy TAIMEHTOB C M30MpPATEIbHBIM
nepururoM IgA mpumepno B 60% citydaeB[45]. BepositHO, 3TO peakius opraHu3ma
IPOTUB COOCTBEHHBIX CcHeAoBbIX KomuuecTB IgA. Takke BO3MOXHA peaklus Ha
AJUTIOTCHHBIA IgA mpu mepenuBaHMM TpenapaTtoB W ¢pakuuii kpoBu[46]. MHorma AT
BBUSIBISIIOTCS. Y OOJBHBIX, Y KOTOpbIX ypoBeHb IgA mnpeBbimaer 0,1 r/n. Ilpum
HOpMaJIbHOM ypoBHE IgA AT mpoTuB HEro BCTpedaroTcst KpaiHe penko. I1o cytu, oHn
SBJIIOTCS THIMYHBIM MapKepoM u30upatenbHoro aedunura IgA.

Antu-IgA AT npencramieHsl, Kak mpaBuiio, cyokinaccom IgGl. Onnako uHornaa
MoryT Bcrpeuathesi IgE antmtena wim 1gG4 cyOxmaccel. X Hanmuuue CTaHOBUTCS
NPUYMHOM  CEepbE3HBIX  aHA(pUIAKTUYECKUX  pPEAKUUM, BO3HUKAIOMIMX  TMOCTE
nepeMBaHus nanueHTam [gA-coaepkaiux npenaparos kposu [1].

CucremMHble ayTOMMMYHHBbIE 3a0o/eBaHusA. B Hacrosdee BpeMsl HaAKOIUIEHBI
JAHHbIE O B3aUMOCBS3M u30upatenbHoro nedunura IgA u psga CUCTEMHBIX
ayTOMMMYHHBIX 3a00JIeBaHUN, YTO CBSA3aHO, NOMHMMO NIPOYEro, C BO3POCIIUM
UCCJIEIOBATENIbCKUM HMHTEPECOM K OMUCaHUIo0 u3buparenbHoro nedummra IgA kak
OJIHOM U3 HanboJiee BEPOSTHBIX MIPUYMH ayTOUMMYHHBIX 00je3Hei. [Ipexe Bcero peub
uner o CKB, pacnpocTpaHeHHOCTh KOTOPOM Y MAlMeHTOB C H30MpPATEIbHBIM
nedunmrom IgA Taroke onpenensercss STHUIeCKuM npoucxoxaennem|[101, 142].

Kpome atoro, ¢ uzbuparenbapiM aeguiutom IgA MoryT OBITH acCONMUPOBAHBI

TaKue ayTOUMMYHHBIE 3a00JI€BaHMsI, KaK:
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- CKIIepoJepMa, cucteMHas ckiaepoaepma [33,50,53,79,137];

- cunapowm lllerpena [18,85];

- capkon 103 [85,96].

Hakorten Oosbmioit MaccuB HAOJIOACHHM, TOITBEPKAIOIINN aCCOIUAIIUAIO
CHUCTEMHBIX ayTOUMMYHHBIX 3a00J1eBaHmid ¢ n3bupatenpbHbiM nedumurom IgA.

AyTOMMMYHHbIe 3a200/iIeBaHUsl JHIOKPUHHOW cucTeMbl. B uccinepoBanusx
BBIICTISIIOTCSL  accolaniuu  u3dupartenbHoro nepunura IgA Kak ¢ THIOTEPHO30M
[32,36,56,86,96], Tak u ¢ rumeptupeoszom [17,96,140], npu >TOM, aBTOPBI HEPEIKO
omyckaroT nuddepeHnnanuo, B IEJIOM TOBOPSA O HAJIWYUU CBSI3ed HM3y4aeMoro
3a00NIeBaHUsl C AayTOMMMYHHBIM THpeouauToM. Kpome TOro, ¢ wu3OupaTenbHbIM
nedunurom IgA Moxxer OBITh TakKe accolMupoBaH caxapHbiii auaber 1 tuma (CI-
ltun) [28,84,109,120] ¢ pacnpoCTpaHEHHOCTHIO COOCTBEHHO H30HMPATEIHHOTO
nedumura IgA cpenu 6onapubix CJI-1tumna mno 3,7% co cpennum ypoBHeM 1,06%, uto
BBIIIIE PACIPOCTPAHEHHOCTH M30UparTenbHOro aedunmra IgA cpeau nomynaiuu[67].

AyroummyHHasi racrponarosorus. C wusOuparensHbiM aepuuutom IgA
aCCOIIMMPOBAHbI pa3auyHble ayTouMMMyHHBIE 3a0oneBanusi JKKT. Ha npotsikeHun
JUTUTEILHOTO BPEMEHHM MCCIENYIOTCS CBA3M u3buparenbHoro neduiura IgA wu
Hearakud. Y OOJIbHBIX C M30upaTenbHbIM AeuuuToM |gA pHUCK pa3BUTHUS LEIHAKUU
Boimie[107]. DToT aedekT BBIABISETCA MPUMEPHO Yy oaHOoro OGombHoro u3 200. B
KayeCcTBE BO3MOXXHOTO OOBSICHEHHs NAaHHOTO (hakTa MOXET BBICTYIATh IMOBBIIICHHAS
abcopbOuus mumieBsix Al Ha ¢done oTcyrcTBUs SIQA, CBSI3BIBAIONIETO TIWAIUH U
nuieBoil riaoreH. [anuenTtsl ¢ n3buparenbHbiM gedunutoM IgA He BhIpabaTHIBAIOT
IJA mpoTuB TMamWHA WM TKAHEBOW TPaHCTIyTaMHUHA3BI, OJJHAKO OHU MOTYT HMETh
anturena IgG B otHomenun 31X Al. BocmanmutenbHble 3a00ieBaHMs KHUILIEYHHKA,
TaKWe Kak, Hecrenu(prIecKuil S3BCHHBIM KOJUT, TaKKe ObBUIM 3aperHCTPUPOBAHBI B
CBsi3U ¢ u30uparenbHbiM aedumurom IgA[11].

Cexperust IgA sBisieTrcss HanOosiee BaKHBIM MEXaHU3MOM 3alllUThl CIU3UCTOU
MTOBEPXHOCTH OT MUKPOOHBIX MHPEKIINHA W IPOHUKHOBEHUS dyKepOAHBIX OenkoB. [Ipu
nuzbuparenpbHoM aeduiute [gA oTcyrcrBre [gA-coaepKanux KJIETOK KOMIICHCHPYETCS

M30BITKOM KIIETOK, cojaepxamux IgM B TOHKOM KHILIEYHUKE U CIMU3UCTONW 00OJIOUKe
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npssmoii kumiku [138]. Kpome Toro, y 3THX MalMEHTOB OTMEUYACTCS TMOBBINICHHAS
akTuBalus T-KJIETOK. Y HUX UMEET MECTO 3HauuTeNbHOoe yBennueHnue CD25+ kieTok u
BBICOKOM TMJIOTHOCTH HHTpadnuTeananbHbix  guMponutoB (IELS) B causucroi
obosouke Tomied kumku [94]. HakoHen, HEKOTOpbIE M3 HUX HUMEIOT MHHHMAJbHBIC
MOP(OJIOTUYECKHE U3MEHEHUS B CIM3UCTON 000JIOUKE TOIIEH KHUIIIKH, KOTOPHIE MOKHO
0OHapYKUTh TOJBKO HA YIbTPACTPYKTYPHOM ypoBHE[66].

[ToMrMO yBeIMYEHUS pUCKA PA3BUTHS LIEIMAKUU B TIPUHIUIIE, KAK YIIOMUHAJIOChH
BBIIIIE, TAIMEHTHI C U30UpaTenbHbIM AedunuroM IgA umeror 0osee BHICOKUN MPOIEHT
KJIMHUYECKU CTepThix hopMm renuakuu[35]. B cBA3M ¢ 3TMM CKPUHHMHI Ha IIETHAKHIO
ABJISIETCA O0s3aTeNbHBIM Y manueHtoB ¢ aeduiurom IgA. OnmHako 5TO MOXKET
MPEACTaBIATh cO00M 0coOyro mpobiiemy, moromy uto KoHKpeTHbie AT IgA-kmacca
npotuB riauaguHa (AGA), osaaomusus (EMA) wu aHTuTena K TKaHEBOM
TpaHcriyramuHaze 2 (aHtu-TG2) orcyrcTByroT. OmpeneneHue anturten kiacca IgG
OBLJIO MPEJJIOKEHO B KAUECTBE aIbTEPHATUBBI JIJISl MOATBEPKICHUS TUAarHO3a IIEIMaKUU
HaIeHTaM ¢ U30upaTebHbIM aedummrom IgA [95,149].

JlanbHelmue HaOMIOACHUS BBISBUIM IIUPOKUM CHEKTP THUCTOJOTUYECKHUX
OTKJIOHEHUU MPHU IEIUAKUH, & TAKXKE YCYT'yOUJIU TUAarHOCTUYECKUE TPYAHOCTH. SICHO,
YTO pPa3BUTUE TMOPAKEHHUS CIMU3UCTOM TMpU IEIUAKUM TPEACTaBISIET COOOM
JUHAMUYECKUM TPOLECC, KOTOPhIA MOXET Ha pPa3HbIX CTAAUSIX MPEACTABIATH
pasiauuHbie TUNBI  moBpekaeHuii[15,104]. Takum o00pa3oM, He3HAYHUTEIbHBIC
HApYIIEHUS CIU3UCTOM OOOJOYKHM TOIIEH KHIIKH, KOTOPBIE YAaCTO MPUCYTCTBYIOT Yy
MAIMEHTOB C U30upaTenbHbIM AehuiuToM [gA, MOTYT OTpaxaTh paHHHE WU CTEPTHIE
NPOSIBJICHUSI LIEJIMAKUU. DBBIJIO TPEIOKEHO HECKOJbKO MAapKepoB, TaKuWe Kak
TOBBINIEHHAs MIOTHOCTH T-Kknerounoro penentopa (TCR) y8" IELS uam xomudecTBo
IELS na BopcuHax, HO A0 CHUX MOp HU OJUH MapKep He SBISETCS HAIECKHBIM
JMarHOCTHYECKUM KpuTepreM 3Toro cocrostaus [83]. CoBcem HemaBHO ObLIO MOKa3aHOo,
YTO TIPOM3BOAMMBIC B KuIIeuHHke aHTU-1JG2 anTHTeNna OyayT HMETh ITydIIyiO

YYBCTBHUTCIIbHOCTL U Cl'IeL[I/I(l)I/I‘IHOCTB A1 IIPOrHO3UMPOBAHUA PA3BUTUA LCIHAKHNHN

[134].
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Kpome mnenmakum, uzbuparenbHbii geuiut IgA MOXeT accoluupyercs co
CJIEYIOIIMMU TaCTPOIATOIOTUIMHU:

- B-12 nedurutHas anemus: XoTs B cpeHeM oHa HaOmromaercs ymmb y 0,1% c
u30uparenabHbIM aedunutoM |gA, ee pacrpoCTpaHEHHOCTh CPEau TaKuX MAIMEHTOB B
Bo3pacte crapmie 60 jer cocraBmsser 1,9% [16], m mocneaHHWe WCCIICIOBAHMS
JIOKa3bIBAIOT HAJIMYMUE TECHOW KOPPENAIMOHHOM CBSI3U MEXIY 3a00JIeBaHUSIMU
[65,125];

- ayTOUMMYHHBIA TacCTPUT (YUCIO OOJIbHBIX AyTOMMMYHHBIM TaCTPUTOM CpEIu
NAlMEeHTOB ¢ wu30uparenbHbiM  JedunuroM IgA, uaeHTUGUIUPOBAHHOE B JIBYX
UMEIoIKXcs uccienoBanusax, cocrasisger 0,51% [50,140] umeercs HEOOXOIUMOCTH
JOTIOJTHUTEJIBHBIX UCCIICIOBAHUIN 110 HAPABIICHUIO);

- BOCIIAJUTENIbHBIC 3a00JICBaHUS KHUIICYHUKA (PacIpOCTPAHEHHOCTh CpEIn
00JIBHBIX ¢ M30upareabHbIM AeduiToM IgA ornenmnBaercs B 3,88%) [18,101];

- Oonesnp Kpona (ynmenpHBIM Bec mnanueHToB ¢ Oone3npto Kpona cpenu
HAIMEHTOB ¢ m30uparenbHbiM aedunurom IgA cocrasiser ot 1,21% mo 15,8% [50,79],
uMeeTcs  HEOoOXOJUMOCTh  JIOMOJHHUTENBbHBIX  HCCIAEAOBAHMM MO  JIaHHOMY
HaIpaBJICHUIO);

- S3BCHHBIM KOJUT (yACTbHBIA TAllMEHTOB C S3BCHHBIM KOJIUTOM CPEIH
MAaIMEeHTOB ¢ n30upaTenbHbIM fedunutoM IgA, B COOTBETCTBUH C TaHHBIMU Pa3TUYHBIX
ucciaenoBanmii, cocrasiset ot 0,63% mo 7,9% [137,141));

- ayTOMMMYHHBIN TeMaTUT — WUMEIOTCS JaHHbIE, B COOTBETCTBHH C KOTOPBIMHU
yAENbHBIA BEC TAIMEHTOB ¢ wu3buparenbHbiM aedunutom IgA B obmiem ywucie
OOJIBHBIX ayTOMMMYHHBIM T'€IIATUTOM COCTaBJIsIeT mopsiaka 4,75% [52,71,78]. Bripouewm,
UCCJICMIOBAaHMSI 10 JIAHHOMY  HAMNpPaBJICHHUIO  MPOJOIKAIOTCA MO0  MPUYUHE
HE3HAYNUTEITHLHOTO 00heMa UMECIOIIIUXCS AMITUPUICCKUX TaHHBIX.

AYTOMMMYHHbIE KOCTHO- MblIlIeYHble 3a0ojeBaHus. Y OOJBHBIX C
n3bupatenpbHpiM  epunuToM I[gA B HEKOTOpPBIX CclydasXx BCTPEYAIOTCS KOCTHO-
MBIIIICUHBIC ayTOMMMYHHBIE 3a0oseBanus. [Ipexae Bcero, peBMaTouanblid aptput (PA)
[20,116,145], npu »>TOM, MOKa3aTeId MHOIOJCTHEH AaKTUBHOCTH 3a00JICBaHUS M

JeTalbHOCTH y OonbHBIX ¢ PA u wuzbuparenbHbiM aepuuutom |gA cuinbHO He
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OTJIMYAIOTCSI OT COOTBETCTBYIOIIUX MOKazaTeneil y 6oybHbIX ¢ PA 6e3 mannoro [TUJC
[20].

Habmromaercs cBsi3p uzbuparenbHoro aedunura IgA u FOUA (cpemu nereii ¢
JAaHHBIM 3a00JIeBaHWEM JOJs AeTe ¢ m30uparenbHbiM Aedunurom IgA cocraBiser
2,7%)[115].

PacnipocTpaHeHHOCTh ~ aHKWJIO3UPYIOIIETO  CHOHIWJIMTAa Yy  MAaIlMEHTOB C
n3oupareabHeIM geduruToM IgA cocrasiseT 1o 2,52% [56,85,96]. ITpu aTom, B ojtHOM
U3 HCCIIEIOBAaHUM TMOKa3aHO, YTO HalMuue u3OupatenbHOro neduimra IgA sBisercs
IUTOXHUM TMPOTHOCTUYECKAM MapKepPOM JIJIsl aHKHJIO3UPYIOIIETO CrioHaunTa [77].

B cooTBeTcTBHMM C WMEHIONIMMHKCS WCCICAOBAHMIMH, PACIPOCTPAHCHHOCTD
MHUO3UTA y MAIMEHTOB ¢ n3buparenbHbiM nedunmroM IgA moxer gocturath 7,32%
[99]. Bmpowem, wccnemoBaHms, — yKa3bIBAalOMIME HA  PaCHpPOCTPAHEHHOCTH
n3obuparenbHoro aepunuta IgA cpeay naueHToB ¢ MUO3UTOM, OTCYTCTBYIOT.

AyTOMMMYHHBIE 3200/1eBaHUS KOKM U ee MPOU3BOAHBIX. [lo Bceil BuauMocTH,
n30uparenbHblid  Ae@uuuT IgA CBS3aH C  MHOTOYUCIEHHBIMH ayTOMMMYHHBIMHU
KOXXHBIMH MMATOJIOTUsIMU. B HccieioBaHusAX yKa3bIBA€TCsl HA ACCOLMAIINH C:

- BuTIIUTO [59] (0OpaTM BHUMaHME, YTO B OJHOM U3 UCCIECIOBAHMIA TOKA3aHO,
410 710 50% OOJBHBIX BUTHIIMTO MOTYT UMETh U30upareabHbli aedumt 1gA)[14];

- mncopua3 (C pacmpocTpaHeHHOCThO 10 6,3% cpeau MAallUEHTOB  C
u3bupareabHeIM AeduiroM IgA,a B cpeaHem, 2,72% [55,122,126]);

- ouaroBasi anomnenus (pacHupoCTPaHEHHOCTh Yy TMAIMEHTOB C HM30MpPATEIbHBIM
neduuroMm IgA cocrasiser ot 0,9% 10 3,51% [11));

- TUIOCKUH JuxeH (pacnpoCTpaHEHHOCTh Y TALMEHTOB C H30MpATEIbHBIM
nebuuroMm IgA cocrasiser 1,26% [96]);

-pEeUMIUBUPYIONINI aPTO3HBIM CTOMATUT (PAaCHPOCTPAHEHHOCTh Y MAIMEHTOB C
nu3oupareabHbeIM AeduimTom coctasiseT IgA ot 1,2% [50] no 4,9%][73]).

AyTOMMMYHHbIE 3200/1eBaHuUs NMO4YeK. B IByX nccrnenoBaHusX yKa3bIBaeTCs Ha
pacnpoCTpaHEHHOCTh TJIOMepyJIoHedpUTa y MAIUEHTOB ¢ U30UpaTeIbHbIM AeHUIIMTOM

IgA co cpeaneB3BelieHHBIM 3HaueHueM 1,49% [30,96].
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AyTOMMMYHHasi HelpoMmblliedyHass mnarojorusi. HecmoTps Ha paHHHe
UCCIICIOBaHMsSI, TMOKA3aBIIME HaJWYHE TMOBBIIMICHHOTO YPOBHS 3a00J€BA€MOCTU
nedunurom IgA y GOJIBHBIX ¢ MUACTEHUEH TpaBUC, U, HATPOTUB, HEKOTOPYIO, 110 2,7%
[59], pactipocTpaHeHHOCTh MHACTEHHH TPABUC y OOJIHBIX U30HPATEIBHBIM AeQHUIIUTOM
IgA, B mociemHUX HCCIEAOBAHUSAX HAJUYHE JOCTOBEPHBIX ACCOIMATUBHBIX CBS3eH
MEXKTy TaHHBIMH 3a00JIeBaHUSIMHU OTpuIactes [127].

Ectes mpenmonoxkenus 00 accommanmsi wu3duparenbHoro Acdhunura IgA wu
paccessuHoro ckiepo3a [80,130]. Ommcanbl aBa ciiydass codeTaHHsl 3a00JCBaHMH,
OJIHAKO, JI0 HACTOSIIET0 BPEMEHU, COOTBETCTBYIOIIAS 3aBUCUMOCTh HE IOJTBEPIKIACTCS
IMITUPUIECKH.

AyTOMMMYHHbIE TreMaToJioru4eckue 3adosneBanusi. B nuTeparype MHOro
ynoMuHanuii o pacnpoctpaneHHoctd HWTII cpeau mnanueHTOB ¢ U30UpaTENIbHBIM
neduiurom IgA. B cemu ucciienoBanusx cooOIanock 0 BapuaTuBHoOU yactore ot 0 J0
5,71%, co cpenneB3BeleHHbIM 3HauenueM 1,8% [17,18,30,50,85,113,137].

B 1o Bpems, kak UTII, HECMOTps HA HETOCTATOK KAYECTBEHHBIX HMCCIENOBAHUM,
10 BCel BUIMMOCTH, MOKET aCCOIIMUPOBATHLCS ¢ U30HMpaTenbHbIM Aedumutom IgA [48],
B ciydae ¢ remonuTudeckod aHemued (['A) d0CTOBEpHBIX —acconuanuii ¢
n30upatenbHbiM AepuuuToM IJA moka HET, XOTS HUCCleNoBaTesM Ienecoo0pa3Ho
YYUTHIBaTh BbISIBJICHHBIH B [13] ciyuaii waOmromaemoro cHmxkenus IgA y 265
o0cJieTOBaHHBIX JeTel ¢ quarHoctTupoBaHHoi ["A.

Hwxke B Tabnuue 2 mnpuBeneHa KiacCH(PpUKAIMS TEHETHUECKUX HApPYIICHHH,
CBSA3aHHBIX C H30MpaTeabHbIM nedunuroM |gA, uACHTUDUIIMPOBAHHBIX HA OCHOBE

MHOT'OJIETHUX MCCJIEN0BAHUMN, TPOBOJUMBIX, HaunHad ¢ 1970-x rooB..
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Tabnuua 2 - BeposiTHbIe reHeTUYecKHe NpUIrHbI n3dupareabHoro IgA-nedunnTa u cBsI3aHHbIe ¢ HUM 3a00J€BaHUs

I'ennl

DyHKUUA

NMMmyHHBbIe HApYLIEHUSI C OOIIMM

MpeapacnoIaralimMm JOKyCOM

I'eHBI IJIABHOT0 KOMILJIEKCA THCTOCOBMECTHMOCTH

| kmacca (Al, B8, B12,
B13,
B14, B40, C7)

3amTHas

Bocnpuumuusocts (HLA-A*0101, HLA-Cw*0701, HLA-
B*0801, HLA-B*1402)

Lenuakus, muactenus, PA, FOMA

Il xmacca (DR1, DR2,
DR3,

3ammrhas (HLA-DRB1*15, HLA-DQB1*0301, HLA-
DQB1*06)

CKB, 6one3nb I'petisca, CJI | Turma,

nenauakus, muactenus, PA, FOA

DR7, DR15, DQ2, Bocnpunmuusocts  (HLA-DQB1*02, HLA-DQB1*05,
DQ5, DQ6) HLA-DQA1*0501, HLA-DRB1*0102, HLA-
DRB1*0301, HLA-DRB1*0701, HLA-DRB1*0102)
Il kmacca  (DQS3, | Komupyer renbt komiuiementa (C4A, C4B wu C2), | He onpeneneHbl
MSH5, IGAD1) HekoTopbix 1uTokuHOB (HLA DR1 1 HLA DR7)
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[Tpomomkenne TadbHIbI 2

Jlpyrue resbl

JAK3 [lepenada curnana penenTopoB T-KIETOK KomOnHupoBaHHBIM
DOCK8 KoHTpombs akTHHOB (OCNTKOB) ITMTOTOKCHMYECKOTO U | UMMYHOAC(HUITUT
LRBA, CD27, CD70 HEIIUTOTOKCUYECKOTO UIMMYHHOTO OTBETa
DCLRE1C, RAG1 Koctumynsamusa T -kineTok
Penapanus JIHK
WAS, ATM, PNP, | Tumycnsie hyHKIIUU Tsoxenpiin KOMOMHUPOBAHHBIN
TTC7 UMMYHOIe(PHUITUT

CHD7, DKC1, RMRP,
DNMT3B, MECP2,

DOnureHeTuyeckre MoaupuKauu

TINF2, PL24

NBS1, PMS2, RNF168, | Penapamus JTHK

RAD50, MLH1

BTK, TACI, PRKDC AKTHBaIMSA U co3peBaHue B-kieTok JedumuT anTuTe100pa3oBaHus
VAV1, PI3KCD, | CurnansHas

PLCG2, PIK3R1, | Co3peBanue KJIETOK MUMMYHHOU CHCTEMBI

TNFRSF13B
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IKZF1

[Ipomomxkenue TaOIUIIBI 2

MSH2, MSH6, NFKB1,
NFKB2
TWEAK, CARD11

AKTHBaLUs BHYTPUKIETOUYHOTO cUrHasibHOrO Iyt NF-xB

KneTouHpIii anonTos

Jedbuuut antuTeno0pa3zoBaHus

CYBB, RAC2, NCFI1,
SBDS

PecninpaTopHsblil B3pbIB (haroliuToB

NMMmyHOAEDUIUTEI, CBSI3aHHBIE C

nedexToMm (arourosa

XIAP

Komupyer X-crerieHHbIi HHTHOUTOP O€lika armomnTo3a

IFIH1

Komupyer MDAS (peuentop,
PHK wu

KOTOPBIA  PAaCHO3HAET

ABYLCIIOYCYHEBIC HHUOWHUPYCT AKTHUBAaIINIO

uHTephepona)

Hapymenus VMMYHHBIX 151
CUTHAJIBHBIX TIyTE€W, B TOM YHUCIE

ayTOMMMYHHBIE 3200JIEBaHUS

STAT1, STAT2, STATS,
IL12RB1, C3

NuayuupyeT ¢hakTopbl pe3UCTEHTHOCTH KJIETOK B OTBET Ha

TIOBPEKICHHE

Hapymenune BPOKJIEHHOTO

HMMYHHUTCTA

IMoaumMoppu3mMbI reHOB




38

CLEC16A

OTpulaTeIbHO PETYIUPYET Tpolecc ayToparuu KIETOK

myTeM MOAYJSALIHNHA akTUBHOCTH MTOR

Paccesunpiii ckiepos, CJI | tum,

CKB u uenmakusg

Oxonuanue Ta0IuIb! 2

AICDA Comartuueckas TUIIEpMYTalysl, obecneunBaromias | ['unep-1gM curapom
pazHooOpasue AHTHUTEII, TeHHAas KOHBEPCHS,
MEePEKITI0UEHNE KJIACCOB UMMYHOTJIOOYJIMHOB.
CDH23 Konuposanue OeJIKoB KaJibluii-3aBucumont | HecunapomanbHas ayTOCOMHO-

MEXKKJIIETOUYHOM aare3nu

peuccCCuBHaAs Ii1yxorTa

CTLA4, ICOS, FAS

NMMyHHBIE KOHTPOJIBHBIE TOYKH (PETYISILUS UMMYHHOM

CHUCTCMBI, OIIPCACIIAIOIMINC CaMOTOHepaHTHOCTB)

bonesns I 'peiica

TNFAIP3

NurubupoBanue aKTUBAIUU TPAHCKPHUIIIUOHHOTO
dakTopa,  KOHTPOJHUPYIOMIETO  JIKCIPECCHUI0  T'EHOB

ummyHHoro otBeta NF-kB

AyTOMMMYHHBIE 3a00JieBaHus (B T 4

CKB)
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IL-10

Cumxkaer skcnpeccuto Thl, anturenoB MCH xiacca Il u
KO-CTUMYJIUPYIOLTUX MOJIEKYJI Ha Makpodarax.
YBenmuuuBaeT BBDKMBAEMOCTh B-kiieTok. biiokupyer

aktuBHOCTH NF-KB u perymupyer curnansHbiii myth JAK-

STAT.

IL6

CtumynupyeT peakiuu ocTpoi (a3bl, KPOBETBOPEHHUE U

VMMYHHbBIE PEaKIUN
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Takum oOpa3oM, MOXHO KOHCTaTHPOBaTh, UYTO BO3HUKHOBEHUE
aCCOLIMMPOBAHHBIX 3a00JE€BaHUI, BKIIIOYAs OHKOJOTMYECKHE, BOCHAIMUTEIIbHBIE U
ayTOUMMYHHBIE,  W3yYCHHBIX B  OINHCAHHBIX  BBIIIE  KCCJIEIOBAHUSX,
CBUJETEIHCTBYET O TOM, YTO CBSI3b MEKIYy HUMHU M W30UpATEIHbHBIM JACPUITUTOM
IgA kpoercs B 00111€l TeHETHYECKOM MPUPO/IE.

O0csienoBanue nmanueHToB ¢ M30uparenbHbIM AepuuurToMm IgA. Kak
OTMEYaJIOCh paHee, 0 HaIu4uu nu3buparenbHoro nedunurta [gA cBUIETENHCTBYET
KOHIICHTpaIusi chiBOopoTodHoro IgA menee 0,05 r/n1 y mereit crapiie 4 jet, npu
JPYTUX HOPMAJbHBIX MOKAa3aTeIsIX T'yYMOPaJIbHOTO U KJIETOYHOTO MMMYHHUTETA
[7,44]. OcobOoe BHHMMaHHE CICAyeT YACIAATh MAlMCHTaM C KIMHUYCCKHUMH
OPOSIBJICHUSIMU B BHJIE€  PEUUIUBUPYIONIMX  PECHUPATOPHBIX  HMHQEKIUH,
3a0oneBanusiMu  KKT, ¢ aronMyeckuMu M ayTOMMMYHHBIMU HapylIEHUSMU
[42,64]. UMMmyHOIOTHYECKAs OICHKA UIS BBIABICHUS M30MpaTEIbHOrO AedHImTa
IgA oOs3arenbHa B ciyyae aHaQUIAKCHUM MpPU TOBTOPHOM IE€pPEIMBAHUU
MpenapaToB KPOBU U €€ KOMIIOHEHTOB, MPHU LEJIWAKUW U HAJIUYUM B CEMEUHOM
aHaMHe3¢ pOACTBEHHHKOB ¢ AchunmtoMm IgA n/umn OBUH. Dta ornenka gomkHa
BKJIIOYATh B €051 KOJIMYECTBEHHOE OINpeJeeHre B ChIBOpoTKe KpoBu IgG, IgM,
IgA, uccnenoBanue koHreHTpauuu T- u B- numdonuTos, a Takke ornpeaeieHue
ypoBHel cyOkiaccoB IgG (KOHKpEeTHOro OTBeTa aHTUTed K O€lKy H
noJiMcaxapuaHbIX aHTUTeHOB). Kpome Toro, J0JKHBI ObITH BBITIOJTHEHBI B MIOJHOM
oO0beMe J1labopaTOpHbIE  HCCIAEAOBaHUS JUISl  KIMHUYECKUX  TPOSBICHUH,
XapaKTepHBIX JJISI TAHHOTO TAIlMEeHTa, TAKUX KaK PEIUIUBHUPYIONINE MHOEKIINUH,
aTOMMsI, ayTOUMMYHHbBIE 3a00JI€BaHUs U JAPYTHE.

Tepanuss u mnporuo3. Cnemuduueckoe JieueHUE U3OUPATEITHLHOTO
nepunura IgA otcyrcrByer. CBs3aHO 3TO C OTCYTCTBHEM JIEKAPCTB, KOTOpPbIE
akTUBHpOBaiu 061 B-mumdoruTel, nmpoayrupyromue [gA.

[TanieHThl ¢ OTCYTCTBHEM KIWHUYECKUX TMPOSBICHUNA JUOO T€, y KOTO
JAHHBIA WMMYHHBIM JeeKkT ObUT JIUAarHOCTUPOBAH CIy4ailHO, HE TpeOyroT
jaedyeHus. J[ns JedeHHMs MAaMEeHTOB C  TSDKENbIM HMHGEKIIMOHHBIM CTaTyCOM

PEKOMEHyeTCSl TTPOBOAUTH MPOPUIAKTUUECKYIO TEpaIruio aHTHOAKTEpHATbHBIMHU
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npenapaTamMy IUPOKoro crekTpa. [Ipu HeoOXoaAMMOCTH 3aMeCTUTENBHON Teparnuu
BO3MOYKHO JICYEHHE NPOAYKTaMH C MUHUMAJIBHBIM cojepkaHuem IgA-
coJepIKalIIe ImIa3Mbl WK cbiBOpoTouHOro IgA [155].

Nudysus [gA-comepkameld mia3Mbel WIH CBIBOPOTOYHOTO IgA MoOXer
BPEMEHHO KOPPUTHPOBaTh AePUIUT. OJHAKO HYKHO IIOMHUTH O BBICOKOM PHCKE
pa3BUTHs aHAPUIAKTUUECKUX PEaAKINN y CeHCUOMIN3UPOBAHHBIX OOJIBHBIX C AaHTH-
IgA AT. IlanentaM, y KOTOPBIX UMEETCS BhIpaKeHHAs NH(EKIIMOHHAS TATOJIOTUS
Ha ¢oHe nepunmra IgA, accounnpoBanHoro ¢ aepuuurom cyokmnaccon IgG unm co
cHmkeHueM cnenupuueckoro orsera AT Ha BakuuHanbHbIe U OakTepuanbHbie Al
noka3zano BeBeaeHue BBUI'. Ilpu stom conepkanue B mpenapare IgA momkHO
ObiTh  MuHUMaNbHBIM[1]. OrpomMHOe 3HaueHHEe WMEET OCBEIOMIICHHOCTb
NAlMEHTOB M MepcoHala MpU MOBTOPHBIX MEpENIMBaHUSAX KpoBH. B ciywae ecnu
HEOOXOJMMO 3aMEHHOE IepeirBaHue IEJIbHOM KpPOBU WM €€ KOMIIOHEHTOB,
NAlMEHThl JOJDKHBL ObITh oOcnenoBansl Ha aHTH-IGA AT. IlpomykTsl KpoBu
JIOJDKHBI OBITh MOJyYEHBI OT YEJNOBEKa C M30MparenbHbIM aeguuutoMm IgA. Bcee
OPOAYKTBI KPOBH CIEAYET BBOAMTH C OCTOPOXKHOCTBIO, MEPCOHAT JIOJKEH OBITh
TOTOB K JICUCHHIO MMOTCHIIMAIEHO BO3MOXKHOW aHA(PHMIIAKTUIECKOH peakiuu [74].

JUis  ycuiieHuss MMMYHUTETa OTHENbHbIX MAlUeHTOB MOXET ObITh
pPEKOMEHJI0OBaHA TMHEBMOKOKKOBAasi BakIMHAIusA. llalueHTsl €O CHMXKEHHOU
CIIOCOOHOCTBIO K  BbIpaOOTKEe aHTHNOAUcaxapuIHbiX AT  JOMKHBI  OBITH
UMMYHHU3UPOBAHbI MOJUCAXaPUAHO-0EITKOBBIMU KOHBIOTUPOBAaHHBIMU BaKIIMHAMU,
takumu kak Haemophilus influenzae tuna b (HIB) ¢ audrepueir u cTonOHIKOM.
[Toka3aHO, YTO NHEBMOKOKKOBAs BaKIMHALMS NAUUEHTOB C aCCOLMMPOBAHHBIM
nedunurom 1gG2 u 1gG3 mpuBomuna K pa3BUTHIO ypoBHA 3amuTHBIX AT k
KOHBIOTUPOBAaHHOW MTHEBMOKOKKOBOM BakIMHE C MOCIEAYIOIUM CHUXEHUEM
yactoThl nHMeknuii[112,156].

Jleduenre HEMH(PEKIMOHHBIX 3a00J€BaHUN Yy MAIMEHTOB, Y KOTOPBIX
BBISIBJIEH M30uparenbHbll nepuuur IgA, cTtpoutcs mo ToH ke cxeme, 4To U
JedeHue oObIYHbIX NarueHToB. K npumMepy, nauuenTsl, nuMeromue nepuut IgA u

CKB, noctaTtoyHO XOpOIIO pearupyroT Ha HMMYHOCYIPECCHBHYIO Tepariuio.
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[Mammentsl ¢ BA u u3bupatenbubiM nedunutom [gA neyaTcs mo cTaHAApTHOMY
IIPOTOKOJIy. Y TAaKWX MAIMEHTOB HEPEAKO pPa3BUBAECTCS PE3UCTEHTHOCTH K
Tepanud. BepoATHO, NPUYMHON 3TOMY SBISETCS Pa3BUTHE COMYTCTBYIOIIMX
uHpexnmi[1].

B nenom, nporuo3 y 60JIbHBIX ¢ U30MpATENbHBIM AepuIuTOM IgA XOopoiuii,
HO TOJIBKO IpPU OTCYTCTBHM SIBHO BBIPAJKECHHBIX KIMHUYECKUX NPOSBICHUN.
Jedbunut IgA y nereii co BpemeHeM BocmoiHseTcs. M3BecTHo, urto nedunur IgA
MoeT nporpeccupoBath B OBUH, koTopbiii iMeeT MeHee 0JaronpusTHRIN UCXO]T
[74]. Takum 00pa3oM, y MAIMEHTOB C BBISBICHHBIM W30MPATEILHBIM JICPHUIIUTOM
[gA HeoOXoIuMO peryisipHO MHPOBOJAUTH KIMHUYECKHME M HMMYHOJIOTHUYECKUE
UCCIICIOBAHMUS.

PestoMupysi BblllIECKa3aHHOE, HYKHO OTMETUTb, YTO, W30HpATEIbHBIN
nebunutr IgA sasnsercs Haubonee pacnpoctpaHeHHbiM [IMJIC. Xota ero
TEHETUYECKYI0O OCHOBY €HI€ IPEACTOUT OINPENEIUTh, a KIETOYHbIE U
MOJIEKYJISIPHBIE MEXaHHU3MBI, B KOTOpbIE BOBJEYEH [ZA, Tak Ke, KaKk U IaTOTEeHE3
3a00JIeBaHus, HYKJAIOTCS B lajbHEHILIEM pa3bsCHEHUH, KaK MOXKHO 0oJiee paHHee
BBISIBJICHUE MALIMEHTOB C 3TUM 3a00JI€BaHUEM JIOJKHO OBITh TPUOPUTETOM Bpadeil

oO1Iel MpakTUKU U, B 0OCOOEHHOCTH, Bpauei- IeANaTpoB.
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I'JIABA 2. MATEPUAJIBI U METObI UHCCJIEJOBAHUSA

PabGora BbmmonHeHa Ha Kadeape MNEAUATPUU M JETCKUX HWHOEKIIMOHHBIX
Oone3nert KnuHudeckoro MHCTUTYTa JIeTCKOro 3A0poBbsi umeHn H. @. dunarosa
OI'AOY BO IlepBeit MI'MY umenn M. M. CeuenoBa MunzapaBa Poccum
(CeuenoBckuii YHuBepcuter) (3aBeayromuid kadeapod — A.M.H., mpodeccop
KopcyHckuii A.A.) W VYHUBEPCUTETCKOM KIMHUKA NEOUATPUM U JETCKUX
uHpexkunonHsx Ooneznerr ®I'AOY BO Ilepssiit MI'MY umenn M. M. Cedenona
MunsnpaBa Poccun (CedeHOBCKUMU YHHUBEPCHUTET) (PYKOBOAMTENb KIMHUKU -
I.M.H., ipodeccop Jlazapes B.B.).

OCHOBHOM OOBEKT HCCIEAOBAHUS — JIETH C H30UpATEIbHBIM JIePUIIUTOM
IgA, nabmogaBmmecss B I'bY3 JII'Kb Ne9 umenu I'. H. Cnepanckoro JI3M
(rmaBHBII  Bpau — A.M.H., npodeccop KopcyHckuii A.A.) B nepBom
neANaTpUUEeCcKOM OTAeNIeHUH (3aBenyromuidl oraenenueM 3umuH C.b.), otnenenun
ummynosorun KJII[ (3aBenyromast otaenenueM K.M.H. 3uHoBbeBa H.B.), Ilentpe
aJJIEpProjoruu U UMMyHoJoruu  (3aBenyromuid a1.M.H. Kopcynckuii M.A.), ux
POJICTBEHHUKH, JaBIIME corjacue Ha oOcneaoBaHue, a Takke ety ¢ UTIL,
npoxonausiuue gedenre Ha 6aze I'bY3 Mopozosckas AI'Kb /I3M (rnaBHblil Bpad —
K.M.H., ['oper B.B.).

Pa6ota cocrosna u3 3 3Tamnos.

Ha 1 stane 6b111 copmupoBansl rpynimsl pucka no [TMJIC (rpynna pucka |
n=20617 u rpymma pucka |l, n=153), B HUX ObUT MPOBEICH MOWUCK JAETEH C
u30upartenbHbiM - aeguiutoM IgA, ompeneneHa ero pacnpoCTpaHEHHOCTh B
yKa3zaHHbIX rpymnmnax. Ha 2 stane mpoBoauioch 0oO0cCieIOBaHHE MAIEHTOB C
u3dupaTenbHbiM aedunurom IgA (rpymmal, N=73), BbIsSBICHHBIX Ha 1 aTarme.
VYcraHoBneHa KIMHUYECKAs KAPTUHA U 3aKOHOMEPHOCTH M3MEHEHUN B UMMYHHOU
cucTeMe y 3Tux nanuentoB. Ha 3 aTane nposeneHo o0ciieoBaHUE POJICTBEHHUKOB
nepBoit mHMK (rpymma 2, N=46) manueHToB ¢ u3dupaTeabHbIM aedpururom IgA ¢
1enpo BeIIBUTH JaHHbIN [IMJIC cpeaun 4ineHoB ceMel U ONpeaeanTh B3auMOCBSI3b

TSOKECTH TCUCHUS 3a00J1€BaHUS ¢ HATUIUEM CEeMEHHON UCTOPHH.
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2.1. ®opmupoBanue u ucciaeaoanue rpynn pucka no INMAC
Ha 1 srtane cdopmupoBansl aBe rpymmbl pucka no [MMJIC: manueHTts! ¢
HacTopaxkuBarommumu npusHakamu [TMJIC B anamuese (rpynma pucka |, n=20617)

u nanuentsl ¢ UTII (rpymna pucka 11, n=153).

2.1.1 I'pynna pucka ¢ HacTopaxusawmmumu npusnakamu IMAIC

dopMupoBaHue rpymibl pucka | mpeacraBisiio codol peTpOCIEeKTUBHYIO
4acTh UCCleNoBaHMs. bBblUT TpOBENEH aHalu3 MEIULIHMHCKOW JTOKyMEHTaluuu
MalMeHToB B Bo3pacte oT 1 roma ao 18 ner 3a mepuon 2003-2017 rompr,
HaIlpaBJICHHBIX y4yacTKOBbIMM mneauarpamu B K/l s KoHCynbTanuu
ajeprojiora- uMMyHosiora ¢ mnogo3penueM Ha [IMJIC, a Takke NanueHTOB
IICPBOTO IEJAUATPUYECKOTO OTeNeHus (ameproyiorust U uMMyHonorus) ['BY3
JATKDB Ne9 um. I'. H. Cnepanckoro /I3M, rocnuTanu3upoBaHHBIX C TOAO3PEHUEM
Ha [TU/IC.

OT0O0p manMeHToB B rPYIIy pucka | MpoBOAMIICS HA OCHOBaHUM HAIUYUS Y
HUX XOTsI Obl OJHOrO M3 Hactopaxkuparommx mnpusHakoB [TUJIC (cormacHo
«DenepanbHbIM KIMHAYECKMM PEKOMEHJAUUAM I10 JHArHOCTHUKE W JICUYECHUIO
OOJBHBIX MEPBUYHBIMU HWMMYHOAE(PULUUTAMHU C HAPYUIEHUEM TyMOPaJIbLHOTO
3BEHA», MPEJCTABICHHBIX HWXKe B TaOumie 6). Hamuume 3TUX NPU3HAKOB |
CTENEHb BBIPAKEHHOCTH MH(PEKIMOHHOTO CHHApPOMA YCTAHaBIMBAJIOCh Ha
OCHOBAHMM HAIMPABJICHUNA YYaCTKOBBIX NEAUATPOB W MOAPOOHBIX BBIMHCOK M3
aMOyJIaTOPHBIX KapT.

KonnuecTBo mamueHToB, cocTaBUBHIMX Tpymmy pucka |, Obuio 20617
yenoBek (Manpunku- 11004, neBouku- 9613). B rpymmy pucka | Bomwm
CJIEYIONTME TPYIIBI TMAllMeHTOB COTJIACHO MPEabSIBIsEMbIM xkanobam: 16964
JIeTel ¢ YaCThIMU PECUPATOPHBIMU HH(PeKusMu Oonee 6-8 pa3 B roa (MalbYuKH
— 9327, nesouku- 7637), 3619 nereli ¢ MOBTOPHBIMH OaKTEpPHAIbHBIMH
uHpEKIUAMU B aHamMHe3€ (MMHEBMOHUH, CUHYCHUTbHI, HMHMEKIUU KOXH U MITKHX

TkaHe#) (Mampumku- 1659, nesoukm -1960), 5 pereli ¢ ayTOMMMyHHBIMH
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3a00eBaHUAMU (MaJbYMKU-3, IEBOYKH-2), 7 ACTEH C NIUTCIbHBIMH SIH30aMU
JTUaperd HEYCTAHOBJICHHOW JTHOJOTHH (MaJbUUKH-S, NeBOYKH-2), 19 nereir ¢
OIMIOPTYHUCTHYCCKUMU HHGEKIHIMH (Maab4uKH- 7, AeBouku- 12), 3 mereid ¢
HaymmaueM B ceMbe [TM/IC y poJicTBEHHUKOB (MaJIbUuKU- 3, 1eBOYKH-0).

B rpynny He Bouwmm getu ¢ HexapaktepHbiMu s [IMJIC >xamobamu, a
TakK€ TAIMCHTHI, HaAMpaBJICHHBIE IO  AJUIEPTOJIOTHUYECKOMY  TPOdHUITIO.
CooTHoOIIEHUE YKCIIa TTAIIMEHTOB, BKJIIOUEHHBIX B TPYIIY pUCcKa | MO OTHOIIEHUIO
K 00IIeMy YHCITy OOpaTUBIIUXCS 32 KOHCYJIbTAIIMEH K ajIeproyiory- UMMYHOJIOTY
3a mepuop 2012- 2016 roxer mpeactaBieHo B Tabmuie 3. JlaHHBIE O 0O0IIEMY

yucity obpamieHuit K ameproiory- ummyHosory 3a 2003-2010 roast u 2017 ron

OTCYTCTBYIOT.

Tabmuma 3 - @opmupoBanue Trpymmbl pucka | (rpymma pucka c
HacTopakuparomumu npusHakamu [THUJIC), n

ron N I'pynma I, n

2012 9132 1508

2013 13580 1842

2014 10175 2064

2015 9685 2008

2016 9294 2001

N- konuwecmeo Oemeti epynnwl | (epynna pucka ¢ Hacmopax;cusarowumu npusHaKamu
1THJIC);
N- obwee konuuecmeo Oemell, HANPABIEHHLIX HA KOHCYIbMAYUI K A1€P2002Y-

UMMYHOI02Y 8 YKA3AHHbIU NePUOO.

BceM getsiM naHHOM TPyNIibl AMCHAHCEPHOTO HAOIIOIEHUS] TTPOBOJIMIIOCH
WCCJIEIOBAHNE KOHIIEHTPAIIMN UMMYHOTJI00yIMHOB. [larmenTam ¢ KOHIIEHTpaluen
IgA <0,05 1/m1 npoBOAMIOCH TIOBTOPHOE UCCJIENOBAHUE TYMOPAJIBHOTO U
KJIETOYHOTO MMMyHHUTeTa s uckiatoueHus Apyrux BumgoB MJIC. TloxpobHoe
OMHMCaHUe METOIUK IMPEJCTABICHO B pa3eie «MeToabl 00caeI0BaHHs MAllUEHTOB

¢ u3buparenbHbIM gedpuuurom IgA».
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2.1.2 I'pynna pucka no IIMJIC ¢ nmarnozom UTIIL

Ko rpynne pucka o I[IUJIC Il Obun oTHecenst 153 pebenka (Manbunku- 86,
neBoukn -67) B Bo3pacte oT 1 mo 17 ner ¢ amarHo3zom MTII. DTo mamweHTsl,
MPOXOJMBIINE CTallMOHAPHOE JIEYEHWE B oTAcieHuu rematonoruu ['BY3
Mopo3zosckas JI'’Kb JI3M 3a nepuoxa 05.10.2010 mo 04.10.2011. MccnenoBanue
JUTUII0CH POBHO T'OJI.

BriOop naHHOM rpynmbl B Ka4ecTBE TPYMIBI PUCKA OOBSICHSAETCS TEM, 4TO,
BO-TIEPBBIX, MO JJAHHBIM MHUPOBOU JIUTEPATYpPHI CYIIECTBYET aCCOIIMATUBHAS CBA3b
MEXIy OJTUMH COCTOSHMSAMHU (maHHbIe TpeacTaBieHsl B TiaBe | «O630p
auTepaTypel»). Bo- BTOpBIX, yKe Ha paHHHMX dTamax cOopa marepuanga y 3X
MalKUEeHTOB ¢ n3duparenbHbM aeduiutom IgA Obna auarnoctupoBana UTII.

Bcem gpersm ¢ HTII npoBoAuioCh HCCIEIOBAaHUE KOHUECHTPALUU
UMMYHOTJIOOYIMHOB U (peHoTunupoBanue iaumdponutoB. [logpoOdHOe omnucanue
METOJUK TIPEJCTaBICeHO B pazjaene «Metoabl oOcIeqoBaHUS TALMEHTOB C
n3ouparenbHpiM AchunuToMm IgA». 3a00p aHaAIM30B OCYIICCTBISJICSA JI0 Hadasa
tepanuu. [lomoBo3pacTHasi XxapakTepUCTUKaA TPYNILI MpeacTaBieHa B Tabuuie 4.
Cpennuii Bo3pact aereit ¢ MTII Ha MOMEHT NMpoBEAEHUSI UCCIEOBAHUS COCTABUII
7,5 = 4,6 rona. Cpenuuii Bo3pacT MayibuukoB coctaBuia 11,0 = 5,0 net, cpegnuit
BO3pacT aeBouek cocraBui 11,5 £ 0,7 rona.

Tabnuua 4 - Pacnpenenenue 6onbHbIX rpymmsl pucka |l (MTIT) mo mony u
BO3pACTy Ha MOMEHT IMPOBEACHUS UMMYHOJOTHYECKOTO OOCIEIOBAHUS COTJIACHO
cxeMme Bo3pacTHoM nepuoauszanuu N.A. ApmaBckoro

I'pynna Il
Bospacr, ner MaJIbYuKU JIEBOYKHU
1-3 20 17
4-7 25 15
8-12 26 25
13-15 13 7
Crapie 15 2 3
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Bcero 86 67

Wtak, Ha 1 ostame wuccienoBanuss B rpymmax pucka no [MUJC Obuin
OoOHapy>KeHbl TalMeHThl ¢ OTCcyTcTBUEM IJA B CBHIBOpOTKE KpoBHU. JluarHos
uzbuparenpbHoro nedpunura IgA  cTaBmwics HAa  OCHOBaHMHM  CHIDKECHHUSA
CBIBOpOTOUHOM KoHIeHTparuu IgA <0,05 1/m mpu OTCYTCTBUM CHUXEHUS
KOHILIEHTpAllMd JPYTUX CBIBOPOTOUHBIX HWMMYHOTJIOOYJIMHOB, HOPMaJbHBIX
MOKAa3aTeNIX KJIETOYHOI0O MMMYHHUTETa B IOBTOPHBIX HMMMYHOTpaMMax JeTsSM
ctapiie 4 net. JlaHHbIe MPEACTaBICHBI B INIaBe «IMUIEMHUOJIOTUS U30UpPATEIHLHOTO

nedunuta IgA B rpynnax pucka o [THIC».

2.2 XapaKkTepuCTHKAa OCHOBHOM I'PyNINbl NAUEHTOB ¢ M30MPaTeIbHbIM
nepumurom IgA

OcHoBHas rpynna narnueHToB (rpynmna 1), B KoTopyro Bomnuiu 73 peOeHKa
(Manbunku-40, neBouku-33), COCTOsIA M3 JACTEH C MOATBEPIKACHHBIM TUATHO30M
uzbuparensHoro nedunura IgA, 6pma chopMrupoBaHa U OXapaKkTepu3oBaHa Ha 2
ATaIle UCCIIEIOBAHMS.

[TonoBo3pacTHass XapaKTepuCTUKa TPYNIBI TpEACTaBlieHa B Ta0nuie 5.
Bo3pacT 60JIbHBIX HA MOMEHT MOCTAaHOBKU JMAarHo3a Haxomuics Obut oT 4 110 16
JIET, UX CpeHUi Bo3pacT cocTaBui 6,9 + 3,2 roga. CpenHuii BO3pacT MajJbYMKOB
Ha MOMEHT IOCTAHOBKHM AuarHosa cocrasuia 6,8 + 3,0 roga, nesouek - 7,1 = 3,4
roja.

Bo3spact manudecTanuu KIMHAYECKUX MTPOSBICHUN HAXOAWICS B HAMa30He
0- 7 net, B cpennem coctanisin 1,8 + 1,7 roxa.

[TogpobHasi ~ xapakTepucThKa TPYNIbl  TPEACTaBICHa B  TJIaBe
«KnuHuyeckasi XapakTepUCTHKAa M JaOOpaTOpHblEe OCOOEHHOCTH MAlMEHTOB C

n30upatenbHbIM Jedunutrom [gA».
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Tabnuma 5 - Pacnpenenenre nanydeHToB ¢ u3oupaTeabHbiM neduiurom IgA
10 MOy W BO3pacTy HAa MOMEHT IIOCTAHOBKHM JHarHo3a COIJIaCHO CXEMe
BO3pacTHOM nmepuoam3anuu M.A. ApiaBckoro

I'pynna 1
Bospact MaJIbYUKA JICBOYKH
4-7 26 21
8-12 11 8
13-15 2 3
Crapme 15 1 1
Bcero 40 33

Bce oOcnenoBanusi NpOBOAMIMCH TNPU  HAIMYUKM  MMHCbMEHHOTO
MH()OPMHUPOBAHHOTO COTJIACHUSI POAUTENCH/ONEKYHOB MAIIUEHTOB B COOTBETCTBUU C
OOILIECTPUHATHIMA HOPMaMU B COOTBETCTBUHU C TPEOOBAHHUSAMHU OMOMEIUITUMHCKON
ATUKHU HAa OCHOBAHUU paspeiieHus JIOkaaTbHOTO A TUYECKOTO KOMUTETA.

JlaGopatopHoe 00clieIoBaHNE MAIUEHTOB OCYILECTBISUIOCh B KIMHUYECKOU
nabopatopun I'bBY3 JAI'Kb Ne9 umenu I'. H. Crnepanckoro /[I3M (3aBenyromas
nabopatopueit — ['aneeBa E.B., rmaBHbIil Bpau — A.M.H, ipodeccop KopcyHckuid
A.A.). OcranpHOoli 00BeM oOcnemoBaHus mareHToB mpoBoamwics B KJILI
ameprosioruv 1 ummyHosoruu I'bY3 JII'KBb Ne9 umenu I'. H. Cnepanckoro /[3M
(3aBenyromuii- 1.mM.H. KopcyHckuii 1.A.)

[Ipu oOcnenoBaHuM BceX MAIMEHTOB MPUMEHSIIUCH CIIEIYIONTUE METOIBI:
KIIMHAKO-aHAMHECTUYECKUH,  TYpOMIUMUTPHUSA,  TPOTOYHAST  ITUTOMETPHSI.
[Taniuentam C ATOMMMYECKUMU 3a001eBaHUSIMU MIPOBOIUIIOCH
alieprooOcieoBaHUE  METOJAOM  KOKHOTO — TECTUPOBAHUS  W/WIM  TyTEM
onpenenenus crneuuduueckux IgE meromom HM®DA. Ilanmentam ¢ BA wmm
MOJIO3pEHUEM Ha Hee MPOBOAWIACH crupoMmeTpus.  [larueHTsl mpoxoawin

oOcnenoBanre U JedeHue mnoja Haobmoaenuem JIOP, racTposHTeposora,
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He(dposiora, TEMaToJioTa, pPEBMATOJIOTa TMPU HAJUYAH  COOTBETCTBYIOIICH
MaTOJIOTHH.

KimHnveckne nuarHo3sl BBICTABISJIMCh B COOTBETCTBUE € NpuHATOM BO3
MEXJyHApoaHOU Kkiaccudukanueit OosiesHerd 10 mepecMoTpa, a Takxke B
COOTBETCTBHE C TMPUHATOW MEXKIYHAPOAHBIM COKO30M HMMYHOJOTHYECKHUX
coobmectB (1UIS) knaccudukanueit [TN/IC.

Bcem mammentam ¢ usbuparenbHbiM gedunmtom  IgA  rpymnmer 1
OCYILECTBIISIICS KOHTPOJIb KOHLICHTpAIIU1 UMMYHOTJIOOYJIMHOB U
cyOnonysauoHHOTOo coctaBa T- u B- nmumdonuTtoB He pexe 1 pasza B roa. beum
MOJIYYeHBI TMOATPYMMBbl € OTJIMYHBIMU JJaOOPATOPHBIMH XapaKTEPUCTUKAMMU:
NOATpyINa A BKJIIOYHMIIA B ce0si 57 MAlMEHTOB C M30JUPOBAHHBIM OTCYTCTBHEM
IgJA B CBIBOPOTKE KpOBH (MaTbUMKOB- 32, NeBOUYEK-25, cpemHuid Bo3pacT 7,8 £ 3,3
roga), a moarpymnmna B — 16 mamueHToB (Malb4MKOB-8, JEBOYEK-8, cpemHUii
Bo3pact 5,8 + 1,6 roga), y KOTOPBIX OTCYyTCTBHE |JA codeTanoch ¢ MOBBIIICHHEM
koHIeHTparuu |gG OTHOCHTENThHO COOTBETCTBYIOIIMX BO3pacTy pedhepeHCHBIX
3HQYEHUH B TMOBTOPHBIX HMMyHOrpammax. CpaBHUTENbHAs XapaKTEPUCTHKA
NOATpyNm  mpeicTaBieHa B riaBe «KiMHHYeCKas  XapaKTepUCTHKAa U
nabopaTopHble 0OCOOEHHOCTH MAIMEHTOB ¢ N30MpaTebHbIM Jedunurom [gA».

TmiaTenpHbIN cOOp aHaMHE3a U MHOTOJICTHUN KOHTPOJb 32 KIMHUYECKUMHU
MPOSIBIICHUSIMU Y TIAIIMEHTOB TPYMIBI 1 MO3BOJWI HaM BBIACIUTH CPEAH HUX 2
noarpynmnsl. [oarpynna ITMAC 1 Bkmtounna B ceds 55 mereii (Manapumkm- 29,
NeBOUKH- 26, cpeaHuii Bo3pacT 6,6 £ 2,9 JeT), KOTopble JACHCTBUTEIHLHO HWMEH
XoTs Obl omMH u3 HactopaxuBawmux npuzHakoB [IMJIC cormacHo
«DenepaibHbIM KIMHUYECKUM PEKOMEHJIAlMSAM 10 JAUArHOCTHKE U JICYEHUIO
OOJIbHBIX TEPBUYHBIMM HUMMYHOJACPUIIUTAMH C HaAPYIICEHHEM TyMOPAJIbHOTO
3seHa» 2014 roma. B moarpynny IMTMAC 2 Bouum 18 nereit (Manbumku-11,
JICBOYKH-7, CpeaHHui Bo3pacT 7,2 + 3,5 5ner) ¢ OTAromeHHbIMA HWH()EKIIMOHHBIM
aHaMHE30M, HallpaBJIEHHbIC TieauaTpamMu, Jisl uckimoueHus y aux [INMJIC, ognako
o0wekTuBHBIX KputepueB [IMJIC, yka3aHHBIX B KIMHUYECKUX PEKOMEHJIAIUSX,

OHM He uMenu. Kputepuu BKIIOUEHUs MPEACTaBICHbI B Ta0nuiie 6.
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Tabmuua 6 - Kpurepum Brmouenuss B rpymmny I[IMJAC 1 cormacHo
«DenepanbHbIM KIMHAYECKHMM PEKOMEHJAUUAM [0 JHArHOCTHUKE W JICUYECHUIO
OONBbHBIX TEPBUYHBIMU HMMMYHOJE(UIIMTAMU C HAPYHIEHHUEM TyMOPAJIbHOTO
3BEHA»

0 Hacropaxusatomue npusnaku [IMJIC y nerei

Pecniuparopubie nndekiuu 0osee 6-8 pas B roj

boiiee 2 cuHyCcUTOB B 10J

bonee 2 mHeBMOHHH B IO

[ToBTOpHBIE TSKEIIBIE KOKHBIE THOMHBIE MPOLIECCHI

OtcyrcTBHe 3¢ (deKTa OT JJIUTEIBHON aHTHOAKTEpHUAIbHON TepaIruu

o|Ul|A|wN|F|Z

bonee 2  Tkenbix — MHGEKIMOHHBIX  MPOIECCOB  (CENCHC,
OCTEOMUEITUT, MCHUHTUT)

7 OnnopTyHUCTUYECKUE NHDEKIIUN

8 [ToBTOpHBIE  JJIMTEIBHBIE  OSMU30[bI  IUAPEH  HEBBIICHEHHOM
ATUOJIOTHH

9 ATUIIHMYHOE TeYEeHHE ayTOMMMYHHBIX 3a001€BaHUI

10 ATUIIUYHOE TEUECHHE TeMaTOJIOTUYECKHUX 3a00JIeBaHUMN

11 Hamuune B cembe [IMJIC, nmubo Hanmmuue B ceMEHHOM aHaMHE3e

paHHEH JIETATbHOCTH OT MH(EKITMOHHBIX 3a00JIeBaHUI

Y CTaHOBUTH OTCYTCTBHE Y HEKOTOPBIX NAUMEHTOB IPymHnbl 1 IMPU3HAKOB
[MINJIC oxa3anoch BO3MOXKHBIM TOJIBKO Ha JTane MUX MPOCHEKTUBHOIO
obcnenoBanus. [logpoOHee 00 3TOM, a TakXKe CpaBHUTEIbHAs XapaKTEPUCTHKA
NOATPYII  TpeactaBieHa B TiaBe «KiumHWYeckas  XapakTepucThka U

J1ab0paTopHbIE 0OCOOCHHOCTHU MAIIMEHTOB ¢ N30UpaTebHbIM HepuuuTom IgAY.

2.3 O0csienoBaHue POACTBEHHNKOB MAIHEHTOB ¢ U30MpPAaTeJIbHBIM 1e(PUIUTOM
IgA

Ha 3 »srtame wuccrnegoBaHus NpPOBEACHO 0OCIEIOBAHUE POJICTBEHHUKOB

NepBOM JIMHUM MalMeHTOB C u30uparenbHbiM Aeduuurom |gA, kotopsie

npeacTaBasuid codoit rpymmy 2 (N=46). O6cnemnoBano 20 cemeit. B rpymmy 2

Borwtk 38 B3pocibix (MyxuuHbl -18, xeHIMHBI-20) 1 8 cuOCOB (MaLYMKH-3,
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neBoYKu-5). JlaHHbIe TIpencTaBieHsl B Tabnuie 7. Bo3pact B3pociabiXx HA MOMEHT
y4acTusi B MCCIIEIOBaHUM cocTaBuil oT 19 nmo 48 ner, ux cpegnuil Bo3pact ObLI
33,6 £ 7,5 roga. Bo3pacT o0cie1oBaHHBIX MYK4YUH ObLI OT 19 110 48 net, cpeauuii
BO3pacT /1t HuX coctaBmi 34,4 + 7,9 nmet. Bo3pact skenntua 6601 0T 22 10 46 ner,
CpEeIHHI BO3pacT I HUX coctaBwi 32,9 + 7,3 ner. Bo3pact cuOcoB Ha MOMEHT
y4acTHsl B UCClIeI0BaHUU ObuI OT 4 110 12 ner, B cpeHeM cocTaBuia 7,3 COCTaBHII +

3,5 roga mist MaibuukoB U 7,4 + 3,0 roma 11 1€BOYECK.

Tabnuua 7 - POACTBEHHUKH NAllMEHTOB ¢ U30MpaTenbHbIM feduiurom IgA

['pynma 2, n=46
Bspocabie (crapmie 18), n Cubchb1 (Mnammie 18), n
MYK KEH MYK KEH
18 20 3 3)
38 8

B rpynmne poICTBEHHHKOB MPOBOAMWICS COOp CEMEWHOro aHamHe3a |
IPOBOAMIIOCH HM3MEpPEHUE KOHIEHTpauuu uMMyHornoOynuHoB A, G, M, E B
CBIBOPOTKE KpoBU. B cnyuyae BbiABieHHS AeP(PEKTOB B CHUCTEME CHHTE3a
UMMYHOTIJIOOYJIMHOB IPOBOINUJIACH MCCIIEOBAHNE CYyONOMYISIIIMOHHOrO cocTaBa T-
u B- mumdouuros. IlonpoGHoe omucaHue METONMK MPEJICTaBICHO B paszzelie

«MeToapl 00ciIeI0BaHMS TAIIUEHTOB ¢ N30MpaTeabHbIM Aedurutom [gAy.

2.4. MeToabl 00c/ieI0BAHUSA NMAIMEHTOB ¢ H30UpaTeabHbIM Jepuuutom IgA
Kinunuko-anamuectuueckuii Meroa. [Ipu cOope aHamHe3a POBOJMIIOCH
JETAThbHOEC HW3YYEHHE BCEX Kajlo0 MalMeHTOB, 0CO00€ BHUMAaHUE YIEISUIOCH
MOBBIINIEHHON YacTOTE€ U TSHKECTH SIHU30/J0B HWH(EKIMOHHBIX 3a00JIeBaHUH,
AUIEPTUUECKNX, AyTOMMMYHHBIX H TemaTtojiormueckux. I[logpoOHO wu3yuasncs
CEMENHBI aHAMHE3.
MeTtonom Ttypouammerpuu Ha aHamuzatope Architect (Abbott, CIIA)

OTIPEJIEISIIOCH CoMIepKaHue MMMYHOTII00yuHOB A, G, M, E B CBIBOPOTKE KPOBH.
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TypOunumeTpusi — omnpeneneHre KOHIICHTPAIUHA B3BEIICHHBIX YaCTHI] H
BBICOKOMOJICKYJISIDHBIX ~ BEIIECTB B PAacTBOpE, OCHOBAHHOE Ha  OIICHKE
WHTCHCUBHOCTH pacCesSHUS CBETa, IPOXOIAIIEIOo dYepe3 OSTOT  PacTBOP.
TypOouaumerpus II03BOJIAET c BBICOKOU TOYHOCTBIO OIIpEAEIUTh
koHneHTparwuio 1gG, A, M, cybknaccoB 1gG, komnonenToB koMmruiementa C3, C4,
C-peakTuBHOTO O€Ka W HEKOTOPBIX JIPYTUX CHIBOPOTOYHBIX OEIKOB. DTOT METOJ
NOJAXOJMUT JJIs ONpEAENICHUs] OENKOB B HU3KOW KOHUEHTpaluu, Hampumep, IgE,
YPOBEHBb KOTOPOTO B CHIBOPOTKE HE MPEBBIIIACT 1 MKI/MII.

@®eHOTUNIHPOBAHUE JUMQPOUUTOB TMPOBOJWIOCH METOJAOM MPOTOYHOMU
nuroMeTpun Ha ripudope FacsScan (Becton Dickenson, CIIIA) ¢ ucnons3oBaHrueM

(bIIFOOPECIICHTHO-MEUEHHBIX ~ MOHOKJIOHANBHBIX — aHTHTen Simultest (Becton

Dickenson, CIITA).

[IpoTouHass UUTOMETpPUS SIBJISIETCS COBPEMEHHON TEXHOJOTHEH OBICTPOTO
ONTUYECKOI0 M3MEPEHUsl MapaMeTpOB KIETKH, €€ OpraHel U MPOUCXOASIINX B
HEl TMpoueccoB. MeTonMKa 3aKIIO4acTCsl B BBISBICHUHM pACCESHUS CBETa
Ja3epHOro Jy4ya IpPU MPOXOKIECHUU 4Yepe3 HEro KIETKH B CTPYe JKHUJKOCTH,
NpUYEM CTENEHb CBETOBOM AUCIEPCUU IO3BOJISIET MOJYYUTh MNPEACTABIECHUE O
pa3mepax M CTPyKType KieTku. Kpome TOro, B Xo0/€ aHaiu3a Y4YUTHIBAETCS
ypOBEHb (IyOPECHECHIIMN XUMUUYECKUX COCAUHEHUM, BXOMSIINX B COCTAB KJIETKU
(ayTodyopeciieHIus ) Wi BHECEHHBIX B 00pasel] nmepes] MpoBeAeHIUEM IIPOTOYHON
uuroMerpuu. [lpuHIUMn MeToja: KJIETOYHAsl CYCHEH3Us, MpeaBapUTEILHO
MeueHHas  (IIOOPECHUPYIONIUMH  MOHOKJIOHAJIBHBIMU  QHTUTENAMH  WJIU
(bIyopecleHTHBIMA KPACUTEISIMU, TOMAJaeT B TMOTOK >KUIKOCTH, MPOXOASIIHMA
yepe3 MPOTOYHYIO sSYeHKy. YCJIOBHUS MOA00paHbl TakKuM OOpa3oM, UTO KIJIETKU
BBICTPAMBAIOTCS JIPyr 3a JPYyroM 3a CYeT T.H. TUAPOJUHAMHYECKOIO
(dbokycupoBaHus CTpyH B cTpye. B MOMEHT nepecedyeHus KJIETKOW JIa3epHOro Jiyda
JE€TEKTOPHI (PUKCUPYIOT:
® paccesHHe cBeTa NoJ MasibiMu yriamu (ot 1° go 10°) (maHHast XxapakTepucTUKa

UCIIOJIB3YETCS I ONPEAECIEHUS PA3MEPOB KIIETOK);
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paccesHue cBeta noja yrioM 90° (mO3BOJIIET CYJIUTh O COOTHOIICHUU

AAPO/IMTOIIIA3MA, @ TAKXKE O HEOJHOPOJHOCTH U TPaHyJIIPHOCTH KJIETOK);

UHTCHCHUBHOCTD (DITyOPECIICHIINY 110 HECKOJILKMM KaHajaaM (IyopeclieHTHOCTH
(or 2 mo 18-20)- mO3BOJAET ONPEACIUTH CYONOIYJIAIIMOHHBIA COCTaB

KJI€TOYHOU CYCIICH3UHU U OP.

BBICOKO'-IyBCTBI/ITeJ'IBHBIe JaTYUKH, PaCIOJIOKCHHBIC BOIM3HU HpOTO‘IHOﬁ

suedku (pucyHok Ne2.1), puUKCUpYIOT pacceMBaHME CBETa MOJ yIiioM oT 2 110 19°,
KOTOpPOE€ Ha3bIBAECTCS MPSAMBIM HJIM MajoyriioBbiM cBeropaccemBanuem (FSC), u
noa yrioM 90° - GokoBoe cBeropacceuBaHue (SSC). OIHOBpPEMEHHO C ATUM

peructpupyercst usnydenue ¢uoopecuentasix Meroxk (FL1, FL2, u t1.71.),

MMEIOILIEE CTPOTO OMPEAEIICHHYIO ISl KaXA0ro (PIroopoxpoma JITMHY BOJIHBI.

I/IMMYHOHI/ITO(bHIOOpI/IMeTpI/ILICCKI/Iﬁ dHAJIM3 KIICTOK IIPOU3BOAUTCA IIO

CIcaAyromunuM OCHOBHBIM IIapaMCTpaM:

e FSC (forward side scatter) — moka3zarenb NpPSIMOTO CBETOpPACCESHHUS,

KOTOpBII;’I XApPaKTCPU3YCT Pa3sMCPhI KIICTOK;

SSC (side scatter) — mokasarenb OOKOBOTO CBETOPACCESIHUS, KOTOPBIN
OTpakaeT ONTHYECKYI0 HEOJHOPOIHOCTh ITUTOIIA3Mbl KJIETOK, XapakKTep
KJIETOYHBIX  BKJIIOYEHUH M TPaHyJIIpHOCTb  KJIETKU.  TepMHH
«TPaHYJISAPHOCTB» UMEET CHeuu(PUUecKyro IUTO(DIIOOPUMETPHIECKYIO
Harpy3Kky M He SBISIETCS OTpaXeHHeM MOP(OIOrHuecKoro MOHATUS
«TPAHYJISIPHOCTBY», KOTOPYIO oTpaxkaeT napamerp SSC; moa 3TUM TEPMUHOM
clielyeT TOHMMaTh BCIO COBOKYNMHOCTh 00pa3oBaHuM, (OPMHUPYIOUIUX
KJIETKY, BKJIIOUas JII0ObIE KJIETOYHBIE OpraHesuisl U siapo. Mcmonb3oBaHue
ATOTO TMapameTpa MO3BOJSIET CYAUTh O COOTHOIICHHH Pa3MEpoB siApa U

OUTOINIAa3MBblI,

FL1, FL2 — xaHane! geTekiuu crneruduueckoro GpiayopeclieHTHOTO CUTHalIa

KpacCUTEN Ha PA3HOU IJIMHE BOJIHBI.
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AHann3 uHpOpMaIUH, IOJy4aeMbIil MO KaHaldaM CBETOPACCesHUs, AaeT
BO3MOXKHOCTh Pa3JIeUTh JEUKOLUTHI epupepuuecKoil KpOBU Ha TPHU MOMYJISIIUN
— JUMQOLMTHI, MOHOLUUTHl WU TpaHyJIOUUTHL. JIMMQOIUTHI XapakTepus3yrTcs
HAaUMEHBIIMMU pa3MepaMu, Hauboyiee KpYMHbIE KIETKH — TPaHyJIOLHUTHI,
MOHOLIMTHl 3aHUMAIOT IPOMEXYTOYHOE I0JOKeHne 1o mnapamerpam FSC.
Haubonee nuskue xapakrepuctuku SSC UMEIOT JTUMQPOLUTHI, TPOMEKYTOUHBIE —

MOHOIIMTHI ¥ BbICOKHE nokazatenu SSC y rpaHyJIONUTOB.

Herexrop 908
Ceeropacceann (85C) @

Shmser ans ()

POXKYCHPOBANHA
ayya
BaICONKOYYBCTBHTENBRAA . MASIOYrIOBOro
NBQpuesas nporoyran Ceeropacceariing
Aaqerina (Fs0)

Pucynox Ne 2 - Cxema mpOTOYHOTO IIUTOMETPA

AJieproo0ciieloBaHue MPOBOJWIOCH BCEM MAIMEHTAM C OTATOLIEHHBIM
aJJIEproJIOTHYECKUM aHAMHE30M JIMOO JETSAM C MOJ03PEHUEM Ha aJIeprHYeCcKOe
3aboseBaHne IyTeM ompeneneHus ypoHs crnenuduaeckux IQE u /umm merogom
CKapu(UKAITMOHHBIX TECTOB B 3aBUCUMOCTH OT BO3pacTta U OCOOEHHOCTEM
KIIMHUYECKON KapTHUHBI y KaXXJI0T0 KOHKPETHOTO MalueHTa.
CrkapudukanuoHHbie NPoObI MPOBOJSAT IMyTEM HAHECEHHS] HAa KOXKY JIaJIOHHOM
CTOPOHBI MPEAIUICUbs KAl ajiepreHa U KOHTPOJIBHBIX pacTBOPOB. OTIAEIbHBIM
JUISL KaXJO0To ajuiepreHa CKapu(UKATOPOM TMPOBOMIT UYepe3 KKIYI Karllio

napajuienbHbie mapanuubl. Yepes 20 MUHYT MPOU3BOIAT OLIEHKY mpob. Pazputue
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OTeKa B 30HE CKapu(UKAUU CBHUIACTEIBCTBYET O IOJOXHUTEIBHON pPEaKIIHH.
BMecTe ¢ KOXHBIMH MpobGamu JHOO OTACIBHO OT HHMX (KOIrJia BO3PACTHBIC
OrpaHMYCHHWE WM OCOOEHHOCTH TeYeHHUs 3a00JieBaHHMs HE TIO3BOSUIM HX
IPOBECTH)  aUIEProo0CIICIOBAaHUE  OCYIIECTBISUIA — MyT€M  OMPE/ICICHUsI
cnenuduuecknx IgE meronom MDA nHa npubope Siemens Immulite 2000 xpi.
CnupoMerpusi — METOJA HCCIeaA0BaHMS (YHKIIMHA BHENIHETO JIbIXaHHS,
BKJIIOYAMOIINA B ceOs H3MepeHHe OOBEMHBIX M CKOPOCTHBIX IIOKa3aTesei
npixanus. JlaHHOE HCCIIeI0OBaHNE POBOAMIOCH BCEM MAIlHEHTaM ¢ OPOHXHAIBHOM
aCTMOM W TalpeHTaM TPYIIbl PHCKa o e¢ (GopMUPOBaHUIO Ha ammapaTre SPirovit

SP-1 (Schiller AG, IlIBeiinapus).
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2.5 Jlu3aiiH 00c/1e10BaHUSA MANMEHTOB ¢ M30MpaTeIbLHbIM Jepuuntom IgA

Jlu3aifH ucciie10BaHusi MOYKHO MPEJICTABUTD CIICTYIONNM 00pa3oM (PHCYHOK 3)

4 N

Ipynma prcka o [TAJIC |, I'pynna pucka no ITUAC 11,
HCCIENO0BAHUIIE KOHIIEHTPALUU HCcCIeq0BaHue KOHIICHTpauu
IgAM,G,E, n=20617 I9AM,G,E u ¢penorunupoBanue T- u
. S ) B- mumdbormros, N=153
U O
BrisBinenue nanueHTos ¢ IgA BrisBinenue nanueHTos ¢ IgA
< 0,05 r/n, n=160 <0,05 /1, n=0
e A

[ToBTOpOE KCCIEnOBaHNE KOHLIEHTPAIUU
I9AM,G,E, denorunuposanue T- u B-
nuMoIHUTOB uepe3 1 MecsIr s
MOJITBEPIKIACHHS TUaruo3a, N=160

L

v

XapakTepuCTHKa KIMHUYECKUX MPOSBICHUIY TAllUEHTOB C
n30upareabHbIM gedunuroM IgA rpymmsr 1,

n=73

U

XapakTepucTuka 1abopaTopHbIX 0COOEHHOCTEHN y
MAIMEeHTOB ¢ u3buparenbHbM Aeduuutom IgA rpymmsr 1,

noarpynmna A (n=57); norpynma B (n=16)
| mozrpymma MUJC 1 (n=55); morpymma [TUJC 2 (n=18) )

U

4 )

OO0cnenoBanue pOJCTBCHHUKOB NIEPBOM JIMHUH TAITUCHTOB C
n3buparenpHbiM Aehunutom IgA, n=46
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Pucynok 3 - Jlu3aiin uccieaoBaHus MAMeHTOB ¢ N30MpaTenbHbIM Aepuiurom IgA

2.6 MeToabl CTATUCTHYECKOH 00padOTKY JaAHHBIX

Cratuctruecknii aHaim3 U 00paboTKa pe3ynbTatoB nmpoBoawmch Ha [1K ¢
UCIIOJIB30BAHUEM  CTaHIApTHBIX mnporpamm  Microsoft Excel wu  makera
craTucTuueckux mnporpamM R Bepcum 3.5.1. [Ins DpoOBEpKH CBSI3U MEKIY
NEPEMEHHBIMH UCIIOJIb30BAJICS TOUHBIN F-TecT. CpaBHEHUE MPOMOPIMI U CPETHHUX
3HAUEHUN Cpeu MalMeHTOB NOoArpyni ¢ nosbiieHueM 1gG u 6e3 Hero npoBeaeHo
C MOMONIbI0 TOYHOTO F-TecTa W HemapameTpuyeckoro Kpurepusi Buikokcona
COOTBETCTBEHHO. CpaBHEHUE MPOMOPLUUN U CPEAHUX 3HAYECHHUM CpPEId MAllUEHTOB
noarpymnn c mnoBbimenrneM 1gG u 6e3 Hero, a Ttakke BenuuuH CD u 1gG B
noArpynmnax ¢ Hajiuuuem Hactopaxkuparomux npuzHakoB [TMJIC u 6e3 TakoBbIX
IIPOBEJEHO C IPUMEHEHUEM HellapaMeTpUyecKoro Kkpurepus Bunkokcona. Meron
[JIABHBIX KOMIIOHEHT ObUI MPUMEHEH /i1 BHU3yaM3alldud pa3Inuyuid MExXAy
MalMEHTaMU C pa3HOW KOoHUeHTpauuen [gG m rpynmaMu ¢ pasiMdHONW CTENEHBIO
BBIPAKEHHOCTBI)  KIIMHUYECKUX TMPOSBICHUM HAa OCHOBE MPOLEHTHBIX W
abcomoTHbIX BennunH CD cooTBeTcTBeHHO. IIpy TecTUpOBAaHUU CTATUCTUUYECKHUX

rurnote3 p-value <0.05 O6bLT0 HCITOIE30BAHO /IS OIICHKH 3HAYUMOCTH.
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I'JTABA 3. QIIMAEMHOJIOT'UA U3BUPATEJIBHOI'O TE®UIIUTA IgA
Y JETEH U3 I'PYIII PUCKA IO IAJIC
3.1. YacToTa manmueHTOB ¢ H30MpaTebHbIM adedpuuurom IJA cpeam aereii ¢
HAJM4YMeM HacTopaxkuBawmux npusnakos [NAJIC

JlanHble 0 4YacToTe M3OMpaTenbHOro Aepuuura IgA B rpynmax pucka mo
[MNAC HeobxoauMBbl It OpraHU3allK 3PAaBOOXPAHEHH S, TUTAHUPOBAHUS PAOOTHI
NeANaTpoOB, Bpadeil oOIIel NpaKTUKH, aJuIeprojoroB-MMMYHOJOTOB M JIPYTHX
CIELUAINCTOB.

[Tockonbky caMbiM yacTeiM Tpu3zHakoM MJIC sABiArOTCS HHPEKIUOHHBIE
3a0o0JieBaHus, MOUCK JieTell ¢ u3dupartenbHbIM aeduuurom |gA mpoBoaumiics B
HEPBYIO OUEPEab CPEIU AETEN C OTATOLIEHHBIM NH()EKIIMOHHBIM aHAMHE30M.

dopmupoBaHue MAaHHOW TpymHnbl HanueHToB (Tpymma pucka |, n=20617)
IPEJCTaBISIO COOON PETPOCIEKTUBHYIO YacTh MCCIIEJOBAHMUS M BXOAMIIO B €ro 1
sTan. AHanu3 MEIUIMHCKON JOKYMEHTAIMU NalUeHTOB B Bo3pacte OoT 1 roaa 1o
17 net 3a nepuon 2003-2017 ropl, HalIpaBIEHHBIX YYaCTKOBBIMU I€IMATPaMHU Ha
KOHCYJIbTAIMKO K aJUIEpProJory-MMMYHOJIOTY, TO3BOJIMJI BBIICIUTh CPENM HHUX
rpyIIly NanueHToB ¢ noao3penueM Ha MJIC.

OTt60p B rpyniy pucka | IpoBoAKIICS Ha OCHOBAaHUM HAJIMYUS Yy MAllUEHTOB
HacTopaxkuBaromux npusHakoB MJIC, creneHb BbIPa)KEHHOCTH HHQPEKIIMOHHOTO
CUHApPOMA YCTaHABJIMBAJIIOCh HA OCHOBAaHUMU HANPABJICHUI y4aCTKOBBIX MEIUATPOB
U TTOAPOOHBIX BBIMTUCOK U3 aMOYJATOPHBIX KapT. XapaKTepUCTHKA IPYIIIbI pucka |
Npe/CcTaBlIeHa B riaBe «Marepuasnbl U METOABDY.

CooTHoIlIEHHE 4YHUClIa MallMEeHTOB, BKIIOYEHHBIX B Tpymmy pucka | mo
OTHOILIEHUIO K 00IEeMy YUCITy OOpaTUBIIMXCS 3a KOHCYJIbTalMEN K ajjieproyiory-
MMMYHOJIOTY B yKa3aHHBIM NEpHUOJ MpeAcTaBieHo B Tabnuie 8. B Tabmuue He
IpeJICTaBICHbl O0Iee KOJIMYECTBO JI€TeH, HalpaBICHHBIX Ha KOHCYJIbTALMIO K
ajuieproyiory- ummyHosiory 3a mnepuoa 2003 -2011 roma B cBS3U €
HEJOCTYITHOCTBIO 3TUX AaHHbIX. B 2012 roay B rpynny pucka | Bonum 16,5%
JeTe OT OO0IIero 4ucia HAmpaBlIEHHBIX Ha KOHCYJBTALMIO K aJJIeproJiory-

uMmyHoJory, B 2013 rony 13,6% ot obmiero yucna, B 2014 roxy- 20,3%, B 2015
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rony- 20,7%, 2016 roxy -21,5%. Takum oOpa3oM OBLIO yCTaHOBJIEHO, YTO B
MEPUOJT HWCCICAOBAHWS B WMMYHOJIOTHYECKOM OOCIEAOBaHUHM HYXKIAINCh B
cpenieM ot 13,6 % no 21,5% BnepBble OOpaTUBIIMXCS K ajuIeproJiory-
UMMYHOJIOTY ManueHToB. OCTaIbHBIE JETH HE MUMENN OOBEKTHBHBIX IMOKa3aHWUN

I UMMYHOJIOTHYICCKOT'O 06CJ'IGI[OBaHI/IH.

Tabmuma 8 - ®opmupoBanue rpymnmsl pucka | mo [MUAC cpenu nereit c
OTSITOIICHHBIM MH(PEKIMOHHBIM aHAMHE30M, N

rona Koxa-Bo nerei, ['pymma pucka |, | I'pynma pucka I, (n) %
HaIPaBJICHHBIX Ha N
KOHCYJbTaluio, N

2012 9132 1508 16,5

2013 13580 1842 13,6

2014 10175 2064 20,3

2015 9685 2008 20,7

2016 9294 2001 21,5

N- konuuecmeo demelti, soueowux 8 epynny pucka no ITHJ[C I,
(N)%- % oemeii, oweouux epynnol pucka no ITHIC | om obwezo uucia nanpagienHvix
HA KOHCYIbMAYUIo K ailepeonozy- umMmyHono2y 6 ykazauuwii nepuoo (N);

N- koruuecmeo oemeti, HanpPasIeHKbIX K AN1EP20J02Y- UMMYHONI02Y 8 YKA3AHHbIU NePUoO.

Bcero B 2003 u 2004 0On110 00cnenoBano 692 u 998 netreil COOTBETCTBEHHO,
U cpeli HUX OBLIO BBISBICHO TOJLKO S5 MAIMEHTOB ¢ M30UpATEIbHBIM JIS(PUITITOM
IgA, 4TO HEHAMHOT0 YaIlle, YeM B CpeTHEM B IOIYJISAIIUU TI0 TaHHBIM 3apyOeKHbIX
nctogHuKoB — 1:346 u 1:333 cooTBercTBeHHO, poTuB 1:400 - 600. Ho yxe ¢ 2005
roja 4YacToTa BIEpBbI€ BBIABICHHBIX TamueHToB ¢ JaHHbiM [IAJIC pes3ko
yBenuuuiack. JlaHHbie mpejicTaBiieHbl B Tabnuie 9. K coxalieHuio, TaHHBIE 3a
2007 u 2011 roma vegoctynHbl. C 4eM CBA3aHO YBEJIMYEHUE KOJMYECTBA BHOBD
BBISIBJICHHBIX CiIy4aeB wu30uparenbHoro aeduiurta IgA, pazdepém B rmase VI

«O0cyX/1eHHe MOJTYYEHHBIX PE3YyIbTaTOB.
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Tabnuma 9 - Yacrora BcTpeuaeMOCTH JeTel ¢ N30MpaTeabHbIM AePHUIIUTOM
IgA B rpynne pucka o [TUJIC | 2003-2017 rr

rog |['pymma pucka |, N| IgA-nepunur, n | IgA-nedpumwmr, (n)% 4acToTa
2003 692 2 0,3% 1:346
2004 998 3 0,3% 1:333
2005 1247 11 0,8% 1:113
2006 1507 9 0,6% 1:167
2007 Het nanHbBIX

2008 1739 14 0,8% 1:124
2009 1660 14 0,8% 1:119
2010 1311 10 0,8% 1:131
2011 Het nanHbBIX

2012 1508 13 0,9% 1:116
2013 1842 19 1% 1:96
2014 2064 14 0,6% 1:147
2015 2008 19 0,9% 1:105
2016 2001 16 0,8% 1:125
2017 2034 16 0,8% 1:127

N- Koauuecmeo 6nepevle GbisAGIEHHbIX NAYUEHMO8 ¢ usdbupamenvhvim oeghuyumom 194 6
VKA3aHHBIU Nepuoo;

(nN)%- % enepsvie 6ovissICHHBIX nayueHmos ¢ usdbupamenvhvim Oeuyumom IgA om
0bwe2o yucna nayuenmos 6 epynnuvl pucka | 6 ykazannuiii nepuoo;

N- xoauuecmeso oemeii 6 epynne pucka |, nepgvle 06¢c1€008aHHbBIX 8 YKA3AHHDLU NEPUOO.
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Taxum obpaszom, Ha 1 sTame uccienoBaHUS HAaMU OBLIO YCTAHOBJIEHO, YTO
gacTtoTa u3bupatenpHoro aepunura IgA y nereit u3 rpynmnsl pucka mo [TUJC | ¢
HacTopakuparomumMu npuszHakamu [THUJ] (n=20617), Haxoauaach B pa3HbIC TOIbI
coctaBuiia oT 1:96 no 1:346. B cpennem 3a Bpemsi McclieIOBaHMS OHA COCTaBUIIA 1:
129 o0ce10BaHHBIX.

Bcero 6nu10 00Hapyskeno 160 neteit ¢ nzdbuparenpabiM aedururom IgA. M3
HUX /3 TPOJODKWIIA ydacTHe B HWCCJICIOBAHWHM B KA4eCTBE OCHOBHOM TPYIIITHI
HaOmonenus (rpynma 1, Nn=73). DTo ObUIM AETH, YbM POJUTEIN IONMHUCAIN
100poBOJbHOE MHGOPMUPOBAHHOE COIJIaCM€ HAa ydacTHe B HccieAoBaHuU. Mx
noapoOHasi  xapakTepucTuka mpencraBieHa B r1inaBe |V «Knunuueckas
XapaKTEepUCTUKa U JIA0OpATOpHBbIE OCOOCHHOCTH TMAIMEHTOB C W30MpaTeIbHBIM

nepunurom IgA».

3.2 YacToTa u3doupareabHoro aegumnura IgA cpeau aereii ¢ quarnozom UTII

[lo nmaHHBIM MHPOBOM JINTEPATYPBI, CYIIECTBYET ACCOLMALMUSA MEXKIY
nzoupatenpabiM - geduiutom  IgA  wm WTII[48]. Yacrora UWTII cpeau
c(OpMHPOBAHHON HaMu TPYNIbl MALMEHTOB C U30MpaTeabHbIM neuiutom IgA
(rpymma 1) ObLla 3HAYMTENBHO BBINIC TOMYJISIIIMOHHBIX 3HaueHHWW. JlaHHBIC
npeacTraBieHbl B aBe «KimHMYeckas XapakTepuCcTHUKa U JIabOpaTOpHbIE
O0COOEHHOCTH MAaLMEHTOB ¢ u30upatenbHbIM Aepuuutom IgA». Tloatomy neru c
nuardozom UTII mpencraBnsimm coboii rpynmy pucka ll, koTopas BkIounia B
cedost 153 pebenka. XapakTepucTHKa TpYyIIbl MpeacTaBieHa B Tiase ||
«Marepuasibl 1 METOJIbI».

[Ipu oOcnenoBanuu aerelt rpymnmsl pucka ||, mpoXoauBIIMX CTAllMOHAPHOE
nedyenue B otnenennu remaronorud  ['bY3 Mopo3zosekaa AI'Kb /I3M 3a nepuon
05.10.2010 mo 04.10.2011 romet HM omHOTO pebGeHka ¢ oTcyTrcTBHeM IJA B
CBIBOPOTKE KPOBHM HamMu OOHapyXeHO He Obu1o. OJHako, ObUIM BBHISBIICHBI

NALMEHTHI C IPYTUMHU TYMOPaJIbHBIMU Je(heKTaMu.
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Y opHOro u3 mamMeHToB Tpymmbl pucka |l ObuUI0 aUArHOCTHPOBAHO
napuuansHoe cHuxkeHue IgA. JlanHoe coctosiHue omucano B riaBe | «OO030p
JUTEPATYPHD».

VY nBoux manueHToB rpymmsl pucka ll, Bozpact kotopsix coctaBist 2 U 6
J€T Ha MOMEHT HCCIeAOBaHMs, ObUIM OOHAPYKEHbl CHIXKCHHUS KOHIICHTpallUu
CD19+ u xonmnentpamuu 1gG. OHM OBUTH B3ATHI MOJ KOHTPOJb aJUIEPrOJIOTOB-
ummyHosioroB I'bY3 JII'Kb Ne9 umm. I'. H. Cnepanckoro JA3M. B xoge
JnanbHeiero oOciaeoBaHUsl OJHOMY M3 HHUX ObUI YCTaBJIeH JUarHo3 —
MJaJieHuecKasi runorammariooynuHemusi, a Bropomy — IIMJC, nedunmr
cyOkiaccos 19G.

Y OCHOBHOW Macchl manueHToB Tpymnmsl pucka Il, a mmenHo y 114/153
(84,4%) neteii OTKIOHEHHI B TYMOPAJILHOM 3BEHE UMMYHUTETa OOHAPYKEHO HE
obut0. YacTh neTeil Mmena He3HAYUTeNbHbIe CHUKEHUs KoHueHTpauuu 19G, IgM,
IgA, nanublie npeacTaBieHbl B Tabsuie 10. 3HaUUMBIX OTKJIOHEHUM B MOKa3aTesax
KJIETOYHOT'O UMMYHHUTETA (32 UCKJIIOYEHHEM 2X BBIIEYIOMSHYTBIX MAllMEHTOB CO

camkenueM CD19+) namuents ¢ UTII He umenu.

Tabmuua 10 - OTkIOHEHUS B TOKA3aTeNsiX T'yMOPAJIbHOTO UMMYHHUTETA Y
nainenToB rpynnsl pucka |l (UTII), n

N3menenuns konnentpauu AT n (n) %
Cumwxenue IgA, Hopma- 1gG, IgM 5 3,3
Cumwxenue IgM, nopma- 1gG, IgA 2 1,5
Camxenne 1gG, Hopma- IgA, IgM 19 14,1
Cuamxenue 19G, IgM, Hopma- IgA 5 3,3
Cuamwxenue 19G, IgA, vHopma- IgM 4 2,6

Cumxenue 19G, IgM, IgA 4 2,6
Hopwma 1gG, IgM, IgA 114 84,4

N- KOIUYECmMBO NAYUEHMO8 CO CHUNCEHUeM KoHyenmpayuu oannoeo euda AT cpedu
nayuenmos 2pynnot pucka |l (UTII);
(nN)%- % nayuenmos co chudicenuem KoHyenmpayuu oannoeo euoa AT cpedu obwezo

yucna nayuenmog epynnwol pucka |l (UTII).
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[TockoJibKy uccIeq0BaHHE UMMYHHOIO CTaTyca MPOBOJMIIACH NAIUEHTaM B
pasrap winHu4Yeckux mnposaiaeHu WTII, HUKTO W3 HUX HE WMEN 3HAYMMBIX
HapyIIEHUH CO CTOPOHBI KJIETOYHOTO MMMYHHUTETA, HEOOJIbIIME OTKIOHEHUS OT
HOPMBI KOHIICHTPAIIMA UMMYHOTJIOOYJIMHOB OBLTH PACIICHEHBI KaK TPAH3UTOPHEIE.
Kpome Toro, 4yacTh NaiieHTOB K MOMEHTY 00CJI€0OBaHUS HE JOCTUTIIN 4X JIETHErO
BO3pACTa, U BO3MOXHO, UMEJH MO3THU NMMYHOJIOTUYECKHM CTapT.

BceM marmenTaMm ¢ OTKJIOHEHUSMH OT HOPMBI ObLT PEKOMEHOBAH KOHTPOJIb
3a KOHIEHTpalueil WMMYHOTJIOOYJIMHOB TOA HAOJIOJEHUEM TeMaToJiora,
MMMYHOJIOTA 10 MECTY >KUTEJIbCTBA, IIOCKOJIBKY B 3aJa4d MCCJIEIOBAHUSA OLICHKA
MMMYHHOTO CTaTyca B JUHAMHKE MaleHTaM Oe3 BBIABICHHOTO M30MPaTEIbHOIO

neduiura IgA He BXxoawa.



64

['JIABA 4. KINHUYECKAS XAPAKTEPUCTUKA U JIABOPATOPHBIE
OCOBEHHOCTH Y JETEW C U3BUPATEJIbHBIM JIEOGUIUTOM IgA

4.1 Knuanyeckasi XapaKTePUCTHKA MALHEHTOB ¢ M30UPaTeIbHbIM

nepunurom IgA

Ha 2 »srame wuccrnenoBanusi pabora mpoBOJAMIACh C OCHOBHOM TIpyHION
narueHToB (rpynma 1, N=73), y KOTOpBIX JUar{o3 u3oupareiabHoro aedpurura IgA
ObUT paHee MOATBEepXkACH. VX poauTenn/3akOHHBIC MPEIACTABUTEIM Jalld CBOE
corjacMe Ha NPOJOJDKEHHWE ydYacTHsi B HUCCIAEAOBAaHUM UM COOJIOJAIH
YCTaHOBJICHHBIN PEKUM HAOJIOICHUS.

KonuyectBo mpencraBuTeneidi MY>KCKOTO U KEHCKOTO I0jla Cpeau
MalMeHToB Tpynmnbl 1 ObUIO MpUMEpHO OaWHAKOBBIM: 33 neBouku (45,2%) u 40
MaabuukoB (54,8%). BospacT MaHudecTanuu KIMHUYECKUX MPOSBICHHUN B
cpenneM coctaisin 1,8 £ 1,7 roga npu pazdpoce 0- 7 net. BozpacT 601pHBIX Ha
MOMEHT TTOCTAaHOBKH JMArHO3a COCTABIUI OT 4 110 16 jeT, cpenuuii Bo3pact - 6,9 +
3,2 net. CpenHmiA BO3pacT MaJbYMKOB HA MOMEHT ITOCTAHOBKH JIMarHO3a COCTaBUII
6,8 £ 3 rona, neBouek - 7,1 = 3,4 roga. Y 6onpmuHcTBa narueHToB 40/73 (55%)
OKOHYATEJbHBIM JHAarHO3 B COOTBETCTBUU C KPUTEPUSMU OB YCTAHOBJICH B
BO3pacTHOM auamnaszone 4-7 ner. JlaHHble mpeacraBieHbl B Tabmuie S5 riassl |

«Marepuanbl © METOIBI.

4.1.1 llpuymHbI 1J1 00palIeHUS K AJ1JIeProJiory- MMMYHOJIOTY AIIMEHTOB C
u3dupareabHbIM gepunurom IgA

CaMbIM YacThIM MOBOJIOM JIsI HAMIPABJICHUS K aJlJIEProJioTy- UMMYHOJIOTY y
NalMeHToB ¢ wu3buparenbHbiM  aedunutom IgA  Optm  wacteie  OPBU,
NpOTEKaBIIuEe 0€3 OCIOXKHEHUH. DTy KanoOy cuutanmu y cebs ocHoBHOM 25/73
(34,2%) manmenToB. BTopoii mo yacrtore Obuta xanobda va OPBU, npoTekasiuie ¢
OOCTPYKTHBHBIM CHHIPOMOM, OHa BcTpeuanack y 17/73 (23,3%) nereit rpynms 1.
B ux gucie 8/17 (47,1%) nereii nepeHOCHIIN 00CTPYKTHUBHBIC OPOHXUTHI 4-8 pa3 B

rox, 9/17 (52,9%) 8-12 pa3 B rog.
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UyTh pexke NalMeHTOB W HUX pojuTenell OecrnoKomwnn OakTephalibHbIe
uHeknny (MTHEBMOHUU, HHMEKIIMH KOKU U MSATKUX TKaHEW, TallMOPHUTHI, THOMHBIE
OTUTBHI, YIOPHOE TeYeHUe mnuenoHedpura) JMUOO OCIOKHEHHOE TEUYCHHE
pecnupaTOpHbIX HHGEKIHA C TOTPEOHOCTHI0O B YacTOM aHTHOAKTepUaIbHOU
Tepanud W (QOPMUPOBAHMM OYAroB XpoHWYeckuil wuHbekuuu. JlaHHbIC
npeactasieHbl B Tabmmie 11. YacTyro aHTHOAKTEpHAbHYIO Tepanuio 0osiee 6 pa3
B roa moxydanu 19/73 (26%) manueHToB Tpymmbl 1, €€ MpOoAOIKUTEIBHOCTD

cocTaBujia oT 5 10 21 qHs U B cpenHemM Ob1a 9,9 & 4,2 nHeil.

Ta6muma 11 - OcHoBHBIE K00kl MAIIMEHTOB C U30UPATEIIbHBIM JISPUITITOM
IgA Ha mpuemMe y ajieproyiora- IMMYHOJIOTa, N

[ToBon miist oOpameHus n (N)% ITon
Yacteie OPBU 0e3 ocitoxxHeHNH 25 34,2 M-11; K-14
OPBMU ¢ 06CTpYKTUBHBIM CHHAPOMOM 17 23,3 M-11; K-6
OPBMU ¢ oci1oKHEHHBIM TE€YECHUEM 10 13,7 M-7; K-3
[ToBTOpHBIE OaKkTEepHAIbHBIC UH(DEKITUU 13 17,8 M-5; K-8
Hpyroe 8 11,0 M-6; XK-2

N- Koauwecmeo demell ¢ YKA3aHHbIMU dcarobamu 6 epynne 1
(nN)%- % oemeti ¢ ykazannvimu sHcanrobamu no OMHOUEHUIO K 00WeMy YUCTY NAYUEHMO8

epynnwi 1.

K rpynme «/lpyroe» OTHeCEHbl TNAaUMEHTBI C ayTOMMMYHHBIMHU
3a00JIeBaHUSIMU, JJIMTETBLHON nuapeed, Tyoepkynesom, Hamumuumem [INJIC y
OJIM3KUX POJCTBEHHUKOB.

B xome cOopa cemeilHOro aHaMHe3a OBUIO  YCTaHOBJIEHO, YTO
HEOJIaronpusITHRIA TPeMOpOuIHbIN (OH (TATOJIOTHS MPOTEKAHUSI OCPEMEHHOCTH,
POJIOB, OTATOILIEHHBIN aKylIepCKUI U paHHUN HEOHATAJIbHBIA aHAMHE3) OTMeYalcs
y 30/73 (41,1%) nmauueHToB.

B pesynbrare mpoCnEeKTHBHOIO HAOJIOJEHUS 3a MalWeHTaMu Tpymmsl 1,
JUTUTEIIbHOCTh KOTOPOro cocTaBuia oT 4 1o 11 ner, cpenHsst npoaoKUTENbHOCTD

6,9 £ 1,7 nmer, HamMu OBLJIO YCTAaHOBJICHO, YTO CAMBIMH YaCTHIMH KIMHUYECKUMU
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MPOSIBJICHUSIMU Yy TAINMEHTOB ¢ w30uparenbHbIM  Aeduiurom IgA  Obutn
WH(EKITMOHHBIC ¥ ayTOMMMYHHBIC 3a00JIeBaHUS, OYCHb BBICOKOW OblJa 4acToTa

atormuu. OHKOJOTHYSCKUX 3a00JIeBaHUI CpCan HUX BBIABJICHO HC OBLI0.

4.1.2 XapakTepuCcTHKA crieKTPa HH(EeKIMOHHOI MaTOJI0ruU

Mpl yCTaHOBHWIIM, YTO CIEKTP HMH(MEKIIMOHHOW MATOJOTHH Yy TMAlUEHTOB C
u3buparenabHbIM nepunutom IgA OblT JOCcTaTOUHO MIMPOK. Bemyiee Mecto B HEeM
3aHMMaIM  MHQEKIMOHHBIE 3a0oyieBaHusl pecnuparopHoro Tpakta. OPBU ¢
JuXopajikol Oojiee 6 pa3 B TOJ U MPOAOJDKUTEIBHOCTHIO OT 3 10 9 jHeH, B
cpenreM 6,5 + 1,7 nueli, Obutn nuarnoctupoBansl y 42/73 (57,5%) narmeHToB
rpymimsl 1. B ux uncne 22/73 (30,1%) pebenka ¢ uzdbupareabHbiM aedunutom IgA
nepeHocuin OPBU 6-8 pa3 B rox, a 20/73 (27,4%) 10-12 pa3 B ron. JlanHble
npeacraBieHbl B Tabnuie 12. OcHOBHass 4YacTh HMHQEKIIMOHHBIX 3IH30]10B
IpoTEeKaJla B OCEHHUM M 3UMHUN nepuol. Manudecrauus penuauBUPYIOMIHUX
OPBMU npuxoaunacek Ha panHuii Bo3pact ot 0 10 5 net, cpeanuid Bo3pact 1,7 £1,4
roja. CTaTUCTUYECKH 3HAYMMBIX Pa3JIMYUN MO TOJOBOMY NPHU3HAKY Y JETEH C
pa3Hoi 4YacTOTON MH(PEKIIMOHHBIX SMU30/I0B B aHAMHE3€ C MOMOIIBI0 TOYHOTO F-

TeCTa yCTAHOBJIEHO HE OBLIO.

Tabmuma 12 - Yacrora OPBU cpeau mnanueHTOB ¢ W30UpaTeIbHBIM
nedunurom Ig A, n

Komuectso OPBU/ rox n (M% [Ton
<6 31 42,5 M-15; XK-16
6-8 22 30,1 M-11; XK-11
10-12 20 27,4 M-12; K-8

N- konuyecmeo demeii 6 epynne 1 C ykazannwvim yuciom OPBHU 6 200,
(n)%- % oemeii C ykazannvim uuciom OPBU 6 200 no omuowenuio xk odujemy uucity

nayuenmos epynnot 1.

[To wacroTe mopakeHHs B CTPYKType HWH(OEKIIMOHHONW 3a00JI€BaEMOCTH

npeobnananu Oonesnn JIOP- opranoB u pecnupaTopHOro Tpakra. Yaiie
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BCTPEYAINCHh  PEIHUAMBUPYIONIME  PECIUPATOPHBIE  3a007€BaHUA  BEPXHHUX
JBIXaTCNbHBIX TyTed, oHM ObLIM BhIABIeHBI y 39/73 (53,4%) mammeHTOB C
n3ouparenbHpiM eduiurom IgA. MHekmoHHbIE 3MU30/bI MAIMEHTHI JTaHHOU
TPYIIIIBI IEPEHOCIIIH TI0- pa3HOMY. BbIIO ycTaHOBIEHO, YTO OOJBINAsS UX YacTh, a
umeHHo 25/39 (64,1%), nepenocunu undexuuu JIOP-opraHoB wyacto, HO 0e€3
ocnoxkHeHuil. B To Bpems kak octampHbIe 14/39 (36,9%) manmeHToOB MEepeHOCHIIN
TE K€ 3MU30]IbI C OCIIOKHCHUSIMH, YacTO C MOTPEOHOCTHIO B JUIUTENBHOMN (OT 7 10
14 nueit, B cpeanem 8,9 & 2,2 nHelt) aHTHOAKTEPHAIBHOMN TepaIIiH.

B pe3ynbraTe HaOII0ICHUS MBI YCTAaHOBUIIU, YTO a0COTIOTHOE OOIBIITUHCTBO
NalMEeHTOB ¢ u30upatenbHbiM JedunuroM IgA u dacTbiMu WHOEKIIMOHHBIMU
3a0oneBanusiMu JIOP-opranoB cdopMupoBaiy oyard XpOHUYECKON HHQEKIIUH,
(Bcero 37/39, To ectb 94,9% nereit oroit rpynmbl). B ux uncne y 21/39 (53,8%)
narueHTa ObLI JMArHOCTHPOBAH XPOHWYECKHU ameHoumut, u3 Hux 9/39 (23,1%)
MOTPeOOBATIOCHh aICHOTOMHMS B CBSI3M CO CTOMKHM BOCITaJIEHUEM HOCOTJIOTOYHOMN
MUHIATHHBL (C TIpeoOiaaHueM THOWHBIX (OpM), HAIUYUEM CPEIHUX OTHUTOB
HECKOJIBKO pa3 B T0Jl, SKCCYJATUBHBIX OTUTOB, MPOTPECCUPYIONIETO CHUKEHUS
cIyXxa  HECMOTpsS  Ha  UCIOJIB30BAaHWE  MPOTHBOBOCIAIUTEIBHOW |
aHTHOakTepuanbHoi Tepanuu. Y 16/39 (41,0%) manneHTOB ObLI AMArHOCTHPOBAH
XPOHUYECKHI TOH3WUTUT, B uX yucie y 5/39 (12,8%) - ero nekomMrneHcupoBaHHAs
dbopma. Jlump 1/39 nanuenty OblIa MPOBEIEHA TOH3WIDKTOMHUS B CBS3U C
oTcyTcTBUEM d(deKTa OT KOHCEPBATUBHOIO JICUCHHS, JUISI BCEX OCTaJIbHBIX
(¢ ()EKTUBHBIMU OKa3aJMCh HAa3HAYCHHE MECTHBIX MPOTHBOBOCHAIUTEIBHBIX U
aHTUOAKTEPUAIBHBIX CPEACTB, MMPOMBIBAHUE HEOHBIX MHUHIAIUH KIACCHYECKUM H
anmapaTHbIM METOIAMH.

BtopsiMu o yacToTe B CTPYKTYpe MH(MEKIIMOHHON 3a0071€Ba€MOCTH JETEH C
u3buparenpHbiM  mepurnmmtoM  IgA  Obtm wHOEKIMOHHBIE — 3a00JeBaHUA
OpOHXOJICTOYHOW CHUCTEMBI. BpOHXMTBI TIO JaHHBIM aHaMHE3a M KaTaMmHe3a
BcTpeuanuchk y 37/73 (50,7%) neteit rpynnsl 1. Y OCHOBHOM UX 4acTH, @ UMEHHO Y
30/73 (41,1%) oTMeyanuch OPOHXUTHI C YIIOPHBIM, PEIUAUBUPYIOMIUM TEUYCHUEM,

B TOM uucie ooOctpyktuBHbie: 21/30 (70%) mnepeHocuwin OOCTPYKTHUBHBIE
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oponxutsl 4-8 paz B rom, a 9/30 (30%)- 8-12 pa3 B rox. Ilo pesympTaTam
oOcietoBaHMs, KOTOPOE BKIIIOYAIO B ce0s CIMPOMETPHUYECKOE HCCIEA0BaHNUE,
MIPOBEJICHHUE AJJIEPTOIMarHOCTUKY METOIOM KOXHBIX MPO0 U /Wi celupUIECKUx
IgE, 20/30 (66,7%) ngeTsM, HWMEBIIMM B aHaMHE3¢ PEIUIUBHPYOIINC
OOCTpYKTHBHBIE OpOHXUTHI, ObLT ycTaHOBJIeH jauarHo3 BA. Uwucno gereit ¢ BA
cpenu oOIIEero 4mcia MalueHTOB ¢ M30upaTtenbHbIM aeduiutoMm IgA cocTaBmiio
20/73 (27,3%). Jlnaraos ObUT YCTaHOBJICH B CPOK OT 6 MecsIeB J10 36 MecsIeB OT
BO3HMKHOBEHUS MIEPBBIX CUMIITOMOB, B CpeiHeM cocTaBui 18,5 + 8,8 mecsiies.

Hpyrue nHpEeKIHOHHbIE 3a00JIEBaHMs y MALMEHTOB Ipymnibl 1 BcTpeyanuch
pexe. [ITHeBMOHMS B aHaMHe3e Oblia quarHoctupoBana y 5/73 (20,5%) u3 Hux, a
3/73 (4,1%) mnamuenta ¢ wu30OuparenbHbiM jaeduiutom IgA umenu Oonee 1
THEBMOHHH B TEYCHHE KaJICHAAPHOTO TO/a.

Kpome Toro, cpenu manueHTOB ¢ u3bupareinbHbiM nedunutrom IgA ObuIO
7/73 (9,6%) neteit ¢ penuauBupyromumu uHekusamu MBC. Bospact aebrora
Haxoaujcs B auamnazoHe oT 4 mo 18 mecsmeB, coctaBun B cpeanem 10,4 + 4,8
MECSIEB. Hecmotps Ha MIPOBOIUMYIO MIPOTUBOBOCIATIUTENHHYIO,
aHTHOaKTepuaNIbHYI0 Tepanuto 5/73 (6,8%) neteii B mociencTeue chopMupoBaiu
XPOHUYECKUN MUETOHEPPUT, HAXOAWIIUCH HA AUCTIAHCEPHOM ydeTe y HedpoJiora.

Y 5/73 (6,8%) mnamuentoB rpynnbl 1 ObUl  IMAarHOCTUPOBAH
peuuauBupyomui  Gypyskyne3.  MHdbexkuuoHHble — 3a00JieBaHUSI  KOXHU
MaHU(]eCTUpOBaIN y MAIMEHTOB C U30MpaTenbHbIM aeduiutoM IgA He cIuikoM
paHo, B Bo3pacte ot 4 110 15 net, B cpennem B 9,4 + 4,5 rona. Y 4 U3 5 naiueHToB
C peuuguBHpyromuM  (GypyHKyJae3oM ObUT  amarHoctupoBan AT/  Kak
JOTIONTHUTENbHBIA  (pakTop pucka. KopoTkue Kypchbl aHTHOAKTepUaThHBIX
npenaparoB (5 nHeil) okazanuch HedpdekTuBHBL, TpeboBajach Ooiee
MPOAOJDKUTEIbHAS Tepanust oT 14 no 21aueit, B cpennem 16,8 £ 2,8 nHei mis
TOTO, 4TOO KyNMUPOBaTh MH(PEKIIMOHHBIN MPOIIECC B KOKE.

Octpble kuieuyHble MHGEKIuu BcTpeyanuch y 18/73 (24,7%) maiueHTOB
rpymisl 1, mojgoBuHa U3 HUX, a uMeHHO 9/73 (12,3%) umenn Oosee 2X SMHU30/0B B

aHaMHe3e. B ocHoBHOM IMOBTOPHBIM KHIICYHBIM I/IH(l)eKLII/ISIM ObLIN MMOABCPIKCHBI
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JIETU JOIIKOJIBHOTO M MIIQJIIIETO IIKOJIBHOTO BO3pacta B Bo3pacte oT 1 roga ao 8
JeT, cpeaHuit Bozpact 3,6 £ 2.5 roma. OHM mpoTekanu B JETKOM U cpedHe -
TsDKENoN (hopMe M He TpeOOBaIM TOCTIMTATIN3AIINH, 32 UCKII0UeHneM | pebeHka, y
KOTOPOTO MH(EKIIMOHHBIN TacTPOIHTEPOKOIUT, BhI3BaHHBINA E. Coli, ocinoxHMCS
TeMOJIUTUKO-YPEMUYECKUM  CHHIPOMOM H  Pa3BUTHEM OCTPOM  IMOYCUHOU
HEJO0CTAaTOYHOCTH.

Eme 5/73 (6,8 %) nereit ¢ m3buparenpHbiM nedummuroM IgA okazanuch
ySI3BUMBI 111 TIApa3WTapHBIX HMH(EKIM, OHM TMepeHecTu JsIMOIN03 B
JIOIITKOJTIBHOM BO3pacTe. 3aboseBanne ObUIO TUArHOCTHPOBAHO B BO3pacTe OT 3 10
Sner, B cpenneM 3,8 + 0,8 ner, Tsxkenbix GopM TedeHHs 3a00JIEBaHUS CpPEIU
MAlMEHTOB Tpynmnbl | BBISIBJICHO HE OBUIO, Tepamus MPOTUBOMHKPOOHBIMU
cpenctBamu Obuia 3ddexTuBHa. B 1€10M, pacnpoCTpaHEHHOCTh KHUUIIEYHBIX U

napasuTapHbIx HHGEKIui B rpynne 1 He Oblia CIMIIKOM BBICOKA.

4.1.3 XapakTepucTHKA CNIEKTPa HeMH(PEKIMOHHOI MATOJOTHHI
B cnextpe HemHGbEKIIMOHHOM MATOJIOTHK B Tpymie 1 BRICOKOM OblIa yacToTa
MalMEeHTOB C aTOMWYECKUMU M ayTOMMMYHHBIMHM 3a00JIeBaHUSMH, JTOCTATOYHO
BBICOKOM y HUX OKa3zanach yactoTa 3a0oneBanuii )KKT. /lanHble npeacTaBieHbl B

tabymue 13.

Tabmuma 13 - Yacteie HEMH(EKIIMOHHBIE TPOSBICHHUS Yy TMAalMEHTOB C
n30upaTenbHbIM gedunutoM IgA, n

['pymnma 3a0oeBanmit n ()% O
ATonunueckue 3a00JIEBaHUA 44 60,3 M- 31; )K-13
AyTOouMMYyHHBIE 3a00JI€BaHUS 13 17,8 M-5; K-8
3a6oneBannsa XKKT 20 27,4 M-11; )K-9

N- Koauuecmeo nayuenmos C ykasanHou epynnou 3abonesanuti ¢ zpynne 1,

(nN)%- % nayuenmos C ykazannoii epynnoii 3abonesanutl cpedu oemetl epynnwi 1.

bonpmass wacTte mamMeHTOB ¢ u3buparenbHbIM - aedurutom  IgA

MPEABSBISUIA KAJIOOBI, XapaKTepHbIE JJIsI aTONMWYECKUx 3adosieBanuii. B xome
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WCCJICIOBAHMS aTONMUYECKHe 3a0o0yieBaHUS ObUTM JTUArHOCTUPOBaHBI y 44/73
(60,3%) mauMeHToB TrpymIbl 1, YTO 3HAYUTEIBHO IMPEBBIIIAET MOIMYJISILIUOHHBIE
nokazarenu [29,87,89,140]. [leOroT aTomuuecKux 3a00JIeBaHMI MPUXOAUJICS Ha
Bo3pacT ot 0 1o 9 ner, cpenuuii Bo3pact Mmanudecramuu coctasuia 2,9 + 3,0 roxa.
Yaanoch ycTaHOBUTH C TIOMOIIBIO TOYHOTO F- TecTa, 4TO pacmpoCTpaHEHHOCTH
aTOMMMYECKUX 3a00JIeBaHUM B rpymme | cpeau MabuYuKOB JOCTOBEPHO BBIIIE, YEM
cpemu gaesouek (p<0,001, AUl 62,8%- 87,7%, JIAN2 24,7%- 56,3%).
CTaTUCTHUECKH 3HAYUMBIX PAa3IMYUil MO JAPYyrUM TpynmnaMm  3a0oJIeBaHUMA
YCTaHOBJIEHO HE ObLIO.

CrexTtp aronuyeckux 3a00JeBaHUN TMAIMEHTOB TPyNmbl | M WX YacTroTa

npesctaBicHbl B Tabauie 14. HamGonee pacnpoctpanenst Obumn: At/ y 31/73

peoenka (42,5%), APy 21/73 (28,8%) pedenka u BA y 20/73 pebenka (27,4%).

Ta6bmuma 14 - CHoexkTp auieproJorHYecKOd MaTOJIOTHH y TAlMEHTOB C
n3ouparenbHbIM aedunuroM IgA, n

ATonudeckue 3a001eBaHus n (n) % [Ton
AJNIeprudecKkuii pUHUAT 21 28.8 M-17; XK-4
ATOnMYEeCKUi 1epMaTUT 31 42.5 M-23; K-8
bponxuanbHas acTma 20 27.4 M-15; XK-5
[TumeBas amneprus 10 13.7 M-9: K-1
MenukaMeHTO3Has ajuieprus 5 6.8 M-4; XK-1

N- Koauwecmeo nayueHmoes CyKaf)’aHHblM ajlepeudecKum sabonesanuem 6 epynne 1,

(nN)%- % nayuenmos C dannvim annepeudeckum 3abonesanuem cpeou oemetl cpynnwl 1.

Yaanock  yCTaHOBUTH C  IOMOINBIO  TOYHOro F-  Tecra, d9TO
PacipoCTpaHEHHOCTh BCEX BHJIOB aTOMHMYECKHUX 3a00JIEBaHUM, 3a WCKIIOYCHHEM
MEIUKAMEHTO3HOW alljiepruu, OOHAPYKEHHBIX B Tpymme 1, cpeau MajJbYrKOB
ObLTa JOCTOBEPHO BhIIIE, YyeM cpean aeBouek: AP (p<0,004, U1 28,5%- 57,7%,
JIN2 4,8%- 27,3%); At/ (p<0,004, 11 42,2%- 71,5%, A2 12,8%- 41%); BA
(p<0,003, IN1 24,2%- 53%, AN2 6,7%- 30,9%); numeras amieprus (p<0,016,
JAN1 12,3%- 37,5%, A2 0,5%- 15,3%).
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B rpynne 1 komudecTBO JeTeil ¢ ayTOMMMYHHBIMU 3a00JIEBaHUSMU
cocraBmwio 13/73 (17,8%) demoBek, 4TO 3HAYUTEIHHO BHIIIC IOMYJISIIHOHHON
YacTOTHI. Cpenn HuX ObBUIM TpPEACTABICHBl NPAKTUYECKH BCE TPYIIbI
ayTOMMMYHHBIX HapyuieHuidl. Bo3zpacT aedroTa cocrasisit oT 6 mecsues 1o 11 ser,
cpeaHui Bo3pacT MaHudectauu coctaBui 3,7 + 3,3 roja.

B ducno mammeHToB ¢ u3bupaTenbHbIM AepUIMTOM |IJA BOILIM OETH CO
CJICYIOIIMMU TPYNIaMHi ayTOUMMYHHBIX 3a00JIC€BaHHIA:

e rpymnmna CUCTEMHBIX ayTOMMMYHHBIX 3a00sieBaHU I (n=2):
aHTU(GOCHOIUIHUIHBIM CHHAPOMOM -1 1 ouaroBasi ckiiepojiepmusi-1;

® TpyIa ayTOUMMYHHBIX racTpornatuii (N=3): ayTONMMYHHBII TemaTuT-3;

e rpynna ayTOMMMYHHBIX KOCTHO- MBIIICYHBIX 3a0oseBanuii  (N=3):

IOBEHWJIbHBIN UJICONATHUYECKUI apTPUT-3;

® TIpynmna ayTOMMMYHHBIX 3a00JIEBaHUI KOXKU M €€ TPOM3BOIHBIX (N=4):
nicopuas-1 u ouaroas anomnenus-3;

® TpyIIa ayTOMMMYHHBIX 3a00s1eBanuii mouek (N=1): rnomepynoneppur-1;

® TIpymnmna ayTOMMMYHHBIX TemaTojiornueckux 3abonieBanuii (n=4): UTII-3 u

A -1;

['pynnel  ayTOUMMYHHBIX 3a00JI€BaHUN SHIOKPUHHOM CHUCTEMBI Cpeau
MaIMEeHTOB ¢ n30uparenbHbIM Aeduiutom IgA obHapyXeHO HE OBLIO.

Y HEKOTOpbIX JeTel OTMEYaloCh COYETaHUE Cpa3y HECKOJIbKUX
ayTOUMMYHHBIX (DEHOMEHOB. DTO HATJISIHO WLUTIOCTPUPYET KIMHUYECKUHN MpUMep,
B KOTOPOM Yy peOeHKa B Mpolecce HaOIIOJEHUsl MOCIeI0BATEIbHO Pa3BUBAIOCH
HECKOJIbKO ayTOMMMYHHBIX 3a00JI€BaHU.

Kimnanueckoe nadmronenume Ne 1
[TarmmenT: Mmanbuuk (25.10.2000), Ha MOMEHT MMOCTAHOBKH JUarHo3a 7 JeT

Ocuognoit nuarno3: [TNJIC, uzbuparensusiii nepunur IgA

ComytcTByrommii  auarHo3:  cuuapoMm  @wumepa-Opanca  (UTII, TA);

aHTU(HOCHONUIUIHBIN CHHAPOM, ayTOUMMYHHBIN renaTuT | Tura.
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Anamue3 ku3Hu: pebeHok oT |l OepemeHHOCTH, TpOTEKaBIIEH
duznonornyecku, 2 cpouHsix poaos. [Ipu poxaenun Bec 3450 rpamm, anuHa 54
CM.

Annepronornueckuit anamuaes: At/ ManugectupoBai Ha 10M roy KHU3HU.

Anamue3 3a0oneBanus: ¢ poxzaeHuss OPBU 5-6 pa3 B roa mporekanu c
JAUXOpaakoil 0e3 OaxkTepuanbHBIX OCIOXHEHHUA. C 4X JeT MEepPeHOCHS 4YacThble
cpenHue OTUTHI 3- 4 pa3a B TOJ U THOWHBIC TalMOpPUTHI 2 pa3a B roa. B 4 roma
nociie OPBU BniepBbie BOZHUKIN MpO(dy3HbIE HOCOBBIE KPOBOTEUEHUSI, KUIIEYHOE
KPOBOTEUYEHHE, OOWJIbHBIA KOXHBIA TIe€MOPpParMuyecKuil CHHAPOM B BHUJE
METEXUAIbHON CHIIIA U MHOKECTBEHHBIX SKXHUMO30B, FEMOPPATHUECKUX AJIIEMEHTOB
Ha CIM3HCTON pOoTOBOH mosiocTH. B oOmiem anamuse kpoBu (OAK) ormeueHo
camwkenne tpomoOommtoB (PLT) o 2 teic/mkn. Tepamus BBUIT 0,8 r/kr 06e3
abdexra (PLT 28 ThIC/MKIT W TeMoppardyeckuii CHHApPOM 0€3 JUHAMUKH).
Tepamus rmokokopTukocteponnamu (I'KC) (mpearusomnion B/B 2 Mr/kr + per 0s 2
mr/kr) + BBUI 0,5 r/kr 6e3 a¢dexra. [TonoxutenbHpiii 3¢ ekt ObUT MOIyYeH Ha
done BBUI' Ne3 1r/kr, C3II Ne 6, mepenvBaHHEM 3pUTPOLMTAPHON MACCHI.
["'emopparuueckuii cuapom Kynuposas, PLT 155 Teic/mMK.

B 6 ner y pebGenka 0e3 SIBHOTO IPOBOIMPYIOIIETO (haKTOpa IOSBHIIOCH
KENTYUTHOE OKpAIllMBAHHE KOXXHBIX IOKPOBOB M CIM3UCTBIX, TEMHas MOYa.
[NocnutanuzupoBan ¢ guarHozom ['A. Tlpu oOcnenoBanuu oOHapyx)eHa
remaromeranaus +3,0 cM, CHIDKEHHE KOHIIEHTpamnuu remorioouna (Hb) mo 73 r/x,
noBelieHue Hempsimoro Omwumpyomna (ID-BIL) 57,6 r/n. Konnenrpamms IgA
<0,05 r/m, Anticardiolipin 1gG 72,1 (wopma 0-23), antu-dsDNA (AT «
neyxcrnupansHoit JIHK) 27 (mopma 0-2), mpoda KymOca monoxutenbHas (mpsimas
u Henpsimas). Ha ¢one tepanum BBUI' B kypcoBoii moze 30 r/kr orMmeueHa
[IOJIOKUTENbHAs JuHamMuka B Buae nosbimeHus Hb, camwxenus [ID-BIL,
COKpAILIEHUsI pa3MEPOB MEUYEHHU.

B 7 ner pebeHok BriepBbie ObLT HANPaBJIEH K ajIeprojiory- MMMYHOJIOTY Ha
oOcnenoBanue, mpu KoTopoM oOHapyxkeHo IgA <0,05 r/n, ymMepeHHOe CHUKEHUE

komuuectBa CD4+ u CD8+ mumdorutoB (abc), OTHOKPATHO BBHISBICHO
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MOBBINICHUE KOJIMYecTBa ABOMHBIX HeraTuBHbIX CD3+ CD4- CD8- no 22% (HopMma
10 2%), ANA (AT k sgepasim Al') 1,64 (Hopma o 1,0). YcraHoBieH nuarHos
[MNAC, uzbuparensubiii nepunut IgA, BEICOKUN PUCK pelUanBa ayTOUMMYHHBIX
3a00J1eBaHUI KPOBH, B CBSI3U C YEM OCYLIECTBIISUIOCH MMOCTOSIHHOE TMHAMHUYECKOE
HaOJNIOZICHUE C 1ENbI0 HMCKIIOYUTh ayTOMMMYHHBIN JM@omnponudepaTuBHbINA
cunapoM (AJITIC), a taxxe popmupoBanue OBUH.

B 8 ner mocne mepenecennoro OPBU pebGeHok rocnuTaiv3upoBaH C
TpomOonuTonieHndeckum  kpuzom (PLT 1-2  ThIC/MKII) ¥ BBIpaKEHHBIM
reMopparudeckuM cunapomoM. Tepanus BBUIT B kypcoBoit mo3e 30 r/kr (u3
pacueta 1 r/kr) 6e3 addekra. Tepanus ['KC (npenruszonon per 0S 2 mr/kr) +
BBUI' B kypcoBoit no3e 30r/kr c¢ sddexrom. ['emopparuueckuii cuHIpPOM
kynupoBat, PLT 400 Teic/mMKJ1.

B 9 ner y pebeHka BO3HUKAIOT PELUAMBHUPYIOMIME SMU30Abl JUXOPAIKU
HESICHOTO T€He3a, MEPUOInYECKHUe 00U B )KUBOTE, HE CBA3AHHBIE C MOIPELIHOCTHIO
B nuere. Ilpm oOcnegoBaHMM OOHApyKEHO BBIPAXKEHHOE IOBBIIICHUE YPOBHS
TpancamuHas, TuTpoB ANA, croiikas runeprammariooyinHemusi. PeOeHky
BBICTABJIEH JIMArHO3 ayTOMMMYHHBbIM renatur. Tepanus ['KC u azatmanpuHOM.
buoncus nedyeHn He MPOBOAMIIACH B CBA3M C HAJIIMYMEM OJHO3HAYHOTO JIMArHo3a.
O@deKT OoT MMMYHOCYNPECCUBHOM TEpanmuu XOPOUIUi, YpOBEHb TpaHCaMUHAa3
MPaKTUYECKA HOPMAJIM30BAJICS, U BCE OCTAJIbHbIE KIMHUYECKUE U OMOXHUMHUYECKUE
MOKa3aTeNId 3HAUUTEIBHO YIYUIIHINCh.

CemeiiHblli aHAMHE3. ayTOMMMYHHBIX 3a00JI€BaHUN y POJCTBEHHUKOB HET.
[TpoBeneHo wuccienoBaHME HWMMYHHOTO cCTaryca OMMKaWIIMX pPOJCTBEHHUKOB.
Martsp, 34 roga — Hopma. Oter, 35 net — noseimenne IgE no 2477 r/n (Hopma a0
130 r/;), ocTanbHbIe MOKa3aTenu B mpeaenax Hopmbl. bpart, 10 et — noBsiiieHue
IgE o 178 r/n (Hopma o 120 r/71), ocTanbHBIC TOKA3ATENN B MPEETax HOPMBI.

Oc00EeHHOCTRIO JTAHHOTO KJIMHUYECKOT'O HaOII0IEHUS SIBIISIETCS
nocJyieI0BaTeIbHOEe (POPMUPOBAHHUE IIEJIOTO pPsiia ayTOUMMYHHBIX (PEHOMEHOB Yy
pebenka ¢ u3buparenbHbIM AeduiutToMm IgA, ¢ MOBTOPHBIMH TOCIUTATU3ALUSIMH,

COIPOBOXKIAIOIIIMMHUCS MAacCUBHOM Tepamnuen, IOCTENEHHOE YXYILICHUE
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COCTOSIHUS M CHIDKCHHME KadecTBa >ku3Hu. OOparraer Ha ce0si BHUMaHHUE TO3THSISA
noctaHoBka auarHo3a ITMJIC, xots ero anamue3 no3Bossun 3anono3putsh [TMJIC
3HAYUTEIIHHO PaHBIIIC.

Cnenyroiieid  rpymnmoi  3a0o0JieBaHUN, YacTOTa KOTOPBIX OKa3ajlach
JIOCTATOYHO BBICOKOH CpeJld MaIlMeHTOB C M30uparelbHbIM Aehunutom IgA, ObuH
3aboneBanus KKT. Oun Obutn auarHoctupoBanbl 'y 20/73 (27,4%) manueHTOB
rpymmsl 1 (Maneunku- 11, geBouku- 9). [lanueHTOB ¢ Nenmakueil B UX 4ucie He
Obut0. Yamie Bcero y malMeHTOB ¢ u30uparenbHbIM AehunutoMm IgA Obln
JTUArHOCTUPOBAHBI XPOHUYECKUH TaCTPOIYOJACHUT U XPOHHYECCKUN SHTEPOKOJUT
COOTBETCTBEHHO. JlaHHBIE 00 UX YacTOTE y MAllMEHTOB IPyNIbl 1 MpecTaBiICHBI B
tabauie 15. Bo3pact MaHumdectanyy KIMHHUYECKUX MPOSBICHUN HAaXOOWICS B

JUarnasoHe OT 4 MeCAIeB 10 8 JeT, cpeaHuil Bo3pacT coctaBmi 2,4 £ 2,3 rona.

Tabmuma 15 - Pacnpoctpanennbie 3aboneBanuss KKT y mnanueHToB C
n30upatenbHbIM gedunuroM IgA, n

3aboieBanne n (n) % TIOJT
AdTO3HBIN CTOMATUT 3 4,1 M-2; )K-1
XPpOHUYECKUH TaCTPOYOICHUT 7 9,6 M-5; XK-2
XPpOHUYECKUN SHTEPOKOIUT 8 11,0 M-5: K-3

N- Konuyecmeo nayuenmos C ykazaunvimu 3aoonesanuimu KKT 6 epynne 1;

(n)%- % nayuenmos C ykasannvimu 3abonesanusmu XKT cpeou nayuenmos epynnot 1.

Onun peOeHOK B TEUYEHHE HECKOJBKHX JIET HaXOAWICS B TI0JI€ 3PCHHUS
raCTPOIHTEPOJIOTOB ¢ CUHIPOMOM MajibaOCOPOIMHU, CTOMKUMH BOCTIATUTEIbHBIMU
m3menenusimu JKKT. B mocneactBue y Hero Obula AMArHOCTHpoOBaHa 00JI€3Hb
VYunmna. JlaHHBINA Clydail TPOUJUTIOCTPUPOBAH HIDKE KIMHUYECKUM HaOII0ICHUEM
W ONyOJMKOBaH B U3JaHUHU, PEKOMEHJOBAaHHOM Bpiciieli ATTecTaluoOHHON
Komuccueit npu Munob6puayku Poccum PO 1 myOnaukamuii  OCHOBHBIX

pe3y/IbTaTOB JUCCEPTALIMOHHBIX UCCIEIOBAHUM.
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Kimmuanueckoe nadmronenme Ne2

[TanmenT: Mmanpuuk (08.01.2001), Ha MOMEHT TOCTAaHOBKM AuarHo3a 4 roja
Kimuanaeckuit nuarnos: [MUJ1C, nzbuparensubiit aedunut IgA
ComyTCcTByIOIME  AWArHO3BI:  OOJIE3HH  YWIIJIA, BTOPWYHAS  JIAKTa3HAS
HEJI0OCTaTOYHOCTb, TOBEPXHOCTHBIN (PYyHIaIbHBIN racTPUT.

AHnamue3 xu3HU: Maiibudk OT |1l 6epemennoctu (I -mMequuuHCKuUii aOOPT MO
xenanuto, |l — mMegumuHCKMA abOpPT MO TOKa3aHWsIM) TpOTeKaBileil Ha (oHe
aHEMUHU, MHOTOBOMS, 1 CPOYHBIX POJOB CO CTUMYJISIIIUEH POJIOBOM €SI TEILHOCTH.
Bec nmpu poxaenun 3600 rpamm, nmmHa 53 cMm. C poKOeHHsT HaXOAWICS Ha
CMEIIaHHOM BCKapMJIMBaHUU, TprbaBKa Beca 3a 1b1it Mecsi coctaBuiia 300 rpaMm.
[Ipn mnepexone Ha HMCKYCCTBEHHOE BCKApMIIMBAHUE HHU3KOJAKTO3HOM CMECHIO
npubaBka 3a 20M mecsi coctaBuia 1,5 kr. JlanpHeluii HeOHATAIbHBIA MEPHUOT
0€3 0COOEHHOCTEH.

Aneprojiornyeckrii anaMHe3: B 9 MecdleB aHa(UIIaKTHYeCKash peakiius,
TPUITEP HE YCTAHOBJICH (rocnuTanu3aius), B 1 roj octpas KparnuBHUIIA.

Anamue3 3a0oneBaHusi: ¢ 1 roma crtyn 7-8 pa3 B JIeHb CKYJIHBIH,
NEePUOMYECKH OOWJIBHBIM, BCeraa 3JIOBOHHBIM C  3€JI€HOBATOM  CIIM3BIO.
B3auMocBs31M ¢ MUIIEBBIMU MIPOJIYKTaMHU HE OTMeuajaoch. B 2 roma B pesynbTaTe
MJJAHOBOM TOCMUTAIMU3AUUM OBbUT YCTAaHOBJIEH JMArHO3 LeJIMaKus, JaKTa3zHas
HEJIOCTATOYHOCTh (OMOTICHS CIU3UCTOM OOOJIOUKM KMIIIEUHHKA HE MPOBOJUIIACS).
ArnuanuHoOBas AUeTa B TeUSeHHE 5 MecsieB 6e3 addekTa (CTys1 ocTaBaICs KUIKAM
¥ 3JIOBOHHBIM, B Bece He mpuOaBisi). B 3 roma mpoxoaua cTalMoOHApHOE
oOcnenoBaHue, OBLT BBIUCAH C JUArHO30M: LETUAKWs, aTUNU4Has Qopma,
XPOHUYECKUMA TaCTPOAYOJCHUT. B MMMYHHOM cTaTyce BIIEpBbIE ObUIO BBISIBJICHO
IgA<0,05 r/m B CBIBOPOTKE KpPOBH. DTO MO3BOJUJIO 3al0JI03pUTh BEPOSITHBIN
IMMJIC, onHako BO3pacT MeHee 4 JIET HE MO3BOJISI BHICTABUTH OKOHYATEJIbHBIMN
nuarHo3. Ilocrme OTMEHBI aryiMaMHOBOM JHMEThl OTMEUajach IOJOXKHUTEIbHAs
JMHAMHKa MpuOaBOK Beca, OJHAKO CTYJ ocTaBajcsi HeycTohuuBbiM. CrycTs 3
MecsIIa, MOCe IHIAOCKOIMUYECKOT0 MOP(HOIOTHIECKOTO UCCIEAOBAHHS OMONTATOB

CIU3UCTON 12-mepCTHOM M TONIEH KHIIKKA OBbLUT BBICTABJICH JIMAarHo3 — OOJIe3Hb
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VYunmna. Haznauena antuOaktepuanbHas Tepanus — KO-TPUMaKCO30JI0M, Ha (oHe
KOTOpOM OTMeuanach cToukas (Ho0 7 MecCsIleB) HOpMalU3alus KOJIUTHYECKOTO
cuHapoma. B 4 roma mnpu MOBTOPHOM HMMYHOJIOTMYECKOM HCCIEIOBAHUU
noBTOpHO OoOHapyxkeHo IgA <0,05 r/m, ocTaibHBIC MOKA3aTEed TYMOPAIBHOTO U
KJIETOYHOTO MMMYHHUTETa ObUIM B Mpejesiax HOpMbl. PeOeHKy ObUT yCTaHOBIIEH
muarfo3: [IMJIC, w3buparensubiii nedumur IgA. B 4 rtoma B0300HOBHINCH
AMHU30/IbI PA3KMKEHHOTO CTya, 3PPEKT OT KO-TPUMAKCO30J1a OTCYTCTBOBaJI. bbuia
MIPOBE/ICHa CMEHAa aHTHOAKTEepUaNIbHOW Tepanuu, Ha (oHEe MpueMa TeTpaluKiInHa
CTYJ TOJIHOCThI0 HOpMasn3oBaics. [lomyuan tepanuun BBUI u3 pacuera 0,3 r/kr
pa3 B 3 Mmecsna no UHPEKIMOHHBIM MoKazaHusM (repeHocust 6onee 10 OPBU B
roJl, OCJOXHSIBLUIMECS] OTUTAaMH, THOMHBIMU PUHHUTAMH, TpaxeoOponxutamu). Ha
(dboHE MPOBOAMMON [JIMTENBHOM aHTUOAKTEpUANbHOW Tepanuu, Tepanuu BBUI
OTMEYEHa TMOJOXKUTENIbHAs JUHAMHUKa IO 3a00JIEBaHUIO, CHU)KEHHE YacTOThl U
TSYKECTU MH(PEKIMOHHBIX ANU3040B. AHA(UIAKTUYECKUX PEAKLIUi HE OTMEYANOCh.
B pmampHeMmeMm, 1O  pe3yibTaTaM  KOHTPOJBHOTO  JHJIOCKOIIMYECKOTO
oOcetoBaHus, OblJT YCTAHOBJIEH AMArHO3: 00JIE3Hb Y UIIIJIA, PEMHUCCHSL.

CemeiiHblli aHAMHE3. ayTOMMMYHHBIX 3a00J€BaHUN Yy POJCTBEHHUKOB HET.
[TpoBoaMsIOCH MCCIIEOBAaHHE MMMYHHOTO CTaTyca OMMKalIINX pOJICTBEHHUKOB.
Martb, 34 roma — mnokaszaTeaud TyMOPAJIBHOTO M KJIETOYHOIO HMMYHHUTETA B
npenaenax HopMmbl. OTel ¢ ceMbel He TPOKUBAET, JAHHBIX HET.

OCOOEHHOCTBIO JTaHHOTO KIMHUYECKOTO IpHUMepa SBJSETCS COYETaHHE Y
pebeHKa JBYX OTHOCUTENBHO PEIKUX COCTOSHMHA. Y JTAaHHOTO MAalMEHTa AUAarHo3
O6one3nn Ywumnrmia ObUT BBICTaBIEH CIYyCTd OoJjiee 4eM 2 roja OT BO3HUKHOBEHUS
KJIIMHAYECKUX CUMIITOMOB. BO03MOXHBIE NPUYMHBI 3TOTO OIUCAaHbl B TJIaBE

«OOCyKIeHHUE MOITYYEHHBIX PE3YJIBTATOBY.

4.2 Oco0eHHOCTH KJIMHUYECKUX NMPOSIBJIEHUI Y NALMEHTOB ¢ M30UPaTeJbHbIM
nepumuTom IgA ¢ pa3InYHbIMU JA00PATOPHBIMH XaPAKTEPUCTHKAMU
Karamuectuueckoe HaOdofeHHMe Ha 2 3Tane 3a NalMeHTaMHd ¢

n3ouparenbHbiM epuuuroM IgA, moMuMo omuMcaHus KIMHUYECKOW KapTHUHBI,
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BKJIIOYAJIO B ce0sl U JUHAMHUYECKOE J1abopaTopHOE 00CIeI0BaHUE HE peXe pa3a B
ros. OHO MO3BOJIMJIO B COCTaBE TPYMIBI | BBIAEIUTH 2 TIOATPYIIIHI B 3aBUCUMOCTH
OT JIAOOPAaTOPHBIX XapakTepucTuk (moArpymnmna A u noarpymnmna B):

[Moarpynmna A Bxmtouniia B cedst 57 naruentoB ¢ IgA <0,05 r/a B ceiBOpoTKE
KpOBH (MajgpbyuKu- 32, IEBOUKHU- 25, CPEIHHI BO3pAcT Ha MOMEHT IOCTaHOBKHU
JUartosa cocrapisii 7,6 + 3,3 rozga);

[Moarpynna B Bkimioumia B cebst 16 mamuenTos, y kotopbix IgA <0,05 r/n
COUETaJOCh CO CTOMKUM TMOBBIIIEHUEM KOHIEHTpanuu |gG B MNOBTOPHBIX
UMMyHOTpaMMax (MaJbuuKH- 8, JCBOYKH- 8, CpPEeIHHWA BO3pAacT HAa MOMEHT
IIOCTAHOBKHU JHarto3a cocrasysut 5,4 + 1,6 ner).

boln mpoBeseH CpaBHUTENBHBIM aHANIM3 ATUX MOATPYII IO OCHOBHBIM
KIIMHAYECKUM W JIA0OpAaTOPHBIM KAaTETOPHUSIM C TIOMOIIBI0 TOYHOTO F-Tecta m
HermapamMeTpuuecKkoro kpurepus Buiikokcona.

Bo3pact nebrora KIMHUYECKHUX TPOSBIICHWA JOCTOBEPHO HE OTIWYAICS U
coCTaBJisl1 B cpeaneM 1,8 et mpu pazdopoce 0-7 net B nmoarpymme A u 0-5 net B
noarpymme B (p=0,823). B nonoBoii xapakTepucTrke noarpynin A u B 3HaYUMBIX
oTanunid monydeHo He Obuto (P=0,778). CTaTUCTHUECKH 3HAYMMBIX OTJIUYHN B
JacTOTE  €XETOoJHBIX HMH(PEKIUOHHBIX Amm30oA0B  (p=0,879), KomuyecTBe
atonmyeckux cocrosiuuit (p=0,154) u 3aboneanuit XXKT (p=0,119) nonyueno He
ObL10. JlaHHBIC IpeACTaBICHBI B Ta0uIe 16.

HoctoBepHoe paznmuuue noarpynn A u B Obulo OOHapy’>KEHO JHIIb B
CIEKTpE ayTOMMMYHHOW TIATOJIOTMH. AYTOMMMYHHBIC 3a00jeBaHUS OBLIH
BbIsIBIICHBI 6/57 B moarpymme A u 7/16 B moarpynmne B (p=0,005), 4ro orpakeHo B

Tabnwuie 16 u BU3yanu3upoBaHO HA PUCYHKE 4.
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Tabnuua 16 - CpaBHUTENbHAS XapaKTEPUCTUKA MAIlMEHTOB oarpymnn A u B
10 KJIMHUYECKUM KaTErOpUSIM

[Tepemennas Knuandeckue | moarpymma | TOArpymma p-value

KaTeropuu A B

[Ton KEH 25 8 0,778
MYXK 32 8

Konnuectso OPBU <6 24 7 0,879
B TOJT 6-8 8 4
10-12 15 5

AyTOMMMYHHBIE na 6 7 0,005
3a00JIeBaHuUs HET 51 9

3aboseBanus na 13 7 0,119
KKT HET 44 9

Artonunueckue na 37 7 0,154
3a00JieBaHuUs HET 20 9

60~

40~

- 1gG B HOpMme
- 1gG noBblwen

20~

0--

Oa Her
AyTOMMMYHHbIe 3abonesaHns

KonwyecTBo nauneHToB
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Pucynok 4 - I'mctorpamma: KOJMYECTBO NAIMEHTOB C AyTOMMMYHHBIMU
3a0o0sieBaHUsIMU B oArpynnax A u B

CTaTUCTHYECKH  3HAYMMBIX  pa3lU4YMid B  CHEKTPE  aJICPTUYCCKUX
3a00JIeBaHU# Y TAIMEHTOB ¢ M3buparenbHbIM Aedurutom IgA B moarpynmnax A u

B ycranoBieno He Obuto. /lanHble npencTaBieHsl B Tadauie 17.

Tabnuua 17 - CpaBHUTENbHASA XapaKTEPUCTUKA CIIEKTPA aTOMTMYECKUX
3a00JIeBaHUM y MalMeHToB noArpynn A u B

ATonnueckoe Kareropus | rpynna A | rpynna B p-value

3aboJieBaHuE

AJEepru4ecKuii pUHUAT Ja 18 3 0.372
Her 39 13

ATomnHMueckuil JepMaTUT Ha 25 6 0.778
Her 32 10

bponxuanbHas actma Ha 17 3 0.531
Her 40 13

[TuieBas amieprus Ha 7 3 0.681
Her 50 13

MenukameHTO3Has Ja 2 3 0.067

AJLICpTHA Her 55 13

[Ipu mpoBeneHNN CPABHUTEIHHOTO aHaIHM3a CyONMOMYJISIIMOHHOTO COCTaBa
T- u B- numdomnurtoB B moarpynnax A u B meTomom HemapameTpuyeckoro
KpuTepusi BUIKOKCOHAa CTAaTUCTUYECKH 3HAYMMBIX Pa3IMUMid B KOHIICHTpAIlUU
OTHOCUTEJBHBIX U abcomroTHbiXx Benmunn CD3+, CD8+, CD19 +, CD16/56+
oOHapy>keHO He Obl0. JlaHHbIC TpencTaBieHbl B Tabnuie 18 u Bu3yanu3upoBaHbl

Ha PHUCYHKE O.



Tabnuua 18 - CpaBHHUTENbHBIN aHAIU3 CyONMOMYJSIMOHHOTO cocTaBa T-u

B- numdonuToB y nanuenToB noarpymn A u B

Knetku rpynma A rpynma B p-value
cpeaHee Min-max cpeaHee Min-max
CD3, % 67.6 44-84 66.9 44-79 0.862
CD3, ab¢ 2075 61-3580 2025 634-4030 0.672
CD4, % 36.5 18-52 345 22-48 0.378
CD4, a6c 1137 440-2382 1074.9 260-2448 0.699
CD8, % 25.9 13-41 24.8 18-32 0.704
CDg, ab¢ 815.7 155-1690 787.6 259-1661 0.665
CD19, % 17.7 8.5-41 14.8 8-21 0.126
CD19, abc 568 204-1327 452.4 90-836 0.243
CD16/56, % 10.6 3-32 12.6 5-33 0.384
CD16/56, abc 341.8 58-1384 337.2 79-529 0.292
3 R oo £ G

0.2

0.0

0.2 04

PC1 (51.45%)

0.2~

»C'Z OIO 0'2
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Pucynok 5 - Meton rnaBubeix kommoneHt (Principal Component Analysis):

cyonomynsauuoHHbIN coctaB T- u B- mumdonnToB y nmanueHToB B moArpynmnax A u
B
Metoa TIVIaBHBIX KOMIIOHEHT €II€ pa3 WUIKOCTPUPYET, YTO pas3jIiMuus B

napameTpax CyOImomyJISIMOHHOTO cocTaBa T- u B- muMQonHUTOB CTaTUCTHYECKA

HC 3HAaYMUMBEI.

4.3 CpaBHUTe/IbHASI XapaKTEPUCTHKA JIA0OPATOPHBIX MOKa3aTesei
NAIMEHTOB ¢ N30upaTeJbHbIM AepuuuToM IJA ¢ pa3Hoii cTeneHbIo
BbIpaskeHHOCTH npusHakos ITNJIC

N3ydyeHne n aHanu3 KIMHUYECKUX MPOSBICHUN M30MpATENbHOTO ACPUIMTA
IgA y mnaumenTtoB rpynmbsl 1 1M03BONMMIM HaM pa3leiauTh UX Ha 2 MOATPYIIIBI
dMAC 1 u IMUAC 2) B  3aBUCUMOCTM OT HaJIWYUS B HMX AaHaAMHE3e
HacTopaxkuparommx npusHakos IIMJIC cornacHo «®enepanbHbIM KIMHUYECKUM
pEKOMEHJauusIM 1O JUAarHOCTUKE W JICYEHUI0 OOJBHBIX MEPBUYHBIMU
UMMYHOJEe(QUIIMTAMU C HapylIeHHEeM TryMmopaibHoro 3BeHa» 2014 rona,
IIPUBEIACHHBIMU B I1aBe «MaTepHuaiibl U METObI HCCIEIOBAHUN.

B rpynmy IIMJIC 1 Bonum 55 nmereld, y KOTOPBIX MMENHWCH T€ WM WHbBIE
Hactopakuparomue npusHakd MJC (mampuuku — 29, meBouku -26, cpemaHmii
BO3pacT 6,6 £ 2,9 ner);

B rpynny IIMJC 2 Bomum 18 neteit ¢ oTATOmIeHHBIM WHGEKIIMOHHBIM
aHaMHe30M (MajabuMKH -11, meBouku-7, cpeaHuii Bo3pact 7,2 + 3,5 ner), oagHako
HE MMEIOIIME Ha MOMEHT oOpalieHusi 00beKTUBHBIX npusHakoB WUJIC, coriacHo
KpUTEpHUSM, YyKa3aHHBIM B  KIMHUYECKHX peKkoMeHaanusax. Hanpuwmep,
HAIpPaBIISIONIMM JMArHO30M YYacTKOBOTIO TMeAuarpa ObUIM PEelUAMBHPYIOIIHNE
nHeBMOHUU. OJHAKO, MpHU AETAIBHOM HM3yYE€HUHM aHaMHe3a ObLIO YCTaHOBJIEHO,
YTO peOCHOK MepeHec MTHEBMOHMIO B Bo3pacTe 1 roja, a 3aTeM B Bo3pacte S JeT, a
HE B TEYEHHUE OJJHOTO T'0J[a, COIIACHO KIIMHUYECKUM PEKOMEHIAllUSM.

Bo3pact nebrora KIMHUYECKUX MPOSBICHUNA TOCTOBEPHO HE OTIMYANICA U

coctaBmi B cpeanem 1,7 B moarpynmne [MUJC 1 npu pa3zbpoce 0-7 ner u 1,9 B
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noarpymme [TNU/IC 2 mpu pa3dpoce 0-5 ner (p=0,628). B mosoBoii xapakTepucTuke
noarpymnm [TU/IC 1 u ITUJC 2 3HauumbIx oTiau4anii momydeHo He obuto (p=0,54).
B noarpynnax ITUJAC 1 u IIUJAC 2 6611 npoBefieH CPaBHUTENbHBIN aHAN3
CyOmonyasamuoHHOTO cocTtaBa T- u B- mumdonutos, a Takke koHuentpaiuu 1gG,
KOTOpPBI y YacTH MAlMEHTOB BBIXOJWJI 3a Mpeeibl peepeHCHbIX 3HAYEHUH.
CpaBHeHHE BeNIWYMH OBUIO TMPOBEACHO C MPUMEHEHHEM HemapaMeTpUYECKOTo

kputepus Bunkokcona. /lanapie mpuBeneHs! B Tadbnuie 19.

Tabnuma 19 - CpaBHuTenbHas XapakTEepHUCTHKA TOKa3aTeled MMMYHHOTO
craryca nanueHToB B noarpynmnax [IMJC 1 u ITUJC 2

Kareropus I[MNAC 1 IMMAC 2 p-value
cpemHee Min-max cpenHee Min-max

CD3, % 68.3 44-84 64.7 44-80 0.191
CD3, abc¢ 2048 179-4030 2114 61-3480 0.613
CD4, % 36.5 18-52 34.9 22-44.5 0.493
CD4, abc¢ 1113 260-2448 1156.6 317-2011 0.853
CD8, % 25.9 13-41 25.1 16-37 0.863
CD8, ab6¢ 792 155-1661 863.1 259-1690 0.548
CD19, % 16 8-31 20.3 10-41 0.036
CD19, abc 501.2 90-1164 669.4 144-132 0.056
CD16/56, % 10.8 3-32 11.7 3-33 0.99
CD16/56, abc 326.7 58-1207 383.7 120-1384 0.754
IgG 14,4 6,8-22,2 12.4 8.2-19.2 0.04

B pesynbrare Obuio ycranoBieHo, yto B noarpymme [IMJC 1 cpeanee
OTHOCUTENbHOE KonmdecTBO B- mumdornuroB (CD19+) Obut0 gocTOBEpHO HMKE,
yem y narertoB noarpymnmsl [TUJIC 2 (p=0,036). Oxnako adbcomoTHOE Yucio B-
aumponuroB (CD19+) B Tex ke rpymmax JOCTOBEPHO HE OTIMYAIOCH MEKITY
coboii (p=0,056). [lanHble mpeacTaBicHbl B Tabuuie 19 ¥ BU3yaau3npoBaHbI Ha

pUCyHKE 6.
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Taxxe Obut0 ycTaHoBieHO, uTto y jaered B mnoarpynne I[IMJIC 1
koHneHtpanus 1gG B cpaBuenuu ¢ noarpynmnoi [TMJIC 2 Obiia JOCTOBEPHO BHIIIIE
(p=0,04). 1annbic npuBeacHbI B Tabuuie 19 u BU3yaan3upoBaHbl Ha pUCYHKaAX 6 1

7.
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Pucynox 6 - Konnenrpanus otHocutensHoro koiandectsa CD19+ u IgG y
neteit ¢ uzdouparenbubiM aedpunutom IgA B moarpynmnax [TUJC 1 u ITUAC 2
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Pucynox 7 - Meton rimaBubix kommoneHT (Principal Component Analysis):
KonnenTparus otHocutensHoro koymuectsa CD19+ u IgG y neretii ¢
u3oupatenbHbiM Jedunurom IgA B noarpynnax I[TMJC 1 u [TUC 2

MeTo/ TTTaBHBIX KOMIIOHEHT IEMOHCTPUPYET, UTO KJIETOUHbIE (DAKTOPHI B
naToreHe3e He 3a/1eCTBOBAHBI, 3TO MOITBEPKIAETCS MPOTUBOIIOIOKHBIM
HarpaBieHueM Bektopa |gG. Oto kocBeHHO noaTBepxkaaeTcs cHmkenrnem CD 19+

u nioBeiienreM 1gG B moarpynme [THUJIC 1, Takum 0O6pazom riaBHas poib B

[IaTOreHe3€e NPUHAMICKUT TYMOPAIBHOMY HMMYHHOMY OTBETY.
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I'TIABA 5. CEMEHHBIE ®OPMbI U3EUPATEJBHOI'O
JAEDPULIUTA IgA

Ha 3 srtame uccnenoBaHus UCCIENOBANICS UMMYHHBIM CTaTyc M coOupaics
NoAPOOHBINA CEeMEWHBI aHAMHE3 C POACTBEHHUKAMH IMEPBOM JIMHUM MAIMEHTOB C
n3oupaTensHbIM gedumuroM IgA B cocrae rpymmbl 2 (N=46). beuto o6ciienoBano
20 cemeii. B ux uncne Obuin 38 B3poCibiX U 8 CHOCOB, BO3pAcT KOTOPBIX HE TOCTHUT
18 nmer Ha MoMeHT uccienoBanusi. B coctaB rpymnmbel 2 Bonum 20 EHIIMH B
BO3pacte or 22 no 46 ner, cpeIHUuN BO3pacCT HAa MOMEHT MCCIIEIOBAaHUS COCTABUII
329 + 7,3 ner; 17 myxuuH B Bo3pacte oT 19 nmo 48 ner, cpeanuit Bo3pact
coctraBui 34,4 + 7,9 ner; 8 cubcoB B Bo3pacte oT 4 10 12 net, cpeaHuit BO3pact
7,4 £ 2,9 ner. B uncme cubcoB Obu10 3 Mampumka U 5 geBodek. HukTo m3 HUX
paHee y uMMyHozora oocienoBan He Obul. Ilpu cObope anamuesa oOpaiano Ha
ceOs1 BHMMAaHHE HaJIM4he B 3X CEMbAX CMepTed OJIM3KUX PpPOACTBEHHUKOB B
MOJIOJIOM BO3pacTe OT HMH(EKIHOHHBIX 3a00JEBaHUW, HANPUMEP, Y OJHOIO M3
MAIlMEHTOB cTapiias cectpa ymepia B Bo3pacTe 21 roma oT HHGPEKIIMOHHOTO
kapauta. OQHAKoO, HU OJUH U3 JeTell He ObUI OTIpaBJIE€H Ha MMMYHOJOTHYECKOE
oOcieIoBaHUEB CBSI3U C OTUM (PakTOM, MX oOOpaileHue ObUIO CBSI3aHO C UX
COOCTBEHHBIM HMH(EKIMOHHBIM CTATyCOM, YTO OTCPOYMIIO MOCTAHOBKY JIMAarHo3a
[MNIC.

B 3x cempsax wusbuparenbHbii gedunura IgA Obul  OOHapykeH y
POJICTBEHHHKOB NEpBOM JInHUU. Bo Bcex cimyyasx oH ObLI OOHapy>KeH y maTepei
MAIMEHTOB MYXCKOro moJjia. Hamu ObUTO yCTaHOBIIEHO, YTO Y BCEX KEHIIUH C
nuarHoctupoBaHHbIM [TNJIC Obutn moka3aHus NJis HaNpaBiEHUsSI K aJjuIeproJiory-
MMMYHOJIOTY, OJHAKO oOcJel1oBaHbl OHM He ObuiM. JIBe U3 HUX HMeNu
OTSTOIICHHBIA MH(PEKITMOHHBIN anamHe3. OqHa nepeHocuia yacteie OPBU 6-8 pa3
B roa, uHpexkuun MBC 2-3 pa3a B rox (HECKOJIbKO pa3 C TOCIHTAIM3AIMCH),
nepeHecsia MHeBMOHMIO. BTopas vmena B aHamMHe3€ PEUUAMBUPYIOIIME OTHUTHI,
ObLIa TIPOOTIEPUPOBAHA TI0 TIOBOIY XPOHUYECKOTO TOH3WJUINTA BBUIY OTCYTCTBHS

addexkra OT MPOBOAMMOTO KOHCEPBATHUBHOIO JieUeHHUs. Y TpETeW >KCHIIHUHBI
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WH(DEKITMOHHBI aHaMHE3 OBbLI CIIOKOCH, OJTHAKO OHAa CTpajaja ayTOMMMYHHBIM
3a0oneBaHEeM (ayTOMMMYHHBIM TupeouautT). OAUMH H3 CEMEUHBIX ClIy4acB
MPOWJUTIOCTPUPOBAH Jajiee KJIMHUYECKUM HaOJII0/ICHUEM.
Knuanueckoe HabmroaeHue Ne3
[TamenT: Mmanmbuuk (10.05.1999), Ha MOMEHT MMOCTAaHOBKHU JUar€o3a § jeT

Ocnosnoit auarno3s: [TMJIC uzbupatensusiii nedpunut IgA, cemeiinas hopma.

ConyrcrByromuii auar1o3: bA cpeanelt crenenu tsoxectu. [lepcuctupyrommii AP.

[TommnHo3. AT/l, KTMHAYECKAs PEMUCCHSL.

AHaMHe3 KU3HHM: Malb4UK OT 4-0ii OEepeMEHHOCTH, HPOTEKABIIEH
dbusmnonoruyecku, 2 cpouHbix posoB. Bec npu poxaenuu 3000 rpamm, mivHa 49

CM.

Annepronmoruueckuii anamue3: AT/l wmaHudectupoBan ¢ 4 MecsIieB,
KInHU4Yeckass pemuccuss ¢ 1 roma. C 5 ner BO3HUKIM mnOposiBIeHUs AP
(ceHcHOMIM3AINS K OBITOBBIM, MBLIBIICBBIM, SITHICPMAIBLHBIM aJlIepreHam)

AHamMHe3 3a00JIeBaHUs: C 6 JIET IEPEHOCUT OOCTPYKTUBHBIE OPOHXUTHI 710 10
pa3 B roJl, B Tepalluyd NPUMEHSIIUCH NPENapaThl ¢ OPOHXOJUTUYECKUM ACHCTBUEM
u unransiuonsusie ['KC. B 8 net rocnutain3upoBaH 1o MOBOAY MPaBOCTOPOHHEH
MTHEBMOHHH. DMU30/Ibl 3aTPYTHEHHOTO JIbIXaHHUS BOSHHUKAIM 3-5 pa3 B HEIENIO Ha
doHe (u3myecKoi M TMCUXOAIMOIMOHAIBLHON Harpy3kd, OECIOKOWJ Kallelb I10
HouyaM. bBpul rocnmuTanM3upoBaH B OTJEJIECHUE UMMYHOIIATOJOTHM  HA
oOcnenoBanue. B MMMyHHOM cTaTyce METOJIOM TYPOUAMMUTPUHUH ObLIO BBISBICHO
IgA <0,05 1/m B TNOBTOPHBIX HMMMYHOTpamMMax, I[IOKa3aTeJd KIETOYHOTO
HMMYHHUTETa OBUIM B HOpPME. MeronoM ckapU(pUKALMOHHBIX TECTOB H
cnenuduueckux IgE ycrtaHoBieH cHekTp ceHcuOmnu3auuu, 3adUKCUPOBAHO
CHI)KCHHE TIapaMeTpoB (POPCUPOBAHHOTO NBIXAHHUS C MOMOIIBI0 CIUPOMETPHUH.
Bnepseie BoicTaBieH auarnos: [TUJIC, uzbuparensHbii gedunut IgA, a Takke
nuarao3 bA. Dddekt ot 6a3ucHOM Tepanuu ObLT XOPOIIUM.

CeMeliHblii aHaMHE3: ayTOUMMYHHBIX 3a00JieBaHUl B ceMbe HEeT. Matb 38

aer, IgA <0,05 1/m B CBIBOPOTKE KpOBH B TMOBTOPHBIX HMMYHOIpamMmax,
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noBeimenne 1gG mo 19.8 r/n (Hopma 9.9-16.5 r1/m), ocrampHBIE TOKa3aTeNn
TYMOPAJIBHOTO M KJIETOYHOTO MMMYHHUTETa B Mpeaenax HOpMbl. MaTh epeHOCHT
OPBU 6-8 pa3 B rox, undpexkumn MBC Heckoapko pa3 roj, HTHEBMOHHS,
JUMTeNbHas aHTuOakTepuansHas Tepanus. Otenr 39 ner u Opar 19 mer —
MoKa3zaTelid TyMOpaJlbHOTO HUMMYHHUTETa B IMpejesiax HOPMbI, HMH(EKIMOHHBIN
aHaMHEe3 He OTSTOIICH.

OCOOEHHOCTBIO JTaHHOTI'O KIIMHUYECKOrO IpUMEpa SBISETCA BbBISBICHUS
nzobuparenbHoro Aehunuta IgA y dwieHoB oaHoOM ceMbu. MHDEKIIMOHHBIN cTaTyC
MaTepu No3BoJsT 3anon03puth y Hee MJIC u panbiie, oJqHako 00CiieI0BaHUE HE
Obu10 mpoBeneHo. KimHuuyeckue mposiBiieHUs: peOeHKa OOBSCHSUIUCh HATTUYUEM Y
Hero BA, oTBeT Ha CTaHAAPTHYIO Te€panuio ObUI JOCTaTOUYHBIM, CUMIITOMBI B3SIThI
noJl KOHTpodb. Ilepros OT BO3HMKHOBEHHUS BBIPAKEHHOW CHUMOTOMATHUKU [0
IIOCTAaHOBKHU JMarHo3a coctaBui 2,6 rona. [logpobuee 00 3TOM HamucaHoO B IJlaBe

«O0cyX/IeHHNE MOTYYEHHBIX PE3YIbTaTOBY.
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I['JIABA 6. OBCYXJIEHUE NOJYYEHHBIX PE3YJIbTATOB

AKTyaJIbHOCTh H3Y4YEHHsS] SIUAEMUOJIOTMH, KIMHUKH U Ja0OPaTOpHBIX
OCOOCHHOCTEM mMalMeHTOB ¢ u3buparenbHbiM nedunutom IgA obycioBieHa
OTCYTCTBHEM JIaHHBIX 10 SMHUJIEMHUOJOTUM U Ja0OpPaTOPHBIX OCOOEHHOCTSX
nanHoro [TMJIC B P®, a onucaHusi KIMHUYECKOW KapTUHBI OCHOBaHbI HA OYEHb
MaJOYMCIEHHBIX TPYIIAaX MAalMeHTOB. YPOBEHb BBISBICHUSA HN30MPATEIbHOIO
nepumuta IgA y neteil U B3pOCIbIX OCTaeTCsl Ha JOCTaTOYHO HU3KOM YpPOBHE, a
HAaCTOPOKEHHOCTb IEIUATPOB HEAOCTATOUHAS.

B MupoBoil nuTepaTyphl JaHHbBIE, KOTOpBIE OINMCHIBAIOT 4acToTy
BCTPEUAaEMOCTH OOJIBHBIX C M30HMpaTenbHbIM JehuuuToM |gA, oueHb pa3HAThCA
[12,45,47,58,61,88,123] 51 SIBJISIFOTCS pe3yabTaTOM MOTYJISTTHOHHBIX
uccienoBaHuii. JlaHHOE HCClIeOBAHUE HE SBIISJIOCH MOMYJSLUOHHBIM, a OBLIO
HaIIpaBJIEHO Ha BBISBIEHUE JeTel ¢ u30uparenbHbiM aeduuutroM IgA B rpymnmax
pUCKa, B TEPBYIO OuYepedb CpPEIu JETe € HACTOPAKMBAIOIIMMHU MpU3HAKAMHU
[MUAC.

@opmupys rpynny pucka | Ha latame mccnepoBaHusi ObLIO OOHAPYXEHO,
YTO KOJMYECTBO [AlIUEHTOB, KOTOPHIM OBLJIO MOKa3aHO HMMYHOJOTHYECKOE
obcaemoBanne coctaBisiiio oT 13,6% no 21,5% ot oOmiero yuciia mamueHToB,
oOpaTUBLIMXCS K aJUIeprojiory- HUMMYyHoJsIory. OcTajbHble JAE€TH SBJISUIMCH
NanUeHTaM ajieprojorudeckoro npoguisi, 1100 HE MUMETH B CBOEM aHaMHeE3e
MOKa3aHWil IJi1 MCCIEeI0BaHMsI UMMYHHOro craryca. Omnupasice Ha 3TH LU
CJIElyET OTMETHUTh, YTO IOCJIEHUE T'OJbl BCE K€ OTMEYAETCS MENJICHHBIM POCT
00OCHOBAaHHOCTH HAIpaBJICHUH K ajuIeprojiory- MMMYHOJOTY, 4TO CBSI3aHO C
paciMpeHreM 3HaHui Bpayen rnepsuyHoro 3seHa o [TMJIC.

Tem He MeHee, HEOOXOIMMO MPOJOJDKATH PACIIUPATH 3HAHUS Bpayei
NEPBUYHOTO 3BEHA O IMOKa3aHUSX K HMMMYHOJOTHYecKoMy oOcienoBanuo. C
OJTHOM CTOPOHBI, Halle HCCIEAOBAHUE JEMOHCTPUPYET, UTO KOJUYECTBO
HEOOOCHOBAaHHBIX HANpaBlICHUN K auieprojory — HMMMYHOJIOTY OCTaeTcs

JOCTAaTOYHO 6OJ'IBH_II/IM, a OTO B CBOIO OUYCPCAb HEraTHUBHO BJIMUACT HA PA3JIMYHBIC
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acmeKkThl PadOThl MEIUUMHCKUX YyupexaeHuid. C Apyroil CTOpoHBI, NEAUATPHI
UMEIOT HACTOPOXKEHHOCTh MPEUMYIIECTBEHHO OTHOCHTENHHO HH(EKIIMOHHBIX
AMU30/I0B, HO UMH YaCTO UTHOPUPYIOTCS TAaKUE HACTOPAXKMBAIOIIWE NPU3HAKU
[MNJC, xak cMepTh OJIM3KUX POJCTBEHHUKOB OT MH(EKIIMOHHBIX 3a00JI€BaHUI B
MononoM Bo3pacte win Hannuue [IMJIC y uneHoB cembu nanueHToB. [loatomy
HEOOXOJMMO YBETHUYHUBATh HMH(POPMUPOBAHHOCTH OO0 3TOM Bpadei MEPBUYHOTO
3BEHA.

Taxxke Ha 1 »srTame wuccienoBaHus ObUIO YCTAHOBJIEHO, YTO YacToTa
nzbuparenbHoro naeduuura IgA y gerell ¢ HACTOPAKUBAIOIIMMU MPU3HAKAMU
[MMJIC B anamue3e (rpymma pucka |), HampaBIeHHBIX Ha OOCIICOBaHHE K
ajuieprosiory-uMmyHosory ¢ nogospenuem MJIC, cocraBisna B pa3HblE oAbl OT
1:346 nmo 1:96 wu B cpennem Obuta 1:129, yTo B 4 pasa BbIlIE IO CPABHEHUIO C
HOMYJISILIMOHHOW 4acTOTOM, ONMCaHHON B MUpOBOM JuTeparype. OO0 3TOM cKka3zaHO
B rnase |1 «Qnuaemuonorus nzduparensHoro aedunura IgA B rpynmnax pucka mno
[TNC». bbuio OBl  HMHTEPECHO TMOJYYUTh JAHHBIE MOIYJISILIUOHHBIX
uccieqoBaHuii B pamkax P® g cpaBHEHHS C JaHHBIMU HWHOCTPaHHBIX
HCCJIIeIOBaTEIEH.

Heobxogumo ormetuth, uto HaumHas ¢ 2005 romga dactoTa BIIEpBbBIE
BBISIBJICHHBIX TAIUEHTOB C W30MpartenbHbIM Aedurutom IgA yBeaumumiach Mo
CPAaBHEHUIO C MPEABIAYIIMMH ToJaMH. OTO OBbUIO CBA3aHO C POCTOM IIOTOKA
MAIMEeHTOB, HANpPaBJICHHBIX HAa WMMYHOJIOTMUYEcKoe obcienoBanue. [lpuunHon
ObLJIO, BO-TIEPBBIX, pacIIUpEHUE JTaO0OPaTOPHBIX BO3MOXKHOCTEH, a BO-BTOPBIX,
MOBBIIIEHNE HACTOPOXKEHHOCTH TleanatpoB B oTHomenuu [TAJIC.

[TockonbKy acconmanust Mexay uzouparenbapiM Aedunurom IgA u UTII
onvcaHa B MUpOBoH yiuteparype [48], a Taxke y Tpoux aereit ¢ IgA nedunmrom
rpymmsl 1 (4,1%) Obuta auarnoctupoBana MTII, to mouck marmentoB ¢ ITHUJIC
OBLT TIPOBEJICH Cpeau JeTei ¢ yctaHoBieHHbIM auarHozoM UTII (rpymnmna pucka
).

Hecmotps Ha TO, uTO MpH 00CIEI0BaHUU UMMYHHOTO CTaTyca MalueHTOB C

WUTII HaM He yJanoch BBISIBUTH CPEAM HHUX MAlMEHTOB C M30MPATEIbHBIM
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nedunurom IgA, ObUTM BBIABJICHBI NETH C JIPYTUMU MajbIMH TYMOPQJIbHBIMU
nepexramu. Pebenok ¢ I[IMJIC, nedunmrom cyOkmaccoB 1gG m pebeHok ¢
MJIaJICHYECKOM  TUIMoraMmarioOyinuHeMuel ObUTM  B3AThl  MOJ  KOHTPOJIb
UMMYHOJIOTaMH U TIOJTy4ail HE0OX0IMMOE JICUCHHUE.

Ha 2 »ranme Hamero wuccienoBaHusi OCYHIECTBISIIOCH IPOCIEKTUBHOE
HaOmOJleHWe 3a  ManmueHTamMu ¢ u3bupartenbHbM  gedurutom  IgA
POJOJKUTENBHOCTBIO OT 4 10 11 Jsier, cpeaHss npoAoKUTENIBHOCTh COCTABHUIIA
6,7 £ 1,7 ner. Takoil IUTEIbHBIM KaTaMHE3 TO3BOJWI JaTh IOAPOOHYIO
MIOJIOBO3PACTHYIO, KIMHHUYECKYI0O M JIA0OPATOPHYIO XapaKTEPHUCTHKY JIaHHOU
rpynne aeTeu.

CooTHOILIEHNE MY’KCKOTO M KEHCKOTO I0Jia CpeId MNalMeHTOB OCHOBHOM
rpymIibl ObUIO NPUMEPHO OJUHAKOBBI, YTO COOTBETCTBYET JIaHHBIM JINTEPATYPHBIX
WCTOYHUKOB, TJI€ TaKXKE HE OOHAPYKEHO 3HAUMMBIX PA3IMuUid MEXIy IMOJaMu, a
OMHUCAHbI JIUIIb HEOOJBIINE OTKIOHEHUSI CpeIHMX 3HadeHuu I[gA y ’keHCKoH
nomyJsiuy Ha 20 Mr/i1, o cpaBHEeHUI0 ¢ MyxunHamu[53,153].

Bo3spact nebrora KIMHUYECKUX MPOSIBJICHUH B cpeHeM coctassit 1,8 + 1,7
roga. A CpeIHHMI BO3pacT MAIMEHTOB HA MOMEHT MOCTAHOBKH IPU 3TOM COCTaBUII
6,8 + 3,2 mer. Y OonpmmHcTBa nanueHToB, a uMenno y 40/73 (55%),
OKOHYATEJbHBII JMAarHO3 B COOTBETCTBUU C KPUTEPUSMU ObLI YCTAaHOBJIEH B
BO3pACTHOM Auamna3oHe 4-7 jer. JlaHHBIM BO3pAaCTHOW NPOMEKYTOK MOKHO
OOBSCHUTH TE€M, YTO OOJBIIMHCTBO JETEH HaKaIlJIMBald OINpPECICHHBIN
MH(EKIMOHHBIA aHAMHE3 MPEeX/Ie, YeM MONacTh HAa MPUEM K UMMYHoJory. Kpome
TOTO, BO3pacTHOM mopor B 4 TOAa MCHOJB30BAICA [UISl HUCKIIFOUEHUS
NPEXKIECBPEMEHHON JMAarHOCTUKU Y TMALHUEHTOB C IMO3AHUM HMMYHOJIOTHYECKUM
CTapTOM.

Hamu ObUTO  yCTAaHOBJIEHO, YTO CaMbIMA YacThIMU  KIMHAYECKUMH
NPOSIBJICHUSIMU Yy TALMEHTOB ¢ u30upareiabHbiM naeduiutom IgA  Obuin
MH(DEKIMOHHbIE, ayTOUMMYHHBIE U aTONMMUYECKHE 3a00JIEBAHMUS.

[laiueHTBI ¢  OTATOIIEHHBIM HMHQPEKIMOHHBIM  aHAMHE30M  BCerAa

HaxoaWjJancChb 104 IIPUCTAJIbHBIM BHHUMAHHUEM aJUICPTOJOrOB-UMMYHOJIOTOB, a
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YyacTble MH(PEKIIMOHHBIE SMU30/1bI SBIISIIOTCS, MOXKaIyl, CAaMON pacpoCTPaHEHHOM
NPUYUHON JUIsl UCCIENOBAaHMS WMMMYHHOTO CTaryca. [akue K€ JIaHHbIE MBI
NOJIYYMJIM Ha 2 JTale HaIlero HccleqoBaHus. MBI yCTaHOBHWIIM, YTO Camou
pacnpoCTpaHEHHOW KaJ000W y TAIMEHTOB ¢ M30upaTenbHBIM aedurutom IgA,
o peuunuBupytonme OPBU Gonee 6 pas B roa. Ota xanolOy Obljla OCHOBHOM
st 34,2% mamuwentoB Tpynmel 1. OgHako B mporecce HaOMOACHHS 32
narmentamu rpynmel 1| OPBU ¢ nuxopaakoit 6onee 6 pa3 B rom W CpemHen
MPOJOJDKUTEIBHOCTRIO 6,5 + 1,7 nHeW BcTpedanuch eie yvamie U Obuin
JIMarHOCTUPOBaHbI y 57,5% mnauueHToB ¢ u3buparenbHbiM geduiurom IgA. Otu
JMaHHbIe cOOTBETCTBYIOT npu3HakaM MJIC, kotopsie 0603HaueHbl B «DeepanbHbIX
KJIIMHAYECKUX PEKOMEHIAIUSIX 110 JUATHOCTUKE U JICYCHUIO OOJIbHBIX MIEPBUYHBIMU
UMMYHOJE(PUIIMTAMU C HapyUI€eHUEM rymMopaiabHOro 3BeHa» ot 2014 ropa, kak
nokazanusi k ckpununry I[IUJIC. Manudecranusa peuunusupytomux OPBU
MpUXOIWJiach Ha paHHUM Bo3pact, B cpeanem 1,7 + 1,4 roga, To ecTh emie A0
Hayaja nocemenus /Y.

[To Bceli BuUOUMOCTH, HHM3Kasg KOHUEHTpamusi SIgA sBisieTcs riaBHOU
NPUYMHON TMOABEP)KEHHOCTH WH(puUUMpoBaHU0. Beap oOmensBecTHo, yTo SIgA
SBJIICTCSI TOMUHUPYIOIUM WMMYHOTJIOOYJIMHOM Ha CJIM3UCTBIX OOOJIOYKaX U B
cekperax Ouojioruueckux sxkuakocter [19,62,103,146], sBnsercs mepBoi JMHUEH
3aIUThI OT BUPYCHBIX U OaKTEpPUATbHBIX areHTOB.

BTtopoif mo dactoTe B CTPyKType KajoO y MAIMEHTOB C M30MPATEIHHBIM
nepunurom IgA 6smtn OPBU, npotekaBiive ¢ 0OCTpYKTUBHBIM CUHAPOMOM. DTy
*Kajmoby cuntanu s cedst ocHoBHOM 23,3 % nereit rpynmel 1. OgHako mporecce
UCCJIEOBaHMUsI OBIJIO YCTAaHOBJICHO, YTO PEIUJAUBUPYIONINE OOCTPYKTUBHBIC
OpoHXHTHI OoJsiee 4 pa3 B TOJl BCTPEUAIUCH €IlE Yalle CPpeAau MalueHTOB Ipymnmbl 1
u Obutn B aHamHe3e 41,1 % nereit ¢ u3buparenbubl gedumurom IgA, u3 Hux 2/3
NalMeHTOB nepeHocuiia ux 4-8 pas B rox, a 1/3 nepenocuna ux 8- 12 paz s ron. U
xo1st OPBU ¢ 00CTpYyKTUBHBIM CUHAPOMOM HE OTHOCSTCS K HACTOPAKUBAIOILIUM
npuzHakam [TMJIC, cornacHO KIMHUYECKUM pPEKOMEHIALUAM, WX HaJIUYHhE B

aHaMHE3€ BEPOATHO MOXKET ObITh MPU3HAKOM MaJbIX T'YMOPAJIbHBIX J1€(PEKTOB.
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KonudecTBO ManueHTOB B HAIIEM HCCIIEIOBAHUA HE OYECHBH OOJBIINOE, YTOOBI
nenaTh MacmTaOHbIE BBIBOJABI, OJHAKO JAHHBIA BOIMPOC TpeOyeT maabHEHIIero
n3ydenus. Hanuume Oosnee 4X OOCTpYKTHUBHBI OpOHXHUTOB Oojiee B TOH Y
MAIMEeHTOB HEOOXOAMMO YYUTHIBATH TIPH MPUHATUH PEIICHUS O IeJIeCO00pa3HOCTH
MPOBEICHHUS] HUMMYHOJIOTHYECKOTO 00CIe0BaHMSI.

Crektp MH(MEKIHOHHONW 3a007€Ba€MOCTH y MAIMEHTOB C HM30HUpaTeNbHBIM
nedunurom IgA Obl1 moctatouno mmpok. Yame Bcero metu ¢ ganabiM [TUJIC
nepeHocwn  4acteie uHpekiuu JIOP  opranoB (53,4%) wnm  uHpEKIUH
pecrimpaTopHoro tpakta (41,1%).

AGcCoIII0THOE OOJIBIIMHCTBO JAeTeil ¢ u3duparenbHbM aeduiutom IgA u
yacteiMu uHOekiusamMu JIOP opranoB B anamuese (94,9%) 3a Bpems Hamiero
HaOmofieHnst copMupoBaiii  XpoHudeckue odarun wuHpexkuun. M3 Hux Y4
noTpeOoBaIOCh ONEPATHUBHOE JICYEHHE B CBSI3U C OTCyTCTBUEM Odddexra ot
KOHCEPBATUBHOW  Tepamuu, JUIsi OCTAIbHBIX 3(PQGEKTHBHBIMH  OKa3aJIMCh
HA3HAYCHUE MECTHBIX MPOTHBOBOCTIAINTEIHLHBIX U aHTHOAKTEPHATBHBIX CPEJICTB.

bonee monoBunsl neret rpymmel 1 (50,7%) mepeHecaM HECKOJIBKO
OpOHXHTOB B TEUCHHE XU3HH. Kak y)ke cka3aHo BHIIIE, OOJBINAT UX YacTh UMEITH
pelUANBUPYIOMMKA xapakTep Oosiee 4x pa3 B roa. Bce oHM BOIUIM B YUCIIO TEX
MAIMEHTOB IPyHIbl 1, y KOTOpBIX chopMupoBaiiach OpoHxuanbHas actMa (27,3%).
Jlnarao3 ObLT yCTaHOBJICH B cpemaHeM uepe3 18,5 + 8,8 MecsieB oT BOSHUKHOBEHHUS
MEePBOTO OPOHXOOOCTPYKTUBHOTO AMU307a. DTU JaHHBIE OMUCaHbl B riase |V
«KnuHandeckass xapakTepuCTHKa U J1TaOOpaTOpHbIE OCOOEHHOCTH TMAlMEHTOB C
u30upaTenbHbIM aedunurom gA».

Takas Bbeicokas uwactota JIOP 3aboneBanuii u martoreHe3 OpPOHXHTOB
CBSI3aHBI 10 BCeH BUAUMOCTH ¢ jaeduuutoM SIgA B Mectax, riae HanboJjiee 4acto
MPOUCXOJUT TEPBUYHBIM KOHTAKT BUpYCa C KIETKAMH DIHTEIUS CIU3UCTON
oOonouku. SIgA cmocobeH ONOKMpOBaTh AAre€3UI0  IIMPOKOTO  CHEKTpa
MUKpPOOpPraHu3MoB[27], B  BBICOKOH  KoOHIeHTpammu SIgA  OmokupyroT
MIPUKPEIUICHHE BUPYCHBIX YaCTHI] K CTEeHKaM KjieTok. HecmocoOHOCTH mepBoii

JJMHHUHN HMMyHOHOFH‘I@CKOﬁ 3alIUTbl CBA3BIBATH YYKCPOIHLIC AF, KaK BHUPYCHBIC
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areHThl, TaK M WHTAJSAIUOHHbIE AaJJIEPreHbl, MPUBOJUT K BO3HHUKHOBEHUIO
UH(EKIUOHHBIX 3IH30/I0B U AJNIEPTUIECKUX PEaKIUH.

Hpyrue uHGEKIHOHHbIE 3a00JIeBaHUSl y MAalMEHTOB C H30MpaTEIbHBIM
nedunurom IgA BCTpeyanuch pexe, U B IIEJIOM UX YacTOTa ObljIa COIMOCTaBUMA C
JAHHBIMH, ONMMCAaHHBIMM B MHUpPOBOW juTeparype. Hampumep, mo pesyibraram
OJTHOTO MCCJICZIOBaHUSI TTHEBMOHUS ObLIa AuarHocthpoBana y 17,5% nereii [50], B
TO BpeMsl Kak B HAIleM HCCJIEIOBAHMM 4YacTOTa ObLJa YyTh BBIIIE M COCTABHIIA
20,5%. PeuuauBupyronye MTHEBMOHUM Yy TMAIMEHTOB C U30MpaTebHBIM
nepuuToM IgA B MUPOBBIX HCCIICOBAaHHUAX BCTpedamch B 6% ciydaes[50], B
HAIlleM HCCJIEIOBAaHUM OHU XK€ ObUIM auarHoctupoBanbl y 4,1% mnanueHTOB
rpymisl 1.

Atonmnueckue 3a001€BaHus ObUIHA BBISIBICHBI Y OOJbIIEH YacTH HNAl[UEHTOB C
n3bupatenbHbiM  gedunurom  IgA, KOTOpble HAXOAWIUCH TOJ  HAIUM
HaOJIIO/ICHUEM, YTO HAaXOJIUT OTPAXKCHHUE B JIMTEPATypHBIX McTouHMKax [11,140] .
Caoimre 60 % marnuentoB rpynnsl 1 ctpaganu ot bA, AP, AT/, MenqukamMeHTO3HOM
Y MHIIEBOM ajulepruv. JTO 3HAYMUTENBHO BBIIIE IO CPABHEHHUIO C KOJIMYECTBOM
aTONMYECKUX HAPYIIECHUH B MOMYJSIUUU JIOJEW C HOPMAJbHOM KOHLIEHTPALIUEN
IgA [29,87,89,140]. ITpuuuHBI 3TOr0 MO BCEH BUIMMOCTH TaK € KpPOIOTCS B
nepunure SIgA, HECTOCOOHOTO MPENSTCTBOBATH MPOHUKHOBEHUIO AJIJIEPTEHOB B
OpraHu3M 4Yepe3 CIM3UCThle OO0OJIOUKM, TEM CaMbIM CO3/1aBasi YCJIOBUS IS
CEeHCEOMIM3AIMK U MOCIEAYIOLIUX aJUIEPTUYECKUX Peakuil.

Cpennuii Bo3pacT maHudecTaluy ayuiepruueckux 3a00JieBaHUN COCTaBUII
2,9 + 3,0 rona. Cpenu manueHToB rpynmnbl 1 Hanbosee pacnpocTpaneHsl Obuin BA
(27,4%) wu At/] (42,5%) maiueHTOB, YTO COOTBETCTBYET JAHHBIM MHPOBOM
autepatypsl [11,81]. Takum oOpa3zom, cpead MAlMEHTOB ¢ HW30MpaTeIbHBIM
nepumurom  IgA  3abomeBaemocth BA u At/ B 2-3 pasa mpeBbImIacT
MONYJIAIIMOHHYI0 4acToTy. JlanHeie mo AP, numeBod W MEOUKAMEHTO3HOU
aJUIEPTUM OKA3JIMCh COMOCTAaBUMBI C YAaCTOTOM B AETCKOM momnyisiuuu. OmgHako
HENb3sl CKaszaTh, YTO ajulepruyeckue 3a0o0JjieBaHUsl y OOJBIIMHCTBA MAIUEHTOB C

n30upaTenbHbIM AepuuuToM IgA mpoTekaroT Tspkenee, yeM y Jitoiei 6e3 TaHHOTO
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[MNJIC. Bb110 yCTaHOBJIEHO, YTO B JAHHOM HUCCIEIOBAHUM PACIPOCTPAHEHHOCTH
BCEX aTOMMYECKUX 3a00JIEBAHMI (32 UCKIFOUEHUEM MEIUKAMEHTO3HOM aJlJIEpryn)
Cpelld MaJbUMKOB OblIa JOCTOBEPHO BBINIE, YE€M Cpeau JeBouyek. JlaHHbIE
nmpeacTaBieHpl B TiaBe «KimHWYeCKas XapakTepUCTHKa W JIaOOpaTOpHbBIC
OCOOCHHOCTH y JeTedl ¢ wu30upatenbHbiM jaebunutoM IgA» u  Tpebdyer
JAJbHEUILIETO U3YYEHUS.

Takum o0pa3om, BbICOKasi pacIpOCTPAHEHHOCTh aTOMUYECKUX 3a00JIeBaHUMN
(ocobenno BA u AT]l) cpeau manMeHTOB ¢ H30upaTeabHbIM neduiurom IgA
yKa3bIBa€T Ha HEOOXOAMMOCTh CKpPUHHUIAa KOHLeHTpauuu IgA y nereil ¢ naHHOM
MaToJOTUEN € UEIbI0 BbIABICHUA BO3MOXHOro I[IMJIC. DTOT BBIBOJI HAXOIUT
OTpaXE€HUE M B MHUPOBOW JHUTEpPAType, MOCKOIBKY CUHTAETCs, 4TO OKojio 25%
NALMEHTOB ¢ U30MpaTenbHbIM AeduunToM IgA BBISBIAIOTCS UMEHHO B PE3yJbTaTe
ajieprooOcie0BaHusl.

B xoxe nccnenoBanust ObLIO YCTaHOBJIEHO, YTO Y NAIMEHTOB Ipymnmnbl 1 Oblia
BBICOKOWM 4acTOTa ayTOMMMYHHBIX 3a00jieBaHUM, KoTopasi coctaBuia 17,8%, uto
OILLlyTMMO BBIIIIE [TOKA3aTeJIed YaCTOThI B MOMYJISIIUU, KOTOPasi COCTABIISIET OKOJIO 5
% 10 JMaHHBIM MHPOBOH juteparypsl [117]. Beumn mpencraBieHbl MpaKTUYECKU
BCE TPYIIbI ayTOMMMYHHBIX 3a00JI€BaHUM, Ybsl aCCOIIMATHBHAS CBS3b OTPAKEHA
JUTEPaTyPHBIX HUCTOYHUKAX (cucteMHbIe, racTponaTuu, KOKHBIE,
reMaToJIOTHYeCcKHe, 3aboneBanus mouek)[56,71,77,78,81,127,132]. ¥V wuactu
MalMeHTOB  OTMEYaJOCh COYETAHHWE Cpa3y HECKOJbKHX ayTOMMMYHHBIX
¢denomenoB. CpenHuili Bo3pacT MaHU(eECTallMd ayTOMMMYHHOH MaTOJIOTUU
coctaBun 3,7 + 3,3 roxa. Jlanueie npexactaBieHsl B TiaBe [V «KimHuueckas
XapaKTepUCTHKAa M J1Ia0OpaTOpHbIE OCOOCHHOCTH MAIMEHTOB C HW30HMpaTeIbHBIM
neuiurom IgA». HaxomsieH OoJibIION MacCHUB JaHHBIX, MOATBEPKIAOLTUN
aCCOIMAINI0 ayTOMMMYHHBIX 3a00JieBaHUN C M30MpaTeabHBIM Aehunurom IgA.
[To Bceil BUAMMOCTH MPUYKHA ATOTO KPOETCsl B OOIIEW MeHEeTHUECKON IpHupoe,

ATOT BOIPOC TPEOYET JaNbHEHIIETr0 H3yUYeHHUs.



94

Takum  o0pazom, Hanuuue ayTOMMMYHHBIX 3a0OJieBaHUN  Jenaer
00s13aTEIPHBIM CKPUHUHT KOHIIEHTparuu |gA 1S TOBBIMICHUS BBISBISEMOCTH
nannoro ITM/IC.

Kpome toro, cpemu mammentoB ¢ aedunuroM IgA M0CTaTOYHO YaCTO
BcTpevanuch narueHTsl 3a06oneBanusimu JXKKT. Cpennuii Bo3pact manudecranuu
cocraBui 2,4 + 2.3 rona. JlaHHble O paclpOCTPAHEHHOCTH 3THX COCTOSIHUI B
rpyniie 1 mnpencrainensl B r1iaBe |V «KimHuyeckas XapakTepUCTHKAa U
Ja00paTOpHBIE OCOOCHHOCTH MAIMEHTOB C H30MpaTelbHBIM JeduiuroM IgA».
JlaHHBIN pa3fen MPOWJUTFOCTPUPOBAH MHTEPECHBIM KIMHHUYECCKUM HAOIOICHUEM
pebenka ¢ u3bupareabHbIM aedunura IgA u 6one3npo Yunmia. OcoOeHHOCTHIO
JAHHOTO KJIMHUYECKOTO Ciyyas sBJISIETCS coueTaHue Yy pebeHka JAByX
OTHOCUTEIIBHO PEIKHUX COCTOSSHMW. PaHee ommcaHuWsi ATUX JBYX HO30JIOTUHA Yy
OJIHOTO YeJIOBeKa B JIMTEpAaType HAM HE BCTPEUYaIoch. Y MalMEHTa JUarHo3
Oone3Hn Ywuniia ObUT BBICTaBJIEH CIYCTS Oojiee 4eM 2 roja OT BO3HHKHOBEHUS
KIIMHAYECKUX CHUMIITOMOB. ['aCTpO3HTEpOJIOTH MIOJITO CKJIOHSUINCh K JAHArHO3Y
[EINaKys, HECMOTPS Ha OTCYTCTBUE MOJIOKHUTEIBHONW JUHAMHUKUA KOJIUTHYECKOTO
cuHApoMa Ha (QoHE armuaguHOBOW aueThl. He mocimemauMm (pakTopoM SBISLIOCH
orcyTcTBUE |IJA B CHIBOPOTKE KPOBH, MTOCKOJIBKY B MUPOBOM JIUTEpAType OMUCAHA
accollMalsl 3TUX CcOCTOsSHMM. B maTtoreHeze 3a0oieBaHusi, €ro YHOPHOM,
PEIUANBUPYIONIEM TEUYCHHUH, BEPOSTHO, PCEIIAIONIYI0 POJIb HUMEN JIe(UINUT
3aIUTHBIX (PAKTOPOB Ha CIM3UCTOMN KUIIEYHUKA. IJTOT €IlIe pa3 MOATBEP>KIAET TOT
dakT, 4To BpadamM HAJ0 TPOSBIATH HACTOPOKCHHOCTh B OTHOIICHUHW IETEH C
HESCHBIMU JHapesMH, OCOOCHHO TpH OTCYTCTBUU 3¢(deKkTa OT MTPOBOIUMOI
Tepanuu.

B xone 2 stama Hame#d paOOThI BCEM MalMEHTaM TPYyNNbl 1 MPOBOIUIOCH
WCCJICIOBAHNE TOKA3aTeIe TyMOpaJbHOTO M KJIECTOYHOTO MMMYHHTETa HE PEkKe
OJTHOTO pa3za B Toj (Yamie NMpyW HAJWIUM TIOKA3aHWM) JUIT BBISBICHHS APYTHX
BO3MOXKHBIX ~ MMMYHHBIX  HapyIIEHWUH, KOTOpPhIE MOTYT  COIPOBOXKIATH
nuzbuparenpHbiid gedunut IgA, Hanpumep, Tpanchopmarmio B OBUH, mockonbky

3a00JIEBAHHUS JIEKAT B 30HE OHOI'O M TOI'O K€ I'CHECTHYCCKOI'O )Ie(l)eKTa.
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MpI yCTaHOBWIJIM, YTO y YacTH MALUEHTOB C U30UpATENbHBIM ACPHUIUTOM
IgJA umeno wmecTo CcTOlKOe ToOBBIIIeHHE KoHIeHTpamun |gG oTHOCUTENHHO
pedepeHCHBIX 3HaUYe€HUI ISl TaHHOTO BO3pacTa B MOBTOPHBIX MMMYyHOTpammax,
YTO JaJI0 HaM BO3MOXKHOCTH c(HOpMHUpOBaTh 2 MOATPYIIBl B 3aBUCUMOCTH OT
U3MCHCHHI B MMMYHHOM cTaTyce netei (moarpymnmbl A u B) u mpoBecTn ux
CPaBHUTEIIbHBIN aHAJIU3.

B pe3ynbrare cpaBHEHHMsS 3TUX ABYX HOJArPYII Mbl YCTaHOBWJIHM, YTO B
MOJATPYIINE NAMEHTOB CO CTOMKUM MoBbllieHueM |gG 10CcTOBEpHO BHIIIE YAaCTOTA
ayTOMMMYHHOH MAaTOJIOTMU B CPAaBHEHMHM C MOATPYIIONW O€3 €ro IMOBBIIIEHUS
(p=0,005). CtaTrcTHYECKHA 3HAYUMBIX PA3IUYMsl B CIIEKTPE JAPYIMX KIMHHYCCKUX
1 JIaOOpaTOPHBIX XapaKTEPUCTUK OOHAPYKEHO HE ObLIO.

Takum o00pa3oMm, MOXHO cJenaTb BbIBOJ, YTO HECMOTpPS Ha TO, YTO
noBbllIeHHE KOHIEHTpaluu |gG ChIBOPOTKM KPOBH HE SIBISETCS 00SA3aTEIbHBIM
IPU3HAKOM ayTOMMMYHHOM MaTOJOTWHU, MAIllUEHThl C €r0 CTOMKHM IOBBIIEHUEM
UMEIOT 00Jie€ BBICOKME PUCKU MO (POPMUPOBAHUIO AyTOMMMYHHBIX 3a00JE€BaHUM.
[ToaTomy mamueHToB ¢ wu3buparenbHbiM — Aedunurom IgA  co  croiikum
noBeiieHreM |G ciemyer OTHECTM K Tpynme pucka MO ayTOMMMYHHOU
natosiornu. [lanMeHTaM ¢ ayTOMMMYHHBIMH 3a00JIEBAaHUSIMH HCCIICIOBAaHUE
KoHIleHTparuu IgA siBriseTcst 00s13aTeNIbHBIM.

JlanHbple aHaMHe3a M aHaJIU3 KIMHUYECKUX TPOSBICHUNA Y TAlMEHTOB
rpynnel 1 mo3Bomms HaM cOpPMHUPOBATH emie 2 MOATPYMIBl CPaBHEHUS, B
3aBUCUMOCTH OT Han4usi HactopaxkuBarommx mnpusHakoB [TNJIC (moarpymisr
[MMAC 1 u IIMAC 2), uro ommcano B r1iaBe |l «Matepuanbl u MeTOIbI
UCCJENOBAHMS». MBI yCTaHOBWIM, YTO B MOATPYIIE MMAalUEHTOB C HAIHYUEM
HacTtopaxkuparomux npusHakoB [IMJIC xonnentpauuss 1gG B cpaBHeHHH C
rpynmnoit 6e3 HactopaxuBawommx npusHakoB [IMJIC Obuta 1OCTOBEPHO BHIIIE
(p=0,04). Takum 00pa3oM, MOXXHO YTBEPKIaTh, YTO MOBBINICHHE KOHIICHTPAIIUU
IgG y mammenToB ¢ u3zbuparenbHbiM Aedurutom IgA HE TOJIBKO HE SIBISETCS
MEXaHU3MOM KOMIICHCAllMU, KaK OMHUCaHO B psae paboT, a HaoOOPOT, MOXKET

ABJIATHCA MPECAUKTOPOM PA3BUTHA Y 3TUX ITAMCHTOB ayTOUMMYHHBIX COCTOSIHUH U
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OBITh ACCOMUPOBAHO C 00JIE€ YACTHIMUA W/WIM TSKEIBIMA HHQPEKIIMOHHBIMU
AMU30JaMU. ITO €IIIe pa3 MOATBEPKIaeT HEOOXOAMMOCTh BKIIOUCHUS MAIUEHTOB C
n3ouparenbHpiM  Aedunutom IgA u croiikum mnoBbiieHueM 1gG B rpymmy
BBICOKOTO PHCKa MO ayTOMMMYHHBIM 3a00JI€BAaHUSM M TSKEIBIM HH(PEKITMOHHBIM
smu3onaM. OHMU JOJHKHBI IPOXOJUTH 00s3aTelIbHOE pEeryiisipHoe 00cieoOBaHuE Y
aJJIeproJora- KMMYHOJIOra.

B xome 3 n»rtama Hamedr paboThI, TIAe OOBEKTOM HCCICAOBAHUS ObLIH
POJICTBEHHUKH TEPBOM JIMHUU MALMEHTOB ¢ U30MpaTenbHbIM Aepuiutom IgA, Ham
yAQJIOCh YCTAHOBUTh HaJIMuMe€ B 3X CEMbSIX CMepTell cpend OJIM3KHUX
POJICTBEHHUKOB TAIMEHTOB B MOJIOJIOM BO3pacTe OT HH(MEKIIMOHHBIX 3a00JICBaHUI.
BBuay Ttoro, uto INJIC sBisieTcss TeHETUYECKH OOYCIOBJICHHOW CUTYaIllMeH, ux
HaJM4yue y NOTUOIINX POJICTBEHHUKOB BeChMa BEpOSATHO. [[aHHbBIN (PaKkT OTHOCUTCA
K HactopaxuBarommMm mnpusHakam [IMJIC, HO OH HE MOCHYXKHJI MOBOJOM IS
HaIpaBJICHUS JIETe K UMMYHOJIOTY, 00 3TOM TOBOPWJIOCH BhIIIE. DTO elie pas
yKa3blBaeT Ha  HEOOXOAUMOCTh  pACIIMPEHHS  3HAHUM  TEaUaTpoB O
HacTtopaxuBaronux npusHakax [TJC.

Hacnencreennas dopma uzdbuparensHoro aedpunura IgA Obuia oOHapykeHa
B 3x cembsix. Bo Bcex cmywasx [IMJIC Obul muarHocTUpoBaH y Mareped u
ceiHOBel. He3HauuTenbHbli 00BEM BBIOOPDKM UM OTCYTCTBHUE PE3yJIbTaTOB
IF€HETUYECKOr0 HCCIICIOBAHUSI HE TMO3BOJISIOT JejaTh OO0O0OIIAarolIue BBIBOJIBI,
OJIHAKO €III¢ pa3 JICMOHCTPUPYIOT HEOOXOIUMOCTh 00CIIeI0BATh CEMbH MAIIUCHTOB
c u3buparenbHbiM AeduuuToM IgA, a Takke yKa3blBae€T BEKTOp AalibHEWIIEH
n3yuenus gannoro [TNJIC. CnenyeT OTMETHUTh, YTO aHAMHE3 BCEX TPEX MaTepeit C
JUArHOCTUPOBAHHBIM M30UpaTenbHbIM aAeuiutoM |IgA mo3BOMISUIT 3aMI0A03PUTH Y
Hux I[IMJIC panee, ogHako JaMarHo3 WM ObUT BBICTaBJEH JIMIIb B CBETE
oOcnenoBanusi ux cbiHOBed. [loapoOHeirt o0 »TomM Hammcano B riaBe VI
«Cemeitnble bopMBI M30UpaTEIHLHOTO nedurmra IgA». ['naBa
MPOUJUTIOCTPUPOBAHA KIIMHUYECKUM MPUMEpPOM u30upatenbHoro nedummra IgA B
pamkax onHOM ceMbu. OCOOEHHOCTBIO JAHHOTO KJIMHUYECKOTO MpUMeEpa, TOMHUMO

HAJIMYKUST CEMEMHOW WCTOPHUH, SIBIAETCA MO3MHsS mNocrtaHoBka auarnoza [INIC
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Matepu. Y CblHa NEPUOJ OT BO3HUKHOBEHHUSI BBIPAXKEHHOW CUMIITOMATHKU O
MOCTAHOBKM JMarHo3a coctaBwin 2 roaa. (CBoeBpeMeHHasi JIMAarHOCTHUKA
n3buparenpHoro aedpunura IgA y matepu Moryia Obl MO3BOJUTH MPEAOTBPATUTH
3aJIep)KKy TTOCTAaHOBKM JHarHo3a peOEHKY W ObITh OJWTEILHBIMH B OTHOIICHUU
Pa3BUTHS y HETO aJUIEPTUYECKUX 3a00JIEBaHUM.

Takum oOpazom, B pe3yiabTaTe TMPOBEICHHONW paboThl HaMH ObLIa
YCTaHOBJICHA BBICOKAsi PaCIpPOCTPAHEHHOCTh TMAIMEHTOB C W30HMpaTeIbHBIM
nedunurom IgA cpenu nereit u3 rpynn pucka no [TUJIC, a Takxke mHOrooOpasue
KIIMHUYECKUX TPOSIBICHUM, YacTh M3 KOTOPBIX, (HAmpUMep, ayTOMMMYHHBIC
3a00jIeBaHUs1) MOTYT TMPUBOJAWTH K TSKEIBIM OCJIOXKHEHHMSIM BIUIOTH IO
WHBAJIMU3AlMM, YTO  YyKa3blBa€T Ha  HEOOXOAUMOCTh  CBOEBPEMEHHOM
JIMarHOCTUKH. PaciipeH CreKTp Mmoka3aHuil K UCCIeI0BaHUIO0 KOHIIEHTparuu IgA
B CBIBOPOTKE KPOBH, C 11eJIbl0 paHHeW auarHocThku gaHHoro ITMJIC. BeisiBieHbI
7a00paTOpHBIE MapKephl, HAJTUYUE KOTOPBIX MOXKET SBIATHCS MPEIUKTOPOM
Pa3BUTHS AyTOMMMYHHBIX 3a00JIeBaHUM, YACTBIX W/WUJIU TSHKENIbIX WHPEKIIMOHHBIX
AMU30JI0B Y TMAalUEHTOB C u30OupatenbHbiM Aedunutom IgA, chopmupoBanbl
JIOTIOJIHUTENIbHBIC TPYIIbl PUCKA, KOTOpPblE TpeOyloT K ce0e MPUCTaIbLHOIO
BHUMAaHHUS CO CTOPOHBI NIEAUATPOB U aJIEProJIOrOB- UMMYHOJIOTOB. A TakXe elle
pa3 MoATBEpXkIAeHA HEOOXOAUMOCTh OOCHeNOBaHMS OJU3KUX POJCTBEHHUKOB C
[MNJIC. Oco60 npucTabHOMY BHUMAHHIO TIOJIEKAT POACTBEHHUKU MAIIUEHTOB C
n3oupatenbHbIM Jedunurom IgA ¢ oTSaromeHHbsIM HHOEKITMOHHBIM aHAMHE30M, C

ayTOMMMYHHOM MATOJOTUEN.
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BbIBO/1bI

1. Uzbuparenpupiii gedummr IgA cpeam neTel ¢ HACTOPAKHUBAIOITUMHU
npuszHakamu [T /IC BcTpedaercs ¢ yactoroi B cpeqHeM 1:129 yenosek.

2.  CampiMu  pacnpOCTpPaHEHHBIMU  KIMHUYECKUMHU  MPOSBICHUSIMU
u3buparenbHoro neduiura |gA SBISIOTCA YacThle PECHUpPATOPHbIE HHQEKUIUU
(6onee 6 pa3 B ron) y nereii crapuie 4 net. Cpenu MHOEKIIMOHHBIX 3a00JIeBaHUIMA
npeobmanaor uHdexuun JIOP-opraHoB u abixarenpHbIX IyTeil. Yactora
AJUIEPTUUECKUX U ayTOUMMYHHBIX 3a00JIEBaHUM y TAIMEHTOB C M30MpATEIHHBIM
neduurom IgA 10CTOBEPHO BHINIE, YEM B OOIIEH IE€TCKOU MOMYJISALINH.

3. Y nereit ¢ m3buparenpHbiM nedumuTom IgA croiikoe moBbimeHuit 1gG
ACCOIIMHUPYETCSI C PUCKOM Pa3BUTHs ayTOMMMYHHBIX 3a00J1€BaHUH, C MOBBIIICHHOM
YaCTOTOW W/WUIM TSHKECThIO HMHGEKIMOHHBIX AMu30/0B. [loaToMy Takue netu
JIOJIKHBI OBITH OTHECEHBI K TPYyMIaM PUCKA MO JIAHHBIM COCTOSIHUSIM U HaXOJUTHCS
MOJT TOCTOSIHHBIM HAOJI0CHUEM TIEINATPOB, AJIJIEPTOIOTOB- UMMYHOJIOTOB.

4. N3ouparenbubiii nepuuut IgA ObUT BBISIBIEH B 3X CEMbSIX, U BO BCEX
ciyvasx [TMJIC 6wu1 3admkcupoBaH y Marepu U ChiHa B paMKkax ceMbu. CemMenHbIe
dbopmbl 3a001€BaHUS IPOTEKAIN HE TsKeNee Mpourx. B xoie kaTaMHEeCTUYEeCKOTO
HAOMIOZICHUST 3a TMallMeHTaMU M UX POJICTBEHHHKAMU C JUArHOCTHPOBAHHBIM
I[MMC cpeaneld NpoOAOJDKMTEIBLHOCTBIO 6,7 £ 1,7 J€T B3aUMOCBSI3U MEXKIY
HaJM4YMEeM CEeMEWHOW ucTtopuu uzbuparenpbHoro neguuura IgA U TSHKECTBIO
KIIMHAYECKUX TIPOSBJICHUIA YCTAaHOBJICHO HE OBLIIO.

5. B Xome karaMHeCTHMYECKOro HaOMIOOEHHMS 3a IIalMEHTaMH C
n3ouparenbHbM geduiurom IgA cpenHeit mpoaoMKUTEeIbHOCThIO 6,7 = 1,7 5eT u
UX PETYJSIPHOTO UMMYHOJIOTHYECKOTO UCCIIEIOBAHUS APYTUX UMMYHOJIOTHYECKHUX

ﬂe(l)eKTOB BBIAABUTH HE yAaJIOCh.
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IHNPAKTUYECKHUE PEKOMEHJIALINU

1. Pexomenayercs mnamueHTam crapiie 4 JeT C  auIeprHueCKUMU
3a0oneBaHUsIMA (B TEPBYIO oOuepellb OpoHXHalIbHAsi acTMa M AaTONUYECKUU
JIEpMaTHUT) MPOBOJIUTh CKPUHUHIOBOE HCCIe0oBaHUE KOHIeHTpauuu IgA ¢ uemnsio
BBISIBJICHUS Y HUX BO3MOXKHOTO M30HpaTensHoro aedunuta IgA;

2.  PexomeHnyercs manueHTaM crapiie 4 JeT C BIEPBBIC BBISIBICHHBIM
orcyrctBueM IJA B CBIBOPOTKE  KpPOBU  MPOBOAUTH  YIIyOJEHHOE
MMMYHOJIOTHYECKOE 00CIeJOBaHUE C HWCIOJIb30BAHUEM MPOTOYHON LIMUTOMETPUHU
TS ucKimrodeHus 6osee TsxEnpix opm [TUJIC;

3. Pexomennmyercs manuMeHTaM ~C  [OATBEPXKIECHHBIM  JTMarHO30M
u3ouparenbHoro neuimra |gA npoBoAUTH MIIaHOBOE 00CIEOBAaHUE, B TOM YHCIIE
UCCJIEIOBAHNE MMMYHHOIO CTaTyca, HE pexe 1 pasa B roja ¢ LENbI0 BBISIBICHUS
NPEIUKTOPOB PA3BUTHUA Yy HUX AyTOMMMYHHBIX 3a00J€BaHUM, YaCTBIX WU /WU
TSKEIBIX UH(EKIIMOHHBIX 3MTH30/10B;

4.  PexomeHmyeTcs TpH BBISBICHUU Yy TAIMEHTOB C HW30UpaTEIbHBIM
nedpurutoM IgA mossimeHHOro 1gG B MOBTOPHBIX UMMYHOTpaMMaxX OTHOCUTH UX K
IpYIIE BBICOKOTO pHUCKAa [0 AayTOMMMYHHOW TMAaTOJIOTMM U TSHKEJBIM
MH(EKIMOHHBIM 3MHU30/1aM, 00ECIEYUTh UM MPUCTAIBHBIA KOHTPOJb CO CTOPOHBI
NeUaTPOB, aJNIEProJ0roOB- UMMYHOJIOTOB;

5.  PexomenmyeTcsi TpW BBIABICHUM TMAallMEHTa C u30uparelnbHbiM IgA
MMMYHOJIOTHYECKOE 00CeI0BaHNuEe OIMKAUIINX POJCTBEHHUKOB B CBS3H C LIEJIBIO
BO3MOXKHOTO BbIsiBiIeHUs y HUX [TU]IC;

6. Pexomenmyercs mnpoBomuTh ckpuHuHT [IMJIC Bcem nersm c
HACTOPAXUBAIOIIUMH MpU3HAKaMHU cormtacHO «dDenepaibHbIM  KIMHUYECKUM
pEeKOMEHJaIUsIM [0 JUarHOCTHMKE U  JICUEHUIO OOJIbHBIX  MEPBUYHBIMU
UMMYHOJECPUIIMTAMU C HapyLIEHUEM TyMOpPAJIbHOTO 3BeHa». Bcex BHOBb
BBISIBJICHHBIX MalMEHTOB BKIouarh B peructp [IM/C ¢ nensro nepcoHamvzanuu
MEIUUMHCKONW TIOMOIIb JAaHHOW TIpYyIIE [AalUEHTOB M  PalHdOHAIbHOIO

MJIAaHUPOBAHUS pa0OTHI MEAUIIMHCKUX OpraHU3allui.
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CIIMCOK COKPAIIIEHUH U YCJJOBHBIX OBO3HAUYEHUM
AH® — aHTUHYKJICApHBIN (HaKTOp
AP- annepruyeckuii puHUT
AT/l- aTONUYeCKUid IepMaTUT
AT -aHTUTEH
AT- anTuTeNno
BA- 6ponxuanbpHasi acTMa
BBUI" — BHyTpUBEHHBII HMMYHOTIJIOOYJIUH
['A- remonuTHuECKast aHEMUS
I'KC - rmoKOKOPTUKOCTEPOU/T
JAMH — 10KTOp MEIUIIMHCKHAX HAYK
JTHK — ne3oxkcuprOoHyKIEHHOBAs KUCIOTa
KKT — kenry10o4HO- KUIIEYHBIA TPAKT
NJIC — ummyHOIEDUIIMTHOE COCTOSIHHE
WUTII — unuonatuveckas TpoMOOIUTONIEHHYECKas MypIypa
KJILI — KOHCYJIbTaTUBHO- AUArHOCTUYECKUN LIEHTP
KMH — kanauaaT MeJUIMHCKUX HAYK
JIOP- oTomnapunronor
MBC- MoueBbIBOASAIIAS CUCTEMA
OAK- 00muii ananu3 KpoBu
OPBMU - ocTpast pectiupaTopHas BUpycHasi HHPEKIIUS
OBUH — o6mias BapuabenbHas UMMYHHasi HEJOCTATOYHOCTh
[MNC — nepBuYHOEC UMMYHOAS(PHUITUTHOE COCTOSTHUE
P® — Poccuiickas denepanus
CJl 1 Tun - caxapublii quaber 1 Tuna
CKB — cucremHas kpacHasi BOJT4YaHKa
FOUA — 10BEHUIIbHBIN UACONATUYECKUN apTPUT
BAFF — B-kJ1€TOUHBIN aKTUBUPYIOIIHI (haKTOP

CD3+ -1- num@ouuTsl
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CD4+ - 1- xenmepsl

CD8+ - T- nuM(OIIUTHI TITOTOKCHYECKHE

CD19+ - B mumdo1uTsI

CD 16/56+ - NK- knetku (HaTypaibHbBIE KHILUIEPHI)

CD 25+ - akTuBHpOBaHHBIC T- TUM(POLUTHI

Hb- remorno6un

|IELS — unTpasnurenuanbHbie TUMEGOIUTHI

|g — uMMyHOT100YTMH

ID-BIL — Henpsimoit OrinpyOuH

IL - unTEpIIeKH

MCH — riaBHbIi KOMIUIEKC THCTOCOBMECTUMOCTH

PLT- TpoMOOIIUTEI

slg -cekpeTopHbI UMMYHOTIIOOYIIHH

TACI — memOpaHHBIH O€ITOK, PelenTop U3 HaJCeMEHCTBa perienTopoB daKkTopa
HEKpOo3a OIyXOJH

TGF — tpancdopmupyiuii poctoBoit Gpaxtop

TNF — aktop HEkpo3a omyxou

P- KOPOTKOE MJICYO XPOMOCOMBI

p- value — 1ocToBepHOCTD pa3Inuuii

( — AJTMHHOEC II€Y0 XPOMOCOMBI
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