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Ha ceromHsAUIHUN AeHb OMHUCAHO OKOJIO 150 KJIMHUYECKUX (OPM MEPBHUUYHBIX UMMY-
HoZepuUTHBIX cocTosiHuU [2]. [Ipu 3TOM, Mis Gosiee 130 U3 HUX OMpPEEIeHbl TeHHbIE Jie-
dekThl. M3 Bcex mepBUUYHBIX UMMyHOAeDUUUTHBIX cocToaHur (ITU/C), ceneKTHUBHbIH fe-
dbuuuT UMMYHOIIO0Y/IMHA A BeTpevaeTcs Hanbosiee yacro [19].

Graber u Williams mepBbiMH UIeHTU(PULMPOBATIA U UIYUHIHN UMMYHOTJIOOYTUH A
(IgA) B 1952 roay [15]. IgA oTiMUaeTCs OT APYTUX KIACCOB UMMYHOTJIOOYJTHHOB COEPrKAHU-
€M YTJIEBOJZIOB, CHAJIOBBIX KUCJIOT U CIIOCOOHOCTBIO CO37aBaTh JUMEPHI, TPUMEDPbBI U TeTpaMe-
pbl. ChiBOpOoTOUHBIN IgA Bcerma MmoHOMep, a cekpeTopHbii IgA (sIgA) obbemuHsiercs B 2, 3
WJIK 4 MOJIEKYJIbl TOCPEeACTBOM J-LEeNHu U CIIY>KUT JJIA 3aLIUThI CIM3UCTHIX, CTAHOBACH CO-
CTAaBHOW YaCThIO CJIe3, TPYAHOTO MOJIOKA, CEKPETOB MUILEeBAPUTETHHOTO, AbIXaTeJIbHOTO M
MOUEBBIIEJTUTETLHOTO TPAKTOB [20]. O0mas HeaoCTaTOYHOCTh IgA CBsi3aHA ¢ AaHOMATUAMU
CHHTE32 MOHOMEpPA, YTO B UTOTE NMPUBOAUT K CHUKEHHIO U CBIBOPOTOYHOTO U SIgA [3]. B psa-
nie caydaeB AedeKT MOMKET Peasu30BaThCS HA YPOBHE J-LeMHM W TOTAA OTCYTCTBYET TOJIBKO
slgA. ¥V muageHueB SIgA MOABIATCA yepes3 3 MecAla MOCjae POKACHUA, a ONTHMaJbHAA
KOHIIEHTPALUs YCTaHABJIUBAETCA K 2-4 roaam [2, 3]. [1;masmeHHbIld ypoBeHb IgA k 6 Mecsu-
HOMY BO3PaCTy COCTAB/IAET OKOJIO 1/3 OT MoKazaTesiAd B3POC/bIX, a IOCTUTaeT MaKCUMyMa K
10-12 rozam.

CenektuBHbIN nepuuuT IgA OIMHAKOBO YACTO BCTPEUAETCA Y MYKUHMH U >KEHIIHUH.
BOJTbIIMHCTBO C/TyyaeB CeJIEKTUBHOTO AedunnTa IgA ABIAIOTCA CIOPAAMYECKUMHE, UMEIOTCS
TaK)Ke OMUCAHUsA CeMelHbIX 3abosieBaHuit [19]. HaciienopaHue B 3THUX C/Tydasix TPOUCXOJIAT
M0 ayTOCOMHO-PEleCCUBHOMY THITy, OMMCAHBI TaKXKe ayTOCOMHO-IOMHWHAHTHbBIM, MYJIbTH-
(akTOpHaIBbHBIA U TMTOJTUTEHHBIN ¢ HEMIOJTHOM 3KCIPECCHel TUIbI HAacaeA0BaHuUs [15, 10].

Brepenie cesiekTuBHBIN AebunuT IgA 6buT onrcad J. Heremans B 1960-1961 roxy. [1o
JIAaHHBIM HCCeioBaTesIel ¢ TaKOM MMMYHOIIATOJIOTHEN TOSRIAETCA HA CBET 1 U3 142-15000
HOBOPOYKJIEHHBIX, B 3aBUCUMOCTH OT 3THUUYECKOU TPYIIbI — y JIFO/IeH eBPOMeOUHON pachl
3HAUYUTEIBHO Yallle, IO CPABHEHHIO € a3UAaTCKOW M HErPOUJIHOM [11, 7]. PacnmpocTpaHeHHOCTh
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nedunura sIgA B EBpone Bapbupyer Mexxkay 1:163 u 1:875 [8]. 910, o kpaliHell mepe, B
150 pa3 uvalle, 4eM JPYyroe MepBHYHOEe MMMYHOAe(ULIMTHOE COCTOSIHHE — ofIias Bapua-
fesibHAsE UMMYHHAs HEAOCTATOYHOCTb, 3aHUMAOIIEE BTOPYIO CTPOYKY IO PACIPOCTPAHEHHO-
ctu [TU/JIC [19]. OnHako, B PoccuiickoM HalMoHaJbHOM peructpe 6oabHbIx ¢ [THU/IC, cyie-
CTByIOLLIEM ¢ 1989 rofa, UMEKTCA CBeJIeHHs MeHee YeM O 1000 MalUeHTaX C CeJIeKTHBHbIM
nedunurom IgA [1]. Takum obpa3om, B HacTosimiee BpeMs B Poccuiickoil penepanmu Moryt
MPOXKUBATH A0 300000 yesoBek ¢ HeauarHoctupoBaHHbiM [TMJIC. HepgocraTounas ocee-
JIOMJIEHHOCTb Bpauel O JAaHHOUW MaTOJIOTHH, OTCYTCTBHE J1abOPaTOPHOU 06a3hbl B COUETAHUU C
OTHOCHUTEJIPHO PEIKOU PACIPOCTPAHEHHOCTHIO U pa3HOOOpasueM KJIMHUYECKUX (HOpM, MpHU-
BOJIAT K TOMY, UYTO 60IbHBIE JTUTETFHOE BPEMSI HE TIOJTyYal0T MaTOTEHETHYECKYIO TEPAIUIO, B
pesysbTaTe 4ero GOPMUPYIOTCA OYard XPOHUYECKOW MH(PEKIUU U yXy/LIAETCS MPOTHO3 3a-
HoseBaHwUs.

lenetnueckuii nedekT, MPUBOAAIINKN K PA3BUTHIO CeJIEKTUBHOTO Aeduruta IgA no
CHX TIOP He U3BECTeH [10, 20], OTHAKO UMEIOTCA yOeIUTeTbHbIE I0KA3aTeIbCTBA e TEPMIHH-
poBaHHOCTU ero Ha ypoBHe HLA-cHCTeMbI THCTOCOBMECTUMOCTH YesI0BeKa, YTO MPUBOJUT K
HAPYILIEHUIO TEPEKTIOUEeHHs U30TUIIOB Ha IgA mim GJI0KUpyeTCs CO3peBaHUe KJIETOK, MPO-
aynupyomux IgA. Y 60JbHBIX ¢ BpOKAeHHbIM aeduiiutom IgA vacto BeisBasioTea A1, B8 u
DR3 HLA-ramnotunsl [1]. HoO He TOMBKO TeHbI TJTABHOTO KOMIJIEKCA TUCTOCOBMECTUMOCTHU
MOTYT OBbITh 33JIeHICTBOBAHBI B MaTOreHe3e BPOxKAeHHOTO rumno-IgA. Coobiaercs 0 BO3MOXK-
HOU accoumanuu 3Toi matoaoruu ¢ IFIH1 u CLEC16A [22].

[MaToreHes 3ab0eBaHUA ABAAECTCA MPEIMETOM MPUCTAITHHOTO U3YUEHUsI, OTHAKO MO~
JIyueHHble Pe3ysIbTaThbl He TMO3BOJIAIT MPEAIOJOXKUTh eUHbIA MeXaHU3M Pa3BUTHA [19].
[Mpu cenexktuBHOM gmedunure IgA Hapymaercs TepMuHa bHaA AubGepeHINPOBKA
B-numbouutos, 61okupyercs cekpenus IgA, 4TO MOMKET SBJATHCA CJIECTBHEM CHUKEHUS
akcrpeccru perentopa CD40 Ha B-nmumdonuTax (yyacTByeT B KOONIEPATHBHOM B3aUMOIEM -
CTBHUEM C AaHTHUTE€HIPE3eHTUPYIIIUMHU KyIeTKaMHu U T-xesimepaMu Mpu WHULUALUUA CUHTE3a
IgA). OnpenesieHHasi poJib B maToreHese oTBoaAuTCS U TOP-[3, ABsI0NIErOCa OCHOBHBIM (pak-
TOPOM UHAYKIUU chuHTe3a IgA [12]. CumTaercs BO3MOKHBIM U HapylleHHEe OTBeTa K UHTEep-
JIeMKHHAM 4, 6, 7, 10 [15]. TlokazaHo, uTo A0OaBIeHHE HHTEPJIEHKHHA 10, 0COOEHHO B coue-
TAHUW C UHTEPJIEUKUHOM 4 B KYJIbTYyPYy JUMMPOLHUTOB OT OOJBHBIX C CEJIEKTUBHBIM JeUIU-
TOM IgA BBI3BIBAET BOCCTAHORJIEHHE CEKPELIMH 3TOTO UMMYHOTJIO0Y/TMHA [1].

KinHuueckas kapThHa cejeKTHBHOrO AedunnTa IgA rereporerna [8]. Jeduur cex-
petopHoro IgA, kak pakTopa MECTHOTO UMMYHUTETA U 3ALUTHI CIM3UCTBIX, MPEAOXPAHAIO-
IET0 AaHTHUTEJIA OT AEUCTBUA (PEPMEHTOR M yUACTBYIOILIETO B MX TPAHCIIOPTHPOBKE, KITMHUYe-
CKU MPOSBIAETCSA XPOHUUYECKOU Auapeen, YaCThIMU TTOBTOPHBIMHU PECITUPATOPHBIMU HHMEK-
uusamu [19]. Penko Bcrpedaercs ocoOblii BapuaHT IgA-medunura — 60€3Hb TAMKEIbIX O-
Lernel WK Tak Ha3blBaeMas «CPeau3eMHOMOpCKasa JuM@oMa», KOTopasi MPOSABJIAETCS CUH-
IpoMOM MababcopOuuu u TsKe0u auctpodueit, 00yc0BIeHHBIME JTUMQPOTPaHyIEMATO3-
HbIM MTOPAKeHUEM KHUIIIeYHUKA.

[Tpu obielt HegocTaTOUHOCTH IgA, B 3aBUCUMOCTH OT MPeobIIaIaoIero MopaXkeHu s,
BBIZIEJIAIOT CJIelyI0lie BADUAHTHI TEUeHUS:

e 0OeccHMIITOMHBIH (J1abopaToOpHAs HAXOAKA)

e IMPenMyIleCTBEHHOEe MOPAaXKeHHe IbIXaTeJIbHOH CUCTEMBbI

e IPenMYIIEeCTBEHHOEe MOPAKEeHHE KeTyAOUHO-KHUIIIeYHOTO TPAKTA

e ajuiepruueckue 3ab60seBaHUS

e AyTOMMMYHHbIE 3a00IeBaHUS.

OHKOIATOJIOTUIO HE BBIAEJIAIOT B OTAEIbHbIA BAPUAHT T€UEHHU s, TOCKOJIbKY TOUHO He
YCTAaHOBJIEHA YACTOTA PA3BUTHUA M MATOTEHE3 OMYyXOJEBOTO POCTA y OOJbHBIX C CEJIEKTUBHBIM
nedunurom IgA. Hanbosiee 4acto AUArHOCTUPYETCA TUMOMA, JUM@OMa, PaK KeJTyaKa, Mu-
LIeBO/AA, JIETKUX [17].

Y 60-70% nwneil B TeueHUe BCed >KM3HHU He PAa3BUBAIOTCA MPOABJIEHUA CEJIEKTHB-
HbIOTO AeduimTa [gA ¥ IMarHO3 BHICTABJIAETCA UCKITIOYUTETBHO IO Pe3yJIbTaTaM IMOBTOPHO-
ro siaboparoproro uccienopanusa [8]. ManudectHas ¢opma xapakTepusyeTcs pPeLHINBH-
pyromuMu 6akTepHaTbHBIMU U BUPYyCHbIMU HHbeKuusaMu JIOP-opraHoB, IbIXaTeIbHOU CHC-
TeMbI U JKeJyJOUHO-KHILIEeYHOTO TPpakTa [5, 6, 19]. KnnuHauuyeckue mposBpieHUs Yallle HAuH-
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HAKOTCSA MOCJIe MPEKPAIEHHs KOPMJIEHHS IPy/Ibl0, HO MOTYT HAUMHATHCS U B O0sIee O3aHEM
BO3pacrTe.

WNHbEeKIIMOHHBIN CHHIPOM UMEET Psifi 0COOeHHOCTEN:

e He XapaKTePHBI TsKeJIble U UHBA3UBHbIE HHPEKIUU (CeNTULEMUS, MEHUHTHUT, OC-
TEOMUEJTUT), XPOHUUYeCKHe WH(PEKIUU PECTUPATOPHOTO TPakTa (IMIPH M30JTUPOBAHHOM Ce-
JIeKTUBHOM Jiepuniute IgA);

® CPABHUTEJBHO JIETKOE TeUeHUe W OJIarompUATHBIA HCXOA 3aboseBaHus (OTHOCH-
TEJIbHO APYTUX BPOMKIEHHBIX UMMYHOAEDHIIUTOR), 32 CUET KOMIEHCATOPHOU aKTHBALIMU
cuHre3a IgM, I1gG 1 BpOKIEHHOTO HMMYHHUTETA;

e mpeobiagaHve BUPYCHBIX MH(EKIUN AbIXaTeIbHBIX MyTeH;

e CKJIOHHOCTb K 3260JIeBaHUSM >KeTyIOUHO-KUIIIEUHOTO TPAKTA.

B Hacrosiiee BpeMsi CYUUTAETCS, UYTO BOSHUKHOBEHHE PELIIUBUPYIOIINX HH(DEKIUN Y
MALEHTOB € CEJEKTUBHBIM AeduiiutoM IgA 00yCOBI€HO COMYTCTBYIOIIMMU AeheKTaMu
UMMYHHOU CHUCTEMbI, TAKUMH Kak Jeduuut cyokmaccoB IgG (ocobenno 1gG2), nedext man-
HO30CBA3bIBAIOIIETO JIEKTHUHA, CTIeHU(PUUECKUX AHTUTET K TIOJIMCAXAPU/IAM.

Jls1 opaskeHus1 PECIMPATOPHOTO TPAKTA XapAaKTEPHbI OTUTHI, CHHYCUTHI B OPOHXH-
ThI, Yallle BUPYCHOU 3THOOTHH. VI3 GakTepul valie APYTUX BhI3bIBAIOT HH(PEKIIUIO CTPETITO-
KOKKH W reModusibHas masovka [16, 19]. XpoHH3ausa NaTOJIOTUH U OPOHXOIKTATUYECKas
6ose3Hb HOpMHUPYETCS B OCHOBHOM IPU COUETAHHBIX Je(eKTax TyMOpaTbHOTO UMMYHUTETA
— cesiekTUBHOTO nepunura IgA u nepunura cydbknaccos IgG.

KemymoUHO-KUIIIEUHBIH TPAKT SBJISETCA CAMBIM JJTHHHBIM JTUMQPOUIHBIM OPraHOM
OpraHuM3Ma 4YesI0BeKa, MO3TOMY KJIHMHHYeCKHe NpoABaeHus nopaxkeHusa npu [MUAC BbiaB-
JISIOTCA AOCTATOUHO 4yacTo. BapuaHT cesektuBHOro neduiura IgA ¢ npeobsiagaHueM mopa-
JKEHUS JKeJTyIOUHO-KHUIIIEUHOTO TPAKTA MPOSBJISAETCS PA3BUTHEM repHeTHYecKoro adTo3HO-
T'O U I3BEHHOTO CTOMATHUTA, TUIIEPTPOMUUECKOTO TaCTPUTA, LIEJTUAKUU, XOJIELIUCTOXO0JIAHTHUTA,
PETHOHAJILHOTO JHTEPUTA, UIIEUTA, TEMOPPATrHYECKOTO U HECTIEIU(DUIECKOTO A3BEHHOTO KO-
sita, 6one3nn Kpona, HOAy/sApHOU JTUMQOUIHOU TUIMEPIUIa3uu, MaTbabcopOIuu, MyKo-
BUCLIH/I034 [21, 14]. [Ipy 3TOM TUCTOJIOTUYECKH BBIABIAETCA aTPO(PUA BOPCHHOK KUILEUHU-
ka. HauboJsiee yacTo y aTOM Ipymnnbl HauueHTOR BhisApaserca Giardia lamblia, xotsa kiauHH-
YECKUX MPOSBJIEHUH WHQEKIUU MOXKET He ObITh, UJIM CUMITOMBI HE TPOSBIISIOTCA APKO U
HOCAT XPOHWYECKHUU xapakrep [8].

Anneprudeckue 3abosieBaHus y OOJIbHBIX C CEJIEKTUBHBIM Jiepuuutom IgA He umMeroT
KJIMHUYECKUX OCODEHHOCTEH U MPOTEKAIOT B BUAE OPOHXHATLHOUW aCTMbI, PDUHUTA, KOHBIOHK-
TUBUTA, ATOMUYECKOTO JePMaTUTa, KPAamMBHUILBI U oTeka KBuHKe [2]. PaHHUe mposBiIeHUA
yaire o0ycIOBJIeHbl CHMIITOMAMU MUILEBOU ajiepruu. bojiee yeM y OJIOBUHBI IETEH BBISB-
JIieTCA HermepeHOCHMOCTh KOPOBBETO MOJIOKA, MHAYLUHWPOBAHHAA HUPKY/IALUEN TPeLUITUTH-
PYIOIIUX aHTUTEN K OeJIKy KOPOBBETO MOJIOKA [21]. OTHOCUTEIBHO YACTO MOSBJISIOTCS U aH-
TUTEJIA K TJIIOTEHY.

[Mpu cenektuBHOM AedpwunuTe IgA ¢ mpeobianaHueM ayTOMMMYHHOW MaTOJIOTHH B
CHIBOPOTKE OOHAPYKHMBAIOTCA AYTOAHTUTENA K HYKJIEAPHBIM MPOTEHHAM, KAPAHOJUITHHY,
KJIeTKaM TJIaZIKOM MYCKYJIaTypbl, THPEOUIHBIM MHKPOCOMAJIbHBIM aHTUTEHAM, THPEOTI00y-
snuHy, 6azanbHOU MeMOpaHe, aApeHaJIOBbIM KJIETKAM, SPUTPOLUTAM W APYTUM LUPKYJIH-
PYOILINM KJIeTKaM KpoBU. YacTo AUAarHOCTUPYETCA PEBMATOUIHbBIA apTPUT, JePMATOMUO3UT,
TUPEOWINT, CUCTEMHAsI KPacHAs BOJYAHKA, BUTHJIUTO, HIMOMATHYECKAS TPOMOOLIUTOTIEHHU-
yeckas IMypIiypa, reMoJIuTUIecKas aHeMus [22]. BaxkHO MOMHUTB, UTO Jaxke y 6eCCUMITOM-
HBbIX MMAIUEHTOR C CEJIEKTUBHBIM Jepuumutom IgA MOTyT MOABIATHCA aHTUTENA K IgA, 4TO
MPU TIEPETMBAHUY KPOBH, IJIA3MbI UM BBEJIEHUH MPENapaToB UMMYHOTJIO0YTMHOB MOKET
BbI3BIBATh MOCTTPAHCHY3HOHHBIE PEAKLVH, WHAYLUPOBAaHHbIE OOpa30BAaHUEM HMMYHHBIX
KOMIIJIEKCOB.

OnHoul u3 abopaTopHbIX OCODEHHOCTEH CKPUHHWHTA MAIIUEHTOB C CEJIEKTHBHBIM Jie-
dbunutom IgA sip/sieTCs BEPOSTHOCTH MOJIOXKUTETBHOTO Pe3y/ibTaTa UMMYHO-(ePMEHTHOTO
aHaAM3a Ha PB-XOPUOHWUYECKUH TOHAZOTPOIHH uesioBeKa (JI0’KHOTOJIOKUTEbHBIA TECT Ha
GepeMeHHOCTh), 00yC/IOBIeHHAs HAJTUUKEM reTepoHIbHbIX aHTHTE [13].

CenektuBHbIN Jedbunut IgA quarHoCTUPyeTCs MOCe MOBTOPHOTO UCCIEOBAHUS ChI-
BOPOTKH KpoBU. YacTUuHbIN AebuiuT [gA BhICTaBIAETCA MPHU €r0 KOHIIEHTPALIUHU B TIpejie-
Jlax OT 0,05 10 0,2 r/a. OrcyrcTBre IgA y HOBOPOXKAEHHBIX TOBOPUT WJIU O HE3PEIOCTH UM-
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MYHHOU CHCTEMbI WJIH O BEPOSTHOCTH CEJIEKTUBHOTO fedunurta IgA. Y mereil paHHEro Bo3-
pacra, yaile y MaJb4MKOB, HaOI0AaeTCa TPAH3UTOPHBIN Aedunut IgA uiu ero cyOKIaccos.
Ecnu IgA He onpenesisieTcs TIOCe 10-MeCAYHOrO BO3PACTa, TO JUATHO3 CEJIEKTUBHOTO nedu-
uuTa IgA He BhI3BIBAET COMHEHUH.

Takum obpazom, y JieTed 10 rojila IUarHOCTUYECKHM KPHUTEPHUEM CEJIEKTHBHOTO Je-
dbunura IgA aBIAIOTCA TTOKa3aTe M MeHee 0,05 T/, orcytctue IgA1 u IgA2, sIgA npu HOp-
ManbHOM cozieprkanuu IgM u IgG (kpome 1gG2), UCKIIOUEHUH APYTUX TPUUUH TUTIOTAMMar-
snobynuaemun u apyrux BapuantoB [TU/IC. Coneprkanue KiaeTok UMMyHHOU cuctembl (T u
B-mumdouutoB, NK-k1eTok, (paronuToB) y MalHeHTOB C CeJEeKTUBHBIM naeduiutom IgA
0OBbIUHO B Mpeesax HOPMbL. Y JeTel crTaplle 4-X JIeT IUarHOCTUYECKUM KPUTEPUEM SBIIAET-
cs KoHIeHTpauus IgA meHee 0,07 r/.

Ucnonb3oBaHue pAna JIeKAPCTBEHHBIX NMpenaparoB, TAKUX Kak D-NMeHULUWIIaMUH,
cynbdacana3zuH, KanTonpui, kapbamasenuH, uOynpodeH U BaJbIPOEBass KUCIOTA MOYKET
MPUBECTH K 0OpaTUMOMY CHUKEHHIO KOHIeHTpanuu IgA. Kpome Toro, HekoTopble 3aboJie-
BaHWS WHIYyNIHPYIOT BpeMeHHOe CHIKeHue IgA (umuTomerasoBuUpycHass WH(EKIHUs, TOKCO-
1a3M03, KpacHyxa). Ce30HHOe MOBbIlIeHNe [gA MOXKeT OTMeUYaThCA B 3UMHHE MecsAlbl [15].
[Mepeuncierrbie HAKTOPHI TOKHBI YIUTHIBATHCA MPU MOCTAHOBKE JUATHO3A.

BceM manueHTaM ¢ CeJleKTUBHBIM aepuuutoM IgA Tpebyercs ATUTETbHOE MOHHUTO-
pUpOBaHNE KOHLEHTPALIMKM KMMYHOIJIOOY/IMHOB, ayroanTutes, IgG u IgE k nuiiepbiM, Obi-
TOBBIM, 3MTHAEPMaTbHBIM IPUOKOBBIM U MbLIbLEBBIM ajuiepreHaM [3]. BoamoskHa mocremneH-
Has TpaHchopMaLus cesJieKTUBHOTO AedunuTa IgA B 061yt BaprabesibHyr0 UMMYHHYIO He-
nocratouHocTb[15]. [Ipu BozaelicTBuM HeGArOMPUATHBIX (PAKTOPOB BHeEIIHeW cpenbl Oec-
CUMIITOMHOE TeUYeHHEe MOKET CMEHUThCS HH(MEKLINOHHBIM CHHAPOMOM, ayTOUMMYHHBIMHU U
AJITIEPTUUECKUM PeaKLHMsAME, MaaurHu3anuei. [IporHo3 3a60ieBaHUs TAKKE 3aBUCUT OT CO-
MyTCTBYIOIIEH IMMYHOTIATOJIOTHU.

Hanunuue cenexktuBHOro medunmta IgA He ABJsSETCS MPOTHBOIMOKA3aHUEM K BaKIIU-
Hauwu. OJTHAKO MOCTBAKIMHAIbHBIA UMMYHHUTET MOKET ObITh HEZIOCTATOUYHBIM [1].

BeccumntomHOe TeueHue 3a00JieBaHUS HE HY>KIAeTCA B Tepanuu. BbuieunTh cenek-
TUBHBIA AebunuT IgA He mMpeACcTaBIsAeTCs BO3MOXKHBIM. JleueHre HOCUT MaTOreHeTUUECKUI
U CUMIITOMATHYECKUI XapaKTep, HAMPABJIEHO HA KyMUPOBaHUE WH(PEKIIMOHHOTO, aljIepPTh-
YeCKOT0 U AyTOMMMYHHOIr0 cuHApoMa. MMMyHOMOAYAATOPHI HE NPUBOJAT K 3HAYUMOMY U
CKOb-HUOYb AuTeabHOMY 3¢ dekTy. 3amMecTuTeIbHA UMMYHOTEPATUs TpeOyeTes maiu-
eHTaM ¢ HHMEKLIMOHHBIM CUHIPOMOM U IMMPOBOJIUTCA MpenapaTaMyd UMMYHOIJIOOYJIMHOB, HE
copepammmx IgA, TOIbKO mocsie 1a00PaTOPHOTO MOATBEPKIAEHUS OTCYTCTBUA aHTH-IZA aH-
tuTea. KoMMepueckue mpenapaTrbl COAEp:KaT CJAeJOBBbIE KOAMUYeCTBA IgA, KOTOpBIE A0CTa-
TOUHBI JJ11 CEHCUOMIU3ALUY MTAlUEHTOB K IgA, UTO MOKET B CBOKO OUYepelb MPUBECTH obpa-
30BAHUIO AHTU-IZA aHTHUTEJ U B PEIKHUX CAyYasax WHIAYLHUPYeT aHADHIAKTHUECKHE PEaKIuu
[18]. KomMepueckre UMMYHOTJIOOY/TMHBI ISl BHYTPUMBIIIEUHOTO BBEJIEHUS MPAKTUYECKU
MepPecTajd HCIOJIb30BAThCA TMOCJE TOSBJIEHHUS BHYTPUBEHHBIX MMMYHOTJIOOYJIMHOB, OKa-
3apmuxcs 6osiee ahdekTHBHBIMU U 0e30TacHbIMU. HeskenaTesibHbIE JIEKAPCTBEHHbBIE PeaK-
MH HA BHYTPHUBEHHO BBOJAMMBIE WMMYHOTJIOOYJUHBI PETHCTPUPYIOTCS B 5-15% CiIydaeB.
[TpenapaTbhl KMMYHOIJIOOYJTMHOB MOMOTAIOT KYITHPOBATh PsJ CUMIITOMOB, CIIOCOOCTBYIOT
3JIMMHUHALMY TIATOTeHA, MOAYJIMPYIOT HMMYHHBIH OTBET W yCUJIUBAIOT darouuto3 [9]. Tlo-
MHUMO BHYTPUBEHHBIX, HA MUPOBOM (apMalleBTUUECKOM PbIHKE UMEIOTCSA M BBOAUMBIE TIOJI-
KOYKHO TIpernapaThl HMMYHOIJIOOYJITHOB, UMEIOIIHE CBOM MpeuMyllecTBa. [Ipexkie Bcero —
3TO OTCYTCTBHE HEOOXOIMMOCTH BEHO3HOTO JOCTYIA U BO3MOKHOCTh MPOBEAEHUS MPOLIE/TY-
PbI B JOMAIIIHUX YCIOBHAX, YTO OCOOEHHO aKTYaJIbHO B TIeAMATPUYECKON MMPAKTHKE, a TAKKE
CHWKEHUE YaCTOThl CHCTEMHBIX OOOUYHBIX peakiuid. MeHbIIasgs HHBA3UBHOCTH MPOLETyPhI
MO3BOJIAET MPOBOAUTH 0OJiee yacThle TeperBaHusa (OAWH WJIM HECKOJIbKO Pa3 B HENEITI0)
MEHBIINMH JI03aMH, UTO MOAIEPKUBAET KOHIIEHTPALIUIO CHIBOPOTOYHOTO HMMYHOTJIO0Y/TMHA
HAa OTHOCHUTEJIbHO MOCTOAHHOM YpOBHe. K HemoCTaTkam TAakKUX MpernapaToB OTHOCATCA He-
BO3MOKHOCTh OBICTPOTO BBEZIEHUs BBICOKHX J03 M MeIJIEeHHOe HapacTaHue ypoBHs IgG B
KpoBH [15].

[Tpu nHbEKUNAX PECTUPATOPHOTO U KETYAOUHO-KUIIEYHOTO TPAKTA C MPOPUITAKTH-
YECKOU W jeueOHOU LeThI0 MPUMEHAITCA aHTHOMOTUKH. VICMOMB3YIOTCS PyTUHHBIE CXEMBbI
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HAa3HAUeHHsI aHTUOAKTEPUAIIbLHOW TepParuu, a TaK:Ke JAPYTUX JEeKAPCTBEHHBIX MpernapaTos,
MPUMEHAEMBbIX JIJIsl KyITUPOBAHUS a/UIEPIUUYECKOTO U AyTOMMMYHHOTO CHHAPOMOB [8].

KauHuuecku# ciaydai.

AnamHe3 ku3Hu. Manpuuk H., 1997 r.p. Pe6EHOK OT mepBoi OepeMeHHOCTH, MPOoTe-
KaBIIeH C MHeJOHeDPUTOM BO 2 TPUMECTPE, CPDOUYHBIX POIOB C OOBUTHEM MTYTTOBHUHBI, MAaCCOU
3780 1, poctom 53 cM. Pu3HUeCKOe U HEPBHO-TICUXHUECKOE PA3BUTHE COOTBETCTBOBAJIO BO3-
pacry. [lpodwnaktuueckne MPUBUBKU — MO KajeHAapIo, 6e3 ociokHeHH. B paHHeM BO3-
pacte — yMepeHHbIe MPOSIBJIEHUS aTOMUYECKOTO AepMaTuTa. o 3 JIeT — HeOCJI0KHEHHbIE
OCTpbhIE pecrupaTopHbie HHMEKLIHUH, A0 BOCbMHU pas B roa. C ceHTAOPsA 2001 I. HaYasI moce-
LIATh AETCKUU caf.

CeMelHBIM aHAMHE3 HE OTSITOILEH.

AnawmHe3 3aboneBanus. Knuaunueckuii ne610T 3aboseBaHus — ¢ 2000 T. (B Bo3pacre 3
siet).B derpase 2000 I. OCTYNUII B CTAlIMOHAD, Te HAXOAWJICS HA JIEUEHUH C IMAaTHO30M:
JIByXCTOPOHHSAS TOJIMCeTMeHTapHasA NMHeBMOHus. [IpoBoauiach MaccCMBHasA aHTUOAKTepH-
aybHAs Tepamnus, TepeJUBaHMe BHYTPUBEHHOrO WMMYHOIIOOysiuHaA (0e3 ompeneaeHUs
YPOBHSA ChIBOPOTOUHBIX UMMYHOTJIOOYJIMHOB). BhINTHCAH € yIydIlIeHHEM COCTOSHUSA, C OTCYT-
CTBUEM SIBJIEHUSAMU BOCHAIMTETHHOW WHQUIBTPAMU TO PEHTTEHOJIOTHYECKHUM JTaHHBIM.
[Tpomoskan 6eCOKOUTH YaCThI MPHUCTYIIOOOPA3HBIA Kalllelb, COMTPOBOXK/AABIINNCA OOITH-
€M CyXHX XPHIIOB, TEPHOINYECKH OECITOKOMIIA 3a7I0’KEHHOCTh HOCA U YMXaHue. B wiose 2000
rojia BbICTABJIEH NUArHO3 OpOHXUATbHAA ACTMa, HauYaTa 6a3ucHast Tepanusa UHTaIALUOHHbI-
MU TJTIOKOKOPTHKOCTEPOUIAMH Uepe3 HeOynauzep, OPOHXOJTUTHKAMU MPU MpUcTynax. [1pu
UMMYHOJIOTHYEeCKOM 0OC/IeIOBAHUH B 2001 T. BBIABIEHO pe3Koe cHukeHue IgA (<0,05 r/n),
BBICTABJIEH JUATHO3 — MEPBUYHOE UMMYHOAEDHUIIUTHOE COCTOSTHHE: CETIEKTUBHBIN AeDUIUT
IgA. C BecHbI 2001 rofa Ha GHoHE TPOBOAMMOU TEPATTUU MPUCTYIIhI OECITOKOUIH HECKOTBKO
pa3 B Mecsl, Ha3HaueH (GJIyKOHA30J1 B JI03€ 250 MKI B CYTKH, KOPOTKOJEWCTBYIOIIUE
B2-aroHucThI TpU TpUCTyax. [IpUCTYIIBI IO HECKOJIBKO Pa3 B MECAL, COXPAHSIITUCH, TAXKETbIe
MIPUCTYIIBI B Iekabpe 2001, AHBape — ampeJsie, HIOHe 2002 Tozia. B HioHe 2002 roja B CBA3M C
COXPAHAIOLIENCA W HapacTalollel 3a7I0)KEHHOCThI0 Hoca ObLla MPOBEIEHA aZIEeHOTOMHUSA, HO B
MOC/IEOTIEPALMOHHOM TEPHO/IE 3aJI0KEHHOCTh HOCA coxpaHsiiach. C aBrycra 2002 roaa k 6asuc-
HOU Tepanuu 106aBJIeH CaTbMeTEPOJT 100 MKT B CYTKH, A03a (IyKOHA30s1a COCTABRJIAIA 250 MKT
B cyTku. Ha doHe Tepanuu B fiekaObpe 2003 roaa TAMXKEIbIH MTPHUCTYII, 7032 (JIyKOHA30J1a YBEIH-
YyeHa 70 500 MKT B CyTKH, MPOJIOJKEH MPUEM CATBMETEPOJIA, K aAMPeJTIo 2004 roaa 103a GiyKo-
HA30J1a CHIKEHA JI0 200 MKT B CyTKH. B Hacrosiiee Bpems 6a3ucHas Tepanus COCTaBseT: (iry-
KOHA30J1 500-750 MKT B CyTKH, CAJTbMETEPOJI 100 MKT B CYTKU, CHHTYJISIP 5 MT.

Ha ¢oHe mMpoBOAMMON Tepanuu COXPAHSIOTCH 3MU30/IbI MPUCTYITOOOPA3HOTO KaIIA,
3aTPYAHEHHOTO JIBIXaHHSA 1-2 pas3a B HeJes, Tpebyrolue JOMOTHUTETbHBIX HHTAIAIN KO-
POTKOAEHCTBYIOIIMX [2-arOHKCTOB. B siHBape 2008 roga Ha ¢pone OPBU oTmeuasioch Tsoke-
si0e obocTpeHre acTMbl, Tpebyllee HA3HAYEHU s TPEAHU30I0HA Per 0S B JI03€ 1 MT/KT, KO-
POTKOZEHUCTRBYIOIINX HHTATALMOHHBIX OPOHXOAMIATATOPOB, 3y(MH/INHA, TPOBOIMIACH aH-
THOaKTEepUAIbHAS TePAIUs B TeUeHue 10 aHel. 3a601eBaeMOCTh OCTPBIMU PECITHPATOPHBIMHU
WHQEKIUAMA HA TPOTSKEHUU BCETO Meproaa HabIIIeHHA COCTARIIAET 1-2 pa3a B Mecsl] (B
TOM YHCJIe, pUHOMDAPUHTHUTHI, TaUMOpPUTHI (3)). [1o moBoAy vero peGEeHOK MOIydaeT KypcChl
aHTHOAKTepUATBHBIX MPENapaToB MIUPOKOTO CIEKTPa AelcTBHA 10 6 pas B rox. Ilpu mo-
BTOPHBIX UMMYHOJIOTHUYECKUX OOCJIeIOBAHUSIX COXPAHSETCA CTOMKOE CHUKEHHe IMOoKa3are-
nent [gA<0,05 /7.

B knmHuke 3abonesanus 6oapHOTO U. 06pataet Ha ceOsi BHIMaHUe WH(PEKIMOHHbBIN
U OpPOHXOOOCTPYKTUBHBIM CHHAPOMBI: MTHEBMOHWH, CHHYCHTHI, YACTO PELHIHBUPYIOIIHE
OPU, yxyawawiiue TedyeHHe OPOHXOOOCTPYKTHBHOTO CHHIPOMA, ILJIOXO IMOAIARIIUKICS
KOHTPOJII0 OPOHXOOOCTPYKTHBHBIH CHHIPOM, 4acTas MOTPeOHOCTh B aHTHOAKTEPHAIbHOM
Tepanuu. Bcé 3TO 3acTapiseT paccMaTPUBATh BOMPOC O HATUMYUU y peOEHKA MEePBUYHOTO
UMMYHOZe(DUIUTHOTO COCTOSTHHSA, MOXKHO MPEIIOJIOKUTh Haauuue y pebeHka aedurura
IgA. NuddepeHnanbHbIi IUarHO3 MPOBOAUIN C BPOXKAEHHBIMU JlepeKTaMK MyKOLMIHAP-
HOTO MEXaHU3Ma, MyKOBHCLIU/I030M, 0011el BapruabeIbHOW HMMYHHOH HEOCTATOUHOCTHIO.

[MpoBeneHHbIe WCCAeAOBAHUA (MCCIEIOBAHME KOHIEHTPALIMH HWMMYHOTJIO0Y/THHOB
CBIBOPOTKH KPOBH, OMpeiesieHrne Yucaa JTUMGOIUTOR) MOATBEPAUIIN OTCYTCTBHE y pebeHka
IgA<0,05 /7, ocTasbHBIE TOKA3ATETH UMMYHOTPAMMBI B ITPeZie1aX BO3PACTHBIX HOPM.
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BosbHblE ¢ KIMHWUYECKH MPOSBIAKIIUMCA CEJIEKTHBHBIM UMMYyHOAedunutom IgA
HYKIAIOTCS B TIIATEIbHOM HAOII0eHUY UMMYHOJIOTOM, IMPH PA3BUTHUHU TAMKEJbIX HHOEKLIHH
MO TOKMU3HEHHBIM MOKA3aHUAM B 3aMECTUTEJIbHOU Teparnuu MmpernapataMu BHYTPHUBEHHBIX
UMMYHOTJIOOY/THHOB W MPOQUIAKTHYECKON aHUTOAKTEPUATIBHON Tepanuu MPU HATHIUHU
XPOHUYECKUX OUaroB WHPEKIHH.

C MOMeHTa NOCTAaHOBKH AMarHo3a pebeéHok WM. momyuaer 6a3ucHy0 Tepanuio GpOHXU-
AJTbHOM aCTMBbI COTJIACHO PEKOMEHJIALIMKI M PETY/ISPHYI0 KyPCOBYIO MPOGHUIAKTUUECKYIO aH-
TubakTepuaspbHy0 Tepanu. Ha ¢poHe mMpoBOAMMON Tepanuu oTMevaeTcs cTabuyibHOe 00-
1Iee COCTOSTHUE, HEKOTOPBIH perpecc GpOHX00OCTPYKTUBHOTO CHHIPOMA.

[Mporuo3 zabonesanus. [1pu paHHeH MUArHOCTHKE W Hauayie aJeKBaTHOW Teparmuu
MPOTHO3 OOJIBHBIX € CeJIEKTUBHBIM AeurutoM IgA — 6aronpusaTHbId. B 60bIIMHCTRE CITY-
yaeB Ha (oHe Tepanuu OOJbHbIE BeAYT OOBIYHBIN 00pa3 KU3HU M JOKHBAIOT 10 TOKHUIOTO
Bo3pacra. [IporHo3 3HAUMTEIPHO YXYALIAETCSA MPH MO3JHEN THATHOCTUKE U PA3BUTHH OYa-
rOB XPOHHYECKOU WMH(peKIuUu. B 3ToM ciyyae mporaHo3 o0yc/IOBJeH O0BEMOM MOPaKEHUS
BHYTPEHHHX OPTaHOB.

B zakiioueHue cieayeT elig pa3 OTMETHTh HeOOXOAMMOCTh PaHHEH JMAarHOCTHKHU
MEPBUYHBIX UMMYHOZEDHUIIUTHBIX COCTOSTHHM, Koraa emé He chOpPMHUPOBATUCH HeOOpaTH-
Mble U3MEHEHUS B PA3JIMYHBIX OPTraHaX U TKAHAX, MOPAKEHHBIX MEPCUCTUPYIOIIEH HHDEK-
uuei. Takum obpa3om, mepes Bpauamu OOIed MPAKTUKU CTABUTCA BasKHAS 3a/iava CBOe-
BPEMEHHOTO HAIPaBJIEHUsS MALMEHTOB /1A O0C/IeIOBAaHUS B YCJAOBHAX CIEIUATU3UPOBAH-
HBbIX OTIEJeHUN U JAJTbHEUIIero afleKBaTHOrO JUCTIAHCEPHOTO HAOIONEHUA B CIydyae TMOJI-
TBEPIKAEHUS JUATHO3A.
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DIAGNOSTICS AND MANAGEMENT OF PRIMARY IMMUNODEFICIENCY DISEASE:
THE SELECTIVE IGA-DEFICIENCY

The contemporary aspects of primary immunodeficiency dis-
ease: selective IgA-deficiency performed in update. The early diagnos-
tics and sufficient therapy of primary immunodeficiency disease

K.A. BOCHAROVA makes it possible to get stable common status in this patients. But

because with bad information among pediatricians and general practi-
Belgorod National tioners about primary immunodeficiency disease: selective IgA-
Research University deficiency, there is a a lot of disabled persons in such patients caused

by infectious complications.
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