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Ha cerogHamHuil IeHb OMUCAHO OKOJIO 150 KJIMHUYECKUX (HPOPM IMEPBUYHBIX UMMY-
HOAeDUIUTHBIX cocToAHUM [2]. [Ipu aTOM, 11 GoJtee 130 M3 HUX ONpPeE/eIeHbl TeHHbBIE Jie-
dexTrr. VI3 Bcex mepBUYHBIX UMMyHOAedUIUTHBIX cocrosHui (ITM/IC), ceeKTUBHBIN Jie-
dunut nmmyHorI06yIMHA A BeTpeuaeTcs HauboJiee JyacTo [19].

Graber u Williams nepBpIMH HIeHTU(PUIUPOBATIA U U3YYIJIM UMMYHOIJIOOYJIUMH A
(IgA) B 1952 roay [15]. IgA oTiMUaeTcs OT IPYTUX KJIacCOB UMMYHOTJIOOYJTMHOB COJIep>KaHU-
€M YTJIEBOJIOB, CHAJIOBBIX KHCJIOT M CIOCOOHOCTBIO CO3/1aBaTh IUMEDPHI, TPUMEPHI U TeTpaMe-
pbl. CeiBopoTOouHBIN IgA Bcerma MoHOMED, a cekpeTopHbINA IgA (SIgA) oObenmHseTCA B 2, 3
WIN 4 MOJIEKYJIbI IIOCPEICTBOM J-I[€MH U CJIY:KUT IS 3al[UTHI CJIM3UCTHIX, CTAHOBACH CO-
CTAaBHOU YaCThIO CJIe3, TPYAHOTO MOJIOKA, CEKPETOB IMHINEBAPUTETIHHOTO, JIBIXaTEJIBHOTO U
MOYEBBIZIEJTUTEIBHOTO TPAKTOB [20]. O6I1asd HEeAOCTaTOYHOCTh IgA cBsi3aHA C aHOMAJIUSIMU
CHUHTE3a MOHOMEpPA, UTO B UTOTE MIPUBOJIUT K CHUKEHHUIO U CHIBOPOTOYHOTO U SIgA [3]. B ps-
7ie ciaydaeB /edeKT MOXKeT peaIM30BaThCsA Ha YPOBHE J-IlelM U TOI/Ia OTCYTCTBYET TOJIBKO
sIgA. ¥V mnazeHneB sIgA mosABiAOTCA yepe3 3 Mecsla I0ocjae POXKAEHUA, a ONTUMasbHasA
KOHIIEHTpAIlus yCTaHABJIUBAETCS K 2-4 roaam [2, 3]. IlmasmeHHbIl ypoBeHb IgA k 6 Mecsy-
HOMY BO3DPAcCTy COCTaBJIAE€T OKOJIO 1/3 OT IOKa3aTesisd B3POCJBIX, a JOCTUTaeT MaKCUMyMa K
10-12 rojiam.

CenextuBHbIA Aedunut IgA oUHAKOBO YACTO BCTpEUYAeTCA y MYXKUHMH U JKEHIIUH.
BosIBIIMHCTBO CiIydaeB ceJIeKTUBHOTO Aedurnura IgA ABIAI0TCA CHOPAINYECKUMU, HMEIOTCSA
TaK’Ke OIHMCAHUA ceMeNHbIX 3a0oseBannil [19]. HacienoBaHue B 3THUX CIy4YasgX MPOUCXOAUT
[0 AyTOCOMHO-PEIECCUBHOMY THITY, ONHCAHBI TAKXKe ayTOCOMHO-JJOMUHAHTHBIA, MYJIBTH-
(paxTOpHATBbHBIN U NOJUTEHHBIN ¢ HEIIOJTHOU SKCIIpecCUel TUIIBI Hacae0BaHus [15, 10].

BriepBrie ceniekTuBHBIN leduiut IgA 6bL1 onricad J. Heremans B 1960-1961 roay. ITo
JJAaHHBIM HCCJIeJIoBaTesIed ¢ TAaKOM MMMYHOIIATOJIOTHeH MOABJIAETCA Ha CBET 1 U3 142-15000
HOBODOJK/IEHHBIX, B 3aBUCUMOCTH OT 3THUYECKOU TPYIIBI — Yy JIIOJIe eBPOIEeOUTHOM pachl
3HAYUTEIBbHO Yallle, 10 CPAaBHEHUIO C a3UATCKON U HETPOUHOM [11, 7]. PacmipocTpaHEeHHOCTh
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nedpunmura sIgA B EBpone Baprupyer mexay 1:163 u 1:875 [8]. 910, mo KpaiiHell Mepe, B
150 pa3 yalie, 4eM Jpyroe MepBHYHOE MMMYHOAEDUIIUTHOE COCTOSIHME — O0Ias Bapua-
OesibHAsE UMMYHHAs HEOCTATOYHOCTD, 3aHUMAIOIIlEe BTOPYIO CTPOUKY I10 PACIPOCTPAHEHHO-
ctu ITUJIC [19]. Oxnako, B PoccuiickoM HamuoHaabHOM peructpe 6osbHbIX ¢ [TU]IC, cyte-
cTBywo1ieM ¢ 1989 roaa, UMeIOTCA CBeeHUA MeHee 4eM O 1000 IalUeHTax C CeJIeKTUBHBIM
nedburnurom IgA [1]. Takum obpasom, B HacTosee BpeMs B Poccuiickoi pegepamuu MOTyT
MPOKUBATH JI0 300000 uesnoBek c¢ HeaumarHoctupoBaHHbiM IIMJIC. HenocraTounas ocse-
JIOMJIEHHOCTb Bpadel O JIAHHOU MaTOJIOTHH, OTCYTCTBHE J1aO00OPAaTOPHOI 0a3bl B COUYETAHUU C
OTHOCHUTEJIPHO PEIKON PACIPOCTPAaHEHHOCTHIO U Pa3HOOOpa3ueM KJIMHHYECKUX (GopMm, MpH-
BOJIAIT K TOMY, UTO OOJIbHBIE JIJIUTEIFHOE BPEMSA He MOJIYyYal0T IaTOT€HETHYECKYIO TEPAIIHIO, B
pesysbrare 4ero GOpMHUPYIOTCH OYard XpOHNYECKON MH(EKIINHN U YXy/IIIAeTCs MPOTHO3 3a-
6osieBaHUs.

lenetnueckuil fedekT, IPUBOAAIIUN K Pa3BUTHIO ceJleKTUBHOTO Jedbunura IgA 1o
CHUX IIOp He U3BECTEH [10, 20], OTHAKO UMEIOTCs YOeIuTeTbHbIE JJ0Ka3aTeIbCTBA IETEPMUHH-
poBaHHOCTH ero Ha ypoBHe HLA-cucTeMbl THCTOCOBMECTUMOCTH 4YeJIOBEKa, UTO IIPUBOJUT K
HapyIIEHUIO [TePEKIIOUeHNs U30TUIIOB Ha IgA mim GoKupyeTcs co3peBaHUe KJIETOK, IIPO-
nynupytonux IgA. ¥V 607bHBIX ¢ BpOK/IeHHBIM JledunuroM IgA vacro BeiABiAoTca Al, B8 u
DR3 HLA-ramnortunsl [1]. HoO He TOJBKO TeHBbI IJIABHOTO KOMILIEKCA THCTOCOBMECTHUMOCTH
MOTYT OBITh 33JI€HICTBOBAHBI B IIaTOTeHE3€e BPOKAeHHOTro rumo-IgA. CoobIaeTcss 0 BO3MOXK-
HOU accoruanuu 3toi matosoruu ¢ IFIH1 u CLEC16A [22].

[Tatorene3 3a60JieBaHUSA ABJISAETCA MPEAMETOM IIPUCTAIHHOTO U3YUEHUS, OTHAKO TI0-
JIydeHHBbIE Pe3yJIbTaThl He IO03BOJIAIOT MPEAIOJIONKUTh eJUHBI MeXaHU3M pa3BUTHUA [19].
I[Ipu cenektuBHOM Jedburure IgA Hapymaercss TepMuHaAbHadg Aud@epeHIINPOBKa
B-nmumdonutos, 610kupyercs cekpenusa IgA, 4To MOXeT ABJIATHCA CIIEACTBHEM CHUKEHUS
skcrpeccun perientopa CD40 Ha B-mumdonurax (ygacTByeT B KOOIIEPATUBHOM B3aUMOJEH-
CTBHEM C aHTUT'€HIIPE3eHTUPYOIIUMU KJIeTKaMu U T-xesnepamu npyu MHUIUALMU CHHTE3a
IgA). OnpenesieHHas poJib B matoreHe3e otBoauTcs u TOP-, sapisionerocss oCHOBHbIM (dak-
TOPOM MHAYKIIUH cuHTe3a IgA [12]. CunTaerca BO3MOXKHBIM U HapylleHHe OTBeTa K UHTep-
JIEWKUHAM 4, 6, 7, 10 [15]. [TokazaHo, 4yTo n0OaBIeHNE UHTEPJIEUKUHA 10, OCOOEHHO B COUe-
TaHUU C UHTEPJIEUKIUHOM 4 B KyJIBTYPY JTUMMOIUTOB OT OOJIBHBIX C CeJIEKTUBHBIM JiepUITI-
TOM IgA BBI3BIBAET BOCCTAHOBJIEHHE CEKPEIIUH STOTO IMMYHOTJIOOYIHHA [1].

Kimanueckas KapTuHa ceJIeKTUBHOTO Jledunura IgA rereporenna [8]. Jlebumur cek-
peropHoro IgA, kak ¢pakTopa MECTHOIO UIMMYHUTETA U 3ALUTHI CIM3UCTBIX, IIPEIOXPAHAIO-
Iero aHTUTeJIa OT JielcTBUA (epMEHTOB U YUaCTBYIOIIErO B X TPAHCIIOPTUPOBKE, KJIMHUYE-
CKU IIPOSAIBJIAETCA XPOHUUECKOU /inapeed, YaCThIMU ITIOBTOPHBIMU PeCIMPATOPHBIMU HH(}EK-
nuamMu [19]. Penko Berpeuaercsa ocoOblii BapuaHT IgA-zmedurura — 060Je3Hb TAKEJBIX O-
Ierell WiIN Tak Ha3blBaeMas «cpeAu3eMHOMOpcKas JuMdomar», KOTopas MpOABJSETCS CUH-
JIPOMOM MaJIbabcopOIUM U TSKEIOHN ucTpoduelt, 00ycJa0BIeHHBIMU JIMMGOTPaHyIeEMaTO3-
HBIM IOpaKeHNEeM KUIIIeYHUKA.

IIpu ob1eit HeoCcTaTOYHOCTH IgA, B 3aBUCIMOCTH OT ITPE00J1a/IaloIero mopakeHus,
BBIJIeJIAIOT CJIelyIOIrie BADUAHTHI TeYEeHU !
6eccuMITOMHBIN (J1TabopaTopHasi HAX0AKA)

IIpeuMYIIECTBEHHOE OPaKeHNE AbIXaTeJIbHOU CHCTEMBI
IIPeuMyIeCTBeHHOE IIOPa’keHUe KesIyZJOYHO-KUIIIEYHOr0 TPaKTa
ajiepruyeckue 3a601eBaHUA

ayTOMMMYHHbIe 3a00JIeBaHUA.

OHKOIIATOJIOTHUIO He BBIJIEJIAIOT B OT/EJIbHBIA BADUAHT T€UEHUs, IOCKOJIbKY TOYHO He
yCTAHOBJIEHA YACTOTA PA3BUTHSA U ATOT€HE3 OITyX0JIEBOTO POCTA Y OOJIBHBIX C CEJIEKTUBHBIM
nedunurom IgA. Hamnbosiee yacTo AUAarHOCTUPYETCSA TUMOMaA, JTUM@oMa, PaK Kery/iKa, I1-
IeBOAA, JIETKUX [17].

Y 60-70% niofell B TeueHHe BCeU *KU3HU HE PA3BUBAIOTCA IPOSBJIEHUS CEJEKTUB-
HbIOTO Jleduruta IgA u AUarHo3 BRICTABJIsAETCA UCKIIIOUUTEIHBHO IO Pe3yIbTaTaM MOBTOPHO-
ro jstaboparopHoro ucciaenoBanusa [8]. Manudecrnasa ¢opma xapakTepuU3yeTcs pPelyIUBH-
pyromuMu 6aKTepUaIbHBIMU U BUPYCcHBIMU HHbeKknusamu JIOP-opraHos, JibIXaTeJIbHOH cHC-
TEeMBbI U >KeJIyIOYHO-KHUILIEYHOTO TPakTa [5, 6, 19]. KiinHn4Yeckne poABJIeHUs Yallle Ha4yu-
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HAIOTCA IOCJIe MIPEKpaIleHusI KOPMJIEHUS TPY/AbI0, HO MOTYT HAYWHATHCSA U B O0JIee M03/1HEM
BO3pacre.

NHdeKnInoHHBIN CHHAPOM UMEET Ps/T 0COOEHHOCTEN:

e He XapaKTepHBI TsKesIble U UHBA3UBHbBIe HHPeKIUU (CenTuIleMus, MEHUHTHUT, OC-
TEOMUEJINT), XPOHUYECKHE HH(EKIUU PEeCIIPAaTOPHOro TpakTa (IIpU H30JIMPOBAHHOM Ce-
JIEKTUBHOM Jiepuriure IgA);

e CpPaBHHUTEJIBHO JIETKOE Te€YeHHEe M OJIaTONPUATHBIA MCXOJT 3a0osieBaHUs (OTHOCH-
TEJIbHO JPYTUX BPOXKAEHHBIX UMMYHOAE(MHUIIUTOB), 32 CUET KOMIIEHCATOPHON aKTUBAINU
cunTesa IgM, IgG 1 BpO:XIeHHOTO UMMYHUTETA;

e TmpeobJialaHVe BUPYCHBIX HH(MPEKITUN JbIXaTeIbHBIX ITyTEH;

® CKJIOHHOCTH K 3200JIeBaHUAM KeJIyZIOUHO-KUIIIEYHOTO TPAKTA.

B Hacrosmee BpeMs cunTaeTcs, YTO BO3HUKHOBEHNE PEIUINBUPYIOIINX HHEKIUN y
[IAIIUEHTOB C CeJIEKTUBHBIM Jlepurnurom IgA 006yCJIOBJIEHO COIYTCTBYIOIIUMHU JieeKTaMU
MMMYHHOU CHCTEMBI, TAKUMU Kak Jebunut cyoxiaccoB IgG (ocobenno 1gG2), nedexr man-
HO30CBA3BIBAIOIIETO JIEKTHHA, ClIeNN(UIECKUX aHTUTET K IOJIHUCAXapU/IaM.

Jlns mopakeHus peciupaTOPHOTO TPAKTa XapaKTEPHbI OTUTHI, CHHYCUTHI U OpOHXH-
ThI, Yallle BUPYCHON 3THOJIOTHH. 13 GakTepuil Hale Apyrux BbI3BIBAIOT WH(MEKIHIIO CTPEITO-
KOKKU U reMoIIbHAs Majoduka [16, 19]. XpoHHU3anus MaToJIOTHHU U OPOHXOIKTAaTUYeCKas
60J1e3Hb HOPMUPYETCS B OCHOBHOM IIPH COUETAHHBIX JlepeKTaX TyMOPAJIbHOTO UMMYHHUTETA
— cesleKTUBHOTO fedurura IgA u nedpunura cyormaccos IgG.

KemymouHO-KUIIIEYHBIA TPAKT SABJAETCA CAaMbIM JJIMHHBIM JTUMGOUTHBIM OPTaHOM
OopraHusMa 4esjoBeKa, [I03TOMY KJIMHUYecKHe NposaBieHusa nopakeHusa npu [T1JIC Bbias-
JIAIOTCS JIOCTaTOYHO 4yacTo. BapuaHT cesnektuBHOTO fledurura IgA ¢ mpeobiasanrueM mopa-
JKeHUs KeJIyI0OUYHO-KUIIIEYHOTO TPAKTa IIPOABJIAETCA Pa3BUTHEM IepIeTHYecKoro agpTo3Ho-
IO U I3BEHHOT'O CTOMAaTUTA, TUIIEPTPOGUUECKOTO FACTPUTA, LIEJTUAKUU, XOJIEI[UCTOXOJIAHTUTA,
peruoHaJIbHOTO HHTEPUTA, UIEUTA, FTeMOPPAarunyecKoro u HecrnenuduIecKoro A3BeHHOro KO-
smmta, 6ose3nn Kpona, HOAysisipHOW JTUMGOUHON THUIEPIIa3uU, MabaOCOpOINU, MYKO-
BHCIU/032 [21, 14]. IIpy 3TOM I'MCTOJIOTHYECKU BBIABJISAETCA aTPOMUA BOPCUHOK KUIIEYHHU-
ka. HauboJsiee yacTo y 3TOU IpyIIbl HalieHToB BhisBassercsa Giardia lamblia, xoTsa KiIuHU-
YeCKUX MpOABJIEHUN MHOEKINN MOXKET He OBbITh, WU CUMIITOMBI He MPOABJIAIOTCA APKO U
HOCSIT XpPOHUYECKUH xapakrep [8].

Anneprudeckue 3a001eBaHUA Y OOJIBHBIX C CEJIEKTUBHBIM JieUIiuToM IgA HE UMEIOT
KJIMHUYECKUX 0COOEHHOCTEH U IMPOTEKAIOT B BU/IE OPOHXHATBHOU aCTMbI, pUHUTA, KOHBIOHK-
TUBUTA, aTOIUYECKOI0 JIePMaTUTa, KpallMBHUIILI U oTeka KBuHKe [2]. PaHHUe nposiBieHNsA
yaiie 00ycJIOBJIEHbl CUMIITOMaMU ITUINEeBOH asiiepruu. bojiee ueM y I0JIOBUHBI /ieTell BBISB-
JisieTCsl HellepeHOCHMOCTh KOPOBBETO MOJIOKA, UHAYIIUPOBAHHAA UPKYJIANUEN IPeIUIIUTH-
pyOINX aHTUTEN K OeJIKy KOPOBbero MoJioka [21]. OTHOCHUTEIBHO YacTO MOSABJIAIOTCA U aH-
TUTEJIA K IJIIOTEHY.

IIpu cenextuBHOM aedwurure IgA ¢ mpeobiajaHreM ayTOMMMYHHOU ITaTOJIOTHH B
CBIBOPOTKE OOHAPYKMBAIOTCA AYTOAHTUTEJA K HYKJIEADHBIM IIPOTEMHAM, KapAUOJIHUIINHY,
KJIETKAM TJIQJIKOW MYCKYJIATypbl, THPEOUAHBIM MHKPOCOMAJIbHBIM aHTUTE€HAM, THUPEOTJIO0Y-
JHy, 0a3ajbHOU MeMOpaHe, a/IpeHAJIOBBIM KJIETKaM, SPUTPOIUTAM U JIDYTUM ITUPKYJIU-
PYIOIINM KJIETKaM KpOBU. YacTo AMarHOCTUPYyeTCs PEBMAaTOUHBIA apTPUT, IEPMaTOMUO3UT,
TUPEOU/IUT, CHICTEMHAs KpPAacHAs BOJTYAHKA, BUTHJINTO, UIUONATHYECKAs TPOMOOIIUTOIEHH-
yeckas IypIlypa, reMoJIuTUYecKas aneMus [22]. Ba)kHO HIOMHUTB, 4TO Jjaxke y 6€CCUMIITOM-
HBIX TAIUEHTOB C CeJIEKTUBHBIM AedunuroMm [IgA MOTyT MOABIATHCA aHTUTeNA K IgA, uTo
IIpU TlepeIMBaHUN KPOBH, IJIa3Mbl WJIM BBEJIEHUU IIPENapaToB UMMYHOTJIOOYJIMHOB MOXKET
BBI3BIBATh MOCTTPAaHC(]Y3UOHHBIE peaKINM, WHAYIHUPOBaHHblE 00Opa30BaHUEM HMMYHHBIX
KOMILJIEKCOB.

OnHOM n3 1ab0pPaTOPHBIX OCOOEHHOCTEN CKPUHUHTA IMAIIUEHTOB C CEeJIEKTUBHBIM /JIe-
dunuTom IgA ABJIAETCA BEPOATHOCTD IOJIOXKUTEIHHOTO PE3YJIbTaTa UMMYHO-(€PMEHTHOTO
aHaJIM3a Ha [-XOPHMOHUYECKHH TOHAJIOTPONUH YeJIOBeKa (JIOKHOIOJIOKUTETHHBIM TECT Ha
06epeMeHHOCTh), 00yCIIOBJIEHHAsA HAJTMYUEM reTepodUIbHBIX aHTHTE [13].

CenexTuBHBIN Aedunut IgA auarsoctupyercs mocjie IOBTOPHOTO MCCJIe/IOBAHUS Chl-
BOPDOTKHU KpoBU. YacTuUuHBbIN fedunut IgA BbicTaBisgeTcA IPU ero KOHIIEHTPAaIllUu B IIpejie-
JIax OT 0,05 70 0,2 r/a. OTcyTrerBre IgA vy HOBOPOXK/IEHHBIX TOBOPUT WJIN O HE3PEJIOCTH UM-
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MYHHOH CHCTEMBI WJI O BEPOATHOCTU CeJEKTHUBHOTO Aedurura IgA. ¥V nereir paHHEro Bo3-
pacra, yaile y MaJIbuiKOB, HaOJIIOTaeTCsl TPAH3UTOPHBIN Aedunut IgA nim ero cyoKIaccos.
Ecnu IgA He omnpenenseTcs mocjie 10-MeCAYHOIO BO3pacTa, TO IMAarHO3 CeJIEKTUBHOTO /1edu-
nuTa IgA He BbI3bIBA€T COMHEHUH.

Takum ob6pasoM, y JieTell 0 rojia IUAaTHOCTUYECKUM KPUTEepUEM CeJIEKTHBHOTO Jie-
¢dumura IgA ABAIOTCA ITOKa3aTeJ Il MeHee 0,05 1/, otcyrcrBue IgA1 u IgA2, sIgA pu HOp-
MasibHOM coziep:kanuu IgM u IgG (kpome IgG2), nckiroueHUN IPYTrUX TPUINH THIIOTaMMar-
snobynuHemuu u apyrux BapuantoB [I1]JIC. Conep:kaHue kjaeTok UMMYHHOU cucremsl (T u
B-mum@ornuro, NK-kyieTok, $aromuroB) y IMalUeHTOB C CEJIEKTUBHBIM Aedururom IgA
0OBIYHO B IIpefiesiax HOPMBL. Y JieTel craplile 4-X JieT JUAarHOCTUUYEeCKUM KpUTEepUEM sIBJISeT-
cs1 KoHIleHTpanus IgA meHee 0,07 T/J1.

Hcnosp3oBaHue psAfa JIeKAPCTBEHHBIX IIpernaparoB, TaKUX Kak D-IeHunuiIamMuH,
cynbdacanas3ul, KanTONpwiI, KapbamazenuH, HOympogeH W BaJbIIPOeBas KUCJIOTAa MOXKET
IIPUBECTH K OOpAaTHMOMY CHUIKEHUIO KOHIleHTparuu IgA. Kpome Toro, HeKoTOphIe 3a001e-
BaHUSA WHYIUPYIOT BpEMEHHOe CHIKeHHe IgA (muromerasoBUpycHas WHQMEKIHA, TOKCO-
IJIa3MO03, KpacHyxa). Ce30HHOe MOBbIIIeHNEe [gA MOXKET OTMEeUYaThCsA B 3UMHHIE MECAIHI [15].
ITepeuunciienHble GaKTOPHI AOJKHBI YUUTHIBATHCA IIPU ITIOCTAHOBKE JIMAarHO3a.

Bcem maruenTaMm ¢ cesleKTUBHBIM JepunutoM IgA Tpebyercs IUTeIbHOE MOHHUTO-
pHpOBaHNe KOHIIEHTPAlMM UMMYHOIJIOOYJIMHOB, ayToaHtures, 1gG u IgE k numessiM, ObI-
TOBBIM, SIIH/IEPMAIILHBIM I'PUOKOBBIM U IBLIBIEBBIM ajiepreHam [3]. Bo3amorkHa nocreneH-
Has TpaHcopManus ceJleKTUBHOTO Aeduniuta IgA B o0y BaprabesbHy0 HMMYHHYIO He-
noctatoyHOCTh[15]. I[Ipu Bo3zelicTBHM HEOJIATONPUATHBIX (PAaKTOPOB BHEIIHEU cpeabl Oec-
CUMIITOMHO€E Te€YeHHE MOXKeT CMEHHUTHCSA MH(PEKIIMOHHBIM CHHAPOMOM, ayTOUMMYHHBIMH U
aJJIEprUYecKUM peakIusaMu, Maynrau3anueii. [Iporao3 3a6osieBaHuUA TaKXKe 3aBUCUT OT CO-
MyTCTBYIOILIEN UMMYHOIIATOJIOTUH.

Hanuume cenexktusBHoro sedunuta IgA He ABJgeTcAa NIPOTUBONOKA3aHUEM K BaKIIHU-
Haruu. OJTHAKO MOCTBAKIIMHAIIBHBIA UMMYHHUTET MOKET ObITh HEZOCTATOYHBIM [1].

BeccumntomMHOe TeueHue 3a00/IeBaHUA HE HYK/IaeTCSA B TePAlNU. BbLIeunTh cesex-
TUBHBIN lepunut IgA He mpescraBisfeTcs BO3MOXKHBIM. JledueHre HOCUT IaTOTeHEeTUYeCKUI
¥ CUMITOMAaTHUYeCKUI XapaKTep, HAlIpaBJeHO Ha KylHUPOBaHUe UH(MEKIIMOHHOTO, aJljlepru-
YeCcKOro U ayTOUMMYHHOTO CHHApoMa. VIMMyHOMOZYJIATOPHI He NMPUBOJAAT K 3HAUMMOMY U
CKOJIb-HUOY/Ib JIUTeIbHOMY 3(pdekTy. 3amecTuTeIbHAsA UMMYyHOTepanus Tpebyercs nanu-
€HTaM ¢ WHQEKITMOHHBIM CHHAPOMOM U IIPOBOAUTCS IpenapaTaMyu HMMYHOTJIOOYJIMHOB, HE
cozep:kamux IgA, ToJIbKO 1mocse J1ab0paTOPHOTO MOATBEPKAEHHA OTCYTCTBUS aHTU-IgA aH-
tutes. KoMMmepueckue npemnapaThl coZieps:KaT cjefloBble KosimudecTBa IgA, koTopble jocra-
TOYHBI /IJISI CEHCUOMIN3AIIUH MTAIlNeHTOB K IgA, YTO MOXKET B CBOIO OYepe/lh IPUBECTH 0Opa-
30BAHUIO aHTU-IZA aHTUTEN U B PEJIKUX CIIydasX UHAYIUpPYyeT aHapUIaKTUUECKUE peaKI[Uuu
[18]. KomMmepueckre MMMYHOTIJIOOYJIUHBI JJIs BHYTPUMBIIIIEYHOTO BBEJEHUS MPAKTUYECKU
IlepecTajay HCIIOJIb30BaThCA IOCJIe IOABJIEHUSA BHYTPUBEHHBIX MMMYHOIVIOOYJIMHOB, OKa-
3aBIIuxcsa Oosee 3ddekTUBHBIMU U O6e30macHbIMU. HekesatesbHble JIeKapCTBEHHbBIE PeaK-
IIUM HAa BHYTPUBEHHO BBOJIUMble MUMMYHOIJIOOYJINHBI PErUCTPUPYIOTCA B 5-15% CJIydaes.
[IpenapaTel UMMYHOIJIOOYJIMHOB IIOMOTalOT KyOHUPOBaTh PsAJi CUMIITOMOB, CIOCOOCTBYIOT
3JIMMUHAIIMY NIaTOTeHa, MOAYJIUPYIOT UMMYHHBIM OTBET M ycuauBawT daronuros [9]. ITo-
MHMO BHYTPUBEHHBIX, HA MUPOBOM (papMameBTUUYeCKOM PBIHKE UMEIOTCS U BBOJUMBIE O/ -
KOXKHO Tpemnaparbl IMMYHOTJIOOYJIMHOB, UMEIOIe CBOU IpenmylrnectBa. [Ipex/e Bcero —
3TO OTCYTCTBHE HEOOXOIMMOCTH BEHO3HOTO JIOCTYIIA ¥ BO3MOXKHOCTH IIPOBEJEHUS IPOIIEAY-
PBI B JIOMAIIIHUX YCJIOBUSAX, UTO OCOOEHHO aKTyaJIbHO B MeANATPUUECKON ITPAKTUKE, a TaKKe
CHIDKEHHUE YaCTOThI CHCTEMHBIX IMOOOYHBIX peakiuii. MeHbIasgs WHBA3UBHOCTH IPOIEAYPHI
MIO3BOJISIET IIPOBOJIUTH 0OJiee YacThle IMepenBaHusA (OJMH WM HECKOJIBKO pa3 B HEEJIO)
MEHBIITUMH JI03aMH, UTO MOJIZIEPKUBAET KOHIIEHTPAI[UIO CBIBOPOTOYHOTO UMMYHOTJIOOYTUHA
Ha OTHOCUTEJIBbHO IIOCTOSSHHOM ypoBHe. K HeJlocTaTkaM TaKuX IpenapaToB OTHOCATCA He-
BO3MOKHOCTH OBICTPOTO BBEZIEHUs BBICOKUX JI03 U Me/JIEHHOe HapacTraHue ypoBH:A I1gG B
KpoBH [15].

[Tpu nHpEKIUAX PECITUPATOPHOTO U JKETy0YHO-KUIIIEYHOTO TPAKTa ¢ MPO(UIaKTU-
YeCcKOU U JiedeOHOH IeIbI0 MPUMEHSIOTCS aHTUOUOTUKH. VICIOIb3YIOTCA PYTUHHBIE CXEMBI
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Ha3HAYeHHs aHTUOAKTEPUAJIbHON Tepanuy, a TakXKe JPYTUX JIEKAPCTBEHHBIX IIPENaparos,
[IPUMEHAEeMBIX JIIS KyITHPOBAHUS aJUIEPIIYECKOr0 ¥ ayTONMMYHHOTO CHHAPOMOB [8].

Kimmanueckuii corydau.

AnamHes xu3Hu. Manpuuk Y., 1997 r.p. Pe6EHOK OT 1iepBoii OepeMeHHOCTH, TPOTe-
KaBIIIeH ¢ THeJI0OHe(PUTOM BO 2 TPUMECTPE, CPOUHBIX POJIOB ¢ OOBUTHEM ITyIIOBUHBI, MaCCOU
3780 1, poctom 53 cM. Ou3nyecKoe U HEPBHO-IICUXHUIECKOE PA3BUTHE COOTBETCTBOBAJIO BO3-
pacty. [IpodunakrTuueckne IPUBUBKH — IO KaJleH/1apio, O0e3 ocyIoKHeHUU. B paHHeM BO3-
pacre — yMepeHHbIE MPOSABJIEHUS aTOMUYECKOTO JAepMaTuTa. /o 3 jieT — HeOCTI0’KHEHHbIE
OCTpBIE peclupaTopHble UHGPEKIINH, 0 BOCbMH pa3 B roj. C ceHTsA0psA 2001 I. HaYaJ moce-
IIATh JEeTCKUH caJl,.

CeMeHHBII aHAMHE3 He OTATOIIEH.

AnamHes 3abosieBaHus. Kiimanueckuii €610t 3a601€BaHusA — ¢ 2000 T. (B Bo3pacrte 3
siet).B deBpasie 2000 T. TOCTYIUII B CTAIMOHAP, I/l HAXOAWJICA HA JIEYEHUH C IUaTHO30M:
JIBYXCTOPOHHSAS IIOJIMCETMEeHTapHasA IHeBMoHu:A. [IpoBojuiach MaccuBHas aHTHOAKTepU-
aJibHas Tepamus, MepeMBaHde BHYTPUBEHHOTO HUMMYyHOIVIOOysmHA (06e3 ompeaeneHus
YPOBHS CHIBOPOTOYHBIX UMMYHOIJIOOYJIMTHOB). BhINIKCaH ¢ yJIydIiieHueM COCTOSTHUS, C OTCYT-
CTBUEM SIBJICHHSIMH BOCHAIUTETbHON WHQWJIBTPAIUHM [0 PEHTTEHOJOTUYECKUM JAHHBIM.
[Tpomosmkan 6eCIIOKOUTH YaCThIN MPUCTYIIOOOPAa3HbIN Kallleslb, COMPOBOXKAABIINICA OOMIIH-
€M CYXUX XPHUIIOB, IEPUOANYECKH OECTIOKOMIA 3aJI0KEHHOCTh HOCA U YUxaHue. B miose 2000
ro7ia BeICTABJIEH JUATHO3 OPOHXUATIbHAA aCTMa, HayaTa 0a3uCHAsA Tepanus WHTAISAIHOHHBI-
MH TJIFOKOKOPTHUKOCTEPOUJAMHU depe3 Hebysiaiizep, OpOHXOJIUTUKAMU TpU mpuctynax. [Ipu
MMMYHOJIOTHYECKOM 00CIeZIOBAaHUH B 2001 T. BBIABJIEHO pe3Koe cHikeHue IgA (<0,05 1/1),
BBICTABJIEH JUATHO3 — MEPBUYHOE UMMYHOAEDUIUTHOE COCTOSHUE: CEJIEKTUBHBIN /1epUIIT
IgA. C BecHBI 2001 roia Ha HOHE MPOBOAMMOU TEPAINU IPHUCTYIIH 6ECIIOKOUIN HECKOJIbKO
pa3 B Mecsll, Ha3HaueH (GJIYKOHA30J B JI03€ 250 MKI' B CYTKH, KOPOTKOJIEHCTBYIOIIVE
32-aroHucTHI IpU IpHCTyHaX. IIPUCTYIIBI IO HECKOIBKO Pa3 B MeCAL] COXPAHSIIUCH, TAKEIIbIE
IIPHUCTYTIBL B Jlekabpe 2001, sSsHBape — ampesie, HIOHE 2002 rofia. B uioHe 2002 ro7ja B CBA3HU C
COXPAHSIOIIENCS U HapacTaloled 3a/I0:KEHHOCThI0 HOca ObUIa MpOBEEHa aJIEeHOTOMHUSA, HO B
[I0CJIEOTIEPAITIOHHOM IIEPHO/IE 3aJI02KEHHOCTh HOCA coxpaHsuiack. C aBrycra 2002 roza k 6asuc-
HOW Teparnuu 100aBJIeH caIbMeTePOJI 100 MKT B CYTKH, 71032 (hIyKOHA30J1a COCTABIISIA 250 MKT
B cyTku. Ha ¢one Tepanuu B /iekabpe 2003 rofja TSKENBINA MIPUCTYIL, /1032 PIIyKOHA30J1a YBEJTH-
YeHa /10 500 MKT B CyTKH, IIPOJIOJI’KEH MIPUEM CATBMETEPOJIA, K alPEJTIo 2004 To7ia /1032 GQIIyKo-
Ha30JI1a CHIDKEHA JI0 200 MKT B CYTKU. B HacrosIiee Bpems 6a3ncHas Tepams COCTaBAeT: Qiry-
KOHA30JI 500-750 MKT B CyTKH, CAJIbMETEPOJI 100 MKT B CyTKU, CUHTYJIAP 5 MT.

Ha ¢done mpoBoANMOI Tepamnuy COXPaHAIOTCSA SIIU30/bI PUCTYIIO0OPA3HOTO KAIIJIA,
3aTPYAHEHHOTO IBIXaHUS 1-2 pa3a B HEJIEJII0, TPeOYIoIKe TOTMOTHUTETbHBIX HHTIAIUN KO-
poTKoJieticTByIOIuX [32-aronucToB. B saBape 2008 roza Ha dpone OPBU oTmeuasnocs Tsaxke-
Ji0e obocTpeHre acTMBI, Tpebyolee HAa3HAYEHU [TPETHU30JI0HA Per 0S B /I03€ 1 MI'/KT, KO-
POTKOJIEHCTBYIOIIUX WHTAIANNOHHBIX OPOHXOAMIATATOPOB, Sy(I/UINHA, IIPOBO/MIACH aH-
THOAKTepHaIbHAA Tepanus B TeyeHue 10 AHel. 3a601eBaeMOCTh OCTPBIMU PECITUPATOPHBIMU
MHQEKIUAMYU Ha TPOTSIKEHUU BCETO Iepro/ia HaOJII0/IEHHs COCTABIIAET 1-2 pa3a B MecAll (B
TOM 4Yucse, puHOpapuHTUTHI, raiMopuTsl (3)). I1o moBOy Uuero pebeHOK IMoJydaeT KypcChl
aHTUOAKTEPUAJIBHBIX IIPENApaTOB IIUPOKOTO CHEKTpa JAeicTBus 10 6 pa3 B rox. Ilpu mo-
BTOPHBIX MMMYHOJIOTHYECKUX OOCJIEJIOBAHUAX COXPAHSAETCA CTOMKOe CHIKEHUEe IOKa3aTe-
neit IgA<0,05 /1.

B xyimamKe 3a60seBanus 60sbpHOTO . 0OparmaeT Ha cebs BHUMaHNe HHDEKITNOHHBIN
U OpOHXOOOCTPYKTHBHBIN CHUHAPOMBI: ITHEBMOHHH, CUHYCHUTBI, YaCTO PEIUIUBUPYIOIIHE
OPU, yxyamaromniue TedyeHHe OPOHXOOOCTPYKTHMBHOTO CHHJIPOMA, ILIOXO IOJAIOIIHHACS
KOHTPOJII0O OPOHXOOOCTPYKTHUBHBIA CHHJIPOM, YacTas IOTPEOHOCTh B aHTHOAKTEPHUAJIBHOU
Tepanuu. Bcé 3TO 3acraBisgeT paccMaTpUBATh BOIPOC O HAIMYHUHU Y peOEHKA IePBUYHOTO
MMMYHO/Ie(PUIIUTHOTO COCTOSHHSA, MOXKHO IPEANOJIOXKUTh HaIu4ue y pebeHka Aedbunura
IgA. TuddepeHnanbHbIi THATHO3 TPOBOAUIIN C BPOXKIAEHHBIMU JleeKTaMU MYKOIUIHNAP-
HOTO MeXaHu3Ma, MyKOBHCI[UI030M, 001I1eli BaprabeTbHOM HMMYHHOH HEI0CTaTOYHOCTBIO.

[TpoBeneHHble HccaenOBaHUA (HMCCIEIOBAHNE KOHIIEHTPAIMM HMMYHOTJIOOYJIMHOB
CBIBOPOTKYU KPOBH, OIIPe/ieJIeHHe Yucia JIUMGOIUTOB) MTOATBEPAUIIA OTCYTCTBHE Y pebeHKa
IgA<0,05 r/7, ocTanpHbIE TOKA3aTEIM UMMYHOTPAMMBI B IIPEZEIaX BO3PACTHBIX HOPM.
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BosibHBIE ¢ KJIMHUYECKU IPOSBJIAIOIINMCA CEJEKTUBHBIM HMMyHOzedunurom IgA
HY>K/JIQIOTCS B TIIATEIbHOM HAOJTIOIEHUY KMMYHOJIOTOM, IIPU Pa3BUTUU TSKEIbIX HHPEKITUN
10 MOKU3HEHHBIM ITOKA3aHUSAM B 3aMECTHUTEJIBLHON TepaluU IpernapaTtaMyu BHYTPUBEHHBIX
MMMYHOIJIOOYJIMHOB M MPOMUIAKTUYECKOW AHUTOAKTEPUAIPHOW TEepaluy IPU HATUYUU
XPOHUYECKUX 04aroB HHMEKIHH.

C MOMeHTa IOCTaHOBKH JIarHo3a pebeHok 1. mosydaer 6a3uCHYIO Tepanuio OpOHXU-
aJIbHOM aCTMBI COTJIACHO PEKOMEHJIAlMI U PEeryJIIPHYI0 KypCOBYIO MPOMUIAKTUYECKYIO aH-
THOAKTEpUAIbHYIO Tepanuio. Ha ¢oHe MpoOBOAUMON Tepanuyu OTMEYaeTcsl cTabuaIbHOe 00-
I[ee COCTOSTHUE, HEKOTOPBIN perpecc OpOHX000CTPYKTUBHOTO CHHAPOMA.

[Iporunos 3abosieBanus. [Ipu paHHEN JUATHOCTHKE M Hadajle aJ[eKBaTHOU Tepaluu
IIPOTHO3 OOJIBHBIX C CEJIEKTUBHBIM ieburiuToM IgA — GaronpusaTHBIA. B 60JIbIIMHCTBE CITy-
yaeB Ha (oHe Tepamuu OOJIbBHBIE BT OOBIYHBIN 00pa3 JKU3HU U JOKHUBAIOT 10 MOXKUIIOTO
Bo3pacrta. [Ipor1o3 3HaUYNTETHbHO YXYAIIAETCA IPU MO3THEN AUArHOCTUKE U PA3BUTHU OYa-
TOB XpPOHHYECKON mMHbpeKnuu. B sToM ciyuae mporHo3 o0yc/IOoBJIEH OOBEMOM IOPAKEHUSA
BHYTPEHHUX OPTaHOB.

B zakioueHne ciemyeT emé pa3 OTMETHTh HEOOXOJMMOCTh PAaHHEN JIMAaTHOCTUKU
MIEPBUYHBIX UMMYHOAEDUIIUTHBIX COCTOSHUM, KOT/a ellé He cOpMHPOBAIUCh HEOOpaTH-
Mble U3MEHEHUs B PA3JIMYHBIX OPraHax U TKAHAX, MOPAKEHHBIX MEPCUCTUDPYIOIIEN HHDeK-
nuei. TakuMm o6pasoM, mepes; BpauaMmu oOIell MPAKTUKU CTABUTCA Ba)KHASA 33/1ada CBOe-
BPEMEHHOT'O HAIpaBJIEHUs MAIMEHTOB JjIf OOCJIeZJOBAaHUSA B YCJOBHAX CIEINATU3UPOBAH-
HBIX OTJIeJIEHUH U JTaJIbHEHUIIEr0 af[eKBaTHOTO JIUCIIAHCEPHOTO HAOJIIOZIEHUs B CIIydae Io-
TBEPIKAEHUS JUarHo3a.
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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-
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