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AHmumena K sH0oomu3uro IgA u IgG

AHTUTENa K aHgomu3uio IgA 1 I1gG (OMA) ssnatoTca ogHMM K3 Hambonee cneumMdUUHbIX U YyBCTBUTENbHbIX

ceposiorM4eCKknx TeCtoB, MCNONb3YHOWNUXCA B ANAarHOCTUKE UeNnaknn.

Llennakua (rnoTeH-4yBCTBUTENIbHAA 3SHTeponaTua) ABASETCA ayTOMMMYyHHbIM 3aboneBaHMeM, KoTopoe
BO3HMKAET Npu reHeTUYeCKoM NpeapacnosioxKeHHoCcTU(c aHtureHamm HLA-DQ2 nnm DQS).

Liennakma nposaBnseTca BocnaseHnem u atpodpuelt BOPCUHOK B CAIM3UCTON TOHKOTO KULLIEYHWUKA U NOABAEHUEM
paga aytoaHTuTe.( K FIMaamMHy, SHAOMM3NIO, TKAHEBOM TPaHCrAyTaMUHase).

Ee pasBuTME NPOBOLMPYETCA MMMYHHOW peakuMi K KOMMOHEeHTaM [loTeHa 3/1aKOoBblX, Npexae BCero,
HanpasAeHHOW NPOTUB FNAAMHA U ero Ae3aMUANMPOBaHHbIX NeNTUAOB.

CumnTomaTnKa 60se3HM BK/IKOYAET KuLieYHble nposasaeHusa (B3aytme, 60auM, Anapeto, TOWHOTY), HapyLWeHKUs
BCacbiBaHMA (MOTepto Beca, 3afep)KKy pocTa, ocCTeoneHuto, cnaboctb WM anaTuio, CUHAYKOBOCTD,
®enesogeduUUMTHYIO aHEMMIO (Yalle Yy B3POC/bIX), 3a4epXKKy NOMOBOro pPasBMTUA, aMeHOppeln), a TaKkKe
peakve NpOSBAEHMA, TakMe KaK JedeKkTbl 3manu, peuuaumBupylolimii adTo3HbIA CTOMAaTUT, aTaKcuio,
anunencuio, anoneuunto, mmonaTuio, 6ecnaogue n T.4

Lilennkusa yacto coyeTaeTcs C APYrMMM ayTOMMMYHHbIMU 3ab0neBaHMAMM - caxapHbim auabetom 1 Tvna,
repnetTMdopmMHbIM AEPMATUTOM, AYTOUMMYHHbBIM TUPEOUAUTOM, TEMNATUTOM M BUTUAUTO, @ TaKKe OTMeYaeTca
npM XPOMOCOMHbIX cMHApPoMax [ayHa, TypHepa u Buabamca, a TaKKe Ce/leKTUBHOM MMMyHoaeduunte IgA.
O6bIYHO KNMHMYECKMI AebloT Lennmaknum HabaogaeTca B AETCKOM BO3pacTe C MOMEHTa BBeAEHMA NPUKOPMOB
b6oraTbix rMaguHoMm (Kalu) Ao Bo3pacTa okono 10 neT, Nk 3abonesaemMocTu coctaBaseT Bo3pacT 4-6 net. B 1o
e Bpems, Npu HecobatoaeHUn 6e3rntTeHOBOM ANETbl CUMNTOMbI LLe/IMakum MoryT HabatoaaTbea B 1H060M
BO3pacTe. Bo B3poc/siom Bo3pacTe Le/IMaKkmaA YacTo NPoTeKaeT CYyOKAMHNYECKU C MUHUMANbHbIMU KMLWIEYHbIMU
NpoABAEHUAMMW, O4HAKO NPUBOANUT K METabONNYECKMM HApYLUEHUAM M COMATUYECKOM NaToNOMMN.

JHAOMU3MIA npeAacTaBafeT cobol COeAMHUTENbHYIO TKaHb, OKPY)KAlOWYH MblleYHble K/AeTKM, KoTopas
coaepuT B cebe HepBbl M COCyabl, ocyllecTeaaowme TPoGUKY Mbillbl. OCHOBHbIMKW 6e1KaMK 3HAO0MU3UA
ABNAIOTCA KONAareH M 31acTuH. B npouecce UX CMHTE3a OHKU NoABepratoTca depmeHTaTUBHOW moanduKkaumm c
nomoLlpbto pepmeHTa TKaHEBOW TpaHCIAyTaMMHa3sbl. Poab aToro pepmeHTa B CORAMHUTENIbHOM TKAHM COCTOMT B
AEe3aMUHMPOBaHMM PAAa aMUHOKMUCAOT ¢ 06pa3oBaHMeM CTOMKUX K MPOTeonun3y 6eKoBbIX CTPYKTYP, KOTopble
NOAAEPKMUBAIOT CTPYKTYPbl COEANHUTENLHON TKaHW. MMEHHO TKaHeBaa TpaHcrayTamuHasa (TG2) ssnsetca
OCHOBHbIM aHTUIEHOM aHTUTEN K 3HAOMW3MIO NpW uennakuu. lNog Bo3geicTBrem depmeHTa TKaHEeBOM
TpaHCrAyTamMWHasbl rAMaauMH npespawaetcA B 60nee MMMYHOTEHHbIA NenTMa, a Takxke obpasyer
MMMYHOrEHHblE KOMMNAEKCbl C 3TMM depmeHToM. [locTynneHve ¢ nNWWeEN rAloTeHa MpoBouMpYeT U
NoAAepKMBAET BOCMANUTE/bHbIN MPOLECC B CAM3UCTON OBOMOUYKE KULUIKM, KOTOPbIA C TeYEeHUMEM BPEMEHMU
NpPMBOAMT K ee aTpodum
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B paHHel AMarHOCTUKE UEe/NMaKUM aHTUTeNa K 3H40OMM3UI0 06/1a4aloT  YyBCTBUTE/IbHOCTBIO OKOMO 95% w

cneumduyHoOCTblO,  npesblwatowenn 98%. B cBAIM € WMCNO/Ab30BAaHMEM  METOAa  HenpAMoWn
UMMYHOODNOOPECLEHLUMMU C WUCMO/Ib30BAHMEM HATUBHbLIX AHTUIEHOB BbIABAEHWE AHTUTEN K 3HAOMMU3MUIO
XOpOLO CTaHAaPTM3MPOBAHO, YTO NO3BOJIAET MCNOAb30BaTh 3TOT NOKA3aTe b B KavyecTBe pedepeHTHOro TecTa
AN NOATBEPKAEHUA BblABNEHUA aHTUTen apyrumm metogamu (ESPGHAN 2012). Ans noaTeep:kAeHUA
[AMarHo3a Ue/IMakum BbiABNEHNE BbICOKUX TUTPOB aHTUTES K TKAHEBOW TpaHCrIyTaMuHasbl (TG2) A0MXKHO 6bITb
noATBEPXKAEHO OBHAPYKEHNEM AaHTUTEN K SHAOMMUBUIO .

PedepeHcHble 3HaYeHMA Ha BaHKax B He3aBucMMol nabopaTtopun «Mpom-Tecr».

MokasaHuA K Ha3HaYeHU IO TecTa:

e PaHHAA AMAarHOCTUKA Lennakuu;

e [oaTtBepXaeHue AMarHo3a Npu BbIBEHUN aHTUTEN K TKAHEBOW TPaHCIIyTaMuMHase Knacca IgA;

e (Ob6cnepoBaHMe poACTBEHHUKOB BONbHBIX LEIMKUEN Ans onpeaeneHna pucka sabonesaHus;

e (Ob6cnepoBaHne 6ONbHBIX C caxapHbiM Anabetom 1 TMNa, ayTOUMMYHHbIM TUPEOUAUTOM, CUHAPOMOM
HayHa;

e (OT60p NALMEHTOB ANA NPOBEAEHWNS SHAOCKONNU C BUONCUEN KULLKK;

e MOHUTOPUHT cobatoaeHns 6e3rntoTeHOBON ANEThI;

e BbiiBieHME MPUUYMHBI BHEKULLIEYHbIX MPOABAEHUI LEeMaKUN: 3aieprKKa POCTa aHeMUs, OCTEONEHMUA U
OCTEONOpPO3, MOSNHEBPUT, peumavsupyowmnii adTo3HbIA CTOMATUT, repneTUOOPMHbLIN AepmMaTuT,
3a/1ep*KKoi NosoBOro co3peBaHua n becnnoaue.



