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Bonesuu nepsuunoro ummynonedpunura (BIIN) 00beJUHSIOT HENYIO TPYIIIY, KOTOpask 3aTPAruBaeT MPAKTHIECKH KajK/I0€ 3BEHO UMMYHHOIA
cucrembl (UC). Lenb pa6otsl — paccmorperne BITW pa3iudHbIX TUIIOB, KOTOPBIE MOTYT MPOSIBISITHCS Y B3POCIIBIX HAMEHTOB. [I0CKOIBKY
muorue bITU Gputn BriepBeIe OOHAPYKEHHI y JeTeld, OHM IIEpBOHAYAILHO PACCMATPUBAIIICH KAaK XapaKTepHbIe IMEHHO IS IETCTBA.
Briocnencteum ycTaHOBICHO, UTO 3TH OOJNE3HH HAOMIOOAIOTCS KAaK y B3POCIBIX, TaK U y AeTel. MOJIeKyIIpHO-TeHETHUECKUH aHaIn3
6onesHeit BITM mokasai, 4To MHOTHE U3 HUX, KOTOPBIE ()aKTHYECKU IPHCYTCTBYIOT B IETCTBE, MOTYT HMETh JJOCTATOYHO YMEPEHHBIN
(heHoTHUI, YTO MO3BOJSIET HACTYNATh MX MIEPBOHAYAIBHBIM KIMHHUYECKUAM MPOSBICHHUSAM B 3pesioM Bo3pacte. PasnoBuanoctu bITU,
3arparuBaroine rymopansayo UC, takue kak geduuur C2'- kommiementa, ummyrnornodymuaa (1gA), moaxnacca |1gG nmu coderanune
obenx (hopM, TaKIKe YacTO MEPBOHAYAIHLHO OOHAPYKHBAIOTCS yIKE B 3pEIOM Bo3pacTe. Takas maToNIOrTHs MOXKET OTPakaTb MMMYHHBII
nedekT, IpUCYTCTBYIOMNI OT POXKACHHS, HO BEICTYHAIONINN, KaK MPaBIIIO, B JErKOH (GopMe, 1 He BEI3BIBAIOIINN CHMIITOMOB 10
JIOCTHKEHHUSI 3PETIOCTH, YTO MOJATBEPIKAACTCS TeHETHYCCKHU JICTCPMUHUPOBAHHBIME JiehuiuTamu KoMiieMeHTa. OTCpOYCHHOE HACTYIUICHHE
CHMIITOMOB O0YCJIOBJICHO 00Jice YMEPEHHBIM (PEHOTHIIOM T'€HETHYECKOro nedekra. SIpkuM npruMepoM sBISETCS NePUITUT
anenosune3amuiasbl (AJIA), KOTOPBIN YacTO BBICTYNAET B BHJIE COUYCTAHHON HMMYHOAE(QUIIMTHON GONIE3HH Y JleTeld 10 2 JIeT, U KOTopast
MOpOoro OKa3bIBaeTcs (atanpHOl. OmHaKO yMepeHHBIH GeHoTnn aepuunta AJIA, AHarHOCTHPYEMBIH U y B3pOCTBIX, SBISIETCS PE3YIbTaTOM
crenu(pUIECKUX MyTAaIHii, BEAYIIUX K YacTHIHOMY aepunuty 3toro pepmenrta. Cunapom Buckorra-Onnpuya — oana uz bI1U, cuennéHubix
¢ X-XpoMOCOMOii, TprMep OONIE3HH, KOTOPasi MOXKET NEPEXOANUTH B TSDKEMYI0 GOpMY U, €CIH ¢ Heil He 00poThes, - (aTanpHa Ui AeTel, HO
JarHocTupyeTcs B 6osee nErkoi popme y B3pocibix. [TokazaHo, 4To KpoMe pa3iauyus TUIA MyTalUi, BEAYIIHX K Oonee TErkuM
(enoTunaM, pasHOOOpa3He NABJICHHUS OKPYIKAIOIIEH Cpeabl WM KOMIICHCATOPHBIX HMMYHOJIOTHYECKUX MEXaHU3MOB TaK)KE MOTYT
MPUBOANTE K MO3JHEMY IPOSABICHHUIO BPOXKAEHHOr0 nMMyHonepuuunTa. Emeé onun myts, npu kotropom BITM MoryT nposBiasTscs y
B3POCIIBIX, - JOCTIDKEHUE IETEMH C 3TUMHU OO0JIE3HAMH 3peioro Bo3pacta. B 3Toil curyaruu yimydiieHne IpOorHo30B SBISETCS pe3yIbTaTOM
JIOCTHXKCHHUIA B pa3paboTKe MOIICPKUBAIOIICH 1 3aMECTUTEIILHOM Tepanuu. AHAJIOTHYHO, 10 MEPE BBISICHEHHUS] MOJICKYJISIPHO-T€HETHYECKOM
OCHOBBI Pa3JIUYHBIX HOpM OOJIE3HH THKEIOr0 KOMOMHIPOBAHHOTO HIMMYHOIC(HUIMTA, CTAHOBUTCS BO3MOXKHOM CreH(pHIeCKast
(epMeHTaTHBHAs 3aMECTUTENIbHASI U TeHHas Tepanus. [Ipu XpOHUYECKOM rpanyieMaro3Hoi 6onestu (pedexT pyHkuuu $HaronuTos)
npeanoaraeMas mpoJOIKUTENFHOCTh )KU3HH 3HAUUTENFHO YBEINYMBACTCS B PE3yIbTaTe HACTOIYMBOTO MOJABICHNS HHEKINH
AQHTUMHUKPOOHBIMH areHTaMH, U, P HEOOXOAUMOCTH, XUPYPTHUECKOr0 BMEIIATEIECTBA, a TAKXKE — 3a CUET MCIIOIb30BAHUS B
MPOQHIAKTHYCCKHIX LENAX aHTUOMOTHKOB U Y-uHTephepoH Tepamuu. Creruénnas ¢ X-XpoMOCOMOI araMMario0yIHHEMUsl SIBISIETCS eIé
OJIHUM IIPUMEPOM paHee (aTaabHOI 00JIe3HHU, IPH KOTOPOil CBOEBPEMEHHOE U COOTBETCTBYIOIIEE JICUSHHE C HCIIOIb30BAHHEM
BHYTPHBEHHOTO BBEJICHUS HMMYHOITIO0YJIMHA TTO3BOJIET OHBIM MAIMEHTaM 3HAYUTEIBHO MPOUIUTH TOBI )KU3HH. Takum o6pazom,
OCHOBHasl KJIMHI4YecKas kapTiHa BIIM cocToUT B yBenn4eHNH BOCTIPUUMYUBOCTH K HH(EKIIMAM 1 HEOOBIYHO BBICOKOI CTENIECHU
AyTOMMMYHHBIX U BOCTIAJIMTENBHBIX 3a0oneBanuii. [Ipy HaOmoqeHNn B3pOCIIBIX ManueHTOB HeoOxomumo umets B Buay BIIN, Tak kxak
paHHUI AWArHO3 YITydIIaeT AOJTOCPOYHBIN MPOTHO3 U MOJKET MMETh BaXKHBIE ITOCIIEACTBH IIPU TeHETHYECKOM aHAJIH3E.



