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Ncopuas

lMcopuas y geten

MNcopras — XpoHUYeckoe BocnanuTenbHoe 3aboneBaHne, KOTOpoe NopaxaeT
NPEenMyLLECTBEHHO KOXY, HOITU U CYyCTaBbl, XapakTepusyeTcsa nponndpepaumen
KEpPaTMHOLMTOB C HapyLLeHEM UX AnddepeHuMpoBKU. MIMeeT cMeLlaHHyro
ayTOBOCMANMTENbHO-ay TOMMMYHHYIO MPUPOAY. FeHeTnyeckne GpakTopbl BHOCAT BKIAL, B €ro
pasBuTUE, a GaKTOPbl OKPY>KatoLWen cpenbl MOryT yCyrybnsate cumMnTomsl [1-3].

MNcopunas cuntaeTcsa 601e3HbIO B3POCSbIX, XOTS Ha CaMOM [Jerie 40 TPeTu cryvyaen
MaHMbecTaLnm NPUXoOANTCA Ha AeTCKMI Bo3pacT [4].

FeHeTnyeckasn npeppacnosioXXeHHoCTb

B nccnepoBaHum ¢ yyactmem 69 828 naumeHToB pUCK Ncopuasa y nuL, MUMeLW X poaACcTBEHHUKOB
nepBON 1N BTOPOW CTEMNEHN POACTBA C NCcoprasoM, Obiii B 5,5 1 2,5 pasa Bbille N0 CPaBHEHUIO C
obuwen nonynauunen [5].

Haunbonee cnnbHO acCoLMMPOBaHbI C PUCKOM Pa3BUTUS Ncopuasa reHbl Ye10BeYeCcKoro
nevikoumTapHoro aHtureHa (HLA), oco6beHHo HLA-C*06:02 [6]. Bcero nssectHo 6onee 80
reHeTUYEeCKnX IOKYCOB NPeApacrnosioXXeHHOCTN K Ncopuasy, HO OHM OOBACHAKOT NNLLb OKOJIO OfHOW
TpeTun HacnegyemocTn ncopuasa [6,7].

xX5,9 x2,5

pUCK ncopurasa y nuu, ¢ poACTBEHHMKAMM PUCK Nncopuasa y nuL, ¢ POACTBEHHUKaMU
nepBown cTeneHu pogcTtea [5] BTOPOW cTeneHu poacTaa [5]
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AyTOMMMYHUTET U ayTOBOCMNaNeHne

MIMMyHoMmaTonormyeckuni npouecc npu ncopurase [8,9,31:

e [leHOPUTHbIE aHTUreH-NPOoAYLMPYIOLWME KNETKN NPE3EHTYIOT aHTUMEH.

e B OTBeT Ha NpeseHTaUno aHTUreHa T-KNeTKM BblAeNAT NHTEPNENKUHbI 12 1 23,
nponndepnpytoT n anddepeHumpyrotcs Ha Th-1um Th-17.

e Th-1 BbipabaTtbiBatoT UJ1-2, IFN-y, ®HO-qa, a Th-17 — nHTepnenkunsl 21, 22, 17A.

e J1-17A B COBOKYMHOCTW C APYTUMU LUTOKMHAMKU CTUMYIMPYET nponvdepaumo
KepaTUHOLUTOB 1 BblpaboTKy NpOoBOCManUTesbHbIX aHTUMUKPOBHbLIX NENTUAOB N LUTOKUHOB.
JononHutensHo UT-17A HLUUpyeT eLé Koaryasaumio U KOCTHYH pe3opbLuto.

o KNneTtkn MMMYHHOW CUCTEMBI N KEPATUHOLMUTBI NPOAYLUPYIOT LUTOKUHBI, KOTOpble
NoALEPXKMBAKOT TEKYLMIA BOCHannTesbHbIV npoLecc. PasBnBaeTcsa akaHTO3, HapyLlaeTcs
ondodepeHLMpoBKa KeEpAaTUHOLUTOB.

HeTununyHbie nposBneHna y pertei

JeTckuin ncopmras yalle nopaxaeT NINLLO U BOSIOCUCTYHO YacTb rOMI0BbI, YacTO BbI3bIBAET 3YA4, MOXET
MMeTb HeTuUnnyHble nposasneHuns [10,11].

Y ManeHbKux geTen MoXeT NpoTeKaTb MO TUMY NeNEHOYHOro gepmaTunTa, KOTOPbIA He MPOXo4MT Ha
$OHe 0bbIYHOro nevyeHus.

Y OeTen cTaplle TUNUYHbIE 3N1IeMeHTbI Ncopurasa 6onee TOHKNE, MAMKUEe N MeHbLUE LWenyLaTcs, Yem
y B3pochbix [10].

Y 1-10% peTen ¢ NncopnasoM oTMeYaeTCs FOBEHUbHBIN NcopuaTuyecknin aptput [12].

Pucku OTCpO‘-IEHHOﬁ ANarHOCTUKHu

HepocTtaToyHaa ocBeOOMAEHHOCTb U NO3OHAA OMarHOCTUKa rncopuasa y geten MoryT NpmBecTU K
HeafekBaTHOMY JIEYEHUIO U OTCYTCTBUIO MOHUTOPUHIA CONYTCTBYOLWMX 3ab01eBaHNin, BKIKOYas
FOBEHUJTbHbIN McopmnaTmnyeckuii aptpuT [13].

Komopo6upgHocTtb

O6Lwnin ypoBeHb KOMOPOUAHOCTK Y NaLLMEHTOB C NcopmnasoM B BospacTe Ao 20 neT B 4Ba pasa
BbllLe, YeM Y NaLMeHTOB 6e3 rncopunasa.

MNoBbILLIEH pUCK:

o TUNEPAUNUAEMUN,
e apTepuanbHOM r’MNepTeEH3NN,
e CaxapHoro gunabeTa,

* PEBMATOUAHOr0 apTpUTa,

e 6onesHu KpoHa [14].
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