H.U. I'onuapux
KIAUWHUKA WU JIEHEHUE AYTOUMMYHHOTO TEITATHUTA

benopyccxuil zocyoapcmeennuiil meouuHcKul ynugepcumem

[1])1[6(?6(47”)1 ceedenus o6 nuoaozun, namozenese, 71(1"10.‘10])(1)0.«'1021[1[, KAUHIUKE, duaznocmuxe u neve

HUW dynioumMyHoezo zenamuimna.

YTOUMMYHHbIM renatut (AUl — xpoHnyeckoe Bocna-

MTENBLHOC 32a60NeBaHME NEUEHU HEXIBECTHOM ITH-
0JI0MNN, XapaKTepuayioleecs NoTepen ToNepaHTHOCTH opra-
HU3Ma K aHTUrcHam CO6CTBEHHOM NeYEHROYHOW TKaH!, Npo-
TEKAIOLEE C NCPUNOPTaANbHLIM U 6onee 06WUPHLIM BOCNa-
NeHUEM, 3HAYUTENLHOW rNeprammMarnobynMHeMuen 1 Wi-
POKMM CMEKTPOM ayToaHTUTeN, C Pa3Ho06pa3HbIMU CUCTEM-
HLIMW NPOABNCHUSIMA. PaHblle OH HA3bIBaANCs «NoNoua-
HbIM renatunT»,

AW oTHOCUTCSI K peakum 3aboneBaHuam. 3abonesae-
MOCTL cocTaensieT oT 1 /10 20 cnyyaeB Ha 1 MK HaceneHus.
Berpevaeres 3 nio6om Bospacte. OgHako Yawe AU npons-
nsiercs B goapacte /10 30 u ctapwe 50 net. bonelT npe-
UMYLLECTBCHIO XelllHb (> 80 %). Y XeHUWMH Yalle otme-
4aI01CA COMNYTCTRY:OM M ayTOUMMYHHBIC 3abonesanus [1,3].

Jrmonorus AUT octaeicst Hen3BecTHOR. K NycKoBbIM
daKTopaM ero paspuUTUH OTHOSKTCA: UHOULMPOBAHWE BU-
pycamu renatutoe A, B, C n D, Bupycom 3nwrenHa-bappa,
BE1PSAHOM Ocnbl. MMMYHHOE NOBPEKAEHUE NEYEHU MOMKET
UHIYLIMPOBATLCA UHTEPDEPOHOTEPANUENR NO NOBOAY BUPYC-
Horo renatuta. O6¢cyRAaeTca 803MOMHOCTbL MHAYLIMPOBA-
HUS UMMYHHOTO NOBPEM/IEHUA NeUeHn MeTabonutamu ne-
KapcTB (ranoTaH, U30HWa3ua, O.-MeTugona, AvKkiodbeHak u
/Ip.), TOKCUHAMKM U HEKOTOPbIMU GaKTepuamu [4,5].

BosgencTere NycKoBbix HaKTOPOB MOMXKET NPUBECTU K
pa3BuThio AU y nuL, reHeTAYECKU NPEAPACNONOMEHHBIX K
ITOMy 3abonesanyin. [CHCTUYECKYIO NEeaApPacrnonioMeH-
HOCTL onpeaensioT see anncny HLA DR3 n DR4. Hakano
Te4yeHne 60NS3HM OTINHAIOTCS Y HOCHTENEN PasHblx anie-
nex [2].

tUnodenras ponh 8 natoreniese AU NpUHAANEKUT fie-
GEKTY UMMYHOPETYNSTLUMKA, NPOABNAIOWIEMYCA B NOTEPE TO-
NEPAHTHOCTU K COBCTBCHHBIM aHTUreHam. 1o Bo3aencrsv-
CM paspeuaiowmx GakTopos 310 BEAET K BOIHUKHOBEHMIO
«3aMPCLUEHHbIX» KNONOB TMMGOLUTOB, CEHCUBUIM3NPOBAH-
HBIX K ayTOAHTUrEHaM NMEUCHW M OKa3biBalOLWMX NOBPCH /-

lolulee Bo3aencTaure Ha renaroumtsl. Mpu AU Habnopaer-
ca aedeKT CynpeccopHbIX (PErynsiTOPHbLIX) KNETOK, KOTOPbIA
NPUBOANUT K HEKOHTPOAUPYEeMOKn npoayKuumn JEG B-numdo-
umTamu. [leictemMe gaHHbIX aHTUTEN HaNpPaB/lEeHO NPOTUBR
HEU3MeHeHHbIx 6EeNKOR, BXOAALMX B cocTaB Membpatibl
renatoumToB. O6pa3vic Ly ACs Ha NOBEPXHOCTU renatouuTa
KOMMNEKC aHTUIEH — aHTUTENO ABAAETCA MUWEHLIO ANs
MMMOUMTOB (€CTECTBEHHBLIX KMAGPOB) M OHM 3aBepLlaloT
pa3pylexme KieTok [4,5].

Mopdonormnyeckan kaptuHa AU cOOTBETCTBYET TaMe-
NOMy XPOHUYECKOMY renaTtuTy. Habnogalotcs BbipameHHas
BocnanutenbHan numoonnasMounTapHas MHUALTPaLUnsS
€ npeobnagaHnem nna3zMaTUHECKUx KIETOK, nepunopranb-
HbIA renaTuT, CTyNneH4YaTsle U MOCTOBMAHLIC HEKPO3bl, He-
penKo 30Hb! Konnarnca aonek. XXvposaa AMCTpodUs OTCyT-
cTByeT. B napeHxumy BHeapseTca coeauHuTeNnbHan TKaHb
LiMppo3 pa3suBaeTcs 66ICTPO, 06bIMHO MAKPOHOAYIHPHOro
TMna [4].

Ha OCHOBaHMWKW CNEKTPa BhLISBNAEMbIX ayTOAHTUTC/ OC-
HoBaHa xnaccuodunkauma AWM. BeigenstioT aBa tTmna AWM, Ko-
TOPbLIE MOMMMO CMIEKTPA BbiABNAEMbIX a8YTOAHTUTC/ OTNK-
4aloTCA KIMHUYECKUM TeuerneMm [2, 3].

AUI 1-ro Tvna scTpevaetcs y 80 % GonbHbix AUT, Xa-
paKTepuayerca HavyanoMm 3aboneBaHrs B Nepuoj NosIoBo-
ro CoO3peBaHna WNK B MOCTMEHONay3e. B 6onbWwuHCTEC Chy-
Yaes pa3BUBaeTCcsl NOCTENEeHHO, NPOSBANACL Hecnel -
YECKUMU CUMMNTOMaMM: YyTOMNAEMOCTbIO, NoTepen aniicin-
Ta, HeonpeaeneHHbiMU 60NSMU B BCPXHEN NONOBUHE M-
BOTa, aMEHONEEN Y MONOALIX XEHIIML, aliiie, B paae ciyda-
€3 GonArMK B CycTaBax U peLMANBUPVIOLIMM BOCMANCHUEM
rnas. Y 40 % naumMeH1oB OH COMETaCTTs C APYIMMY ayTouUM-
MYHHBIMWU 32601€BaHUSIMU: aYTOUMMYHHBIM TUPEOULUTOM
(12%), LMD DY3HBIM TOKCMHECKUM 3060M (6%), S3BEHHbIM
KonutoMm (6 %) 1 ap.

AUT ocraeTcq GECCUMNTOMHLIM B TEHEHUE HECKO/bLKUX
MecCsILieB (a8 BO3MOXHO W fIeT) 40 MGMEHTA, Korjia nossnsa-
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v¢ DB nomoinb polickoromy ppauy

€TCA MENTYIHOCTL KOXM, CKNep, MArKoro Heba U HUKHeN
nosepxHoCcTH a3bika. Y 40 % 60nbHbIX OTMEUaeTcs OCcTpoe
Ha4yano 60/1e3HM, MHOTAA C Pa3BUTUEM NEYEHOUYHOWN HEefo-
CTATOYHOCTH, ¥ 25 % ayTOMMMYHHOE MOpaXKeHUe neveHu
JIMarHocTMpyeTcs Ha CTaauu umppoaa [2].

MNpu 06BLEKTUBHOM 06CNeA0BaHUK HEPEOKO BLIABAAIOT-
C51 «COCYOUCTbIe 3BE30YKW», SPKO-PO30BOro UBeTa CTpUu
1Ha )uBoTe, 6eapax, remMopparmiyeckie 1 yrpeBble KOXHble
BbICbINAHUA, KYLWWMHIOWAHOE NepepacnpeieneHue xupa
(naXke 4O NPUMEHEHMA TMIIOKOKOPTUKOWAOB), renaTomera-
nva, cnneHomeranua. MNpu Nanbnauvy XXnBoTa onpeaens-
€TCA YNNOTHEHHbIA Kpa# Neyenru, BbiCTynalowmi Ha 3-4 cM
n3-noj Kpan pebepHon ayru, NpevuMyLIeCTBEHHO 3a cYeT
nesow fonm [1.3.5].

NaGopaTopHble MCCNefoBaHMUs BbIABNAIOT 3HAYUTENb-
Hoe nosbiwecHue CO3, yMEpeHHO BblpaXeHHYo nenkone-
HUIO, TPOMBOUMUTONEHUIO, FEMONUTUYECKYIO aHemMuio. bunu-
py6vH KpoBM NoBbiWeH B 5-10 pa3 3a cyeT HEKOHbLIOrMpo-
BaHHOW PpaKLih. AKTUBHOCTL TpPaHCaMWHA3 yBenvyeHa B
8-12 pa3, KoadduuMeHT fie-Putnca (cootHoweHwe ACTANT)
MeHee 1. Xapakrepha runepraMmmarnobynmHemMmns ¢ npe-
BbllUEHWEM HOPMbI B 2 pa3a u 6osee, 06bI4HO NOAUKIO-
HanbHas C NpenMmyLLeCTBEHHbIM NoBbiweHneM JEG. Habnio-
JaeTcs runoans6yMUHEMKUS U CHAXEHUE NPOTPOMBUHOBO-
ro uHaexca [4,5].

Y 6onbwnHCTBa naumenToB AU 1-ro TMna otmevaeTcs
XOPOLIWI OTBET HA UMMYHOCYMPECCUBHYIO TEPANUIO U CTON-
Kas peMmucevs 60/1e3HN NOCAe OTMEHbl ICYEHUs1 UMMYHO-
cynpeccopamu. Npu OTCYTCTBUK aaeKBaTHOW Tepanuy 60-
Ne3Hb NporpeccupyeT ¢ Pa3BUTUEM LIMPPO3a NeyeHu B Te-
ueiive 3 nery 40 % naumerinos |3,6].

AUl 2-ro uria BeTpedacTcsl 3HaYUTERBHO pexe-8 15-
20 % cnyyaen AWUI. YHaiye 6onetoT gety B Bo3pacte 2-14
ner. Bapocnble coctaenaoT or 4 4o 20 % ot obuwero uicna
nalielroB. [Inst HEro xapaKrepit:l TakMe conyTeTBylowme
3a60/1CBaHWA, KaK BUTUNYIO, caxaphitii aguabeT 1-ro tuna,
ayroMMmyHHbIM Tpeonaut. AUl 2-ro Tuna xapaKTepusyeT-
csi 6onee arpeccuBHbLIM TEUEHWUEM, BbICOKCH G1OXUMMYEec-
KON U MCTONOMMYECKON aKTUBHOCTBLIO, YTO BCAET K pPasisu-
MO Upnppo3a nevenn y 80 % 60NbHbIX 3a 3-NeTHUIA NepUOA.
Yatie yem npy AU 1-ro TMNa OTMEYaOTCA PE3UCTEHTIHOCT
K ClaHjapTHON UMMYHOCYNPECCUBHOW Tepanuu 1 peuvams
60s1e3H1 NOCNEe CHUWMEHUS A03bl MU OTMEHbI UMMYHOCYT!-
peccaHTos [9].

MNpu noctaHoBKe anarHosa AU npuHKUMatoT BO BHUMa-
HIte cneflylowme GaKTopbl: HEHCKWIA NON; K3MEeEHUs neve-
HOUHBLIX NPO6, CBOWCTBEHHBIX renaTtuTy; runepramMmarncoy-
MMHEMMIO C NPeRblLiCHUEM HOPMBbI B 2 1 6oJ1ee pas; UCKNI0-
YEHUC MapKepos BupRycHbX renaTtytos (B. C, D) 1 anoynior-
pebienva ankoroiem. B omiume oT BUpyCHbIX renatuios,
AMI" no-npexxxHeMy OCTAETCA AMAarHO30M HeKNouetins! Yuu-
TbIBaIOT OCHOBHbIE KPUTEPUM ayTOUMMYHHOI0 3a6012BaHMa:
ygennuernve CO3, Ha/MuMe Pas3nnyHbLIX CbIBOPOTOYHbIX aH-
ren K anpy (ANA), K rnagkon myckynatype (SMA) v aktuHy
(AAA), K MUKPOCOManNbHOMY aHTUreHy NeYeHr U nodek (LKM),
K 11@4eHO4YHOMY UMTO30NbHOMY aHTUreny (anti-LC-1), K pa-
CTBOPMMOMY MneyeHOYHOMY aHTUreHy (SLA), K acnanornm-
KonpotenHoBoMy peuenTtopy (ASGP-R), npotuB uutonnas-
MaTUYECKUX auTUreiioB HEUTPOPUALHBIX NENKOUMTOR (-
ANCA). MNpuryemM CLIBOPOTOUHBLIE TUTPLE 3TUX AHTHTEN LOMK-
Hbl 6bITh Buiwe 1:80 [2,3,4]. B aHaMHe3e He 10/KHO BbiTh
GaKToB NEpPenmMBEaHnst KOOBU M C& KOMIMOHCHTOR, HElaBHE-
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O NPUMEHEHWS renaToKCUYEeCKUX NPENapaTos U1 3n0ynoT-
pe6nenusa ankoronem. He fAomKHbI 06HapPYKMBaTLCA Cepo-
florMyeckue Mapiepbl renatta A, B, C, a Takke noparkeHus
reveHun BUpycom 3nwterHa-bapp v uMTomeranosmpycom.
YPOBHM 0L1-aHTUTPUNCUHE, MEOU U LEPYNONIa3M1Ha B Cbl-
BOPOTKE KPOBM A0OMKHbI 6blTb B HOpme [9].

MaTtoreHeTnueckan Tepanus AUl ocywecTBnseTcs rio-
KOKOPTUKOMAAMU (NepeaHn3010H UK METUNMPEAHN3ANIOHN)
B /1Ba 3Tana: nHAyKUMsa pemuccun (60 Mr ¢ nocneayoumm
CHWXEHWEeM [103bl) U NoaaepxuBatowas Tepanus (20 mr B
nocnegyowem 10 Mr). AGCONOTHbLIE NOKa3aHUA K TEPaNn-
yMepeHHas Unu BblpaXeHHan KIMHW4eCcKas cuMnTomaTu-
Ka, nosbilenve aktusHocTn AJIAT n ACAT 6onee 4em B 5
pa3 OT BEPXHEW rpaiuiibl HOPMbl B COMETAHWU C ABYXpaT-
HbIM NOBbIWEHUEM YPOBHS Y-rno6yNUHOB, MOCTOBUAHbIE
UNU MyNbTUNOBYNSIPHBIE HEKPO3bl B 6GuonTtate neyexu {2,6].
Tepanuio AUl MOXXHO He NPOBOAUTL NpU BECCUMMTOMHOM
€ro Te4eHun C MMHUManbHon 6MOXMMUYECKON aKTUBHOCTBLIO,
HaNM4YMEM TONLKO NOPTaNbLHOrO BocnaneHus B Guonrare.
NeveHne rMmioKOKOPTUKOUAAMMU HE NOKa3aHO NPy JeKOM-
nUHCUMpPOBaHHOM umMppo3e. Mpyu HegocTaTouHOW 3pdEKTUB-
HOCTH MOHOTEPAMNUN KOPTUKOCTEPOUaMKU BO3MOXHA KOM-
61HVMpoBaHHas Tepanvsa ¢ azatmonpuHom (100-50 wmr).

OTHOCHUTENbHbLIE NPOTUBOMNOKA3aHUS K Tepanuun npej-
HU30NOHOM: MOCTMEHONAy3a, CONYTCTBYIOLMIK OCTEONOPO3,
caxapHbi AMabeT, OXKUPEeHWe, akHe, apTepyansHasn runep
TEH3US, IMOUMOHANLHAA NAaBUNLHOCTL U rNaykoma. HasHa-
yeHue asaTMornpuHa NPOTUBOMNOKA3aHO Npy 6epemMeHHoC-
TH. 3/10KA4ECTBEHHBIX ONYXONAX, BbiPAXKEHHOW NENKONEHUN
W HenepeHocuMocTn npenapata. MNpu CTOMKOW PeMUCCUK
60NE3HU Ha NPOTAKEHUU OUTENLHOIO BpEMeEHU (~ 4-x ner)
pewaeTca BONPOC 06 OTMEHe NOIEPHUBAIOWEN UMMYHO-
cynpeccuBHOW Tepanun. MNpy 3TOM o6A3arenbHa KOHT-
pofbHast 6UMoMNcus NedveHu Ana BepuduKaLmnm oTCyTCTBUS
NMPU3HaKOB MCTONOMMYECKON aKTMBHOCTW. focne oTMeH
Tepanuy Heo6xoguM MOHUTOPUHI 60MLHBLIX 1 pa3 B 6 mec.
NS BbISIBNEHUS NPU3HAKOB peuuamnsa 60n1e3nn |2,5]. MNa-
ToreHeTMueckn 060CHOBARO NPUMCHEHWUE YPCO/I220KCHUXO-
NeBOW KUCNOThLI (ypcocaHa) B KOMOWHAUWK C MMIOKOKOPTH-
KocTepouaaMv U/Uav asaTMONpPUHOM, a TalkKe GYACCOHU-
Ja — rniokoKkopTukovaa Il nokonenus [6,7].

MpoBoAATCA MONLITKKW NPUMEHEHUSI HOBbIX UMMYHOCYM-
peccopoB npu AUl 60NLWKHCTBO M3 KOTOPbLIX YCrELWHO MC-
NONb3YITCS B TPAHCMAAHTONOMMU, TaKUX, Kak LUMKIOCNO-
PUH, TaKponumyc, MuKkodeHonat moteduna, 6-mepranTo-
nypuvH, 6-TMoryalinH v gp. [2.4,6,8].

Taknm 06Pa30M, ayTOMMMYHHbIW TCNaTHT npeacrasns-
€TCH XPOHUUYECKUM ayTOUMMYHHBLIM 3a60neBatnem Heus-
GECTHOM 3TUONOTUU, UMEIOWUM ONPEASNEHHYIO KNUHUHCC
KYiD KapTUHY, BC3MOXKHOCTM NaGopaTopHON K CepOorvyee-
KOM [AMarHOCTKKU U NOAAAIOWErOCs B 60bWHHCTBE Cnya
€B VIMMYHOCYNpeccMBHoM Tepanuu. [lansHenwee nayveHue
3a60neBaHus NO3BOUT NPUBAU3UTLCA K Pa3rajike NpPUUKH
€ro BO3HUKHOBEHWS 1 pa3paboTtke 6ornee 3POEKTURHEIX i
6€30NacHbIX CXEM NIEUEHUS.
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