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Hemuenuuusupywouue 3adoneBanus LIHC pa3BuBaoTcs BCleaCcTBME ayTOMMMYHHOM aTaKy Ha MUEJIMHO-
Bble 000JIOYKM aKCOHOB, CTPYKTYPHBIE OCJIKM KOTOPBIX MPUOOPETaOT CBOMCTBA aHTUTEHA, B pe3yJibTaTe
4yero (hopMUPYIOTCS yYaCTKU TTOBPEXIECHNS MUETNHA. BhIsBIeHUEe crienMbrIecKUX aHTUTEN, HalpaBIeH-
HBIX TPOTUB KOMITOHEHTOB MUEJIMHA, C TIOMOIIIbIO BBICOKOCTIEIIMATN3UPOBAHHBIX METOMOB JJaOOPaTOPHOI
NIUAaTHOCTUKU TO3BOJISIET CYIIECTBEHHO YJAYUYIIUTb TUAarHOCTUYECKUe moaxonnl. Ha ceromHsimiHuii n1eHb
3aboneBanus [ITHC, accouumpoBaHHBIE C aHTUTEJAaMU K MHUETWHOJUTOACHAPOLIMTAPHOMY TJIUKOIPO-
teuny (Myelin Oligodendrocyte Glycoprotein Antibody-associated Disease, MOGAD), sIBIsII0TCS neMue-
JIMHU3UPYIOLUMMU CUHIPOMaMU C YETKO MACHTU(PULUPOBAHHBIM aHTUreHoM. I[IpomemMoHcTpupoBaHa
rnatoreHHasi poyib aHTuTe1 K MOG (MOG-IgG) yenoBeka, 4To MO3BOJISIET BBIIEISATH COOTBETCTBYIOIIEE
3a00JIeBaHNE B OTAEJbHYIO HO30JOTMYecKylo dopMy. Tem He MeHee reH MMEIUHOJUTOACHAPOIIUTAP-
Horo rukornporenHa (MOG) criocobeH K aJbTepHAaTUBHOMY CIUIACUHTY ¢ (DOPMUPOBAHUEM pa3IMUHbIX
n30¢hOopM, YTO 3aTPyAHSICT AMATHOCTUKY Haxe IPU MCIOJb30BAaHUM COBPEMEHHBIX METOIOB MMMYHO-
¢ayopecuentHoro aHanu3a. C gpyroit ctTopoHsl, crtocooHocTh MOG K KOH(pOpMaLIMOHHOI ITepecTpoiiKe
obecreynBaeT CTPYKTYPHYIO LIEIOCTHOCTD APYTUX OJIKOB MUEMHA 1 TTOIIePXKUBAET MPOLECCHl ayTOTONIe-
PAHTHOCTH, MPUCYIIINE TOJIBKO YETOBEKY.

K/IIIOUEBBIE CJIOBA: neMuenvHU3UpPYyloLIMe 3a00eBaHusl, MUEIMHOJIUTIOACHAPOLUTAPHBINA NIMKOIPOTEUH,
aHTHTENA, aTbTEPHATUBHBIN CTUTACUHT.
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BBEJIEHUE JIOTUYECKHUM COOBITMEM MNpPU AEeMUETUHU3UPYIO-
mux 3aboneBaHusax LHTHC gnsercs obGpa3oBaHMe

IIpobaeMa peMuUETMHU3MPYIOLIUX 3a00JieBa-  y4acTKOB (0YaroB) MOBPEXACHUS OEIOro U Ceporo

Huii HHC Bcerna Haxonunach B LIeHTpe BHUMAaHMS,
YTO 00OYCJIOBJIEHO TOCTATOYHO BHICOKOII 3aboJieBae-
MOCTBIO UMM U MX KJIMHUYECKUM Pa3HOOOpas3HeM.
B ocHOBe AeMHMEIMHM3UPYIOIINX 3a00JIeBaHUI
JISKUT HeiipoBocIajieHue, OOYCIOBJIIEHHOE ayTo-
MMMYHHOM arakoil TeprudepuyecKux MMMYHHBIX
kjeTok Ha aHTureHsl IIHC. OcHOBHBIM I'MCTONATO-

BellleCTBa TOJIOBHOTO M/WJIM CIIMHHOIO MO3ra, Xa-
paxkTepu3yloleecs MOBPEXICHUEM MUEIMHA, BOC-
MaJIUTENILHONM TMEPUBACKY/ISIPHONM WH(UILTpalueit
T- u B-numdonramu u Mmakpogaramu, akTUBaI-
eii MUKPOIJIMU B OCTPHBIi Mepron 3a00/IeBaHUS U T10-
CJIEAYIOIMM CTUXaHUEM BOCIIATUTEILHOIO MPOLIECCa
C HayaJIoM IepuoIa BOCCTAHOBJICHUS MMEIMHA.

Ilpunareie cokpamenus: Db — remaTosnuedanmmueckuii 6apbep; 3COHM — 3a6oseBaHUS CIIEKTpa ONTUKOHEMPOMMETNTA;
OPBM — octpslit paccesiHHbIM 3HLedanomuenur; PC — paccessHHblii ckiepo3; LICXK — nepedpocnuHaabHasi XUIKOCTb;
MOG — MuenuHoIuTroneHApOUTapHbIi mmKomnpoTenH; AQP4 — akBamopun-4; AQP4-IgG — anTuTena K akBamopuHy-4;
CBA — umMyHoIyopecleHIIMsI, OCHOBaHHAsl Ha UCIIOJIb30BaHUM KUBBIX KiIeTOK; ELISA — mMMyHoMepMeHTHBINI aHanu3;
Fc — kpucrannusyromuiica ¢parmeHT aHtutena; FcyR — peuentopsl KJIETOK eCTeCTBEHHbIX KuUUiepoB; Il — MHTepiaeiKuH;
mAb — MoHOKJIOHaNbHOE aHTUTeN0; MBP — ocHoBHOIT 6emok muennHa; MOGAD — 3a6oneBanust LIHC, acconnmnpoBaHHbBIe
¢ anturenamu K MOG; MOG-IgG — antutena Kk MOG; NfL — HeitpodunameHTbl; NK-KJIeTKM — KJIETKU-E€CTECTBEHHbIE KUJI-
siepbl; OPC — kileTKu-npeauiecCTBeHHUKHY ouroaeHapountos; PLP — npoTteonununHeiil 6eok.

* Anpecar i1t KOppeCITOHISHLIVH.
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B 3aBUCMMOCTU OT CTeNEeHU MOBPEXICHUS MUE-
JIMHOBOM 000J104KHU, (GPYHKIIMOHAJIBHOMN U KOJInYe-
CTBEHHON COCTOSITEJIbHOCTU MUETMHOOPA3YIOIIUX
KJIETOK, PEMUEIMHU3ALMS MOXET OBbITh IMOJIHOM,
YaCTUYHOM WU HecocTosITeNbHOM [1]. MexaHu3-
Mbl BOCTAJUTENbHON AEMUEIMHU3ALUU MOTYT
ObITh pasnuuHbIMU. [lepBUYHAsT AeMueIMHU3a-
1M MOXET pa3BUBATbCS BCJIEACTBUE HEIOCpPE-
CTBEHHOI aTaKM aHTUTEJ Ha OJUTOIEHIAPOLIUTHI
1 KOMIIOHEHThl MUeIrMHa. BTopuuHas aeMuenu-
HU3alMsI MOXET ObITh 00YCIOBIEHAa MOpakKeHUeM
npyrux kiaetok ITHC, yto B pe3ynbraTe pa3BuBalo-
IIEerocsl BOCIAJIEHUS TPUBOAUT K BTOPUYHOM
NEeCTPYKLUMU MueluHa. BHenpeHue B TpPaKTUKY
BBICOKOCITELIM(DUUHBIX KJIETOYHBIX aHAJM30B I10-
3BOJISIET BBISIBUTH IEPBONPUUYMHY HEKOTOPHIX
ayTouMMYyHHBIX 3a0oneBanuii LIHC. 3a mocnen-
Hee JecITuJIeTMe MOHUMMaHUEe POJIM ayTOaHTU-
TeJ B HEBPOJIOTMYECKUX 3a00JIeBaHUSIX 3aMETHO
U3MEHUJIO KJIMHUYECKYIO TaKTUKY. AyToaHTUTEa
MO3BOJIMJIN TIepeKaaccupUuIMpoBaTh HEKOTOpPhIE
3aboneBaHusi. Hampumep, OTKpbITUE aHTUTEI,
HalleJeHHbIX Ha akBamopuH-4 (AQP4) — Oenok
BOJIHBIX KaHAJIOB aCTPOLIMTOB y MallUEHTOB C K-
HUYECKON KapTUHON ONTUKOHEHpoMUeIUuTa —
WIN aHTUTeA NpOoTUB N-MmeTus-D-acrapTaTHbIX
peuentopoB (NMDAR), accoumupyrommxcs ¢
HauboJjiee paclpoCTpaHEHHBIM ayTOMMMYHHBIM
SHIIe(aTUTOM, TTO3BOJMIO BBIACIUTH COOTBET-
CTBylIOIIIME 3a00jieBaHUSI B OTAEJbHBIE HO30JI0-
rudyeckne (opmbel. Haumbonee 1eHHO TO, 4YTO
OTKPBITUE aHTUTEJI, HallEJIEHHbIX Ha HEWPOHHI,
KOMIIOHEHThl MMEJIMHA WIX IJIMalibHble KJIETKU,
PaCKpPBLIO BaXKHbIe JUaTHOCTUYECKME U TepareB-
TUYECKHe BO3MOXHOCTH [2, 3].

MOGAD: 3ABOJIEBAHUA THC,
ACCOIMMNPOBAHHBIE C AHTUTEJIAMMU
K MUEJINMHOJIUTOAEHAPOIITUTAPHOMY
ININKOITPOTEUHY (MOG) —
HOBAA HO3O0JOI'MYECKAA EIVMHNUIIA
C AETEPMUHNPOBAHHBIM AHTUT'EHOM

Ha cerogHsmHuii 1eHb caMbIM pacIpocTpa-
HEHHBIM M XOPOIIO M3YYEHHBIM XPOHMYECKUM
3aboneBanueM LIHC nemuenmnHusupymomeit mpu-
ponbl aBisieTcd paccesstHHBIN ckiiepo3 (PC), koTo-
PhIii XapaKTepU3yeTcsl TOSBICHUEM MHOXECTBEH -
HBIX OYAaroB MOpPaXeHUsI IPEUMYIICCTBEHHO B
OeJIOM BelIeCTBE I'OJOBHOTO M CIIMHHOIO MO3Ta
BCJICACTBUE Pa3BUTUS ayTOMMMYHHOIO BocCIIajie-
Hus. 3aboyieBaHNe B OOJBIIMHCTBE CIy4aeB MpPO-
TEeKaeT ¢ IepuogaMu 000CTPEHUI, XapaKTepu3ylo-
LIMXCS TIOSBJICHUEM HOBBIX WJIM YCYryOJeHUeM
MMEIOIIMXCS ~ HEBPOJIOTUYECKUX  PACCTPOMCTB.
C teuenuem BpemeHu PC mpuobOperaeT HeyKIOH-

EJIMCEEBA, 3AXAPOBA

HOE IIPOTPecCHpOBaHME HEBPOJOrMYECKOro [e-
¢duuuTa ¥ TMPUBOAUT K CEPbE3HON WHBAIUIU-
3allMM JIMI] B OCHOBHOM MOJIOAOIO M CPEIHEro
Bo3pacta. OgHAKO 10 CUX MOpP HE YCTaHOBJIEHBI
TOYHbBIE MEXaHU3MbI, THULIMUPYIOIIIME BRIPAOOTKY
cenn(pUIecKUX aHTUTET M aKTUBALIMIO 3 PeK-
TopHBIX TUM@onnToB ipu PC [4]. bonbmmHCTBO
uccienoBareieil mpenmnonaraer, yro PC umeer
MEPBUYHYIO ayTOUMMYHHYIO 3THOJIOru0. OrpoM-
HOE€ KOJMYECTBO MCCJIENOBAHUI, INPOBEIEHHBIX
3a MOCJeIHNE HECKOJIbKO AeCITUIETU, ObLIO CO-
CPEIOTOYEHO Ha PACKPBITUM MMMYHOJIOTMYECKMX
npuunH PC 1 moucke MOJIEKYJISIPHBIX MUILIEHEI.
bnaromapst aToMmy 0OHapyXeHbl IPOYHBIE T€HETH -
YeCcKue accolMalluyi ¢ MeXaHW3MaMu MMMYHHOM
PeTYJISILIMM U BBISCHEHBI MEXaHU3Mbl UMMYHHOI
ataku Ha 31eMeHThl IIHC. OnHako HabGmoneHue
3a eCTeCTBeHHBIM TeueHueM PC BBISIBUIIO HEKO-
TOpbI€ HECOOTBETCTBHUS, KOTOPHIE CTaBAT IOI
COMHEHME IIPEAIOJIOKEHNEe 00 HCKIIUYUTEIbHO
ayToUMMyHHOU Teopuu pasButuss PC. [pyras
TOYKa 3peHusi mnpenmnonaraer, uro PC sBusercs
HelipolereHepaTuBHBIM 3a0ojieBaHUeM, U IIiep-
BOHAauyaJbHbIM CcOOM TIPOMCXOOUT B KIETKAX U
crpykrypax LHHC. Dra anmprepHaTMBHAsT MOIENTb
YTBEPKIAET, YTO II€PBUYHAS LIMTOIETCHEepallMs
SIBJISIETCSI HayaJlbHBIM COOBITMEM, B XOI€ KOTO-
pOro BBICBOOOXIAOTCS BHICOKOAHTUTE€HHBIE KOM-
IMOHEHTHI, BTOPUYHO CIIOCOOCTBYIOIIME 3aITyCKY
KackajJa MMMYHOIIATOJIOTMUECKUX TIpoLeccoB [J].
B nacrogmee Bpemsa mocraHoBKa nmarHo3a PC
OCHOBBIBAETCS Ha OIPENeIEHHBIX KIMHUYECKMX
MPOSIBJICHUSIX, OAHHBIX HEMpOBU3yaIu3allMyd U
BBISIBJICHUM WHTPATeKaJbHOIO CHUHTE3a OJIMIO-
KJIOHAJIbHBIX MMMYHOIJIOOYJIMHOB, TIOAYEPKU-
BalOIIMX pojib B-nmuMdonuToB B IaroreHese
3aboneBaHus [6]. Panee memMuennMHU3UpYIOLIME
cuaapombl LIHC, xKoTopbie HE COOTBETCTBOBAIN
kputepusiM PC, cuutannch ero aTUIMMYHBIMUA Ba-
puanTamu. CoBEpIIEHCTBOBAHNE BO3MOXHOCTEM
J1abopaTOPHON OTMATrHOCTUKM, B YACTHOCTU, HUM-
MYHO(DIyOpeCIIeHTHBIX METOIOB, OCHOBAHHBIX Ha
KUBBIX KieTKax (cell-based assay, mnmu CBA), mo-
3BOJISIET C BBICOKOM TOYHOCTBIO BBHISIBIISITH aHTHU-
TeJla K aHTUTEHHBIM KOMIIOHEHTaM MUEIMHA.
IMouck cneuuduyeckux aHTUTEN, O00Jagar-
IIMX TIATOTeHHOCThIO MpPU aTUIIMYHBIX BapuUaH-
tax PC, noctur 6ompmoro ycrexa B 2004 . Torma
ObLIM UACHTU(MULMPOBAHBI ClieupUIecKrue ayTo-
AHTUTENA Y MALIMEHTOB C KIMHUYECKOU KapTUHOUN
OINTUKOHEHPOMMUENINTA, IIPOSBIISIONIETOCS OTHO-
WIN OBYCTOPOHHUM OIITUYECKUM HEBPUTOM U
MIPOIOJIbHEIM PACIPOCTPAaHEHHBIM ITOMEPEYHBIM
MUEJIUTOM, 3aXBaThIBAIOIIUM 0o0jiee 4eM TPH I10-
3BOHOYHBIX cermMeHTa [7]. BbIsIBIeHHbIE aHTU-
Tej1a HarnpasjieHbl npoTtuB AQP4, KoTOpHIil SIBIs-
eTcsl 0eJIKOM BOTHOTO KaHalla U SKCIPeCCUpPyeTcs
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B TEpMBACKYJSPHON 30HE Ha acTPOLIMTapHBIX
HOXKaX BOKPYI KPOBEHOCHBIX COCYIOB. OTKpbI-
tue antuten K AQP4 (AQP4-IgG) B kauecTBe
1IeJIEBOTO aHTUI€HAa OMHO3HAYHO MOATBEPANIIO
CYILIECTBOBAaHME OINTUKOHEHpOMMUEIUTa KaK OT-
NIeJIbHOM HO30JI0TMYECKOW €IMHULIbI, OTIUYHOM
ot PC [8]. C teuenuem BpemeHu merogoM CBA
AQP4-IgG ObIM BbIAENEHbI HE TOJBKO Y Mally-
€HTOB C OIITMKO-CIIMHAJIBHBIM (EHOTUIIOM, HO
U C JAPYTUMHU JIOKAJU3AUUSIMU JeMUETMHU3U-
pyIOIIEero MopaxXeHusl TOJOBHOrO Mo3ra, JW3H-
nedanbHO o0JlacTU, area postrema WIU CTBoJA
mosra. Ilozxe Obu1 BBenéH tepmuH 3COHM
(3abosieBaHUSI CIIEKTpa ONTUKOHEHpPOMUENIUTA),
KOTOPBIIf 00BEAMHUII KaK CepOIO3UTUBHBIE, TaK U
cepoHeratuBHbie TT0 AQP4-IgG ¢dopmbl 3a60e-
BaHUSI C TUMMWYHOU KIIMHUKO-PaaUOJIOTHUEeCKOM
kaptuHoit [9]. CiaenyeT OTMETUTh, YTO AEMUEIU-
Hu3auus, oodycinosieHHass AQP4-IgG, saBnsieTcs
BTOPUYHOI, TaK KaK OCHOBHBbIE COOBITHSI TAaToO-
reHe3a CBSI3aHbI C Pa3BUTUEM acTPOLIMTOIATUM U
MOBpEXAEHUEM TeMaTodHIedaInyeckoro Oapb-
epa (I'Db). IloBeiienue mpoHuuaemoctu I'Db
WHULIMAPYET TTPOHUKHOBEHUE 3((PEKTOPHBIX JTUM-
(ouutoB, aHtUTEen U TpaHyiaouutoB B IHC.
AQP4-IgG cuHTe3upyloTcd Iuia3MobiacTaMyd Ha
nepudepun, 4To MOXKET OBITb OOYCIOBIIEHO IIM-
poOKUM pacripocTpaHeHueM Oenka AQP4 BHe
LHHC (cobupartenbHble KaHajblLbl TIOYEK, IIa-
pUeTajbHble KJIETKU >KEeIydKa, SIMUTeIrabHbIe
KJIETKM CJIIM3UCTBIX 000JI04eK OpPOHXOB, CKEleT-
Hble MbIIIIKEI). [TpoBOCTIaNUTENBHBIN LIUTOKUHO-
BBI IpO(UIIb, aHTUTENIO- U KOMILIEMEHT-3aBUCH -
Masl KJIeTOYHas IMTOTOKCUYHOCTh M HapylleHue
roMeocTtasa BOAbl M BJEKTPOJUTOB MHPUBOASAT K
BTOpUYHOMY mopaxkeHuio muenuHa [10]. Takum
obpaszom, ipu 3COHM He cekpeTupyroTcs aHTU-
TeJa HEMNOCPEACTBEHHO IMPOTUB KOMIIOHEHTOB
MUenuHoBoi obonouku. IlopaxkeHue wmuenum-
Ha IIPOMCXOAUT B MeCTax BBICOKOM 3KCIIpeccuu
oenka AQP4 (3putenbHble HEPBbI, CITMHHOMO3-
TOBOI KaHaj, IUPKYMBEHTPUKY/ISIPHbIC OpraHbl,
T.¢. 30HBI LIHC, TecHo mpumeraloiye K 3MeHAN-
MaJibHO# BhICTUJIKE). OOHAKO AMAarHocTU4ecKas
HEOoNpeneeéHHOCTD B Cllyyae OTpMIATEIbHBIX CEPO-
JIOTUYECKUX pe3yJbTaTOB 3acTaBisia HCCIenO0-
BaTeJIEl IIPOMOJIKATh IIOMCK JOPYTMX HMMYHO-
JIOTUIECKMX MapKepoB AEMUETMHUZUPYIOIINX CUH-
apomoB LITHC.

TTo3xe ObUIM MAEHTUOUIMPOBAHBI CHIBOPO-
touHble aHTUTeNa K MOG (MOG-IgG). /lanHble
aHTHUTEeJa JTOCTOBEPHO BBISBIISIIOTCS Y OOJIBIIIOTO
MPOLIEHTA JETel C OCTPBHIM pacCesIHHbIM dHIledha-
nomuenuToM (OPOM). Bo B3pocioit monynsunu
noBeiieHHBIe TUTPpEI MOG-IgG onpenensioTcs
C HauOOJIbIIEH YacTOTON Mpu peuuAUBUPYIOLINX
ONTUYECKUX HEBPUTaX, MHUEJMTaX pa3JIudHOM
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MPOTSKEHHOCTU, 3HIIe(aToMUuenuTax, CTBOJIO-
BBIX SHIedanurax, pexe BcTpedaroTcs OPOM-
MomoOHBIE (PEHOTUTIBI U KOPKOBBIE SHIIE(MATUTHI.
Bricokne tutper MOG-IgG BeISBASIOTCS OOJlee
yeM y 40% naunentoB ¢ 3COHM c cepoHeraTus-
HBIM cTaTtycoM o AQP4-IgG [11]. B cBs3u ¢ aTuMm
nepBoHayaibHo MOGAD paccmarpuBaluch Kak
onuH n3 ¢denoruno 3COHM. B mepsyio oue-
peib 3TO ObLIO OOYCIOBJICHO COBITAICHUEM K-
HUYECKUX IIPOSIBICHUI, OCOOEHHO BO B3POC-
JIoit KoropTe OOJbHBIX. OmHAKO HAa OCHOBAHUU
JAHHBIX THCTOJIOTMYECKUX MCCICAOBAHUI ObUIU
MPOACMOHCTPUPOBAHBl pa3IMYHble MMMYHOIIa-
tonorndyeckue natTepHbl. Jngs MOGAD xapak-
TepHa IIEpUBEHO3HAsl BOCIAJUTEIbHAS JeMUe-
JVMHU3aIUS ¢ MHQUIBTpauueil Makpodaramu,
B-nmumdbomuramu, CD4" T-kieTkamMu U MeHee
BBIDQXKEHHBIM OTJIOXEHUEM aKTMBUPOBAHHOTO
KOMILJIEMEHTa M MMMYHOIJIIOOYJIMHA IO CpaBHeE-
Huto ¢ 3COHM [12]. B GoabluMHCTBEe clydyaeB
MOGAD rucronarojiormyeckass KapTUHa COOT-
BeTcTBYeT Il marrepHy AeMMeIMHM3ALUU, KOTO-
pbiit xapaktepeH mist PC uiu OPOM («pykaBa jie-
MmuenuHuzaumn»). Kpome toro, npy MOGAD He
HaOJIoaaeTcs ASCTPYKIMM acTPOLIMTOB U MOTEpHU
skcnpeccun AQP4. B cpesax GuoricuitHoro Mate-
puaia BBISIBIISIIOTCS peaKTUBHBIE TUTIEPTPO(PUPO-
BaHHbIE aCTPOLIUTHI, allONTOTUYECKUE OJIUTONCH-
JOPOLIUTHI C YIJIOTHEHHBIM SIPOM U COXpaHHBIE
MPEOJIUTONECHAPOIIUTHI, HE BKCIPECCUPYIOLINE
MOG. B ouarax nemuenuHuzanuu npu MOGAD
oTMeyvaeTcs 6osiee BrIpakeHHas MOTepsl OKpaIlu-
BaHug MOG, yem npyrux O€IKOB MUEIMHA, Bbl-
SBASIOTCS Makpodaru, Harpy:keHHble MOG, 4yTo
ceuzeTenbecTByeT 0 MOG-10MUHAHTHOW JeMue-
JuHu3anuu. [1pyu 3ToM B OOJBIIMHCTBE CIydacB
AKCOHBI OCTAlOTCS COXpPaHHBIMU, JOCTATOYHO
PEIKO BBISIBIISIIOTCS aKCOHBI C TIpU3HAKAMU OTEKA.
IIpu penxux tsxénbix ¢popmax MOGAD moryt
omnpeaenasaThcsl akCoHalibHbIe chepounsl [13, 14].
Brnepsoie B 2018 1. OBLIM OMyOJMKOBaHBI
MEXIYHApOJAHbIC JUArHOCTHUYECKUE KPUTEPUU
nist MOGAD, koTtophle 3aTeM ObLJIM YTOYHEHBI B
2023 r. B Hacrosiee Bpemss MOGAD BoineneHbl
B OTIEJIbHYIO HO30JIOTUYECKYI0 (OpMy, OTINY-
HYIO OT M3BECTHBIX HEIPOBOCTIAIUTEIbHBIX 3200~
neBanuii, B ToM uucie PC u 3COHM [15, 16].
ITo cytu, MOGAD — mepBble U3BECTHBIE e-
MuenuMHu3upylomue 3adonesBanusgs LIHC ayrto-
MMMYHHOU TIPUPOABI, TIPU KOTOPBIX Pa3BUBACTCS
MepBUYHASl JEeMUEIMHU3ALMU U YETKO WIACHTU-
¢uLMpoBaHbl AHTUIEH/aHTUTENO. BrigeneHue
MOGAD wu3 criektpa JIpyrux ayTOMMMYHHBIX
JEeMUETMHU3UPYIOIIUX CUHAPOMOB C MU3BECTHBIMU
WX HEM3BECTHBIMU aHTUTEHAMM OYEHb BaXKHO B
miaHe nuddepeHInanbHON AMAaTHOCTUKU, TPO-
rHO3a U TaKTUKM JiedeHus. OmIHAKO IIUTEIbHOE
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BpeMs1 00CYKIaJIcsl BOIIPOC O TOM, SIBJISIIOTCS JIU
MOG-IgG, BhIsIBIsIEMBIC B CBIBOPOTKE MALIMEHTOB,
MaTOreHHBIMM CcaMU IO ceOe MJIM MPEACTaBISIOT
c000ii MMMYHOJIOTUYECKUI 3THUGEHOMEH Ipem-
IIECTBYIOLIEN TEMUETMHU3ALMU U SIBJISTFOTCST KJIU-
HUYECKU 3HAUMMbIM OMOMapKepoM 3a00JIeBaHUSI.

CTPYKTYPA I ®YHKIIUU MOG

MuenuH, CUHTE3UPYEMbIA OJMUTONEeHAPOIU-
TaMu, MPEICTaBIsieT COOO0M CTOXHYIO MHOTOCJION-
HYIO CTPYKTYpy M BKJIIOUaeT pasfidyHble ILIMTO-
IJla3MaTU4YecKMe M TpaHCMeMOpaHHbIE OeJKH,
KOTOpblE B3aMMOMENCTBYIOT C BBICOKOOPIaHM30-
BaHHBIMM JIUNUIAMU Y Tukoaunuaamu. I1omo6-
Hble CBSI3M O00€CIeUYMBAIOT I1IeJIOCTHOCTb, MOMI-
nepkaHue CTPYKTYpbl M (YHKIMOHUPOBaHUE
MUEJINHOBOI O00OJOYKM aKCOHOB. bDoJbIIMH-
CTBO O€JIKOB MMEJIMHA COCTaBJSIOT OEIKOBbIE
CceMelicTBa, BKJIIOYAlOIe HECKOJbKO H30(popM
Y BO3HHUKAIOIIKWE B pe3yJbTaTe aJlbTepHATUBHOIO
crutalicuHra yHukanabHoro reHa [17]. OcHoBHas
yacTh npoterHoB muenuHa LIHC npunamiexut
K JIByM OCHOBHBIM CEMEMCTBaM: OCHOBHOMY OeJl-
Ky muenuHa (MBP) u mporeonunuaHoMmy Oenky
(PLP). CymiecTBy1oT TakKe BTOPOCTEIIEHHbIE KOM-
TMOHEHThI, KOTOPbI€ BKJIIOUAIOT MIMKOIPOTEUHHI,
TaKkMe KaK MUEIUH-aCCOLIMMPOBAHHBIN IIMKOMPO-
teud (MAG) u MOG, KOTOpbIe COBMECTHO C JIpy-
IMMM KOMIIOHEHTaMU MMEJIMHA WUIPalT BaxKHYIO
pOJib B CO3AaHNUM MUEJIMHOBOI 00010uKM [ 18].

MOG 0bu1 BOepBble HUISHTU(PUIUPOBAH B
KoHI1le 70-X IT. MPOILIOTrO BeKa, KOrma ObIJIo 1Mo-
Ka3zaHo, 4To KoMItoHeHT mueiuHa LIHC, Ha3BaH-
HbIE M2 u otnumuyHbliii or MBP u PLP, nnnyuu-
pyeT UMMYHHBII OTBET B BUJE AEeMMUEIMHU3ALIUU
y MOPCKMX CBUHOK [19]. B cnenymomux skcnepu-
MEHTaX aHTUreH M2 ObLI JIOKaJIM30BaH B TKaHU
MO3XeyKa KPbIC C MTOMOIIbIO MBIIIMHOIO MOHO-
KJIoHaJbHOTO aHTuTena (mAb) 8-18C5. Ha ocHo-
BaHUU TKAHEBOM W KJIETOYHON JIOKAJIM3AIUU, MO-
JIEKYJISIPHOM MacChl U TEPEKPECTHONM MMMYHHON
pPEaKTUBHOCTU TIPOAEMOHCTPUPOBAHO, YTO 3TO
cnenuduueckoe MAb BBISIBUIO HOBBIM aHTUTEH
MUuelnHa, KoTopblit ugeHtTndeH MOG. Metogom
VABTPACTPYKTYPHOM  UMMYHOLIUTOXUMHUU  TIpU
ucnojb3oBaHuu mADb 8-18C5 moka3zaHo, YTO
MOG »skcrpeccupyeTcsl Ha TejlaX OJIMTOIEHIPO-
IIMTOB, MX OTPOCTKAX M HEYIUIOTHEHHBIX abak-
COHAJILHBIX (MPWJIEKUT K OasabHONM MeMmOpaHe)
U alakKCOHaJIbHBIX (OTAEIeHa OT AaKCOHaJIbHOI
MeMOpaHbl IepUaKCOHAJbHBIM MPOCTPAHCTBOM)
MUeInHOBBLIX MeMOpaHax [20]. benok MOG ume-
€T MOJIEKY/ISIpHYIO Maccy 26—28 k/la U coCTOUT
n3 218 amuHokuciaor (Iiaoc 29 aMUHOKMCIIOT-
HBIX OCTAaTKOB — «CHUTHAJbHBIM TENTUO»). DIU-
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ton MOG, B3anmoneiicTBytonuii ¢ mAb 8-18C5,
ObL1 OOHApyXXeH TOJbKO Y MIIEKOIMTAIOIINUX, B
OTJINYME OT IBOJIOLIMOHHO Oosee npeBHUXx MBP
u PLP [21, 22].

MOG mnpencraBiasgeT co0Oil MHTErpajbHBIN
MeMOpaHHBI Oeok Tuma | m mpuHamIEXKUT K
cyrnepcemMeiicTsy MMMyHornmooynuHoB (Ig), 00-
JIalaloluX OJHMM BHEKJIETOYHBIM Bapuadesb-
HbIM noMeHoM (IgV), omHuM TpaHCcMeMOpaHHBIM
ruapoGoOHBIM AOMEHOM, KOPOTKOI IIMTOIIIA3-
MaTUYecKol TmeTn€ii um BTOpoil TuApodOOHOIT
00J1acTbl0 BHYTPU JBOMHOIO CJI0SI MEMOpaHBbI
(TpancMeMOpaHHas 06/1aCTh), 3a KOTOPOU ClIeay-
eT IMTOoIIa3MaTUUeCKuit KoHell. Takasi CTpyKTypa
YHMKaJIbHa, MOCKOJIbKY APYIUe WIEHBI 3TOTO Cy-
nepceMencTra aMbo UMEIOT OAMH TpPAaHCMEMOpaH-
HBIIl JOMEH, MO0 MPUKPEIUICHBI K ITOBEPXHOCTHU
MeMOpaHbl IMKO3WIMOCchaTUINI-MHO3UTOIHLHBIM
sgkopeM [23]. Ucntons3yst pekomouHaHnTHEIE MOG,
HCCIeqOBaTeNIM ONpeaeanian, 9yTo anuron 8-18C5
cogepxurcs B IgV-momoOHOM JOMEHEe, HO Ha TOT
MOMEHT BpPEeMEHHU IMOIBITKM YTOUYHUTH CAlT CBSI-
3piBaHusg mAb 8-18C5 He yBeHUaNMCh YCIIEXOM.
B cBsI3u ¢ 3TUM OBLIO CcOENaHO MPEAIOJOXKEHUE,
yto MOG noxBsepraercst [uMepru3aliiv, U TUMep-
Hag ¢opMa YaCTUYHO MacKupyet aruTtorn §-18C5,
KOTOpBIi ABIIsIETCS KOHMOPMALTMOHHBIM [24].

Hemumenuuunzanus npu MOGAD pa3BuBaeT-
csl BCJIENCTBHE OOpasoBaHUsI TPUMOJIEKYISIPHOTO
KOMILIEKCa, COCTOSIIero u3 T-KIeTOUHOro perer-
topa (TCR), MOG n 4enoBe4eCcKOro JeHKOIIM-
tapHoro antureHa (HLA) [25]. T-Knetkn ngeH-
udnuupyoT Tpu 3rmutorna MOG (octatkm: 122,
35-55, 92—106), pUCYTCTBYIOIIMX BO BHEKJIE-
TOYHOM JIOMEHe, KaK ayTOaHTUICHBl U MHUIIUK-
pYIOT IIpoliecc reHepauuu aHTtutes. IlokaszaHo,
yro MOG 1-22, MOG 35-55 u MOG 92-106 saB-
JISIIOTCSL DHIIE(paTUTOTeHHBIMUY STIUTONAMU. Takxke
neriss FG (ocratku 92—106) Obl1a ompenencHa
KaK BIIUTOI I B3auMonelicTBus ¢ mAb 8-18C5,
nmpuuéM octaTku ructuamHa-103 m cepuna-104
atoro yyactka MOG HeoOXoouMBI TSI CBSI3BIBA-
Hug ¢ antuteaamu [26]. MOG 35-55 ucnonb3o-
BaJICSI B KAYECTBE MMMYHOIOMUHAHTHOTO 3IIUTOIIA
B OOJIBIIIOM YMCJI€ 3KCIEPUMEHTAIbHBIX MOICIEH
KUBOTHEIX. [Tpn aToM MOG 35-55 genoBeka npo-
SIBUJI cJ1a003H1Ie(PaIMTOreHHbIE CBOMCTBA IO CpaB-
HEHWIO C aHaJoTMYHBIM y4acTkoM MOG Kpuoic.
NmmynomomuHautHbe nierrtug MOG 35-55 gB-
JISIETCSI YaCThl0 BBICOKOKOHCEPBATUBHOM 001aCTH
6enka MOG (ocratkm 20—50) ¢ mommMmopdu3Mom
OIHOM aMWHOKMCJIOTHL B ITOJIOXKEHUU 42, 4TO SIB-
JISIETCSI €IMHCTBEHHBIM OTIMYMEM MEXIY OeIKOM
MOG vuyenoBeka M XWBOTHBIX (MBIIIb, KpBICA).
MOG uenoBeKa M BBICIINX TPUMATOB B IOJO-
KeHur 42 mMeeT IPOJIMH, TPhI3YHOB — CEpHH.
JlaHHO€ 00CTOSITEILCTBO OOBSICHSIET, OYEeMY SMU-
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tonnbl MOG yenioBeka HEe MOIJIM OBbITh UAECHTU(DU-
LIMPOBHBI aHTUTEIaMU TpbI3yHOB [27]. IlaToreHHas
aktTuBHocTb MOG-IgG 6b1a mpoaHanu3upoBa-
Ha in vivo TIpu TnepeHoce apOUHHO OUYUILEHHBIX
antuten mnauueHToB ¢ MOGAD skcnepumeH-
TaJIbHBIM XUBOTHBIM. [Ipu 3TOM OBLIM BHIOpaHbBI
aHTUTEJa, KOTOpble pacro3HaBalld pa3HbIe SIMHU-
tortel MOG (CC'- u FG-niemiist) ¢ nmepekpecTHOM
peaktuBHOCThI0O K MOG rpbI3yHOB. B 3TOM CI1y-
yae MCKIIOYaJIUCh APYrue KOH(MOpPMaLUU aHTHU-
ten. [Mocne unrparekanbHoit uHbekuuu MOG-IgG
MalMEeHTOB 3KCIIEPUMEHTaJIbHBIM KpbicaM Lewis
y XXKUBOTHBIX pPa3BUJIOCH AEeMUEIMHU3UPYIOIIEE
3a0ojieBaHuEe. AHTUTENA COBMECTHO C POJCTBEH-
HbiIMU MOG-cnenuduunbiMu T-KIeTKaMu ycu-
JIMBAJIM UHUIBTpalunio T-KJIeTOK U MHAYLIMPOBa-
JIM NeMUETMHMU3ALIMIO, CBSI3aHHYIO C OTJIOKEHUEM
CO9neo (aHTUTEH, SBJSIOMIMICS MapKepoM JIMTHU-
YeCKOro KOMIUIEKCa KOMILJIEMEHTa, NEeMOHUPYIO-
IIErocsl UCKJIIOUUTEJIbHO B 30HaX aKTUBHOIO pa3-
pYyILIeHUs] MMEIMHA), HAllOMUHAIOIIYI0 IaTTepH
gemuenuuuzaumu Il Tuma, xapakTepHbIl s
PC [28]. Benox MOG uenoBeka sIBJISIETCSI TeTepO-
reHHbiM, 1 MOG-IgG, nonyyeHHbIe OT MallMeH-
ToB ¢ MOGAD, pacro3HarmT 3MUTOITbI, OTIMYHBIE
oT anutonoB MOG XuBoTHbIX. B ncciaenoBaHusix
C UCITOJIb30BAaHUEM OJHOTOUYEYHBIX MYTaIlil ObLIO
00HapykeHO CeMb pa3IMUYHbIX MATTEPHOB CBS3bI-
BaHus a1 MOG-IgG y nammentoB ¢ MOGAD.
HaubGonee yacto Myrauuu OblIM OOHApy>KeHbI Ha
yuactke CC'-niemiu (ocratku 41—46) u FG [29].

Inmuko3uaupoBaHKe BHOCUT OTPOMHOE CTPYK-
TypHOE pa3zHooOpa3ue M peryaupyer Omojoruue-
CKYIO0 aKTUBHOCTb 0eJIKOB. [TocTTpaHCAIIMOHHBIE
MonuduKanum 0eJIKOB U3-3a TIPUCYTCTBUS CaliTOB
N-IMKo3UIMpOoBaHUs BIMSIIOT Ha CBOpauyMBaHUE,
JoKanu3auuio M ¢GyHKUM Oenka. CBsg3bIBaHUE
AHTUTEJ C AaHTUT'€HOM 3aBUCUT OT caiiTa IJIMKO3U-
nupoBanus [30]. MOG umeeT oguH N-cBsI3aHHBIN
cailt tnuko3unaupoBaHus (N31). Inmukozunupo-
BaHUe CHIXaeT rubkocth MOG Kak B HeCBsI3aH-
HBIX, TaK U B cBsI3aHHBIX ¢ Fab-dparmenTom aH-
TUTEJI COCTOSIHUSIX. B mccienoBaHusIX MOKas3aHo,
YTO TJIMKaH YCUJIMBAET cTabMIbHOCTh Oennka MOG
M TIOMOTaeT €My COXpaHSATb IIOYTM HaTHUBHYIO
ckiamguatyio kKoHdopmauuoo [31]. O6HapyxeHO,
YTO IMIMKaH, TIpucoenHEHHBIN K MOG, gaBnsieTcs
CTEPUYECKUM IIPETSITCTBUEM [IJIsI paclo3HaBaHUS
AHTUTEHA Y HEKOTOPBIX MallMeHTOB [32].

B nacrosimee Bpemsa ¢ynkuuun MOG ocra-
oTcsad MajaousydyeHHbIMU. To, uto MOG noka-
JIN3yeTCsl Ha BHEIIHEH MOBEPXHOCTU MUEIMHA U
MMeeT BHEKJIETOUHbBII JOMEH, eJlaeT ero J0CTYII-
HBIM JIJIS TIOTeHIIMAIbHBIX aHTUTeN. Jlokanuzamnus
JIPYyTUX KOMIIOHEHTOB MUEIMHA 3aTPYAHSIET B3au-
MoneicTBue ¢ aHTutenaMu U T-xinetkamu. PLP
TakXe SIBJSIETCS TpaHCMEeMOpPaHHBIM OEJIKOM, HO
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“MeeT 4Ype3BblYaiiHO ruapodOOHYI0 IpUpomy u
CKPBIT BHYTPHU IIJIOTHOT'O MHOTOCJOMHOIO MUEI-
Ha. MBP npukpenisieTcss K BHyTpeHHell moBepX-
HOCTU KJIETOYHOII MeMOpaHbl M pacIliojaraeTcs
npeuMyliecTBeHHO B nurtoruiasme. MAG Haxo-
IUTCS B CaMOM BHYTPEHHEM CJI0€ MMEIMHOBBIX
JINCTOB, KOTOPBIIA OCTAETCS B TECHOM KOHTAaKTE C
aKkcoHaJbHOM MeMOpaHoii [33].

Okcnpeccus MOG HaymHaeTcsd ¢ HavajJoM
MUEIMHU3AlMU M, TaKuM o00pa3oM, sIBJIsSeTCs
BO3MOXHBIM MapKepoM AuddepeHInpOBKHA st
co3peBaHusl onurogeHapouuToB [34]. Bo Bpems
npoiiecca MUEIMHU3ALNUN IIPOUCXOIUT YBeJInde-
Hue 3kcrpeccun MBP, KoTopblii OTBETCTBEHEH 3a
CTaOMIN3aLMI0 MUKPOTpyOOUueK (OeKOBBbIE BHY-
TPUKJIETOYHBIE CTPYKTYpPbl, BXOISIIME B COCTaB
LIMTOCKeNIeTa) B oJuroaeHapouuTax. YpesmepHas
cTa0MIIM3alKsl MUKPOTPpyOOUeK, B CBOIO OYepelb,
MHPUBOAUT K PETPAKILIMU HOPMAJIIbHO MUEINHOBOM
obosiouku. B ucciaegoBaHUsIX TPOAEMOHCTPUPO-
BaHO, 4TO gobamieHue aHTtuTenaa 8-18C5 mpoTuB
MOG BbBI3BIBaeT JIOKaJIbHYIO Aerpaganio MBP u
MPUBOAUT K AETOJIMMEpU3allMi MUKPOTPyOOUEK.
M3BecTHO, 4TO WIS MUEIMHMU3ALMU HEOOXOOUM
HEIIPepPhIBHBIN 000pOT MUKPOTPYyOOUYEK, 1, BEpO-
SITHO, B3aMMOIEMCTBME CUTHAJIOB OT 3TUX JBYX
0OEJIKOB MOAAEPKMBAECT IMHAMUYECKOE PaBHOBECHUE
MUKpOTPYOOYEK B OIMTOAeHApOLMTax [35].

IIpenmomaraercs, uto MOG MOXeT HEe UTPaTh
MpsIMOII pOJIM B MpoliecCe MUEIMHU3ALUMU, TOU-
Hee, OH CITOCOOEH OIMOCPEenoBaTh B3aMOIEIICTBIE
MeXIy MUSTUHOM M UMMYHHOM cucteMoit. OmHoi
13 YHUKaNbHBIX GyHKunii muennHa LHHC aBmsa-
€TCsI €70 CIIOCOOHOCTD IPSIMO aKTUBUPOBATH KJIac-
CUYECKMI MyTb KoMILieMeHTa. Takum obpaszom,
muennH LIHC momkeHn comepkaTh 6€710K, CITOCO0-
HBIII CBSI3BIBaTh KOMIIOHEHT KomiuiemeHTa Clq
U 3amyckaTh JanbHelmmii kackapg. IIpogemMoH-
CTPUPOBAHO, UYTO BBICOKOOYMILIECHHBIA HATUBHBIN
MOG u peKOMOWMHAHTHBIN BHEKJIeTOUHBIN IgV-
nomo6uHerit nomeH MOG cBsi3piBator Clq mo30-
3aBMCUMBIM 0OpasoMm [36].

CoctaB u (yHKIIMS MUEIMHA TaKXKe 3aBUCST
OT MEXaHM3MOB aAre3uy, ONOCPEIOBAHHBIX SIIH-
TOIIAMU YeJIOBEYECKOIO €CTeCTBEHHOIO Kuuiepa-1
(HNK-1), gaBnsronierocst yHUKaJIbHBIM TpHUCaXapy-
IIOM, COImepXKallluM CyIh(PaTHPOBAaHHYIO IJIIOKYpO-
HOBYIO KHCJIOTY, W HPEUMYIISCTBEHHO 3KCIIpec-
CHUPYIOIIETOCS Ha KJIETKAaX HEPBHOM CUCTEMBI. DTHU
MOJICKYJIbI, TIE€PBOHAYAILHO MICHTU(PUIIUPOBAH-
HbIe KaK MapKephbl aare3nu, 00OECIICeYMBAIOT B3au-
MOJEMCTBUE HEUPOHOB C MIHAJBbHBIMU KJIETKAMU
1 POCT aCTPOIUTAPHBIX OTPOCTKOB. K ccnemoBaHms
ToKa3ajau, 9To HeKOTOphIid 00éM MOG (BmecTe ¢
MAG) mmukosunupoBad HNK-1. CrnemoBaTenbHoO,
MOG moxeTt obecTiednBaTh KOHTAKT MEXITY COCEI-
HUMHW MUETUHU3NPOBAHHBIMUY BOJIOKHaMM [37].
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BAPUAHTBI AIBTEPHATUBHOTI'O
CINIAUCUHTA MOG

Ien MOG denoBeka JOKajJu30BaH B IJIaB-
HOM KoMILUIeKce rucrocoBmectumoctu (MHC)
Ha xpomocoMe 6p21.3-p22 u sgBisgercd MpeacTa-
BUTEJEM CyIepceMeiicTBa O€lIKOB WMMYHOIJIO-
OynuHOB. bojee neraibHOe KapTUpOBaHME IeHa
MOG nokazajno, 4YTO OH pacnojoXeH Ha paccTos-
Hun 60 T.01.H. ot anbda-uertn F MHC-I B Teno-
MepHoii opueHTanuu [38]. Ilpenmonaraercsi, 4To
Takoe TecHoe pacrnojoxeHue y obmactu MHC
MOXeT o0yciaBauBaTh psaa pyHkuuii MOG B oT-
HOIIIEHMU WHUIMALMU ayTOMMMYHHOTO OTBeTa.
B 2006 r. OblT1 MpOBENEH TIEPBBINA ITOJTHBIN aHa-
JIU3 anbTepHaTUBHOrO cruiaiicunra reHa MOG y
ST PENPe3eHTaTUBHBIX BUAOB OT I'PBI3YHOB 0
YyesioBeKa U OOHApYXEHO, YTO B OTIIMYME OT JpY-
rmx OeJKOB MHUEIMHA, HauboJiee CIOXHBIC MaT-
TepHbl cruiaiicuara MOG xapakTepHbI UCKIIIOUN-
TEJILHO JIJISI BBICIIMX MJIEKOMUTAIOIMUX (YesloBeKa
u nipumaTtoB). CTpyKTypHbIe U ToTorpaduyeckue
ocobeHHOCTU cruiaiic-BapuantoB MOG MoryT
BBICTYHaTh B poJu (akTopa, MMEIOLIEro BaxK-
HOe 3HaueHue i1 GEeHOTUITMUECKON DKCIPEeCCuu
ayroummyHutera [39]. 'en MOG 4yenoBeka conep-
KUT 10 3K30HOB, KOTOPbIE 1€MOHCTPUPYIOT CJIOXK-
HYIO CXeMY aJbTepHATUBHOTO CIUIalicMHTa, B pe-
3yabTaTe KoToporo odpasyercs 17 uzogpopm MOG.
HaubGonee n3ydyeHHBIMM M3 HUX HA CETOMHSIIHUIMI
IeHb ABISAOTCI 6 M30popM, U B 3aBUCUMOCTU
OT 2K30HHOI'O COCTaBa U MOJIEKYJISIPHONM MacChl
BBIIENSAIOT ajdbda- (o, o, U o3) uau oeta- (B,
B2, B3) M30(OpPMBI, KOTOpPbIE OTINYAIOTCS MO CO-
CTaBy BHYTPUKJIETOUHOI (LIMTOMIA3MATUYECKOI)
C-xoH1ueBoIi obacTu. Bce BapuaHThI crutaiicuHra
MPHK conepxat 3k30H 1 (CUrHaJIbHBINA MENTUL),
9K30H 2 (Ig-mogoOHbIi fOMeH), 9K30H 4 (TIepBbIi
TpaHCMeMOpaHHBIN JOMEH) U MaJjible SK30HbBI 5 1 6
(uuToruIasMaTyeckass 00yacThb). DK30HHI 35, 6, 7,
9 u 10a/b XonupyoT ruapouIbHbIe JOMEHBI, 00-
Hapy>XeHHbIE HA IIUTOIIa3MaTUUECKOI TTOBEPXHO-
CTU JUIIUIHOTO OUCIosl. DK30H 8 KOAUPYyeT acco-
LIMUPOBAHHYI0 ¢ MEMOpaHON BHYTPUKJIETOUYHYIO
4acThb TPaHCKPUNTOB a; 1 B;. Dk30HbI 10a u 10b
KonupyoT C-KOHIIEBbIe aMUHOKMCIOThI, KOTOpbIE
OIpenensiioT u30MopMbI O U [3.

Bxurouenue sk3oHa 3 B aBa BapuaHta MOG
BBI3bIBACT MPEXIECBPEMEHHYIO TEPMUHALIUIO OeI-
Ka 13-3a MPUCYTCTBUS HECKOJIBKUX CTOI-KOIOHOB
B paMKe CUYMTHIBAHMS, YTO IMPUBOAUT K COOpPKE
JIBYX caMbIX KOpOoTKuX u3zocdopM MOG, naeHTUY-
HBIX 10 AaMUHOKUCIOTHOM MOCIea0BaTeIbHOCTU U
MPEACTaBIISIOIMMNX cO00li pacTBOpuMbie Ig-mome-
HbI, TIOCKOJIbKY HM OJIHA M3 WX TpaHCMeMOpaH-
HBIX U I[IUTOIJIa3MaTUYECKUX 00J1acTeil He TpaHC-
nupyetcs [40, 41].

EJIMCEEBA, 3AXAPOBA

CienyeT OTMETUTD, YTO [0 CPABHEHUIO C MOJI-
Hopa3MepHbIMU H3odopMamMu MOG (a; u B),
Ipyrue u30(popmMbl 0ejIKa He TPaHCIUPYIOTCS WU
TpaHCIUPYIOTCs ¢j1abo, TaKUM 00pa3oM, OHU He
MOTYT OBITh OOHApPYXXEHBbI C IOMOIIbIO METOma
nMmyHodepmeHTHoro aHaiauza (ELISA) u um-
MyHOOJ0TTMHTa. KpoMe Toro, pacTBoprMble U30-
¢opmbl MOG BO3MOXHO BBISIBUTh, BEpOSITHEE
BCEro, TOJBKO B LIepeOPOCTIMHAIBHON XMIKOCTU
(ICX). HelicTBUTENbHO, pe3yJbTaThl HeaaB-
HETO MCCIeI0BAHUSI CBUACTEIbCTBYIOT O TOM, YTO
y psanpa nauueHToB ¢ MOGAD oGHapyxXuBaeTcs
uHTparekadbHbili cuHTe3 MOG-IgG. MHTepec-
HBIM SIBJISIETCS TOT (haKT, YTO CKOPPEKTUPOBAH-
Hb1ii nHIekec MOG-IgG B LICXK/chiBOpoTKe, HO
He TuTp MOG-IgG B CBIBOPOTKE MOXET CBUIES-
TEJIbCTBOBATh O Oojice HEOJArompuUsITHOM Teue-
HuM 3aboneBaHus [42].

[Mpu u3ydeHUM aBTEPHATUBHBIX BapUAHTOB
reHa MOG B 1ipoliecce pa3BUTHS TOJIOBHOTO MO3ra
YyeJloBeKa IMPOACMOHCTPUPOBAHO, YTO OCHOBHAs
nszopopma MPHK MOG a, akcnipeccupyetcst yxe
Ha 21 Henesne BHYTpUYTPOOHOIro pa3Butus. B 6uo-
MCUIIHOM MaTrepurajie TOJIOBHOIO MO3ra 2-JeTHEro
pebéHka ypoBeHb akcrnpeccun MOG «a; craHo-
BUTCSl 0oJiee BBIPAXKCHHBIM, a TakKXe HAuMHAIOT
oOHapyxXuBaTbcsl U apyrue usodopmbl. Ilpen-
CTaBJICHHbIE JaHHBIC MOKA3bIBAIOT, YTO YCUJICHUE
SKCIPECCUU U TIOSIBIICHUE JOTIOJHUTENbHBIX U30-
¢opm MOG 1no mMepe pa3BUTUSI OpraHu3Ma IoJjio-
JKUTEJbHO KOPPEJIHUpPYeT CO CTaausIMU MUETUHU-
3allMM U MPUOOPETeHUEM CKOOPAMHUPOBAHHOM
aktTuBHoctu IITHC B 3TOM BO3pacTe (Hampumep,
pa3BuTueM peun) [43]. DTU pe3yabTaThl HATTIOMU-
HaIOT CABUT 9KCIIPECCUU ABYX u3ocdopm reHa PLP
BO BpeMs pa3BUTHS TOJOBHOIO MO3ra YeloBeKa,
nmockoabkKy uszodopma PLP, DM20, npeobnamaet
B IpeHaTaJibHOM mepuone, a cam PLP Gosee BbI-
COKO 3KCIIPECCHUPYETCS CO BTOPOTO Tola >KU3HMU,
Korma ero KoimdectBo cocrabisieT 50%. B atom
KOHTEKCTe OOHApy:KeHHE BapUMaHTOB CILIAMCHUHTA
MOG BO BpeMsI MO3IHEro pa3BUTHUS TIpearojaraer,
YTO WX POJb MOXET OBITh CIEeU(PUUHON U CBUIIE-
TeJbLCTBOBATh O 3pejocTu MuenuHa. Kpome toro,
MHTEPECHBIM SIBJISIETCS TOT (haKT, YTO HEKOTOPBIC
130G OPMBbI MOTYT MOBTOPHO 3KCIPECCUPOBATHCS
BO BpeMs TIpoliecca peMueanHu3anuu [44].

AHAJIN3 OTBETA IGG
HA PA3JINYHBIE U30®OPMbI MOG

B cBs13u ¢ Tem, yto MOG o6nagaet KoHGpOp-
MallMOHHOM M3MEHYMBOCTBHIO, OOHAPYXKMBAIOTCS
pa3nuuHble TaTTepHbl cBsA3bIBaHUSI ¢ MOG-IgG.
HaubGomnee yacTo anuTONBI pacriojiaraloTcs B MeT-
JISIX MeXnay [-ciaossMu BHeKJIeTouHoro Ig-momena
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MOG uyenoBeka. B peTpocrnekTMBHOM uccie-
NOBaHUM OBUIM TPOaHAJIU3UPOBAHBI OOpPa3Iibl
CBIBOPOTKM OT 202 MallMeHTOB C ITOJOXUTEIb-
HbIM cepoctatycoM nmo MOG-IgG, omnpenenéH-
HeiM CBA ¢ ucrnoib30BaHUEM KUBBIX KJIETOK C
MOG o, u ogHOKpaTHOI TpaHCHEKIUEH KIeTOK
HEK293 npyrumu nzodopmamu MOG. Dkcripec-
cusl 130(hopM Ha KJIIETOUHOM MOBEPXHOCTHU Oblia
MpoAeMOHCTpUpOBaHa MyTéM mnpoBeaeHuss CBA
Ha OCHOBE XXMBBIX KJIETOK C CEpUIHBIMU pa3Be-
JNEeHUSIMA TYMaHU3UPOBAHHOIO MBIIIMHOIO mMADb
MOG 8-18C5. HecmoTpss Ha HeOoOjbllIMe pas-
JIuuus B 2(PGEKTUBHOCTU TpaHCPEKUUU, H30-
dopmbl MOG npoaeMOHCTPUPOBAIN CPABHUMOE
crnelnuguIeckoe CBSI3bIBAHUE C ITOBEPXHOCTHIO
rymanusupoBaHHoro mAb MOG 8-18-C5. Ta-
KM 00Opa3oM, BCe BHEKJIETOUHBIE JOMEHBI pa3-
JU4YHBIX n3odopm MOG ObUIM onmpeaeaeHbl Kak
OIMHAKOBO [OCTYITHbIE I CBA3BIBAHUSA AHTU-
tes. ComlacHO pe3ysbraTaM MCCAeAOBaHUsI, HaK-
Oonbiiasg peakTuBHOCTD IgG HampaBiieHa MPOTUB
caMbIX JIMHHBIX u3odpopm MOG a; (McHonab-
3yeMblil B HacTosiiee BpeMms: ctaHgapTHbiii CBA
anss MOG-IgG) u 3, Torna kKak 6oJjiee KOpOTKUE
n30¢hopMbI O, A3, B, U 3 pacmo3HalOTCS pexe,
OIHAaKO 2TO HE HCKIIYaeT MX IMaTOTeHHOCTU B
oTHowieHuu pa3putuss MOGAD. BrigBieHbI
3 pa3sIMYHBIX IaTTepHA CBSI3bIBAaHUS aHTUTEN
npu MOGAD: (1) uzonupoBaHHOE CBsI3bIBaHUE
ToJbko ¢ MOG o, u B (afi1), (2) cMmelaHHOe
CBSI3bIBaHME C JOMMHUPYIOIIUM paclio3HaBaHUEM
Q¥ B; ¥ 1o KpaliHeil Mepe OTHOI TOTOJHUTEIb-
Hoii a-uzodopmbel MOG, HO He ¢ u3odopma-
Mu B (ai_3p1), u (3) cBsA3BIBAaHUE CO BCEMM M30-
dopmamu MOG (a,;_;3p3,-3). I1Ipu atom a3 1 o3B3,
MOG-IgG 06onee pacnpocTpaHeHbl y HAeTei,
a a;_3p1-3 MOG-IgG — y B3pocabIx. D10 HabII0-
JNIeHWE COrIJacyeTcsl ¢ MPedblAyIIMMMU JTaHHBIMU,
MOKa3bIBAIOIIMMU AOMMHAHTHYIO 3KCIIPECCUIO
nzopopm MOG a; u 3 Ha paHHEM 23Tare pas-
BUTUS 4enoBeka [45]. Kakux-nnbo oTIMuuii u
KOppENSIIUi BBISIBJEHHBIX MAaTTEPHOB CBSI3bIBA-
HUSI aHTUTEN C KIMHUYECKUMU IPOSIBICHUSIMU
MOGAD BrbIsiBIeHO He O0bL10. OOHapyXeHue aud-
(bepeHIIMANTBHBIX MoOjIeNiell CBsA3bIBaHUS M30(OpPM
MOG MOXeT OOBSICHUTH Psii MPOTUBOPEUYMBBIX
pe3yabTaToB, TOJyYeHHBIX pu nmpoBeaeHuu CBA
¢ (p¥KCUpoOBaHHBIMU KJIETKAMU: JAHHBII TECT MO-
KeT He onpenensath IgG K HEKOTOPBIM ajibTepHa-
TUBHBIM U3odopmaM MOG [46].
ITocnenoBatenbHocTh MOG BBICOKO KOHCEP-
BaTMBHA MEXIy BUIaMU KaK Ha YPOBHE HYKJIEO-
TUIOB, TaK U HA YPOBHE aMUHOKUCIIOT, YTO XapakK-
TEPHO U ISl APYTUX TeHOB MuennHa. OIHAKO B
psifie uccienoBaHUi ObLJIO OKa3aHOo, YTO aJabTep-
HaTUBHbBIE MATTEePHHBI cruiaiicuHra reHa MOG 60-
Jiee CJIOXHBI y JIOAEH MO0 CpaBHEHUIO C MBIIIAMU.
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DK30H 2, KOTOpIii KoaupyeT Ig-nmogoOHbIi JTOMEH
a1 MOG, mo-BUAMMOMY, TMpeTepIiesl MPOoIEeCCh
aJaliTUBHOTO «II€pPETACOBBIBAaHUSA» B IIpoliecce
SBOJIIOLIMU, TOCKOJBKY OH SIBJISIETCSI OOLIUM C
psiioM Apyrux reHoB. B wactHocTH, Ig-nmomoOHBIM
yyactok MOG (3k30H 2) romosoruueH Ig-mogo0-
HOMY JIOMEHY reHa oytupoduinHa (46% wnneH-
TUYHOCTH), OCHOBHOIO IJIMKOMNpPOTEMHAa, OOHa-
pYyXHMBaeMoOro B TIJI00yJiaXx MOJIOYHOIO KUpa.
Dkcnpeccus OyTUpoGUINHA CBSI3aHA MCKITIOUM-
TEJIBHO C JaKTallMell U He MpeacTaBieHa B CTPYK-
Type muennHa. TakuM oOpa3om, BIOJTHE Bepo-
SITHO, YTO Ta FOMOJIOTMS BO3HUKJIA B pe3yjbTraTe
MepeTacoBKM 9K30HOB — IIpoliecca, OCPeACTBOM
KOTOpOro oO0muii Ig-rmogoOHbIf JOMEH CTaHO-
BUTCS aCCOLIMMPOBAHHBIM C JAPYTMMHU HEpOI-
CTBEHHBIMM (PYHKIIMOHAJIBbHBIMU 3K30HaMu [47].
DT 2BOJIIOLIMOHHBIE COOBITUSI OOECHeYnBaroT
BO3MOXHOCTb AUddepeHIInaIbHON 3KCIIPeCcCun
nzopopm MOG B KayecTBe NOIOJHUTEIBHOTO
HUCTOYHMKA (DEHOTUIIMUECKOIO Pa3zHooOpa3us
cpenu BuaoB. Dkcnpeccus usopopm MOG, cxon-
Hasl C 3aMeHaMU B HYKJICOTHUAHBIX IIOCJIEIOBA-
TEIbHOCTSIX T€HOB, KOTOpPbIe MOIYT IPUBECTU K
00pa3oBaHUI0 (PYHKIIMOHAIBLHO pa3HBIX OEIKOB,
MOXET JiexKaTb B OCHOBE pa3HOil OMOJOrnuecKoit
poJu 3TOro Oejika y pa3HbIX BUAOB U Yy OJHOTO
BUIa B HOPME U TIPU MTATOJIOTUU.

SHAOPEHOTHUIIBI MOGAD

Knuanueckuit  ¢penorun  MOGAD wumeer
OIpeAcéHHbIC OTAMYMS B Pa3HBIX BO3PACTHBIX
rpynmax. Tak, met 1o 12 j1eT B OCHOBHOM CTpa-
paior OPOM ¢ KpymHBIMM aCUMMETPUYHBIMU
oyaramm IOpaXeHus BellleCTBa MO3ra, KOTOpPBIi
B 10—-20% cinydaeB MOXET COIPOBOXAATHCS OII-
HOBPEMEHHBIM WM CICAYIOIIMM 3a OCTPOil aTa-
KOl HEBPUTOM 3pUTEIbHBIX HEpBOB. B KoropTte
B3poOcCIbIX TTanueHToB (o1 12 met) OPOM-11og00-
HbII1 (PEHOTUIT BCTpeUYaeTcsl 3HAUUTEJIBbHO pexe, U
B KJIMHMYECKO# KapTuHe Kak aebiota MOGAD,
TaKk U TOCJCAYIONIMX PELUAMBOB IMPeo0IanaroT
OIHOCTOPOHHME WX IBYCTOPOHHUE ONTUYCCKUE
HEBPUTHI C MOpaXkeHHeM WIM 03 IOopaxKeHMUs
CIIMHHOI'O MO3Ta U CTBOJIa FOJIOBHOTO MO3ra, WUJIn
K€ OHM COYETAIOTCS ¢ aTUIIMYHON ITeMUeIMHU3a-
nuei npyroi Jokanuzanuu [48]. Jlo HacTosIIero
BpEMEHU MEXaHU3MBI, IIOCPEICTBOM KOTOPBIX
MOG-IgG yenoBeka oCylIECTBISIIOT MATOTEHHOE
BJIMSIHUE, U TO, KAK OHO COOTHOCHUTCSI C BO3PACT-
HBbIMU OCOOCHHOCTSIMUM 3a00JIeBaHUsI, OCTaIOTCSI
JI0 KOHIIa He BbIICHEHHBIMU [49]. W3BecTHO, 4TO
a(ppexTopHble (YHKUIMU aHTUTENT B 3HAUUTEIb-
HOM CTEIIeHU OIOCPENOBaHblI KPUCTAJIU3YIOLINM-
ca ¢parmenTtoMm (Fc) IgG 3a cuér cBsI3BIBAHUS
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Ki1eTouHbix peuentopoB Fcy (FcyR) Ha moBepxHo-
CTU KJIETOK-eCcTeCTBeHHbIX KuiuiepoB (NK-kieTkn)
u MakpodaroB. Kpome Toro, Fc-pparment IgG
UTpaeT BaxkHYIO POJIb B CBSI3bIBAHUU KOMITOHEHTA
komriieMeHTa Clq M 3amycke Kackaaa pepMeHTa-
TUBHBIX peaKUi, NPUBOASAIIMNX K (POPMUPOBAHUIO
MeMOpaHOaTaKyIIEro KOMILIeKca, oO0pa3oBaHUeE
KOTOpPOro Ha MeMOpaHe KJIETKM IIPUBOIUT K €€ JI-
3ucy. TakuMm oOpa3zoM peayn3yeTcss KOMILJIEMEHT-
3aBUCHUMasl KJIIETOYHAS [IMTOTOKCUYHOCTH [50].

B 3aBucumoctu ot 3¢HeKTOpHBIX (HYHKLIMUI
MOG-IgG MOXHO BBIAETUTH ABAa 3HAO0(GEHOTHUIIA
MOGAD. 3npodeHotun 1 (mpoBocraauTeNb-
HBII) XapakTepu3yeTcsl pe3KOo IOJOXUTEIbHBIMU
utpamMu MOG-IgG ¢ BBICOKOI CIMOCOOHOCTBIO
cBs13bIBaTh FCYR 1 omocpenoBaTh aHTUTEN03aBU-
cuMmyto aktuBauuio NK-Ki1eTok Kak y aeTeid, Tak
U y B3POCJBIX, TOrAa KaK Mpu dHAOGMEHOoTUIe 2
onpeaeastoTcsa HeBbicokue TUTpbl MOG-IgG n
o6onee Huskasg FcyR-cBs3ylomass crnocoOHOCTD.
Kpome Toro, sHaoGeHOTUINBLI pa3InyaroTcs o
MexXxaHu3My TInukosunupoBaHus Fc-¢gparmenra
MOG-IgG. I'ukaH, npucoenuHeéHHbIN K Fc-dpar-
MeHTy IgG, B 4acTHOCTHU, K €ro TSKENIOi Liernu,
“MeeT pellampllee 3HauyeHUe IS MoaaepxKaHus
KakK TMPOBOCHAJMUTENbHBIX, TaK U MPOTUBOBOCIIA-
nurenbHbIX QyHKUUi IgG [51]. Ipu sHmodeHo-
turie 1 MOGAD nipeo6iafgaeT arajiakTo3UJIUpPO-
BaHue Fc-dparmenra, npu sHpodeHoTHIIE 2, B
CBOIO ouepenb, 0ojiee pacHpoOCTpaHEHO CHUAIU-
poBanue Fc-¢pparmenta MOG-IgG. Ilpumeua-
TEJIbHO, YTO KOPPENSIIUS MEXIY TUTPAMM, CBSI3bI-
BaHueM FcyR m mpodunsgamu rmmuko3uanpoBaHus
Fc-dparmenTa Buillle BO BpeMsl OCTpPOM cTaauu,
yeM Bo BpeMms1 pemuccun MOGAD, u He 3aBu-
CUT OT Bo3pacTa. Takum obpa3oM, akTuBHas (a3a
MOGAD xapakTepusyercsi aKTUBHBIM T'YMOpPaIb-
HBIM OTBETOM C 0OoJiee BBICOKON ad(UHHOCTHIO
csa3piBaHusg FcyR (3a cué€Tt aHTUTENO-OMOCpEno-
BaHHoM aktTuBauuy NK) 1 aranakro3mimpoBaHueM
n acuanupoBanueM Fc-dpparmenta MOG-IgG,
YTO YCWJIMBAET MPOBOCHAIUTEIbHYIO aKTUBHOCTD
antuten [52].

B nerckoit nonynsguuu ¢ MOGAD 065b11a BbI-
sgBJeHa Oonee Hu3Kas crocodHocth MOG-IgG
OIOCPENoBaTh KJIETOYHYIO LHUTOTOKCMYHOCTh NK-
KJIE€TKaMU I10 CPaBHEHMIO C KOTOPTOM B3pPOCIBIX.
DTO CBsI3aHO C TeM, uTo y aeteit ¢ MOGAD mpe-
obnanaet dykosunupoBaHue Fc-pparmenTa IgG,
a Fc-¢dyko3a mnpemoTBpaimaer B3auMOACICTBUE
mexny IgG u FcyR, TeM camMbIM yMeHbIasi Crio-
cooHocTh K aktuBaumu NK-knerox [53]. Heii-
CTBUTEJIbHO, TMOJYYEHHbIE pE3yJbTaThl COIJIacy-
I0TCSI ¢ JaHHBIMU O CHMXKEHUU (hyKO3UJIMPOBaHUS
Fc-dpparmenra IgG B TeueHue Xusnu [54].

C nOpyroit CTOpOHBI, INPUCYTCTBUE N-alie-
TWIITIOKO3aMiHA B Y4YacTKe /N-IIIMKO3UJIUPOBa-

EJIMCEEBA, 3AXAPOBA

Hus (N31) MOG cnocoOCTByeT aHTUTENIO03aBU-
CUMOI KJIETOYHOM LIMTOTOKCUYHOCTU B Ciyyae,
KOIJa aHTUTENO0 HaXOIUTCS B KOMIUIEKCE C aHTH-
reHoM [55]. Tlpu sToM muKo3uaupoBaHue Fab-
¢parmenra MOG-IgG umeeT MONOXUTEILHYIO
KOppesiiMio ¢ Bo3pacToM. TakuM o0OpasoM,
mmukodopMel MOG-IgG  MOTyT cylIecTBEeHHO
BJIMATh Ha IIOTeHLMaN (DYHKIIMOHAJIBHOMN IIpO-
BocrniasmTenbHOl akTuBHOCTH MOG-IgG. U3me-
HEHUEe IJTUKO3WJIMPOBAHUS aHTUTET MOXET 00-
yCJIaBAUBATh CHYDKEHUE TUTPa aHTUTEN B IIEPUOLI
peMuccuu 3a0o0yieBaHUs, a II€PCUCTUPYIOIIAS
CEepOIO3UTUBHOCTb MOXET SIBISTHCS IPEAUKTO-
pom peuunuBupymouiero teueHus MOGAD [56].
Otnmuune B mmko3mnupoBanuu MOG-IgG y ne-
Teil U B3POCJBIX MOXET B TOM YHUCJIe 0OyCIaBIM-
BaTh KIMHNYecKoe pasHoobpazue MOGAD. DTo
MPENNOoJIOXEeHUE COIIaCYeTCs ¢ SKCIIEPUMEHTab-
HBIMM TaHHBIMHM Ha MBIIIMHBIX MOACIISIX, TAe IIPO-
JEeMOHCTPHUPOBAHO, 4YTO TajaKTO3WJIMPOBaHUE
WIN CuaJlipoBaHue M3MeHseT cTpykTypy I1gG u
YBEJIMYMBAET CPOACTBO K akTuBauuu FcyR [57].

Kpome Toro, mpu IOpyrux M3BECTHBIX ayTO-
HMMYHHBIX 3a00JIeBaHUSX, TaKMX KaK peBMaTo-
UIOHBIA apTpUT, CHUCTEeMHas KpacHas BOJIYaHKa,
HecTreUM(pUIeCKrit SI3BEHHBIN KOIUT (00Ie3Hb
KpoHna), Takxke mMeeT MeCTO yBEeIMYEHUE KOJIM-
YecTBa araJlakKTO3MJIMPOBAHHBIX TIMKO(GOPM Kak
CBIBOPOTOYHBIX, TaK M aHTUTCHCHEU(UIECKUX
IgG, 1 ypoBeHDb 3TUX TIUKO(GOPM KOPPEIUPYET C
KJIMHWYECKON aKTUBHOCTbIO 3a007eBaHUS. XOTS
Fc-cBsizaHHBIN caxap COOEPXUT TOJBKO HE3Ha-
YUTENbHYIO (PpaKiuio CHUaJIMPOBAHHBIX CTPYK-
Typ, COOOIIAeTCsI, YTO acHaIMPOBAHHBIE TJIMKO-
BapUaHTbl AaHTUTEN YBEIMYMBAIOTCS Y IMAllMEHTOB
C CUCTEMHBIMU 3200JIEBAHUSIMU COCIMHUTEIbHOM
TKaHW M TPENIIeCcTBYIOT peluauBaM 3a0ojieBa-
Hus [58]. Takum ob6pazoM, Ooee BHICOKHE YPOB-
HU arajaakTO3MJMPOBAHHOTO M aCUAJIMPOBAHHOIO
IgG MOTYT OBITH CBSI3aHBI ¢ KIMHNYECKOM aKTUB-
HocTeio MOGAD, uTo moaTBepKmaeTcss HaOII0-
NEHUSIMU, CAENAHHBIMU MPU IPYTUX ayTOUMMYH-
HbIX 3200JI€BaHUSIX.

METOAbI AETEKIINU
CbIBOPOTOYHbBIX MOG-IgG

Ilepseie momwuiTkn BHIgBIeHUST MOG-IgG B
CBIBOPOTKE B3POCHIBIX ITAlIMEHTOB BBIIIOIHSIINCH
¢ mmomotpio Metona ELISA, m ObIIO TIONTYy4eHO
MHOXECTBO Pa3HOPOMHBIX PE3yIbTaTOB, KOTOPHIS
HE JAJIM JOCTOBEPHOM acCOLMAUU C KAKOW-JIM-
00 ¢opmoil gemuenuHusauuu. IlpeanockLiKoi
K monbITKe Torcka MOG-IgG npu aTMmMYHOM
IeMUEIMHU3AIUN Y B3POCJBIX SIBUJIOCH TO 00-
CTOSITEIbCTBO, UTO Y MEAUATPUUCCKUX ITAallMeHTOB
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oonee yeM B 50% cinyyaeB OPODM BBHISIBISUIMCH
MOG-IgG, u meton ELISA B aTOM ciyyae obna-
Jajl JOCTaTOYHO BBICOKOW CIeUM(DUUHOCTHIO U
YYBCTBUTEJIBHOCTbIO. OIHAKO Y B3pOCIbIX MaLU-
€HTOB JaHHas MeTOAMKa He Jaja CTOJb MHOIO-
obOeratonux pe3ynbratoB. C TedeHHEM BpeMeHU
He IpeKpallauch MONBITKA UASHTU(GUIMPOBATh
MOG-IgG y B3pocChbIX IMAallMEHTOB C aTUIIMY-
HBIMM  JT€MUEJIMHU3UPYIOIIMMU  CUHAPOMaMHU,
ormmyHbiMU OT PC. MTak, HauuHag ¢ 2018 r. Ha
OCHOBaHUM MHOXECTBa MWCCJIENOBaHUN TeCTU-
poBanue Ha MOG-IgG OblJIO peKOMEHIOBAaHO
BBIMOJHATH ToJbKO MeTomoM CBA Ha ocHoBe
JKUBBIX WJIM (PUKCHPOBAHHBIX KJIETOK C MOCHe-
oytoueit MMMYyHOQMJIYOPECIIEHTHON MUKPOCKO-
nueit (CBA-IF) uau mpoTouHO LMTOMETpUeit
(CBA-FACS). C uenbio MexXayHapOmTHOI cTaH-
naptusanuu Reindl et al. B 2020 1. ony6auKoBanu
pe3yabTaThl MCCIeA0BaHUS BOCHPOU3BOAUMOCTU
pa3nuuHbIX MeToauk ompeneneHus MOG-IgG
B 5 MeXIYyHapoIOHBIX LieHTpax. [Ipu mpoBeneHun
CPaBHUTEJbHOIO aHaju3a JaHHBIX, IMOJYyYEeHHBIX
¢ ucnoyibzoBaHueM CBA Ha OCHOBE XXUBBIX KJie-
TOK BO BCEX HMCCJIeNOBATEIbCKUX LIEHTpax, ObLIO
HalileHO coBMaJeHUe BBICOKOro ypoBHsI (96%)
IJI1 00pa3lioB, KOTOpble paHee ObLIM MACHTU-
(upoBaHbl KakK AOCTOBEPHO ITOJOXUTEIbHbIE
nnn orpuuareabHbie mo MOG-1gG. bonee Hu3-
KO€ COBMNaJeHNe AAHHBIX OTMEUYEHO IPU BBHINMOJI-
HeHun CBA-IF ¢ ¢ukcupoBaHHBIMU KJIETKAMU
(TecT-cuctema Euroimmun); OHO coOCTaBMJIO
90%, 9T0 0OYCIOBIIEHO ITOTEPE HEKOTOPHIX KOH-
¢opmaunonHeix 3nutornoB MOG mnpu ¢pukca-
nuu. BaxHo, 4YTO OOJIBIIMHCTBO OTpULATENIb-
HBIX pe3y/JbTaTOB IpU (PUKCUPOBAHHOM aHaJIN3€
ObLIO TIOJIy4€HO OT OOJIbHBIX C TUIIMYHBIM KJIW-
Huyeckum ¢eHotunoMm MOGAD, u npu 1mo-
BTOPHOM TMpoBedeHUN aHanu3a MmetogoM CBA
Ha OCHOBE >KMBBIX KJIETOK Y HMX OBLIM ITOKa3a-
Hbl Bbeicokue TUTpel MOG-IgG. CooTBeTcTBEeH-
HO, HEOOXOAMMO YYHUTBIBATh, YTO MCIIOJIb30Ba-
HUE KOMMepYecKoro ((pUKCUpOBaHHOIO) MeToAa
CBA MoXeT mpuBecTM K OLIMOKAM AUArHOCTU-
ku B 10% cayyaeB. Meron ELISA He ObL1T coro-
craBuM ¢ CBA B ciydyae Kak MOJTOXHUTEIbHBIX,
TaK M OTpUIIATEJIbHBIX PE3YJbTaTOB aHajIuM3a Ha
MOG-IgG B cwiBOopoTKe. BnocnenctBuu ObL10
yctaHoBiaeHo, uto MOG mpencraBisieT co0oit
MIMKOMIPOTENH CO CIOXHOW KOH(MOpMAIMOHHO
CTPYKTYPOIl U MOXeT o0pa30oBbIBaTh pa3jidyHbIe
crjiaiic-BapuaHThl, a ¢ yuérom Toro, yto ELISA
JeHaTypupyeT HATUBHYIO TPETUUHYIO (DopMy Oe-
Ka, OIIMOKM AETEKIIMU BBISBISIOTCS B OOJILIIOM
npoleHTe ciaydaeB. JJaHHOe 00CTOSTENbCTBO EIé
pa3 nomuépkuBaet, YTo ELISA He MoXeT ucmoib-
30Batbed a1 ooHapyxkeHnuss MOG-I1gG y yeno-
Beka [59].
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BUOXNMUNYECKHNE
OCOBEHHOCTH MOGAD:
HOUTOKNHBI U HEUPO®PUNIIAMEHTbBI

JIroboe HeilipoBocnajeHue OyIeT COMpPOBO-
KIAThCs M3MEHEHHEM IIUTOKMHOBOTO MpOhus.
IIpu 3TOM OCOOBIA MHTEpPEC, B TOM UYUCIE U HPU
JeMUEJIMHU3UPYIOIIUX CUHAPOMaX, IpPencTaBlIsi-
€T M3MEHEHME YPOBHS LIMTOKMHOB, X€MOKWHOB,
MIPOIYKTOB pacliaja MUEIMHA, IJIMAJTbHBIX KJIETOK
n akcoHoB B LICXK. Ilpu cpaBHUTETEHOM HCCIIe-
JTOoBaHUM TaHelu LMTOKMHOB MBP (kak mapkep
nopaxenus muennHa) u GFAP (rmuanbHBIN K1c-
JIBI O€JIOK — MapKep ITOpaXkeHMUs acTPOLIMTOB)
npu PC, 3COHM u MOGAD mnpoaeMOHCTpUPO-
Banu pan ornuunii. B LICXK 6omsHBEIX ¢ MOGAD
n 3COHM B akTUBHO# cTaguy OLUIN BBISIBICHBI
MOBBILIEHHbIE KOHIIEHTPAllMM IIUTOKMHOB, Ce€-
kpetupyembix Thl7 (T-xenmepsr 17). B mepyio
ouepenb M3MEHEHUs] KOCHYIUCh MHTEPICHKIUHOB
IL-6 u IL-8, GM-CSF (rpanyiouurapHo-MaKpo-
daraabHBIN KOJOHUECTUMYJIUPYIOIINI (aKTop).
Kpome TOro, ormedanach IIOBBIIIEHHAsI IIPO-
noykuust IFN-y (unatepdepon-ramma), TNF-a
(dbakTopa Hekpo3a onyxoueii aabda) u 1L-10 1o
cpaBHeHuio ¢ PC. Takxke mpu 3TUX ABYX HO30-
Jornuyeckux (opmax ormedanach 0ojee BBICO-
ka1 koHueHtpanuss MBP B LICXK. B cinygasax ¢
3COHM yposenb GFAP no cpasaenuio ¢ MOG
n PC ObIT 3HAYNTETBHO BHINIE W KOPPEITUPOBAT
¢ ypoBHeM IL-6 1 MBP. Takum o6pasom, LUTO-
KUHBI, mponyuupyeMmbie Th17, Moryt urpath Bax-
HYI0 poJib B MaToreHe3e o0oux 3abojeBaHUIA,
aCCOLMMPOBAHHBIX C BBIPAOOTKOII aHTUTEN IIPO-
™B MOG n AQP4. HecmoTps Ha TO, 9TO TOUYHBIE
MEXaHU3Mbl OCTalOTCSI HEM3BECTHBIMU, MOXHO
MPEAIIONIOXUTh, uTo HamBHBIe CD4* T-kietku,
UTpalOIIe BEAYIIYIO POJIb B MHULIMALIUN ayTOUM-
MYHHOTO Tpoliecca, MPOXOAiT MNYTh AUXOTOMUU
o BosaeiictBueM IL-6 u muddepeHumnpyrorcs
o6onbiie B cropoHy Thl7, yem T-peryasiTopHbIX
KJIETOK, OOecreuMBalolux IOAJAepXXKaHUue WM-
MYHOJIOTUYECKO ToJiepaHTHOCTU. B aToMm ciy-
yae mnpoucxoaut runepnpoaykuuss GM-CSF u
IL-17A, 9yTo 00ycnaBAMBaeT PeKPYTUHT BOCHAIU-
TeJbHBIX KJIETOK, BKJIIOYast IMTOJUMOP(HOSIIEPHbIE
kieTku (Heitpodunsl), B LIHC. deficTBUTENbHO,
npu pytuHHoM aHanuze LICXK npu MOGAD u
3COHM poctaToyHO 4YacTo OIpeaeasieTcsl yme-
PEHHBII TUIEOLMTO3, 4YTO pEaKo HabogaeTcs
npu PC. Kpome Toro, IL-6 MoXeT CTUMYIUPO-
BaTh ILIa3MO0JacThl U B-KiIeTKU, CIOCOOCTBYS
BbIpabOTKe ayToaHTUTeN. 1L -6 MOBBIIIIAET TPOHU-
1aemMocth I'Db, ob6seryass MpOHUKHOBEHUE TIPO-
BocnanuTeabHbIX dakTopoB B LIHC [60]. Panee
BaxkHast pojib IL-6 Kak IJIefiOTpOITHOro IUTO-
KMHa Obljla JoKa3zaHa B ITaTOT€HEe3e CUHIPOMOB,
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accounupoBaHHbIX ¢ AQP4-1gG [61]. B xone kiu-
HUYECKUX MCCIeNOBaHUI MPOAEeMOHCTPUPOBAHO,
YTO TyMaHU3UPOBaHHOE MAb, MHrubOupyloliee
CUTHaJbHBINA MyTh IL-6, 3HAaYMTENIBLHO CHMXKAET
puck peuuausa y nauueHToB ¢ 3COHM c mojo-
KUTeIbHBIM TecToM Ha AQP4-1gG [62]. C yuétom
TOTO, UTO LIUTOKUHOBBIE npodunu npu MOGAD
1 3COHM 3HauyuTENbHO CXOXU, MOKHO OXUJIATh,
YTO TepareBTUYECKHUE MUIIEHU MOTYT OBITh OJ-
HUMU U TEMU KE.

B Hacrosiee BpeMsi TOCTYITHO KOJWYECTBEH-
HOE OIlpeAesieHe YPOBHS JIETKUX Liereil Helpo-
¢unamenToB (NfL), KoTopbie SBISIIOTCS KOMIIO-
HEHTaMU HEeUpPOHAJIbHOIO LIMTOCKEJeTa U UTPaloT
BaXKHYIO pOJib B POCTE U TOMAEPXKAHUN CTaOWUJIb-
HocTU akcoHOB. NfL gBJsitoTCs 6loMapKepoM cTe-
MEeHU MOBPEXAEHUSI aKCOHOB MPU Pa3IUYHbBIX HEB-
posjorndeckux 3abosneBanHusix [63]. B wactHocTH,
ypoBHU NfL B ChIBOpOTKE MOBBIIIEHHI Y MaleH-
ToB ¢ PC 1 KOoppeaupyroT ¢ KIMHUKO-PEHTIEHOJIO-
IMYECKO aKTUBHOCTBIO, TSIXKECTbIO M CKOPOCThIO
MporpeccupoBaHus WHBanumuzauuu [64]. Ilpu
3COHM yposenb NfL HapacraeT B nmepuoabl 00-
OCTpeHUs 3a00JIeBaHUsI U KOPPEIUPYET CO CTere-
Hblo MHBayMau3auuu [65]. Ipu usmepennu NfL
B CBIBOpOTKEe KpoBU OoNbHBIX MOGAD 06bL10
BBISIBJIEHO, 4TO coaepxkaHue NfL maxcumanabHO
MOBBIIIAETCS B Ae0I0Te 3a00eBaHUs, C TeUEHUEM
BpeMEHU HaOJ0daeTcs TEHAEHIIMS K CHUXEHMIO
KOHIIEHTpallu1, W B TMOCIEAYIOIIeM aaxe Ipu
pa3BUTUU OOOCTPEHMII OTMeuaeTcs JUIb He-
3HauYuTeJNbHOE MoBbIIeHUEe ypoBHS NfL. Takum
oOpa3om, noBpexaeHue akcoHoB mpu MOGAD B
OCHOBHOM O0YCJIOBJIEHO MEPBOi aTakoli 3aboyieBa-
HUsI, YTO B OUEPENHOI pa3 MOAYEPKUBAET OTIIMUYKME
MOGAD ot PC u 3COHM u, BepossiTHO, OTpa-
XKaeT Oosiee OJIArONMPUSITHBIM MPOTHO3 JIST MalM-
€HTOB, HO B TO X€ BpeMsl CBUIETEIILCTBYET O BaXK-
HOCTU CBOEBPEMEHHOIO W HaJIeXalllero JeYeHUs
¢ caMoro Havasia 3aboyieBaHus [66].

MEXAHU3MbI
BOCCTAHOBJIEHUA MUEJIMHA
MNP AEMUEJINHU3NPYIOHNINX

3ABOJIEBAHUAX ITHC

Perenepanusa muenuna LHHC nocne sanu3ona
JeMUeJMHU3alliM B OCHOBHOM OIIOCpeIOBaHa
MYJIBTUIIOTEHTHON IIApEHXMMATO3HOM IIOITYJIsI-
LIMEeM CTBOJIOBBIX KJIETOK — KJIE€TOK-IIPEIIIeCTBEH-
HukoB onuroneHapouuToB (OPC). B cayyae mosis-
JieHus: 30HBI TopaxkeHus mueanHa OPC OwicTpo
aMIUTMPUIUPYIOTCI B 00JIACTSX €ro MOBpekIe-
HUsI, TA€ OHU BOOCJEACTBUHU NAaIOT Hayajlo HOBBIM
MUEIMHU3UPYIOLIUM  OJuMrogeHapouuram [67].
OPC mnpeactaBnsioT co60ii BbICOKOIpoauUdepa-

EJIMCEEBA, 3AXAPOBA

TUBHBIE, MMOABVXHbBIE OUIOJISIPHBIE KJIETKU, DKC-
MPECCUPYIOIIE€ BbICOKME YPOBHM TaHIJIMO3UIOB.
Cneunduxkanusa u audpdepeHuuposka OPC pe-
TYJIUPYIOTCS TPAHCKPUIIIMOHHBIMU (aKTOpaMu
omurogeHapouutoB 1 u 2 [68]. OPC cocrapnsi-
10T 5—8% Bcex kinerok LIHC u nuddysHo pac-
IpeneaeHbl BO B3POCJIOM MO3T€ C HauOOJBIINM
CKOIUIEHUEM B CYOBEHTPMKY/ISIPHOM 30HE, 3pHU-
T€JIbHOM HEepBe, MOTOPHOII KOpe, MO30JUCTOM
TeJe U MO3XeuKe. YKa3aHHbIe 30HBI SIBJISIOTCS
pe3epByapoM HOBBIX OJMTOLEHIPOLIMTOB [69].
ONIUTroneHIPOLUTHI MOCTOSHHO MTPOJU(epUpyoT
B 3JI0pPOBOM MO3TI€ IS MOAAePKaHUS CBOEM Kile-
TOYHOI IIJIOTHOCTU, HO 3HAUYMTEILHO MeIJIeHHEee,
YyeM 3TO MHPOUCXOIMUT B OETCKOM BO3pacTe WU
npu mioBpexnenun [70]. Ilpenmomaraercs, 4To
00pa3oBaHKe HOBBIX MUEIMHU3UPYIOIIUX OJIMIO-
JNEeHAPOLIMTOB SIBJISIETCSI BaXXKHBIM MEXaHU3MOM
HEHMPOIJIACTUYHOCTU, UYTO OOYCIOBJIEHO HX yya-
ctueM B perymsaumu romeocrtasza LIHC mocpen-
CTBOM BJIMSIHUSI HA TNIyTaMaTepruueckKylo Heipo-
TpaHcmuccuio. OPC gaBisgioTcs eqMHCTBEHHBIMU
IJIMAIbHBIMM KJIETKaMU, KOTOPble MMEIOT CHHAII-
THUYECKME CBsI3U C HelipoHamMu. CuHaNTH4ecKas
aKTUBHOCTB BIMseT Ha riponudepannio OPC u nx
I epeHINPOBKY B 3pejible OJIUTOASHAPOIN-
THI, KOTOpBIC AAIOT HA4ajo 00pa3oBaHUIO HOBOTO
muennHa. OPC akTuBupyloTCd TIyTamMaToOM, IT10-
JIydaeMbIM OT HEHPOHOB, IMMOCPEACTBOM IKCIIpEC-
CUM TIyTaMaTepruyeckKux perentopoB (AMPA).
Onpnako npu auddepenuuposke OPC B 3pe-
JIbI€ OJINTOACHIPOIUTHI IJIOTHOCTh MOBEPXHOCT-
HoM akcripeccun AMPA-perientopoB 3HAYNUTETHHO
cHKaeTcs. TakuM o0Opa3oM, KpaTKOBpeMeHHast
rnepenavya CUTHAJIOB, OMOCPEOOBAHHAS PEILEITO-
poM AMPA, BaxxHa 111 MHOAYKIWY 1uddepeHIn-
poBku OPC n Havaja akKTUBHOW MUEIWHU3AINN
akcoHoB [71]. Kpome Toro, BHOBb 00pa3oBaHHbIE
OJIUTONCHAPOLIUTHl IIPUHUMAIOT BaxKHOE yJacTue
B (OpPMHUPOBAaHMM U MPeOOpa30BaHUU INIMAJIb-
HBIX pyoLoB [72]. [Tocie moBpexXaeHUs MUETHA
3pensie OPC mnddepeHInpyoTcs B OJUTOACH-
IPOIIUTHI, CIIOCOOHBIE K PEMUEIMHM3ALUM aK-
COHOB M BOCCTAaHOBJICHUIO IIOYTH HOPMAaJIbHOI
HepBHOI TipoBognMocTH [73]. TlomoOHO mpyrum
pereHepaTUBHBIM pEaKIUsSIM, PEeMUEIMHU3AIINS
Hambosee >(PGEKTUBHO IpOTeKaeT Ha paHHUX
AKTUBHBIX CTagMsIX Pa3BUTHUSI OYArOB ACMUEIU-
HU3allu1, KOTOpPbIE XapaKTepU3YIOTCS OOMIheM
T- m B-nmumponuTtoB m mMakpodaros, comepxkKa-
IIMX IPOAYKTHI pacliaiza MUEINHA, U B KOTOPBIX
yacto BeIgBIsTIOTCsT OPC, yyacTtBylomue B (op-
MHPOBAaHUM HOBBIX MMEIMHOBBIX O0O0J0UEK; MX
IUIOTHOCTh B 3TUX 30HAX COMOCTaBUMA C IJIOTHO-
CThbIO, OOHApYyXMBaeMoOil B OKpyxXKarwlleMm Oeom
BemiecTBe. HampoTus, B ygacTKax XpOHUYECKOTO
BOCITAJICHUS 3peIble MUEIMHU3UPYIOIINE OJIMIO-
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JNEeHAPOLIMTHl BCTPEYaloTCsl Ype3BbIYAaiHO pPEnKo,
4yTO, KaK Mpearnojaraercs, ooycjioBIeHO OJOKOM
Ind@epeHIUPOBKM W OCTaHOBKOW pa3BUTHS
OPC Ha craguu npeonuroneHapouuta [74]. Ipu-
yuHbI, 10 KOTopbiIM OPC He MoryT mpoiiTu Kypc
MoJIHOM AU dEPEeHIMPOBKY B 3PEble OJUTONCH-
JIPOILIUThI, BEPOSITHO, CBSI3aHBI C BHYTPEHHUMU
n3MeHeHusMu B nmonyiasiuuu OPC wnum cnenu-
(pryeckuM M3MEHEHEeM 04YaroB Mpy XpOHU3ALUU
BocnajeHus. Tak, Hampumep, MpU IPoOrpeccu-
pytouux ¢opmax PC skcnepuMeHTaIbHOE UCTO-
IeHWEe UMMYHHBIX KJIETOK B oyarax JAeMUeIu-
HU3allUM OTPULIATESIbHO BJMSET Ha MPOLIECCHI
peMUEIMHU3alMU 110 MPUYMHE TOro, 4TO CUTI-
HaJIbl, MOCTYIIAIONIME OT 3TUX KJIETOK, SIBJSIOTCS
JBVXKYIIEN CUJION, CTUMYJIUPYIOIIEH aKTUBALMIO,
PEKPYTUHT U peryasiuuio auddepeHIupoBKU
OPC [75]. B OCHOBHOM COCTOSIHME HETIOJHOMI
peMUENIMHU3alMM M YaCTUYHBI IJIMO3 ouvara
JemMuennHu3auun Haomogaiorcs npu PC. [aH-
HOEe 00CTOSITEIbCTBO OOYCIOBJACHO TEM, UYTO MPU
PC ouaru pemMuenuHu3alLyu TIpeTeprieBalOT Psia
U3MEHEHU ¢ TeueHueM BpeMeHU. [lepBbie n3me-
HEHUs MPOUCXOST, KOIJda MOBbIIIAETCS MPOHU-
naemocth I'Db, BHyTps LIHC ycTpemnsitorcss um-
MYHHBI€ KJI€TKM, 1 BOCAJIUTEIbHbI MHOUIBTPAT
pacrpenensieTcsl mepuBackyaspHo. B manbHeii-
MM B OodYar MOBPEXIEHUs HAaUMHAIOT MOCTYNaTh
MUEIMHU3UPYIOLINE OJIUTOAEHAPOLIUTHI, KOTOPbIe
WHULMUPYIOT BOCCTAaHOBJIEHME MUeIMHa. B ¢Bs3u
C YMEHbIIIEHUEM aKTUBALMU TIMAJbHBIX KJIETOK U
BBIPAOOTKM MEIMaTOPOB BOCMAaJIeHUsT HaOoga-
€TCSl BOCCTAHOBJIEHUE IKCIPECCUU OENKOB ILIOT-
HBIX KOHTAaKTOB, a CHUXXKEHME DKCIIPECCUU MOJIe-
KyJl aare3uy Ha SHIOTEIUOLMUTAX IMPEISITCTBYET
MPOHUKHOBEHUIO aKTUBUPOBAHHBIX JIUM(MOILIMTOB
B HHC. ITo mepe yracaHusi BocImajJeHUsI U BOC-
CTaHOBJIeHUs 1LieJlocTHOCTU ['Ob ocraBlIMecs uM-
MYHHBIE KJETKM IlepeMellaloTcsl K Iepudepuu
ouara, Iie CImocoOCTBYIOT MEIJIEHHOMY pacllupe-
HUIO €ro KpaeBoii 30Hbl U MOCTEIIEHHOMY YBEJIU-
YeHUI0 ero pasmepa. B aToT mepuon mpoliecchl
IJIMo3a HauMHAIOT mpeobiianaTh, B o4are MOXHO
HaOIogaTh TUIIEPTPOPUPOBAHHBIE ACTPOLIUATHI,
eNMHUYHbIE MUEJMHU3MPYIOIINE OJUTOACHIPO-
LIMTHI, YYaCTKM pacraga MMEJIMHa M aKCOHOIIa-
Th10. COOTBETCTBEHHO, AKCOHBI, PACIIOJIOKEHHbIE
B TOMOOHBIX oyarax, IPaKTUYECKU TOJHOCTBIO
JIMIIIEHBI BO3MOXHOCTU peMueInHu3anuu. Urak,
MO CyTU, B TOH CTaauu AeMUEIMHU3aUu hop-
MUPYETCSl TIUANbHBIN pyOel, KOTOPBI MOXKHO
BusyaiusupoBarb npu MPT. Takue ouaru nmomy-
YUJIM Ha3BaHUE «UEPHBIX NbIP», TMIOMHTEHCHUB-
HbIx Ha T1-B3BemeHHBIX u300paxkeHnssx MPT.
[lomoGHBIe oyarm HaOJIOAAIOTCSI B OCHOBHOM
Ha TO3MHMX IIporpeccupytomux cragusx PC.
CylecTByeT oIlpeneia¢HHass KOPPEIsus MexXIy
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KOJIMYECTBOM <«UYEPHBIX NIbIp», HapacTaHUEM CTe-
MeHu MIo0albHOI aTpo(UU TOJOBHOIO MO3ra u
CTeNeHb0 WHBanumuszauuu [76]. OmHako mpu
3COHM n MOGAD penko ITpoucxonuT oopa3o-
BaHUE «YEPHBIX AbIP» BCAEACTBUE OTCYTCTBUS MIPU
9TUX 3a00JIeBaHUSIX XPOHMYECKOIO TICIOIIEro
HelipoBocnaneHuss. KimHUYeckue MposiBIeHUS
U MOCJenyoliee MOoJIHOE WM HEIOJHOe BOCCTa-
HOBJIEHHE HEBPOJIOTUYECKUX (PYHKIIMI CBSI3aHO C
TSKECThIO ayTOMMMYHHOTO JIE€MUEIMHU3YIOIIErO
mmpoliecca TOJbKO B mepuon oboctpeHus. [lpu
cuHApoMax, accouumnpoBaHHBIX ¢ IgG-AQP4,
B mpeoOjiagaiolieM 4Yucie clydyaeB pa3BUBaeTCs
BTOpUYHAs TSKENasl JeMUeTUHU3aUsI, 00yClIOB-
JIEHHAas1 CTPYKTYPHOI HECOCTOSITebHOCThIO Db
u nponykuueil mnatoreHHbIX IgG-AQP4. Ilpu
3COHM uyacTto MOXeT BCTpedaThCsd KUCTO3HAs
TpaHchopMalusl y4acTKOB JIeMUEIMHU3ALNU B
CIMHHOM MO3Ie¢ Ha MeCTe OBIBIIMX OCTPBIX Oya-
roB, 4YTO, OE3YCIOBHO, MNPUBOAUT K TSIKEIBIM
HEBPOJIOTUYECKUM CUMIITOMaM, KOTOpHIE aXe B
MOMEHT IIepBOil aTaku 3a00JieBaHUSI MOTYT IpHU-
BECTU K 3HAUMMOM MHBanuausauuu [77]. B cBorwo
ouepenpb, ipu MOGAD dopmupoBaHue <«4ép-
HBIX OBIP» WM KHUCTO3HOMOMOOHBIX M3MEHEHWIl B
MecCTax AeMHUEIMHM3AllMM BBISIBISETCS KpaliHe
pPEIKO M MOXET COIPOBOXIATh TOJBKO TSKENIbIE
OPDM-1ionobHbIe (DEHOTUITHI C OYEeHb KpPYII-
HBIMM oOyaraMy IIOpaXeHus1 mMueanHa. B aTom
clyyae B IIEHTpe oyara, Iie IOJIro IMepCUCTUpyeT
BOCITaJIeHNE, MOXET C(OpMHUPOBAThCSI KapTHUHA
KMCTO3HOW TpaHchopMaum aUOO0 TIPOM30MTH
MOsIBJIeHUEe TUIIOMHTEHCUBHOTO yyacTtka B T1-pe-
xume ipu MPT [78]. B GonpmmHCTBe ciaydaeB
nmpu MOGAD HabmomaeTcss MpakTUYEeCKH TI0JT-
HOE€ MCYE3HOBEHHE OYaroB WM CYIIECTBEHHOE
YMEHBIIIEHHE UX Pa3MepOB, YTO TOBOPUT B IIep-
BYIO O4epenb O COCTOSITEJIbHOM peMUEIMHU3ALNN
1, BUAMMO, OoJyiee JIETKOM CTEIeHM MOpakKeHMUS
MueliMHa B 1esoM. Hauboliee yacTto y mauueHToOB
IIPOMCXOIUT ITOJHBINA perpecc CUMMITOMOB IOCTe
JIeYEHUST TIIIOKOKOpTUKOcTepounamu. OmHaKo, He-
CMOTpSI Ha XOPOIIlee BOCCTAHOBJIEHUE U JOCTaTOU-
HO OJIaroNpUsITHBIM NPOTHO3 3a00eBaHus, OoJiee
yeM B 50—70 % ciyyaeB MOGAD umeet penuau-
BUpPYIOIIEEe TeUYEeHUE, OCOOCHHO Yy B3POCHBIX, UTO
TpeOyeT Ha3HaueHMSI Tepaluu, IpeaoTBpallao-
et 000CTpeHMs, B IIPOTUBHOM CJIydae ITOBTOPSI-
IoII1ecsT 000CTpeHMsT MOTYT IIPUBECTH K KpaiiHe
HETaTUBHBIM IIOCIICACTBUSIM B BUIE CIACHOTHI WA
IBUTATEIbHBIX HapyIlIeHuit [79].

SAK/IIOYEHUE

OTKprTI/IG HOBBIX AaHTUTEIL
YIYyUYIIWJIO0 Hallu IIPpEACTaBICHUSA

3HAYUTEIbHO
O ITIaTOI€HE3€
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BOCITQJIMTEJbHBIX JTEMUEIMHU3UPYIOIINX 3a00-
neBaHuin IIHC u mo3BoJIMJIO BBIAEJIUTHL HOBBIE
Ho3osorndeckre enuHulibl. MOGAD gBasgioTcs
MEePBLIMUA TEMUEIVHU3UPYIOIIUMA 3a00JIeBaHMSI-
mu HHC, n1g KoTopbIX TOYHO MAECHTUDULIMUPO-
BaH aHTUTeH W JOKAa3aHO, YTO aHTUTela, BbIpa-
oareiBaeMble K MOG, gBISIIOTCSI MATOT€HHBIMU.
TpynHoctu BoigBiaeHuss MOG-IgG mnoOyauiu
HcciienoBaTeieil K MOJYyYeHUIO HOBBIX 3HAHUI O
MOJIEKYJISIDHBIX M OMOXMMMWYECKUX acleKTax 3a-
0oJieBaHMsI, UTO MO3BOJMIIO OoJiee TMOAPOOHO 13-
YUUTb CTPYKTYpY MOG, 4aCTUYHO BBISICHUTDH Me-
XaHU3Mbl B3aumoneiictBus MOG c¢ aHTuUTenaMu
1 TOKa3aTh CJIOXHOCTb aJbTepPHATUBHOTO CILIAli-
cunra reHa MOG. TlonyyeHHbIE HA CETOMHSIIHUMI
JIeHb TaHHBIE JOJKHBI JIeYb B OCHOBY VJIYUYILIEHMUS
JMArHOCTUKM 3aboneBaHus. HecMoTpst Ha To, 4TO
MOGAD wumeroT 60s1ee 61arornpusITHBIN TPOTHO3
[10 CPABHEHUIO C IPYTMMU IEMUETUHU3UPYIOLIN-
MU 3a001eBaHUSIMU, JOCTATOYHO YacTO 3TU 3200~
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JIeBaHUs MIPOTEKAIOT ¢ peuuauBamu. Kpome Toro,
BcTpeyvawoTes Tskenbie ciydan MOGAD, B Tom
yuciae Uy AeTeit, 4yTo TpedyeT HEOTIOXKHOM Tepa-
nuu. TakuM oOpa3om, lienecooOpa3Ho AajibHeli-
1ee M3ydyeHue pa3IMyHbIX acIleKTOB 3abojieBa-
HUS 71 YTOYHEHUS TepalleBTUYECKUX MUILeHEeH
U TIPOBEAEHUS] MHOTOLEHTPOBBIX PaHAOMU3UPO-
BaHHbBIX UCCAENOBAHUI JIEKapCTBEHHBIX Mpenapa-
TOB, CITIOCOOHBIX BJIMSITH HAa 4aCTOTy 00OCTpeHU
MOGAD.

Bxknanx asropos. [1./I. EnuceeBa — HanucaHue
cratbu; M.H. 3axapoBa — pemakTupoBaHUE TEK-
cTa CTaThbU.

KondaukT uaTepecoB. ABTOPHI 3asBISIOT 00
OTCYTCTBMY KOH(JIMKTAa UHTEPECOB.

Co0Omonenne 3THYeCKHX HopMm. Hacrogas
CTaThsl HE CONEPKUT OMMCAHUS BHIITOJTHEHHBIX aB-
TOpaMU UCCJIENOBAHUN C Y4aCTUEM JIXOIEU MU UC-
MOJIb30BaHMEM XKUBOTHBIX B KaYe€CTBE OOBEKTOB.
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MYELIN OLYGODENDROCYTE GLYCOPROTEIN —
AUTOANTIGEN IN INFLAMMATORY DEMYELINATING DISEASES
OF THE CENTRAL NERVOUS SYSTEM

Review
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Demyelinating diseases of the CNS are a result of an autoimmune attack to the myelin sheaths surrounding
axons. Their structural proteins become antigenic and as a result, myelin lesions appear. The identifica-
tion of specific antibodies directed against the components of myelin, using highly specialized methods of
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laboratory diagnostics, can significantly improve diagnostic approaches. Currently, myelin oligodendrocyte
glycoprotein antibody-associated disease (MOGAD) consists of demyelinating syndromes with an identi-
fied antigen. The pathogenic role of human MOG-IgG has been demonstrated, which makes it possible to
isolate this disease into a separate nosological form. However, for the myelin oligodendrocyte glycoprotein
(MOG) gene, alternative splicing can produce various isoforms, which hinders antigen detection even for
the most advanced techniques of immunofluorescence analysis. On the other hand, MOG conformational
changes provide the structural integrity of other myelin proteins and maintain immune autotolerance mech-
anisms that are unique to humans.
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