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HOPMATUBHBIE CCBUUIKHN

B Hacrosiel quccepTaiyi UCMOJIb30BaHbI CCHUIKHM Ha CIAEAYIOLIUE CTaHIAPThI:

Vka3 Ilpesunenra Pecnyonuku Kazaxcran ot 15 smBaps 2016 roma, Nel76.
Yrpatun cuny Ykazom [pesunenta Pecnyonuku Kazaxcran ot 19 anpens 2019 rona
Ne 29. O06 ytBepxkaenuu ['ocynapcTBeHHON MpOrpaMMBbl pa3BUTHS 3APaBOOXPAHEHUS
Pecniy6nmuku Kazaxcran "Jlencaynsik" Ha 2016 - 2019 roab1 1 BHECEHUU JOTIOJTHCHUS
B Yka3 [Ipesunenra PecnyOnuku Kaszaxcran ot 19 mapra 2010 roma, Ne957 "O6
yTBepxkeHuu [lepednsi rocyaapcTBEHHbBIX TporpamMm’.

Konexkc Pecny6nmukum Kazaxcran. O 3710poBb€ HapojJa UM CUCTEMBI
3npaBooxpaneHus: nmpunaT 7 uroist 2020 roga, Ne360-VI 3PK.

[Tocranosnenue IlpaButennctBa PecnyOnuku Kazaxctan «OO0 yTBepkIeHUU
['ocynapcTBeHHOM mporpamMmbl pa3BuTHUs 31apaBooxpanenus: Pecnybnuku Kazaxcran
Ha 2020-2025 roasi»: yTB. 12 okTs16pst 2021 roga, No725.

Vka3 [Ipesuaenta Pecnyonuku Kazaxcran. O6 yrBepxkaeHuu ['ocyaapcTBeHHON
nporpaMMbl pa3BUTUS 3lpaBooxpaHeHus PecnyOnuku Kazaxcran «CanamarThl
Kazaxctan» Ha 2011-2015 roae»: y1B. 29 HOos10pst 2010 roma, Nel1113 (¢ usmMeHeHusiMu
1 JOMOJIHEHUSIMU 10 cocTossHuIo Ha 02.07.2014 rox).

Vka3 Ilpesunenta Pecriyonuku Kazaxcran. O6 yrBepxkaenuun ['ocynapcTBeHHON
nporpaMma pa3BUTHS 3ApaBooxpaHeHust PecnyOnuku Kazaxcran «JleHcaynbik» Ha
2016-2019 rompt m BHeceHuu gomonHeHuss B Yka3 IIpesunmenra PecmyOnuku
Kazaxcran or 19 wmapra 2010 roma, Ne957 «O6 yrBepxnenuun Ilepeuns
roCyJJapCTBEHHBIX IporpaMm»: yTB. 15 siuBapst 2016 rona, Nel76 (yrparun cuiy).

[Ipuka3z Munuctpa 3apaBooxpanenust Pecriyonuku Kazaxcran ot 15 mapta 2022
roga NeKP JICM -25. 3apeructpupoBan B MUHHCTEPCTBE IOCTUIIMU PecmyOnuku
Kazaxcran 19 mapta 2022 roma Ne 27182. O0 yTBepkJIeHUU CTaHIapTa OPraHU3aIuU
oKa3zaHus neauatpuyeckor nomoum B Pecnyonuke Kazaxcran.

[Ipuka3 wu.o. Munuctpa 3npaBooxpaneHusi PecnyOmuku Kazaxcran. «O06
YTBEP)KIEHUU Tapu(oB Ha MEIMUIMHCKUE YCIYTd, MPEAOCTaBIseMble B paMKax
rapaHTUPOBAHHOIO 00beMa OECIUIaTHOM MENHULIMHCKOM IOMOIIM U B CHUCTEME
00s13aTEILHOT0 COIMATBHOTO MEIUIIMHCKOrO cTpaxoBaHusi»: yTB. 30 okta0Ops 2020
roga, NeKP JICM-170/2020.

[Tocranosnenue IlpaBurenbctBa Pecnybnuku Kazaxctan. OO yTBepxaeHUU
I'ocymapcTBeHHOM MporpaMMbl pa3BUTHS 3ApaBooxpaHeHus PecnyOnuku Kazaxcrtan
Ha 2020-2025 roasl: yTB. 26 nexadbps 2019 roga, Ne982.

[Ipuka3 Munuctpa 3apaBooxpanenus Pecnyonuku Kazaxcran ot 27 anpens 2022
roga NeKP JICM-37. 3apeructpupoBan B MwuHuCTEepCTBE IOCTUIMU PecmyOiauku
Kazaxcran 29 anpens 2022 roma Ne27833. OO0 yTBepKIEHUU MPABUI OKA3aHUS
CHEUaTU3UPOBAHHON MEIUIIMHCKON OMOIIM B aMOYyJIaTOPHBIX YCIOBUSIX.

[Ipuka3 Munucrpa 3apaBooxpanenusi Pecnyonuku Kazaxcran ot 20 okta0ps
2020 roma, NeKP JICM - 142/2020. 3apeructpupoBad B MHUHUCTEPCTBE HOCTULIMU
Pecniy6nuku Kazaxcran 22 oxta0ps 2020 rona, Ne21479. O6 yTBepKACHUU MEPEUHS
ophanHbIX 32007€BaHUI U JIEKAPCTBEHHBIX CPEACTB JJIs UX JiedeHUs (OphaHHBIX).

[Ipuka3 Munuctpa 3apaBooxpanenus Pecnyonuku Kazaxcran ot 27 anpens 2022
rojna, NeKP JICM-37 «O0 yTBep:KIAEHUU MpaBWI OKa3aHUs CIECLHAIU3UPOBAHHOM, B
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TOM YHCJI€ BBICOKOTEXHOJOTHYHOU, MEAMIIMHCKOM MOMOIIN», PEriIaMEeHTUPYIOIINMA
MOPSAOK HAMpaBJIEHUS U OKa3aHUS CHELUUATU3UPOBAHHON MOMOIIM MAllMEHTaM, B TOM
YHUCJIE JIETSAM C TSIKEIOU HEBPOJIOTHUYECKON MATOJIOTHUE.

MexnyHapoaHas cTaTUCTHYecKas Kiaccudukaius Oosie3He u  mpolsiem,
CBA3aHHBIX cO 310poBbeM, 10-ro mepecmorpa (MKB-10), pasmen G35-G37
«Jlemuenuausupyromue O0JIE3HU LEHTPATbHOW HEPBHOM CHCTEMBI», HCMOJb3yemas
JUIS KOJUPOBaHUSA M KiacCU(UKAIIMKU PACCESTHHOTO CKIIepo3a W 3a00JIEBaHUN €To
cnekrpa. s paccessHHOro ckieposa npumensiercs kog G35.

l'ocymapctBennwii  cranmapt  PecmyOnmukum  Kazaxcram — «Hamgmexammas
knuanYeckas npaktukay (Good Clinical Practice, GCP): CT PK 1616-2006.

l'ocynapctBennniii  cranmapt  PecnyOnmuxkum — Kazaxcran — «Hagnexainas
KInHu4deckas npaktuka» (Good Laboratory Practice, GCP): CT PK 1616-2006.

Konekc stukm menurmuHckoro pabotHuka PecnyOnuku Kazaxcran. Hopmbr
po(eCCUOHATBHOTO MOBEACHUS U 00€CIIeUeHUsI KAUeCTBA METUIIMHCKON TOMOIIH.



OIIPEJEJIEHUSA

B Hacrosmedt amccepTanMyd  NMPUMEHSIOTCS  CIEAYIOIIME TEPMHHBI  C
COOTBETCTBYIOIIUMHU OIIPEICTICHHUSIMH:

BeJioe BemecTBO — COCTOUT M3 ITyYKOB HEPBHBIX BOJIOKOH, KOTOPHIE COSAUHSIOT
paznuyHble 00JIaCTU CEpOro BEIIECTBA (MECTa PACIOJIOKEHHUS Tl HEPBHBIX KJIETOK)
MO3ra JAPYyT C APYrOM H MEPEHOCAT HHPOPMAIIHIO B BUIC HEPBHBIX UMITYJIHCOB MEXKTY

HEUpPOHAMH.
BocnanureabHble  AeMUeJMHU3MpYomme  3a0oaeBanuss  (BA3) -
reTeporeHHasl Tpynna JACMUCIUHU3UPYIOIUX  3a00JeBaHUA —  COCTOSIHHS,

BBI3BIBAIONIME TOBPEXKACHUE MHUEIMHA, 3alIUTHOW OOOJOYKH HEPBHBIX BOJIOKOH, -
BO3ZHHKAOIIME HA (J)OHE OCTPOTO MIIM XPOHUUYECKOTO BOCIATUTEIBHOTO Mpoliecca.

Paccesinnbiii ckiepo3 (PC) — 3TO COCTOSIHME, KOTOPOE MOXKET IOPa)XaTb
TOJIOBHOM U COMHHOM MO3T, BBI3bIBAs IUPOKUIM CHEKTP MOTECHIIMAJIBHBIX CUMIITOMOB,
BKJIFOYAs IPOOJIEMBI CO 3pEHUEM, IBHKEHUSIMU PYK WIIH HOT, YYBCTBUTEIBHOCTHIO WIIH
PaBHOBECHEM.

3a0osieBanue cnexktpa ontukoHeBpomueauta (3COHM) — mpencrasiser
cobotii 3a001eBaHNE IICHTPAIHBHOW HEPBHOW CHCTEMBI, KOTOPOE BBI3BIBAET BOCIIAJICHUE
3pUTENILHOTO HEPBA U CIIMHHOT'O MO3ra.

OcTpolii fucceMnHUpoBaHHBbINA dHIePamomueut (OIM) xapakTepusyercs
KOPOTKHM, HO PaclpOCTPAHEHHBIM MPUCTYIIOM BOCHAJIEHUS B TOJOBHOM U CIIMHHOM
MO3r€, KOTOPBIA MOBPEXKIAET MUETUH — 3aIIUTHYI0 000JI0YKY HEPBHBIX BOJIOKOH.

Jleiikoanuedanur  Pacmyccena  —  mporpeccUpyromuil  dHIEDATHT,
3aTparuBaroOlMi TOJBKO OJHY TeMHc(pepy TOJOBHOIO MoO3ra W HMEIOIIUN
XPOHHYECKOE TEUCHHE.

AYTOMMMYHHBIN JHIEPATUT — 3TO COBOKYITHOCTh CBSI3aHHBIX COCTOSIHUM, MIPU
KOTOpPBIX UMMYHHAas CUCTEMa OpraHr3Ma aTaKyeT MO3T, BbI3bIBas BOCIIAJICHHUE.

AxBanopun 4 (AQP4) — mpencraBnser coOoil Oel0K BOJHOTO KaHaa,
OOHApyEHHBI B KJIETKaX, HM3BECTHBIX KaK AacCTPOILMTHI, KOTOPHIE OKPYKAIOT
remaTodHIleanuueckuii 6apbep (CI0M KIETOK, OTBEYAIOIIMX 3a MPEIOTBpAaIlCHHE
MIPOHUKHOBEHUSI OMACHBIX BEIIECTB U3 KPOBU B MO3T).

HLA cucreMa WM KOMIUIEKC JIEHKOUMTAPHOIO AHTHIEHA YeJIOBEKa —
KOMILJIEKC T€HOB Ha 6-i XpOMOCOME YeI0oBeKa, KOTOPhIe KOJUPYIOT OEIKH KIECTOYHOM
ITIOBEPXHOCTH, OTBETCTBEHHBIE 3a PEryJISIUAI0 UMMYHHON cucreMbl. Cucrema HLA
TaK)X€  M3BECTHA  KaKk  4eJlOBeYeCKas  Bepcus  TJIABHOIO  KOMILIEKCa
ructocoBmectuMoctu (I'’KI'C), 060Hapy>Xk€HHOTO Yy MHOTHUX JKMBOTHBIX.

HLA-DRBI1 — anturen rucrocoBmectumoctd HLA knacca 11, 6era-uens DRBI,
npeAcTaBisier coooit 0enok, KOTOpbId y uenoBeka kogupyercs reHom HLA - DRBI

Boae3nb antutes MOG (MOGAD) npexacrasiser co00il HEBPOJIOTHYECKOE,
MMMYHOOIIOCPEIOBaHHOE 3a0oJieBaHUEe, MPU KOTOPOM HAOJIOAAeTCs BOCIAJICHUE
3pUTEIBLHOIO HEPBA, CHUHHOTO MO3Ta W/WIN TOJI0BHOTO MO3Ta.



I'nukonporenH mMueJUHOBBLIX osaurogenapouuToB (MOG) npeacrasuser
coOoii OeNnoK, KOTOPBIA PACION0KEH HAa MOBEPXHOCTH MHUEIHHOBBIX O0O0JIOUEK B
LIEHTPAJIbHON HEPBHOU CUCTEME.

EDSS (anra. Expanded Disability Status Scale) — paciupennas mkaia oleHK!
CTENEHU HWHBAJUIM3ALNU — METOJ OLICHKH HEBPOJIOTUYECKHX MOPAXKEHUU NpHU
paccesstHHOM ckiepo3e, npemioxkeHHbii k. Kypruke B 1983 romy u mmpoko
MPUMEHSFOLIUANCS.

AJiesib — pas3MYHbIE BAPHAHTBI OJHOM M TOM K€ IOCIENOBATEIBHOCTHU
HYKJICOTHJIOB B TOM K€ MeCTe Ha JJIMHHOU Mosekyne JIHK.

I'enomuka — paszgen MOJIEKYJSIPHOW T'€HETHKH, HANpPaBICHHBIM HA W3y4YEHUE
aHaJIM3y F€HOMAa U T'€HOB >KUBBIX OPraHW3MOB, BKJIIOUYAsl U3YUYEHHE MOJHOIO Habopa
T€HOB OpraHrU3Ma WIN 3HAYUTEIbHOM UX YaCTH.
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CIIA — CoenuHeHHble TITAThl AMEPUKH
GWAS — IlomHOTEHOMHBIE accolMATHBHBIC HCCiIeAOBaHUS (genome- wide
association studie)



BBEJIEHUWE

Jlemuenuuusupyronme 3a00JieBaHUsI  IIEHTPaJIbHOM  HEPBHOM  CHUCTEMBI
MPEACTABISIOT CO0OM TpymImy BOCHATUTEIBHBIX ayTOMMMYHHBIX —ITaTOJIOTHM,
MPEUMYIIECTBEHHO TMOPAXAIIMX Oeloe BEHIECTBO TOJOBHOTO MO3ra — €ro
MOJTyIIapus, MOJKOPKOBBIE CTPYKTYPbI U CTBOJI. Hepenko B MaTOJIOTHYECKUM TP O1IeCC
BOBJICKAIOTCSI TaKXE€ YEPEINHbIE HEPBbL. DTU COCTOSIHUS HEPEAKO OOBEAMHSIOT TMOJT
TepMUHOM  HeillpoumMmyHHble  3a0oneBanus [IHC. K  HuM  oTHOcsATCS
NOCTUH(MEKIIMOHHBIE  OCTpble  JIUcceMUHUpoBaHHble sHIehanutel  (OJDOM),
MyiabTU(Da3HbIe  GOpMBI  JMCCEMUHHPOBAHHBIX  DHIE(ATUTOB,  pacCeSHHBIN
(MHOXXECTBEHHBIN) cKiIepo3, dHIehanuT Paccmyccena u nevikosHuedanut Lmnpaepa
[1,2].

Octpsiil aucceMuHupoBaHHbiil SHUePanuT U PC Bocmpou3sBesieH Ha MOJEIIX
KUBOTHBIX B BHUJI€ IKCIIEPUMEHTAIBLHOTO aJuiepruyeckoro sHiedanromuenura (3AD)
[3]. Ho, kak u B cnyyae ¢ PC, y HEro HET €AMHOI0 YETKO OMPEACICHHOTO aHTUTE€HA,
MMMYHH3AIMsI KOTOPBIM BBI30BET BCE BO3MOXKHBIE MTPOsiBIIeHUs 3a00eBanus. B cBs3u
c oatuM, aemuenuHusupymme paccrpoiictea I[HC oTHOcATCS K HMMMYyHHO-
MEIUATOpPHBIM  3a0osieBanusiM [4]. BochmanuTenbHbIA HpoOIECC TPU  TaKUX
3a00JIEBaHUSIX MOXXET OBITh BTOPUYHBIM, MO OTHOIICHUIO K MEPBUYHOUN ACCTPYKIIUU
HEPBHOW TKaHU WIM BUPYCHOU aTaku [S]. COryIacHO COBpEM €HHBIM MPEACTABICHUSM,
B [TIATOre€HEe3¢ HEHPOMMMYHHBIX 3a00J1€BaHUM, K KOTOPBIM OTHOCATCA DAD, Beay Y10
posib urpatot 3 dakropa: Tpurrep-pakrop (BUpYyc), 3amyCKarIHil ayTOUMMYHHYIO
pEaKlMI0 K OMNpeAeIeHHOMY MO3roBoMy Oelky; oO0mas HWMMYHOCYIpEeccHs
(KOHCTUTYIIMOHATbHAS WJIM CUTYallMOHHO OOYCJIOBJEHHAas) W TIeHEeTUYecKas
MIPEAPACTIONO0KEHHOCTh co CTOPOHBI TE€HOB TJ1aBHOTO KOMILJIEKCa
rucrocoBmectumoctu (HLA knacca II) [6-8].

BocnanurenbHble  3a0ojieBaHUS ~ HEPBHOM  cucTtembl  (HelpouH(eKIuu,
nemuenunusupytomue 3aboneBanuss [[HC u ITIHC, cuctemHbie ayTOMMMYHHBIE
3a00JI€eBaHUs C TIOPAXXCHHUEM HEPBHOM CHUCTEMbI) IO JIaHHBIM Y HUBEPCUTETCKOM
KIMHUKA ~ «AKcail» cocraBisier npumepHo 5-15 % ot obmero uyucia
TOCHUTAIM3UPOBAHHBIX JI€Te. Y JIeTel paHHEro Bo3pacra OT 3 mecsueB 10 4 JeT
HanOoJiee 4YacTo BCTPEYAIOTCS TMOPAXKEHHS] HEPBHOM CHUCTEMBI, CBSI3aHHBIE C
MepEeHEeCEHHBIMU BHYTPUYTPOOHBIMU WH(EKIMSIMHU, a TAKKE OCTPbIE€ U MOJOCTPHIC
Pa3HOBUIHOCTH SHIIC(DATUTOB, BKIIOYAs JICHKOIHIISPATUTHI. Y IIKOJbHUKOB U JAeTel
JOIIKOJIBHOTO ~ BO3pacTa 4Yalle JUarHOCTHUPYIOTCS MCTUHHBIE ayTOMMMYHHBIE
MaToOJOTMM HEPBHOM CHUCTEMBl — TaKu€ KakK JIEMUEIUHUZUPYIOUIME OCTpbIC
JMCCEMUHUPOBAHHbIE SHIIePATIOMHUEIIUTHI, paccestHHbII CKJIEpO3 u
JEMUEIUHU3UPYIONIUE TPOLIECChl, BO3HUKAIOIIUE Ha (POHE CHCTEMHON KpacHOMU
BOJTYAHKHU U JPYTUX 3a00JI€BaHUM.

[lo  pmanHBIM  §uUTEpaTypbl  3a00JIEBAEMOCTh  TOJBKO  XPOHHUYECKUM
JEMUEITUHU3UPYIONIUM 3a00JIeBAHUEM HEPBHOM CHUCTEMBI — PACCESIHHBIM CKJIEPO30M
cocrabisieT Ha rore CIIIA 17 ma 100000, B Kanage 6omee 50 ma 100000, a Ha OrmkHEM
Bocroke 30 ma 100000 [9]. IIpu stom R. Dale, 2007 [10] Ha Gosnbiioi koropte
6onbHBIX, O60see 200 (MyJIBTULIEHTPOBBIE JaHHBIE), TTOKa3al, 4To B 96 % cimydaes
paccesHHBbIM CKJIepO3 HAauMHAEeTCs B JETCKOM BO3pacTe, TaKk Jaxe MpH
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MOHOCHMIITOMHOM TPE3EHTAllMM PACCEITHHOrO0 CKiepo3a, coBpemeHHbie MPT
TEXHOJIOTUHU YKa3bIBAIOT Ha IABHOCTH 3a00JIeBaHuA S JIeT ¥ 00j1ee Yy MOJIOJIBIX JTI0JIEH C
MOHOCUMIITOMHOU IIpe3eHTaIel 00Je3Hu, T.€. JETCKUM BO3pacT.

B mupe B 2022 roay HacuuThiBaeTcs OoJjiee 3MIIH YEIOBEK C PACCEIHHBIM
CKJIEPO30M.

B Kazaxcrane [gaHHas MaTOJIOTHS TPEACTABISET CEPHE3HYIO MEIHUKO-
COLMATBHY O npooiemy. Tekymue OLICHOYHbBIE MOKa3aTen oOmei
pacnipoctpaneHHOcTH PC B cTpaHe MCUMCIAIOTCS ThICSYaMU MAlUEHTOB, MPU 3TOM
neTckas koropTa (mo 18 jeT) mpeacTaBieHa cTaOMILHON TPYIION, HACUUTHI BAIOIIIEH,
10 pa3HbIM orieHKaMm, 10 150-200 BepuduIMpOBaHHBIX CITyYacB.

PaccesiHHBIN CKIIep03 y JA€Tel OTHOCUTCS K KaTeropuu opQaHHbIX 3a00JeBaHUN
U MO JaHHBIM MEXIYHApOJHBIX U HalMOHAIBHBIX peructpoB auaupyroT CIIA wu
EBpomna, roe pacnpoctpaHeHHOCTh jpocturaer 3—5 ciaywdaeB Ha 100 000 merckoro
Hacesenus. B Poccum aToT nmokasarens coctanisieT 2,5—4,0 va 100 000, B Kazaxcrane
opueHTupoBo4HO 0,3 - 0,55 maHHOM NaTOJIOTUK B AETCKOM BO3PacCTe.

PaccesiHHBIN CKIIEpO3 3aHUMAET BTOPOE MECTO MO MPUYMHAM HEBPOJIOTHUECKOU
VHBAJUIHOCTH y MOJIOABIX JtoAed B Bo3pacte oT 18 ner. Y 90% mnanueHToB C
paccessHHbIM CKJIEPO30M MMEIOTCS JBUTaTelibHbie HapyuieHus. Haubombiiee yucio
MalMeHTOB  3apEerHUCTPUPOBAHO B  AKMOJUHCKOW, Bocrouno-Kazaxcranckoi,
Kaparangunckoit Typkectanckoit o0nacTsx, ropogax Anmarsl, Actana, AKTooe.

PaccessHHBIM CKJ1€pO30M CTPagar0T, B OCHOBHOM, MOJIOABIE JIIOJIH, B BO3PACTE OT
20 o 40 net, yTO NPUBOJIUT K MHBAIUAN3AIMU MOJIOAOTO HaceneHus, Tak xe y 30%
Hayayo 3a00JeBaHUsI MPUXOJUTCS Ha JETCKUM Bo3pacT. B cBsi3u ¢ uem paHHAS
JUAarHOCTHKAa W CBOCBPEMEHHOE HAYajo JICYCHHS, ITOMOXKET YJYUIIUTh NOKA3aTENH
MHBAJIUAU3AIUH.

JleTalbHOCTH B TPYIINE BOCTAIMTEIBHBIX JEMHUEITMHUZUPYIOMINX 3a00JIeBaHUN
[HC xonebnercs ot 2% 10 90% B 3aBUCUMOCTH OT KOHKPETHOM HO30JOTHUH, TPU STOM
MOKa3arellb JeTAILHOCTUA PE3KO BO3PACTAET MPHU MO3HEH TUArHOCTUKE WJIM HEBEPHO
yCTaHOBJIEHHOM auarHose [11]. IMeHHo ycTaHOBIE€HHE MPABUIBHOTO KIMHUYECKOTO
IMar{o3a, BEAYIIEr0 HMMMYHOJOTMYECKOT0 MEXaHW3Ma, II03BOJIAIOT HA3HAYUTH
1eJICHAINPaBICHHOE JICYEHUE U TOOUTHCS peMUCCUU 3a00J€BaHUS WM CHU3UTH €ro
MPOTPECCUPOBAHHUE.

AHanu3 WHBAIMIMU3AIMU TSDKEJIOW CTeneHU (HEeBO3MOKHOCTh CaMOCTOSTEIbLHO
nepenBuraThes) B uccienopanusx Emmanuelle Leray, ¢ coaBt. 2010 coctaBnset 35 %,
pu 3TOM 2/3 3TUX JIHI] ¢ MporpeccupyrommuMu Gopmamu 3adosieBanus, a 1/3 ¢
pemutupytomumMu (odoctpenuss u  pemuccuu) [12,13]. [lpu pannem pgeOrore
3aboneBanus PC, yxe k Bo3pacty 30 rogam naiueHThl CTAaHOBATCS MHBAJIMIAMU, TOT1a
KaK pa3pab0oTaHHOE B BEAYIIMX MEAULMHCKUX LIEHTpaxX 3amajHoro MUpa KpUTEpUU
pPaHHEW NUAarHOCTHKH, a 3TO B OCHOBHOM HelpoBu3yanu3aunoHHsle MPT-kpurepun
Mc Donalda, 2005 1 uMMyHOJIOTHYECKHE KPUTEPUH (HATUYHE U TUTP ayTOAHTUTET,
OJINTOKJIOHAJIbHBIE OaHJbl B JIMKBOPE WU JAp.) MO3BOJSIOT BBICTABUTH JMATHO3 0
BO3HUKHOBEHUS CTOMKOW NMHBAJIMTHOCTHU U NIPEIOTBPATUTh €€ PA3BUTHE.

OOBEKTUBU3UPOBATH TIYOMHY JEMUEITUHU3UPYIOUIETO MPOIECCa MOXKET TaKkKe
HOBBII MeToj onTthdeckod korepeHTHOU Tomorpaduu (OKT) mpencrasmsier coboit
HOBBII METOJ, KOTOpPBIM MOXET IOMOYb B aHAJIW3€ HEUPOAECTeHEpaluud NpHU
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paccestHHOM ckJiiepo3se [14]. MeTon ocHOBaH Ha pUKCAIlMK UCTOHYEHUS CJI0Sl HEPBHOTO
BosiokHa ceryatku (RNFL). Oka3zanocs ucronuenue ciosi RNFL y mauuentos ¢ PC
(Axel Petzold, Johannes F de Boer, Sven Schippling, et al., 2010) 3HauuTENBHO
Oompie, yeM oxkupanoch [15]. TousuHa €10 HEPBHBIX BOJOKOH IO Kparo JAMCKa
(RNFL) koppenupyer ¢ BU3yaJbHbBIM U HEBPOJOTHYECKUM (PYHKIIMOHUPOBAHUEM, a
TaK)Ke C MapaKIMHUIECKUMU JAaHHBIMU.

HeitpouMmMmyHHBIE U BOCTIATUTEIbHBIE 3200JIeBaHMS HEPBHOM CHCTEMBI OTHOCSITCS
K JOCTaTOYHO IIMPOKOMY CHEKTPY MAaTroJoTMM HepBHOW cucteMbl [16]. K
KJIACCUUYECKUM HMMMYHO-00YCIOBJICHHBIM 3a00JIeBaHUSIM HEPBHOW CHUCTEMBI OTHOCST
TaK Ha3bIBa€MbIE JEMUEIUHU3UPYIOIINE 3a001€BaHHUS.

['maBHBIMM MMMYHOKOMIIETEHTHBIMH KJIETKaMH, BOBJICYEHHBIMM B MMMYHHBIN
OTBET MpPHU JEMHUCIUHUZUPYIOMIHX 3a00JI€BaHUSIX, SIBIASIOTCS KIETKU MUKporiuu [17].
B moBbIllIeHHOM KOJIMUECTBE B 00JIACTSIX MOPaXKEHUs MPUCYTCTBYIOT T-TUM(OIUTHI,
KOTOpbIE, KaK M Makpodaru, MOryT MNpPOHUKATh B MO3l U3-3a IOBPEXKICHUS
remarosHIedannaeckoro 6aprepa. ['eHeTHueckn KOAUPOBaHHBIE HMMYHOJOTHYECKHUE
MapKepbl MOTYT ONPEEISATh PEaKTUBHOCTh MO3Ta [0 OTHOIIEHUIO K AMUJICHTOT€HHBIM
(dbakTopam.

O6mwmM aJ1st BCeX JEMUETUHU3UPYIONIUX, HEHPOUMMYHHBIX 3a00JIeBaHUN WU
3a00JIeBaHMI CIIEKTpa PACCEIHHOTO CKJIEP03a, BKIK0Yask OCTPHIN THCCEMUHUPOBAHHBIH
sHuehanoMuenur, nekosHuedanur Pacmyccena, neiikosnuedanutr Ilunsaepa,
ONTUKOMHUENUT J[€BUKA U IOBEHUJIbHBINA PACCESTHHBINA CKJIEPO3 SIBISIOTCS HECKOJIBKO
dakropos [18]:

1. Hapymenue  remaro-sHIehaTUTHUYECKOTO  Oapbepa, dYTO  oOJerdaet
MOCTYIUICHHE  ayTOMMMYHHBIX  T-peakTUBHBIX  JUM@OUUTOB, Makpodaros,
ayTOAHTHUTEJ HEMOCPEICTBEHHO K MUEIIMHOBOM 000JI0YKE U HEHPOHY;

2. Tapretubiii Tpurrep-aHTUreH (O€TKU MUETUHA (MUCIIMH- OJIUTOTJIUKOIIPOTENH,
MUETMH-aCCOLMUPOBAHBIN TTUKOMPOTEUH, OCHOBHOM OEJIOK MUENIUHA, U JP.;

3. OcobGenHocti TeHOB HMMyHHOro otBera, DR-ob6mactu I['KIT (I'maBHOTO
KOMILIEKCA TUICTOCOBMECTUMOCTH YEJI0BEKA).

OtpaboTka STUX TpeX OTAMOB JAacCT JOCTAaTOYHO YETKHH JTHATrHOCTHYECKUU
QITOPUTM [IJIi YCTAHOBKM MMMYHHOM TPUPOJIbI 3a00JI€BaHUsI, TOYHOM MOCTAHOBKHU
JMarHo3a U MPOBEICHUSI aJIEKBATHOW Tepanuu dTUX 3a00JIeBaHU.

Henr wuccienoBaHus: ONTUMHU3ALMS paHHEH JUArHOCTUKM HA OCHOBE
KIMHUYECKUX M  HMMMYHOTEHETHMYECKHUX OcOoOeHHOcTed, [yii  00OCHOBaHHS
CBOEBPEMEHHOW TEpaNuy JEMUETUHUZUPYIONUX 3a00JI€BaHUHN CIIEKTpa PACCETHHOTO
CKJIEPO3a Y JETEN.

3agaum ucciae10BaHUS

1. [IpoBecTn aHanu3 KIMHHKO-HEBPOJIOTHYECKUX, HEUPOBU3YAUTU3ALMOHHBIX H
7a00paTOPHBIX OCOOCHHOCTEM pa3BUTHUS JNEMUETUMHUZUPYIOUIUMX 3a00JIeBaHUM,
OTHOCSIIIMXCSI K CIIEKTPY PacCeSHHOTO CKIIepo3a, y JAeTeil.

2. U3yuuth renetudeckuid mpodmwib renoB DR-ob6mactu HLA cuctemsl y nereit
(DRB1, DQAI1, DQBl) u mnoapocTkoB, CTpajalolUX JIE€MHEIUHU3UPYIOIIUMHU
3200JIEBaHUSMU CIIEKTPa PACCESIHHOTO CKJIEPO3a.

3. OnpenenuTh CEpOTOTHUECKUE MapKEPhl ay TOUMMYHHOU JeMUEeTMHU3AINY TTPU
IOBEHWIBHBIX (OpMax paccessHHOTO CKJIepo3a, B YaCTHOCTH AayTOAHTHUTENa K
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MuenuHoosuroraukonporenny (MOG).

4. OueHuTh MEAMKO-COIMATbHBIE W OpPraHU3allMOHHBIC AaCIEKThl OKa3aHUs
MOMOIIN JIETAM C JEMUETUHU3UPYIOIUMHU 3a00JIEBaHUSIMU Y JETel Ka3aXCTaHCKOU
MOy JISIITU Y.

5. Pa3zpaborarh airopuTM JIUArHOCTUKU PACCEIHHOTO CKJIepo3a y JeTed s
YIIyUIlIEHUS PAHHETO BBISIBIICHUS U MIEPCOHAIM3UPOBAHHOTO BEJCHUS MAIIMEHTOB.

OO0BeKT uccjaer0BaHus

— JETH U TOJPOCTKH C JIEMHEIUHU3UPYIOMMMH 3a00JICBaHUSMH IIEHTPATbHON
HEPBHOM CHUCTEMBI, OTHOCSIIIUMUCS K CIIEKTPY PACCESHHOTO CKIIEpO3a.

O0beM HaOIOACHNS

— 226 UCTOYHMKA JIUTEPATYPHBIX JaHHBIX;

— 34 nanueHTa ¢ JeMUETUHU3UPYIOIUM 3a00JIeBaHUEM.

Ennnunsbt Hao/aoaenns

— [lanueHT ¢ eMueTMHU3UPYIOMINM 3a001eBaHIEM

— Hcropum 6one3Hel manueHToB;

— Y4YeTHBIC U OTYETHBIE MEIUITUHCKUE TOKYMEHTHI.

IIpenmert uccaenoBaHus

— npo¢uns renoB DR-o6nactu HLA cucremsl.

MeTtoabl MccaeI0BaHUA

1. bubnuorpaduueckuii (0630p TUTEpPATYPHI).

2. Knunnyeckuit ~ (OCMOTp  MAlMEHTOB, coop aHaMHe3a, OLICHKA
HEBPOJIOTMYECKOTO CTATYyCa).
3. MHCTpyMEHTANIbHBIN (MPT FLAIR B pexnme>1,5,

HelipoodTanbmonornyeckoe wuccneaoBanue ¢ OKT (onTtuyeckass KorepeHTHas
ToMorpadus ri1aza) u AEKTPoPu3noIorHueckoe uccinegopanue riasz (ODON)).

4. JJaGopaTOpHBIH.

5. BBIKOIIMPOBKA JaHHBIX.

6. CoLMOJIOTNYECKOE UCCIICIOBAHHE.

7. CTaTUCTUYECKUI aHAIIH3.

HayyHast HOBU3HA

Bnepssie B Kazaxcrane nposeneno tunupoBanue HLA-nokycos DRBI1, DQAI u
DQBI1 MonekyJIsspHO-TEHETHYECKUM METOJIOM Y JIETeH ¢ JAEeMHUETUHU3UPYIOIMUMU
3a00JIeBaHUSIMU.

BnepBeie ycranoBieHsl ocoOeHHocTH pactpeneneHus HLA-amneneit wu
rarIOTUIIOB Yy J€TEN ¢ JEMUETMHU3UPYIOIUMHU 3a00JIEBAHUSMMU.

BrepBbie ObulM BBISIBIEHBI T€HETHYECKUE OCOOCHHOCTH JI€MHUEIUHU3UPYIOIINX
3abosieBanuii, B ToM unciie u PC y nereil B ka3aXCKOW MOMYJISLIUH.

Bnepsoie Ha ocHoBe HLA-TuUnupoBaHus pa3zpaboTaH mepcOHUGUIIMPOBAHHBIN
noaxoJ k quarnoctuke PC y nereit

IIpakTH4eckas 3HAYMMOCTD

- Ha ocHOBe BbIBIEHUSI KIMHUYECKUX, UMMYHOJOTHYECKUX M T€HETHUYECKHX
MapKepoB 3a00JIeBaHUs TMOBBIIMIAETCS BO3MOKHOCTh COBEPIIEHCTBOBAHMS paHHEU
JIMArHOCTUKU JEMUETMHU3UPYIoNuX 3a0oneBanuii cnekrpa PC y nereil.
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- TlomydyeHHble pe3ylbTaThl MOTYT CIHOCOOCTBOBATH CHIDKEHHUIO KOJIMYECTBA
JUArHOCTHUYECKUX OIIMOOK, 00Jiee paHHEMY BBISIBICHUIO MAIIMEHTOB IPYMIbI PUCKA U
CBOEBPEMEHHOMY HAa3HAYEHUIO MATOT€HETUYECKON TepaIluu.

- CuctemaTu3zanus TaHHBIX 0 HMMYHOTEHETHYECKUX 0COOeHHOCTAX nereit ¢ PC,
MaTOTeHETUYEeCKasl KOHIIEMIMS BO3HUKHOBeHUsT u pa3Butus PC B Kazaxckoi
MOMYJISIIUU Ha OCHOBE aHanu3a DR-reHoB ri1aBHOr0 KOMILIEKCa THCTOCOBMECTUMOCTH
U psAga HWMMYHOJOTHYECKHX IApaMETPOB  CIEIMU(PUUECKOTO0 TyMOPaJIHHOTO
MMMYHHTETa, I[IO3BOJISIONINX TPOBECTH COBpEeMEHHBIH nuddepeHIpoBaHHBIHI
JUArHO3 MEXy HEHPOMMMYHHBIMHU 3a00JIeBaHUSIMU, MO3BOJIUT pa3paboraTh Oosee
TOYHBIE TIOJIX0/IbI K IPOTHO3UPOBAHUIO TCUCHUS 3a00JI€BaHMS.

- IlpakTMueckoe BHEIpPEHHE pE3yJIbTATOB MCCIEAOBaHUA, OMNpEIEICHUE
rariotuna DRBI*15~DQA1*01:02~ DQB1*06:02 B ka3axckod MNOMyISIUU
MOMOXET BpadaM-HEBpPOJOTaM CBOEBPEMEHHO JUArHOCTUPOBATh MAaTOJIOTHUIO,
HA3HAYUTh TapreTHYI0 HMMYHHO - MOJIU(DUIMPOBAHHYIO TEpamnuio, YIy4IIUTh
KaueCTBO JKU3HU TMAIMEHTOB M CHU3UTh PUCK paHHEW WHBAIWAM3ALUU Y ACTEH C
JEMUETUHU3UPYIONIUMHU 3a00JIEBaHUSIMU 1IEHTPAIHHON HEPBHOM CUCTEMBI.

OcHoOBHbBIE M0JIOKEHN S, BBIHOCUMbIE HA 3aIIUTY

— Y gered  Ka3axCTaHCKOW  NONYJSIUUM € JAEMHUEIWHU3UPYIOIUMHA
3a00JI€BaHUSIMU LIEHTPAIbHON HEPBHOW CUCTEMbI YCTAHOBJIEHA 3HAUMMAas aCCOIMALIUS
c rarmotuniom HLA-DRB1/75-D0QA101:02-DQB1*06:02, BbISBIsIEMbIM B COCTOSIHUH
HEPaBHOBECHOTO CIETIJICHHUS.

— Cneunduyeckas cTpykTypa pacnpenenenus HLA-anneneit u ramioTunos y
MAlMeHTOB C JEMUEIUHU3UPYIOMMMH 3a00JIEBaHUSIMHU, HMMEIONIAsl CTATHUCTHUYECKU
3HAUYUMBIC PA3IUYUsl C TOKa3aTeNIsIMU KOHTPOJBHOW TPYIIbI, CBUIETEIBLCTBYET O
HaJIUYUU TEHETUYECKOW MPEeIpacroloXeHHOCTH K ayTOMMMYHHOMY THOPaKEHUIO
HHC.

— YCcTaHOBJEHO, YTO  AaHTUTENa K  MHUEIHMHOOJIUTOJICHIPOIUTAPHOMY
riukonporenny (MOG-IgG) BesiBnsitores y 65% nereit ¢ paccessHHbIM CKIIEPO30M U
001a1a0T JINarHOCTUYECKOM 3HAYUMOCTBIO (4yBCTBUTEIBHOCTD 40,5%,
cneiuduyHOCTh  65%), dYTO MOATBEpKJAaEeT UX poib Kak Ouomapkepa
JEMUETUHU3UPYIONIUX 3200JI€BaHUN.

— Heiipoodranbmonornueckue M3MEHEHHUS, BKIIOYas HCTOHUYEHHE  CIIOS
HEPBHBIX BOJIOKOH CETUATKH, BBIABIAIOTCA ¥ 80% AeTeil ¢ pacCessHHbIM CKIEPO30M U
MOTYT PETUCTPUPOBATHCS TIPU OTCYTCTBHM KIMHHUYECKUX TMPOSBICHHUH, YTO
CBUJICTENLCTBYET O HAJTUYUU CyOKIMHUYECKOTO HEHPOAETeHEPATUBHOTO IIpoIiecca.

— Omnpenenennie ramwtotuna DRB1*15~DQA1*01:02~ DQB1*06:02 vy
MNalMeHTOB C JEMUEIUHU3UPYIOIUM 3a00J€BaHUEM CHOCOOCTBYET TOMY, UTO
Ka3aXxCTaHCKUE HEBPOJIOTH MOTYT 00Jiee TOUHO YCTAaHOBUTH JINATHO3 M CBOEBPEMEHHO
moA00paTh 1eJIeHaNPaBICHHY 0 UMMYHOMO Ty TUPYIOIIYIO TEPAITHIO.

Anpobauus padoThI

OcHOBHbBIE MTOJ0KEHHS AUCCEPTAIMOHHON PabOTHI JOJI0KEHBI U 00CYKIEHBI Ha!

1. 34 th Congress of the European Committee for treatment and research in
multiple sclerosis. ECTRIMS 2018-10/12-october. ['epmanusi, r. bepiun
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2.  MexayHapoaHass — Hay4yHO-TIpakTHueckass  KoHpepenuuss  «Moomoi
MCCJIEI0BATENb: BBI30Bbl U MEPCHEKTUBBI PA3BUTHA COBPEMEHHOM NEIUATPUU U
nerckoit xupyprum» 1 mapta 2019 r, PK, r. Anmarsl

3. MexnayHapoaHas HaydHO-TIpakThueckass koHdepeHius, Integracon of the
fundamental sciences and applied in the paradigm of socity post industrial. Barcelona.
ESP 24.04.2020. Ucnanwus, r. bapcenoHa.

y6aukanum

ITo Teme nuccepTalMOHHOTO HMCCIEAOBaHUS OMYyOJIUKOBAHO:

— 1 craTesd B MEXJIYHapOJHOM HAYyYHOM H3JIaHUH, BXOJIIEM B 0a3y JaHHBIX
Scopus: A. Galym, N. Akhmetova, M. Zhaksybek, S. Safina, M.N. Boldyreva, F.
Rakhimbekova, Zh. Idrissova. The Open Neurology Journal, 2022, Volume 16. DOI:
10.2174/1874205X-v16-e2207200, 2022, 16, €1874205X2207200.

— 3 cTaThM B U3AHUSAX, PCKOMEHI0BaHHBIX KOMUTETOM 1O KOHTPOJIIO KauecTBa
B cdepe oOpa3zoBaHHMs U Hayku MUHHCTEpCTBA HAYKH M BBICHIETO OOpa3oBaHUS
Pecny6nuku Kazaxcran:

— A.T. Taneim, XK.P. Unpucosa. OcoOEHHOCTH pa3BUTHS J€MHUEITMHUZUPYIOIINX
3a00JIeBaHMM CIIEKTpa paccesiHHOro ckiiepo3a y aereit // Bectnuk KasHMYVY. 2019. Nel.

— Galym A, Sabyrdilda Zh, Zhorabek S, Abikulova A, Seiduanova L. Optimizing
diagnostic pathways for children with suspected demyelinating diseases. Cent Asian J
Med Hypotheses Ethics 2025:6(4):318-325.
https://doi.org/10.47316/cajmhe.2025.6.4.08

— Galym Aigerim, Sabyrdilda Zhanar, Konysbekova Akzhan, Abikulova
Akmaral, Seiduanova Laura, Qumar Ainur.Assessment of parental perception of the
health of children with demyelinating diseases: results of a survey. J Health Dev. 2026,
61 (1), jhd055. https://doi.org/10.32921/2663-1776-2026-61-1-jhd055

BHenpenue pe3yJibTaToOB HCCIAET0BAHUS

[IpennoxeHHbI KOMIUIEKCHBIM anropuTm auarHoctuku PC y nereii B kazaxckoit
MONYJISIMUM BHEIPEH B KIMHUYECKYIO JESATEIbHOCTh YHHUBEPCUTETCKOM KIMHUKH
«Axcaity HAO Kazaxckoro HalMOHaJIbHOTO MEAMIIMHCKOTO yHUBepcutera (AKT
BHeApeHus: «KomrmuiekcHblid anroputMm pauarHoctukn PC y nereil B ka3axckou
nonyaauu» oT 13.06.22).

JInuHBIA BKJIAJ aBTOpA

Bce oranmbl  aMccepTAalMOHHOTO  MCCJIEAOBAaHUS — BBIIOJIHEHBI  aBTOPOM
CaMOCTOSITEILHO B paMKaxX peaju3allii UHAUBHUIYaIbHOTO IJIaHa IOKTOPAHTYPHIL.

[IpoBenén otbop manUEeHTOB U CPOPMHUPOBAHBI KIMHUYECKUE TPYIIIHI,
BKJIFOYAIOIIUE JIETEH C JIEMHUEIUHU3UPYIOMIMMHU 3a00JIeBaHUSAMH IICHTPAIHHOM
HEPBHOW CHUCTEMBbI M NALMEHTOB KOHTPOJIBHOM TPYNIIBI C MHOW HEBPOJOTMYECKOU
MaTOJIOTUEH C yYETOM KPUTEPUEB BKIIOUCHUS U UCKITFOUCHUSI.

ABTOpOM  ocymiecTBIEéH cOOp, CHUCTeMaTH3alusi ¢ aHaJu3  KIWHUKO-
HEBPOJIOTUYECKUX JAHHBIX, BKIIOYas OILIEHKY Je0l0Ta, TEUEHHS] U TIKECTH
3a0oneBanus. CaMOCTOSITENTbHO BBITIOJIHEHBI KIMHUYECKUE 00CIIeI0BaHuUs TAllUEHTOB,
1ab0paTOPHO-TEHETUYECKUE NCCIIEI0BAHMS, BKII0Yask THNupoBanue reHoB HLA.

BBITIOJIHEH CTAaTUCTUYECKUN aHANW3 JAHHBIX, BKIIOYAKOIMIMKA OILEHKY 4YaCTOThI
ajienied ¥ TarioTUIIOB, aHAIM3 HEPABHOBECHOTO CIETICHUS, paCUe€T OTHOCUTEIBLHOTO

15


https://doi.org/10.47316/cajmhe.2025.6.4.08
https://doi.org/10.32921/2663-1776-2026-61-1-jhd055

PHUCKa U BBISIBIICHUE aCCOLUAINI MEXKTy TeHETUUYECKUMU MapKepaMy U KITMHUYECKUMHU
XapakTepUCTUKaMU 3a00JIeBaHUsI.

ABTOpOM pa3paboTaH HHCTPYMEHTapuUi HCCIeIoBaHMs (aHKeTa), MPOBEAEH
OTPOC POJAUTENICH TAIMEHTOB, BBINOJIHEH aHaIW3 MEINKO-COLMAIIbHBIX AaCIEKTOB
3a00JieBaHMsl, BKIIIOYasi OLIEHKY WH()DOPMUPOBAHHOCTH, AOCTYMHOCTU MEAUIIMHCKOM
MOMOIIN U (PAKTOPOB, BIUSAIOIIUX HA CBOEBPEMEHHOCTh O0pallleHus 3a MEIUIIMHCKON
MTOMOIIIBIO.

ABTOp NpUHUMAJI HEMOCPEICTBEHHOE y4YacTHe B OPTaHM3allUM U MPOBEICHUU
MCCJIEIOBAHUS Ha BCEX HJTamnax, BKJIOYas pa3paboTKy au3aiiHa, cOOp JaHHBIX, UX
00paboTKy, HHTEpIIpeTaLHIO, (POPMYIHUPOBAHKE ITOJIOKEHUH, BEIHOCUMBIX Ha 3aIIHTY,
BBIBOJIOB U IPAKTHUUECKUX PEKOMEHIALINM.

PesynbraThl  uccienoBaHus ~— anpoOMpPOBaHBl HA  MEXKIYHApOAHBIX U
pecnyOIMKaHCKUX Hay4dHbIX KOH(pepeHuusx. B pamkax MOATOTOBKH JUCCEPTALUU
MpoiiiecHa Hay4Hasl CTAXKUPOBKA M0 MPOPUITIO UCCIIEIOBAHUS.

O0bem U CTPpYKTYpa AuCCePpTALUM

JluccepTaius COCTOUT U3 BBEACHUS, YETHIPEX OCHOBHBIX Pa3/eNOB, 3aKIIOUCHHUS,
CIUCKAa BBIBOJIOB U IPAKTUUECKUX PEKOMEHIALIUM, a TAKK€e ePEUHs UCIOJIb30BaHHBIX
HMCTOYHUKOB, BKJIIOYAIONIEro 226 HauMEeHOBaHU .

Juccepraiug u3J0keHa Ha 122 cTpaHWlle MAaIIMHONMCHOTO  TEKCTAa,
WUTIOCTpUpoBaHa 22 tabnuiiamu, 6 puCyHKamu, COJIEPKUT 2 TIPUI0KECHHUS.
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1 OB30OP JIMTEPATYPbI

1.1 Oco0ennoctu 3200/1eBaHNil 0€JI0T0 BelleCTBA y AeTeil

Bonesnun Oenoro BemiecTBa — 3TO COCTOSIHUE, KOTOPOE TIJIaBHBIM 00pa3oMm
MPOSIBIISIETCS TOpaXKeHneM Oenoro BeliecTBa Mo3ra. benoe BemiecTBo Mo3ra COCTOUT
U3 AaKCOHOB M MHEIMHOBBIX OO0O0JOYEK, OJIMTOJACHAPOIIMTOB, AaCTPOILIUTOB,
KPOBEHOCHBIX COCYJIOB, MUKPOTJIMU U JAPYTUX HEHEPBHBIX KJIETOK, BCTPOCHHBIX BO
BHEKJICTOUHBI MAaTPUKC. AKCOHBI IPOCTUPAIOTCA OT HEPBHBIX KJIETOK (HEUPOHOB) U
NepealoT HEPBHbIE MMIYJbChI MO Bcemy Temy [l,p. 125]. Ux cTpykTypa umeer
pemiaroiiee 3HaueHUE Uil OBICTPOro W A(PGEKTUBHOTO TMPOBEACHUS HEPBHBIX
UMITyJbCOB [3,p. 263]. BHekIeTOUHbIII MaTpUKC pa3BUBACTCS BHYTPUYTPOOHO U B
TEUEHUE TIEPBBIX JIET TOCTHATAIBLHOW JKM3HU TIOCPEICTBOM  MEXaHU3MOB
cnerpukanuy, AUGPEPEHIUPOBKM U CO3PEBAHUS  KJIETOK,  YIPaBIsIEMbIX
BHYTPEHHUMH CUTHAJIAMU U PETYIUPYEMBIX MEKKJIETOUHBIMU B3aUMOI€CTBUSMHU.

LleHTpanbHbIM MPU3HAKOM PA3BUTHUS OEJIOr0 BELIECTBAa SIBJISETCS OTJIOKECHHE
MHEJIMHA BOKPYT PEUENTUBHBIX akcoHOB [4,p. 121]. DT10o ocyuecTBisercs
OJINTOJCHAPOLIUTAMH, KOTJIa OHMU JIOCTUTalOT MOJIHOW 3penocTu. Takum oOpaszowm,
HapyIIEHUE CO3PEBAHUS OJIMTOAEHIPOLIUTOB SIBISETCS MEXAHU3MOM, KOTOPBI MOKET
MPENsTCTBOBaTh PA3BUBAIOIICICA MHUEIMHU3ALUMKA W pPEreHepalvy MHEINHA MpH
noBpexaeHuu [3,p. 263].

MuenuHoBas MemMOpaHa TMPEACTaBIsAeT COO0OM CIOXKHYH OHOJIOTHYECKYIO
CHUCTEMY, UMEIOIIYI0 CMECh Pa3IMUHbIX JUIUAOB [18,p. 663]. LluTorutazmaTnueckue
JUCTOYKMA MUEINHA COJEpKaT TMATh JOMUHUPYIOIUIUX KOMIIOHEHTOB, KOTOpPBIE
M3MEHSIIOTCS TIpU 3a00J1€BaHUSIX IeMUeIUHU3auu [6,p. 314].

YuuThiBass NPUYUHBI Pa3BUTHS JEMUEIMHU3UPYIOIIUX 3a00JIEBAHUU, MOXKHO
BBIICIUTh TPU OCHOBHBIE TPYIIIBL: aJlJIepruueckre, NH(EKIIMOHHO-aJIIepruiecKue u
TeHETUYECKU JETEPMUHUPOBAHHbBIC 3a00JI€BaHUs. A TaKXKe pa3IeIuTh Ha BPOXKICHHbBIC
U ipuoOpeTeHHble 3a0oneBanus [2,p. 3291].

DTHUOMATOTeHETUUECKUI MOYKHO Pa3e/iUTh Ha:

I. ITpuoGpeTennbie GOpPMBI 3a00JIEBAHHSA, OTHOCSIIIMECS K JAEMHCIMHU3AIUN

(MUETMHOKIIACTHH )
A. BocnanurenpHbie 3a001€BaHNUs C IEMUEITUHU3AIAEN:
- UmnonaTu4eckoro XxapakTepa — K HHUM OTHOCSTCS PAaCCEIHHBIA CKIIEPO3,

ONTUKOMUEIUT U PsIJi CXOJIHBIX MaTOJIOTHI;

- PazBuBatonuecs nocie HHGEKIIMOHHBIX 3a0071€BaHU I WIIM BaKI[MHALIUA — TaKUe
KaK OCTPBIH JUCCEMHHHPOBAHHBIM SHIIEPATOMUETUT, OCTPHIA TeMOpPparudeCKHi
JeHKOodHIIePATUT U IPyTHE.

b. 3a0oneBaHus, BO3HUKAIOIIME BCIEACTBUE TNEPEHECEHHBIX BHUPYCHBIX
UHDEKInA:

- [TomocTpeiii CKIEPO3UPYIOMINI TaHHIIC(DATUT;

- IIporpeccupytomias MmyabTudokanbHas JelkodHIedanonaTus.

II. HacnencrBeHHble MaTOJIOTUM, OOYCIOBJICHHBIE HAPYIICHUEM MPOIECCOB
MUEJIMHU3AIMHN (TMCMUETUHU3AIUN ):

- B aTy rpynmny BXoAST paziudHbie GOPMBI JICHKOAUCTPOPHUA.
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OTaenbHyI0 TpYMIy COCTaBISIOT OO0JIE3HM HEACHOTO (MIMONATHYECKOTO)
MPOUCXOKICHUS, 11 KOTOPBIX XapaKTepHa ayTOMMMYHHasi IPUPOJIa, B TO BpEMs Kak
JUISl OCTaJIbHBIX MAaTOJIOTUH YCTAaHOBJIEH YETKUN dTHOJIOTHYeCKUM dakTop [19].

BocmanurenbHas ~— JAeMHEIMHU3AIMS  XapakTepuzyercs  MHOUIbTpaluen
BOCMAJIUTEIBHBIX  KJIETOK, HEBOCHAIUTEIbHAS JEMHUCIMHU3ALMS, TIPOSIBISACTCS
pacmagoM MHEJIMHA MPU YaCTUYHOM WIIM TIOJIHOM OTCYTCTBUH TEPHBACKYJISIPHBIX
uHunbTpanuii. ToHKas MUETUHONATHS BBI3BIBAET ayTOMMMYHHOE BOCHAJICHUE U,
CJIEIOBATENIFHO, MPECTABIISIET COOOM HEMOCPENCTBEHHBIN ()aKTOp BOCHAIUTEIbHON
neMmueanHuzanuu [20].

buoxuMuuyeckui M3MEHEHHBIM MHUEJIWH, B YAaCTHOCTH, YJIAICHUE OCHOBHOTO
Oelka MHUEIWHA, OCHOBHOTO KOMIIOHEHTa MHEJIHNHA, KOTOPHIA BIUSET HA €ro
VIUIOTHEHUE, SBIISIETCS OJHUM U3 TaKUX JOKAIU30BaHHBIX ()aKTOPOB, KOTOPHIE paHee
OBLIN CBSI3aHbI C Pa3BUTHEM ayTOUMMYyHHUTETA [21].

CBsizp  Mexay M3MEHEHHOW OHMOXMMHEM MuenMHa ¢ [aTOJOTHYECKOU
JIeMUeIUHN3aIed CTaHOBUTCS Bce Ooliee oueBuHON. HemaBHue uccnemoBaHus,
MOBJIUSIIN Ha CTPYKTYPHBIE U3MEHEHHsI B MUETTMHOBBIX MeMOpaHax [22], 0coOeHHO B
OCHOBHOM OeJike MuenuHa [23], Kak MHUIIMATOPhI paciiajia MUEITUHOBOU 000I0YKH.

Muenus — 3To MeMOpaHa, KOTOpasi COCTOUT U3 CBA3aHHBIX MEX]Ty CO00M OEIKOB
U JunugHoro Oucios. benku MuenuHa JenSATCS Ha BHYTPEHHHUE M BHEIIHUE.
BHyTpeHHHE Kpenko CBsi3aHbI C MEMOpPaHOM, a pacloJIOKEHHBIE BHEIIIHE, CBS3aHBI
cnabee [24].

[ToTepst MuenHa 1 HECIOCOOHOCTh OJIMTOACHAPOLIUTOB, KIIETOK, OTBETCTBEHHBIX
32 BbIPa0OTKY M MOJJIEpKAaHUE MUEIINHA, BOCCTAHABJIMBATH  IOBPEKICHUS
MUETIMHA MOTYT  OBITh JOTIOJIHUTEIbHBIMU [EHTPATbHBIMU MpU3HAKAMHU
Oone3neit  OGenmoro  BemectBa [25]. UM3-3a  CymIECTBEHHOW pONM  JIMHHUH
OJIMTOJACHAPOLUTOB B MPOAYKIMHM MHEJIMHA M TMPOIECCaX PEMUEITUHU3AIUU
M3MEHEHUs KOJIMYeCTBAa OJIMTOACHAPOLUUTOB WM HX KIETOK-IPEANIECTBEHHUKOB
u/unu ux AUCHYHKIUS MOTYT BJIMATH Ha LEJIOCTHOCTh MUEIWHA U, CIEI0BATEILHO,
OBITh MOTCHIIMAILHO BOBJIICYUCHHBIMH B ITATOIeHE3 O0JIe3HEH Oemoro BemecTBa [26-28].

N3menenust 0enoro BellecTBa roJIOBHOTO MO3ra MOTYT BO3HUKATh BCIIEICTBHE
UIIEMUYECKUX TPOILIECCOB, JIETEHEPATHUBHBIX HAPYILICHUM, COMPOBOXKIAAIOIIUXCS
JEMEHIIMEH, a TaK)Ke B pe3yJibTaTe BHYTPUMO3TOBBIX KPOBOMBJIMSHUM, a TAKKE C

Pa3IMYHBIMU 11epeOpOBACKYISIPHBIMU HApYLIECHUSIMH, MHUTPEHSIMHU 151
HEHPOUMMYHHBIMH 3a00J1€BaHUSMU, TAKUMH KaK PACCESTHHBIN CKIIEpO3, HApyLIEHUSIMU
oOMeHa BEILIECTB, MUTOXOHAPHUAIbHBIMU 3a00JIeBaHUSIMU W JPYTUMHU.

HecmoTpss Ha TO, 9TO MHOTOE HM3BECTHO O HEHPOMMMYHOJIOTUYECKUX COCTOSHHSIX,
HaIlld 3HAHHUSA O MATO(PU3UOJOTHH ITHX MOPAKEHUN, UX POJIM M MOCICACTBUAX IS
JeYeHUs 11epeOpOBACKYIISIPHBIX 3a00JICBAHUM WJIU WHCYJIBTA, OCOOCHHO Y TOKHIIBIX
moaeit, orpanuuensl [10,p. 901]. CymecTByeT HECKOIbKO HHCTPYMEHTOB
KIIMHUYECKOW OIIEHKH [JIs OMNpEeNeNICHUs T'paHUI] MOpaXEHHUM OEIoro BEIecTBa B
KIMHUYeCKOW mpakTuke. OgHAaKO MX BKIIOYEHHE B MPOIECC MPUHITUS KIMHUYECKUX
pelieHuii ¥, B YAaCTHOCTH, B TPOTHO3WPOBAHUE M BEJCHHE MAIMCHTOB SBIISETCS
HEONTUMAJIbHBIM JIJISI UCIIOJIb30BaHMS B CTaHIapTax JieueHus [29].

3aboneBanus 6€I0T0 BEIIeCTBA y ACTEH U UX MOCIEACTBUS MPECTABISIOT COO0M

18



CepbE3HYI0 KIIMHUYECKYIO TPOOIEMy, CBA3aHHY O CO 3HAYUTEIbHOM 3a00J1€BAEMOCTHI0
u cMepTHOCTHIO B Mupe [30]. 'enetnueckue hopMbl BCTpeyaroTcs o KpaliHel Mepe y
1:7500 %uBOPOXKICHHBIX, B TO BpEMsI KaK 00111asi 4aCTOTa MPUOOPETEHHBIX MOPAXKEHU M
Oeyoro BelIeCTBa HEU3BECTHA, BKIIOYAs, CPEAM MPOUYEro, BPOXKICHHBIC WHQEKIIHH,
NepuHaTaIbHbIE  TOBPEXKAEHUS W BOCHaluTenbHble  3aboneBanust  [31].
OMOIIMOHANIBHOE M YKOHOMUYECKOe OpeMs AJisi MalMeHTOB, ceMed U oOlIecTBa OT
3a00sieBaHMI O6€10T0 BelecTBa orpomMHo [32].

Takum 006pa3zoM, MOHMMaHUE MATO()U3NOIOTUH HAPYIICHUH OEJIOro BElIeCcTBa Y
AeTel HeoOXOIWMO, YTOOBI HAWTH HOBBIE BO3MOXKHOCTH [JISi JICYCHUS H, €CIIU
BO3MOYHO, U3JICUCHUSI.

1.2 BocnasuresbHbIe JeMUCJIMHUZUPYOIIHE 3200/1eBAHUS Y J1eTeil

BocnanutenbHpie nemuenuHusupyromue 3aboneanus (/13), mopaxaromiue
neHTpanbHyto HepBHYyI0 cuctemy (LIHC), Bc€ wame BcTpewarorcs y jngereit. 3a
MOCJIEIHEE NIECATUIETUE B 3TOM 00J1acTH ObUI JTOCTUTHYT 3HAYUTENbHBIA MPOrpecc
[33]. BocnmanuTenbHbIe AeMUCTUHU3UPYIOITHE O0JIE3HHU Y ACTEH MPEACTABISIOT COO0M
HEOJHOPOJHYIO TPYIIy TMATOJOTHUM, BO3HUKAIOMMX Ha (OHE OCTPOro WIH
XPOHHYECKOTO BOCHAIUTEIBHOTO COCTOSHUS.

NMMyHHO-OMIOCpEIOBAaHHBIE W BOCHAJIUTENbHbIE MOPAXEHUs LEHTPATIbHOU
HepBHOUM cuctembl (IJHC) oxBaThIBalOT MMPOKUIN CIEKTP COCTOSHUM, MPU KOTOPHIX
OTMEYAETCS HApyLIEHUEe UMMYHHOU perynsuuu ¢ BoBiedeHreM ctpykryp LHTHC [34].
XoTs cnenuduaeckre HeUPOUMMYHHBIE TTATOJIOTUH B IETCKOM BO3PacTe BCTPEUAIOTCS
OTHOCHUTENIBHO PEIKO, B COBOKYIMHOCTH OHHM COCTAaBJISIOT 3aMETHYIO JIOJNIO0 CpEeIu
HeBpoJioTHnYeckux 3aboneBanuii y nerert [35]. s GONBIIMHCTBA TaKUX COCTOSHHIMA
XapakTepHO OCTPOE HAYAJIO U CKIIOHHOCTh K CAMOOTPAHUUYEHUIO, OJTHAKO B HEKOTOPBIX
CllydasiX OHM MOTYT MHpPEICTaBIATh COO0M NeOI0T XpOHHUYECKOTo 3a0oseBanus [36].
PanHee BbIsSIBIEHME M CBOEBpEMEHHAas Tepanus HMEIOT KIIOYEBOE 3HAa4YCHHUE,
MOCKOJIBKY 3TH PAacCTPONCTBA MOTYT MPUBOJIUTH K CEPHE3HBIM JOJTOCPOYHBIM
MOCTIEJCTBUSAM M 3HAYUTEILHOMY BIMSHHIO Ha Ka4€CTBO KU3HU pebeHka [4,p. 121].

3a moclieIHUEe TOJbl CIIEKTP MOJOOHBIX 3a00JI€BaHUN 3HAUUTEIIBHO PACIIHPUIICS.
[Ipu 3TOM MexaHU3Mbl HapYLICHHS] UMMYHHOW PEryisiliud OTJIMYAIOTCS OOJBIIUM
pazHooOpazuem [37]. YcTaHOBIIEHBI pa3jinyHble MATOT€HETUYECKUE BapUAHTHI — OT
KJIETOYHO-OMOCPEIOBAHHBIX  JI0O  AHTHTEJIO3aBUCHMBIX  PEAKIMi, a  TaKke
MH(EKIHMOHHO-UHYTUPOBAHHBIE, napaHeoIIacTUYeCcKue u TeHETUYECKU
obOycnoBieHHbie popMbl. Bce 0OHM MOTYT MpOSIBISATHCS y paHee 3A0POBBIX JIETEH U
y4acTBOBaTh B (GOPMUPOBAHUH PA3IMUHBIX CTaIMI ATOJIOrHYecKoro mpormecca [38].

Hekotopeie u3 »3Tux 3a0o0JieBaHUN pa3BUBAIOTCS BCJIEACTBUE HapYILICHUM
¢byukuun [HHC, cBs3aHHBIX ¢ MMMYHHBIM mnoBpexaenrem muenuHa [10,p. 901].
HenaBno MexayHapoaHas MNeAuaTpUyuecKass HCCIENOBATENIbCKAsl Tpynmna 1o
paccesHHomy  ckiepody  (MIIMI'PC) oOHoBMIa  KpUTE€pUU  JTUArHOCTUKU
NpUOOPETEHHBIX ~ MEAMATPUUECKUX  BOCHAIMTENBHBIX  JAEMUETUHU3UPYIONIUX
cuaapomoB (BJIC), ¢ nenpro yHUDUKAIIUA TEPMUHOJIOTUN U ONITUMU3AIUY TT0JIX0/I0B
KaK B Hay4YHBIX UCCIEAOBAHUSAX, TAK U B KJIIMHUYECKOU npakTuke [39,40].

B nerckom Bo3pacte OJIOM 00BIUHO BCTpeuaeTcs yaile y AeTed KIMHUYECKUe
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NPOSIBIIGHUS MOTYT HMETh CBOM OCOOEHHOCTH: mpuMepHO Yy 9-16% mnanueHToB
JETCKOrO0 BO3pacTa BBISABIAETCS MOHO(DOKAIbHBI BapUaHT MPUOOPETEHHOTO
JEMUEITMHU3UPYIOLIETO CHUHJpOMA [41-43]. Kaxk MIPABUJIO, OCTpPBIN
nucceMUHUpoBaHHbIN SHIIePanomuenutr (OJIOM) yaiie nuarHOCTUpPyeTCs Yy JAETel
mrazmie 10 ner, Toraa Kak 3pUTeNbHO-CIMHANBHBIN onTukoHeBpomuenut (3COHM)
MIPEUMYILIECTBEHHO BCTPEYAETCS y IETEH cTapIiel BO3pacTHOM rpymnmsl — nocie 10 aer
[44]. Hpyrue paccrpoiictBa MoryT mnpucytctBoBatb B Bujue KHMC, uto MoxkeT
npensemarh Hayano PC y nereil mnam ocraBaThCd €AMHUYHBIMU AMHU304aMHu  0e3
nporpeccupoBanus B nosiHoMmacitadbuywo PC [45].

KinaumucraMm cieayer MmocTaBUTh NPaBUJIbHBIA JUArHo3 pa3jM4yHbIX THUIIOB
nemuenuHu3upyromux 3adoneBanun [[HC y nerelr [46], 4TOOBI TapaHTHPOBATH
COOTBETCTBYIOIIIEE WMHIMBHUAYAJIbHOE JICUEHHE U CBOEBPEMEHHO BBISIBUTH (PAKTOPBI
pHUCKa JI711 BO3MOKHOTO XpPOHUYECKOTO penuanBupyoniero reuenus [47]. Kpome Toro,
MEPBOCTENEHHOE 3HAaUeHUE uMeeT nuddepeHnranbHas TMarHoCTUKa dTUX CyObEKTOB
10 MIUPOKOMY CHEKTPY APYTUX BOCTAIIMTENBHBIX 3a001eBaHui Oeoro BemecTna [48].

1.3 Knunn4yeckue nmposiBJIeHUs], TeHETHYECKHE aACHEeKThl, (pakTOpbI pUCKa,
3THHYECKAS NMPeIPACHOJI0KEHHOCTh H TUATHOCTHKA PACCeSIHHOIO CKJepo3a

Paccesnnbiii ckiepo3 (PC) oTHocUTCS K 4YHMCIy HMMYHOBOCHAIMTENbHBIX
3a00JIeBaHMM, MPU KOTOPBIX MPOUCXOIUT JEMUEITUHU3AIUS CTPYKTYP IEHTPATIbHOM
HepBHOM cuctembl (LIHC) [49]. [lanHoe 3a0osieBaHHME NpEACTaBISIET COOOM
XPOHUYECKUN NATOJOTMYECKUN IPOLECC, COMPOBOKIAKIINICA MEPCUCTUPYIOLIAM
BOCITaJICHUEM, MOBPEXKIACHUEM MHEITUHOBBIX 00o0s04eK aKCOHOB u
HelpoaereHepalreii, 4YTo B KOHEYHOM HTOTe MPUBOJAUT K HAPYIICHUIO MPOBEACHUS
HEPBHBIX HMIIYJbCOB U (POPMHUPOBAHHUIO CTOMKOTO HEBPOJIOTMYECKOTO AeuUlINTa,
MOTEpe MUENMHA, TJIMO30M, pa3IUYHOM CTENEHBIO MAaTOJOTMH aKCOHOB U
OJINTOJICHAPOLIUTOB M TMPOTPECCUPYIONIEH HeBpoJiorudyeckoi auchyHkiumeir [13,p.
145].

Heckobko 3mmaeMHuoJ0THUYSCKUX HCCIIeaoBaHuil noka3anu, 4To 10 10% Bcex
nanueHToB ¢ PC MoxeT n1e0rTHpOBaTh B IETCKOM M MOJAPOCTKOBOM Bo3pacTe — 10 18
aer [50], mpu 3TOM, TO pa3HBIM JaHHBIM, OKOJO 2—5% cilydyaeB 3a00JieBaHMS
BBIABIISIOTCA y manueHToB mianme 16 jer [13,p. 145]. Hambonee yvacto mepBbie
nposisieHus PC Ha0m01a10TCs KIMEHHO B TIOJAPOCTKOBOM TIEPHO/IE, U TTOCIIE MOJIOBOTO
co3peBaHusl 3a00JIeBaeMOCTh pe3ko Bo3pacrtaeT [14,p. 2074]. B nenom, PC y gereii ¢
npe-myOoepTaTHBIM HavyaloM BCTpedaercs penko u cocrasiseT 20—-30% Bcex ciydaeB
PCy nereii [14,p. 2074]. Menee 1% Bcex nauuentoB ¢ PC nMmeroT Hauano B BO3pacre
o 10 mer [51].

B neanatpuueckom PC naGmromaercsa npeoOraganue aeBoyYek. Tem HE MeHee,
COOTHOLIEHUE TMOJIOB MpPHU NEAUATPUUECKOM PACCESIHHOM CKJIEpO3€ BapbUpPYET B
3aBUCUMOCTU OT Bo3pacta. OTHOIIEHUE JEeBOUEK K MajJbyMKaM MOYTH OJMHAKOBO B
Cllydasix C MpenyOepTaTHbIM HA4aJlOM U PE3KO YBEIMYUBACTCS B IMOJB3Y JEBOYEK
MOCJIe MOJIOBOTO co3peBaHusA. COOTHOILIEHUE KEHCKOTO U MYKCKOTO 10JIa COCTaBJIsET
0,8: 1 y mauurenToB ¢ HayainoM n10 6 ser, 1,6: 1 st Hauana B Bo3pacte oT 6 1o 10 ner
u ot 2,2: 1 no 3: 1 nnsa nayana B Bo3pacte ot 13 mo 18 ner [52]. PC mnpossuser
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HECKOJIBKO XapaKTEePUCTUK, KOTOPBIC SBISIOTCS OOIIUMH JUISl IEMHUCITMHU3UPYIOIINX
3a00JIeBaHMM, BKIIIOYasi OTHOCUTEIBHO BBICOKYIO YaCTOTY, CKJIOHHOCTH Y MOJOJBIX
aoed U pasHooOpaszue MpOSBICHUM. ODTH PacCTPONCTBA TAaKKe HMEIOT 0O0IIue
4yepThl BocnaieHus U u3buparenbHoe paspyuieHuss muenuna [{THC [53].

PC sBnsiercst HamboJsiee  pacmpoCTpaHEHHON  MPUUMHOW  MPUOOPETEHHOMU
HEBPOJIOTUYECKOW WHBAIMIHOCTH, BOSHUKAIOIIEH B MEPUOJ OT PAHHETO J0 CPEIHETO
B3pOCJIOTO BO3pacTa, 3aTparuBaroniee NpuoIN3uTEeNbHO 2 MUJUTMOHA YEeJIOBEK BO BCEM
mupe [54].

Knunnueckue cumnromsl nipu PC kpaitHe pasHooOpasubl [55,56]. Teuenue
MOXET ObITh PEMUTTUPYIOIINM WIH HPOTPECCUPYIOLIUM, TSKETBIM U JIETKUM.

bonee 95% mnenuaTrpuyuecKux MaIMEHTOB C PC  u3HayabHO UMEIOT
PELUIUBHUPYIOIIC-PEMUTHPYIOIEE TEUEHUE, a MepBUYHas mporpeccupyromas PC
BCTpEYaeTCs peaKo U cocTarisier meHee 5% Bcex PC y nereit u moapocTkoB [57].

IlepBonavyanpHOe KIMHUYECKoe TposiBieHne PC y nereil MOXET MIHUPOKO
BapbUpOBaThCs [58], Kak y B3pOCIBIX, W BKIIOYAET 3PUTEIbHBIC, CEHCOPHBIE,
JIBUTaTEJIbHbIE, CTBOJIOBBIC WM MO3XKEUYKOBBIE cuUMITOMBI [59]. Tem He MeHee, y
MAaIMeHTOB JIETCKOTO BO3pacTa, CTPAJAIOIINX PACCESIHHBIM CKJIEPO30M, MOPaXKEHUs
CTBOJIOBBIX CTPYKTYP F'OJIOBHOTO MO3ra U MO3KE€UKa BBISBIISIIOTCS 3HAYUTEIBHO Yallle,
YeM y B3pOCHBIX OOJBHBIX, TOT/Ia KaK BOBJIEYEHUE CHMHHOIO MO3ra, HAmnpOTHUB,
HaOmonaerca pexe [60]. Kak oTMmeuaroT pe3ynbTarbl psiga HUCCIEAOBAHUM, Y
NEeIUAaTPUYECKUX TAIMEHTOB C PACCEIHHBIM CKJIEPO30M  MYJbTH(POKAIbHbIE
KIIMHUYECKUE TPOSIBIICHUS] HA paHHUX JdTanax 3a0ojeBaHust (DUKCUPYIOTCS
3HAUYUTEIBHO Yalle, YeM Y B3pOCibiXx — npuMepHo B 50-70% ciyyaes [61,62]. Kpome
Toro, y okono 20% nereit ¢ paccessHHBIM CKIIEPO30M HadallbHbIE CUMITOMBI MOTYT
HallOMUHATH OCTPBIA JUCCEMUHUPOBaHHBIN >HIEeanomuenutr (OLADIM), nposBisich
MHOTOOYaroBbIMM  HEBPOJIOTMYECKMUMM  HApPYIICHUSIMH B COYETAHUU  C
sunedanonarueit [63]. XoTs MynbTU(DOKAIBHBIC TPOSIBICHUS Yallle HaOII0Jal0TCs y
MAalMEeHTOB /10 HACTYILJICHUS TTOJIOBOM 3peI0CTH, MOHO(OK aJbHbIE MPOSIBICHUS Yallle
BCTPEUAIOTCS y NOAPOCTKOB U BeTpeuaroTes B 30—50% ciyuaeB y nereit [64].

Hetrckas PC uMmeeT Oosiee BBICOKYIO YAaCTOTYy PEIUIAMBOB U 0oJjiee KOPOTKHIA
WHTEPBAJ MEXTy IEPBOHAYATHHBIM U TTOCJICAYIOIIMMH PEIUANBAMHU 110 CPABHEHUIO CO
B3pociabiM PC [65]. OpHako mneauaTpuyecKUe TMAMEHThl HMEIT MEHBIIYIO
bu3HYECKyI0 HETPYAOCHOCOOHOCTh [66], YeM B3pOCibie MAlMEHThl C TOW Ke
MIPOJIOJKUTEILHOCTRI0O  3a0oneBanust  [67].  Heckonbko  peTpPOCIEKTUBHBIX
MCCIIeIOBAHUN ¢ OoJiee JUTUTEIHbHBIMU TIEPUO1aMU HAOIIOAEHUN TaK)Ke IMOKa3aliu, 4YTO
y nereir ¢ PC tpebyercs npubnusutenbHo Ha 10-20 meT monbine, 4TOOBl 10CTUYD
YCTaHOBJIEHHBIX OPUEHTHPOB MHBAJIMIHOCTH, U3MEPEHHBIX C TOMOIIIbIO PacimpenHoi
HIKaJIbl cTaTyca MHBAUAHOCTH [68]. KpoMe Toro, y neauarpudeckux nanueHTon ¢ PC
OoJsiee IUTENbHOE BpeMs M Oojiee HU3Kash BEPOSTHOCTh MEPEXojia BO BTOPUYHO-
nporpeccupytommii PC [69].0qHa w3 npuumH TOrO, modyemy y gered ¢ PC
HaOmogaerca 0oJjiee MEAJICHHOE MPOTPECCUPOBAHNUE, MOKET 3aKJIF0YAThCSA B TOM, YTO
BOCCTAHOBJICHHE TIOCII€ KIMHUYECKOTO OOOCTpEHHUS B MEIUATPUUECKON MOMYJISIUH
MPOUCXOIUT OBICTPEE MO CPaBHEHUIO O B3pocioi nomymsuueit [70,71]. HecMoTpst Ha
0oJiee MeJIJIEHHOE MPOTPEeCCUpPOBAaHUE, U3-3a 0oJiee paHHEro Hauyasa 3a00JeBaHUs, Y
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neauaTpudyeckux mnanueHToB ¢ PC  gocTuraroT yCTaHOBIIEHHBIX —IOKaszaTenen
VHBAIMIHOCTHA U IMPOTPECCUPYIOT 10 BTOPUUHOM mporpeccupyromeit PC B Bo3pacte
npuMepHO Ha 10 JIeT MOJI0Ke U paHbIIe, YEM Y B3POCIBIX NauueHToB [72,73]. Takum
oOpa3zom, cieayeT UMETh B BUIY, UYTO Meauarpuueckue nanueHTsl ¢ PC MoryT crarh
WHBaNIUJaMHu B 0oJiee MOJIOJAOM BO3pAacTe, M paHHsA JUArHOCTUKA U paHHEEe Hayayio
JICYEHUs ABJISIOTCS 00s3aTeIbHBIMM 1)1 TienuaTpudeckoro PC [74].

B otnnuune ot ¢u3znueckoil MHBATUAHOCTH, Y JETEH, CTPalaloIINX PaCCETHHBIM
CKJIEPO30M, KOTHUTHBHBIC PACCTPOMCTBA MPOSBISIOTCA 00Jie€ BBIPAXKECHO, YEM Y
B3poCHbIX mnanueHToB [75]. Ilo ngaHHBIM pa3NIUYHBIX HUCCIEIOBaHUM, YacToTa
KOTHUTUBHBIX HAPYIICHUN y IeAUaTpUUIECKUX 00abHBIX BapbupyeT oT 30 % 1o 80 %,
B 3aBUCUMOCTH OT  HCIHOJb3yEeMbIX JUArHOCTUYECKUX  KpuTepueB [76].
Haubonee ys3BUMBIMU OKa3bIBAIOTCS TaKMe (PYHKIMH, KaK KOMIJIEKCHOE BHUMAaHUE,
CKOpPOCTh TepepaboTku uHGOpPMAIMK, BU3YaIbHO-MOTOPHAST KOOpAMHAIUS U
3puUTeIbHAsl TaMsTh, 4YTO CYIIECTBEHHO BIHUSIET Ha Y4YEOHYIO YCIEBaeMOCTb H
COIMAJIbHYIO ajanTaiuio peoénka [77].

PC cenomuxa.

OOmupHBIE AMUAEMHUOIOTHIECKUE U MOJIEKYJISIpHBIE JaHHbIE TTOKa3bIBaIOT [78],
YTO T'€Hbl UTPAIOT OCHOBHYIO pPOJib B OIPEAEICHUU TOTO, KTO MOABEPKEH PUCKY
pa3zsutus PC, kak nporpeccupyer 3a00JjieBaHUE U KaK KTO-TO pearupyer Ha Teparuio,
OOJIBIIIYIO POJIb B TEPANIEBTUYECKOI BO3MOKHOCTH UTPAET TeHETUYECKUE JaHHbIE [79].
[TonararoT, 4TO Te€HETUYECKUN KOMMIOHEHT 3Tuonoruu PC sBusercs pe3ysibTaToM
JNECUCTBHS AJUICNIbHBIX BAapUAHTOB B HECKOIbKHMX reHax [80-82]. Baxuo TO, 4TO
CYIIECTBYET BEPOSITHOCTh F€TEPOr€HHOCTH JIOKYCa, IPU KOTOPOU ONPEIEICHHBIE T€HbI
BIUSAIOT HA BOCIPUMMYHUBOCTh U NATOTEHE3 y HEKOTOPBIX JIFOAEH, HO HE y Bcex [83].
[Ipenpacnoio’)KeHHOCTh K pacCesTHHOMY CKJIEpO3y CBsi3aHa C aHTUT€HOM JIEHKOIMTOB
TUCTOCOBMECTUMOCTH YEJIOBEKA (HLA)-DR2 (DRB1*1501) ramnotunom [84].
MHorouucneHHble ucciaenoBanus Mmokazanu, 4yto ramiotun DR2 (DRBI1*1501)
MPUCYTCTBYET C MOBBILIEHHOW 4YacToTOM y mauueHToB ¢ PC. JlaHHBIM ramiotumn
BKirouaeT BapuadnT rena: DRB1*1501, DRB5*0101, renotumom DQA1*0102 u
DQB1*0602 [85-89].

Ha ceromnsimauii neub HLA-DRB1 * 1501, kak cooOmaercs, cBsizaH ¢ OoJjiee
paHHUM  BO3pacTOM Hayaja 3a0o0JieBaHUS, JKCHCKMM  TIOJIOM, TSDKEIbIMHU,
peuuauBUpyOmMKUME 1 terkumu popmamu PC [90].

Daxmopbl OKpyHcaroueil cpeowl.

ONHUIEMHUOJIIOTHYECKUE HUCCIIEIOBAHUS, TOTEHIMAIbHOE BIUSHUS OKpYKarolen
cpeasl Ha PC 3aHuMarOT BaxHyr0 poib [91]. boaplioe KOIUYECTBO IKOTOTUYECKUX
BO3JICHCTBUN ObLIU HCCie0BaHbl. K HUM OTHOCSTCS BHPYCHBIE W OaKTepHUAIbHBIE
nHpexnun, pakTopsl NMUTAHWS, TMOTpeOJCHUE BOJBI M3 CKBAXXWUH, BO3JCHCTBHE Ha
KUBOTHBIX, MUHEPAJIbI, TPABMBI B PE3YyJIbTAT€ HECUACTHOTO CIIy4asl WM OIEpalNH,
3arpsi3HEHUE, COJIHEUHAs paaualus, TeMIeparypa, 0CaJKkH, BIaXHOCTb, XUMUYECKUE
BEIIECTBA, METAJIbI, OPraHUYECKUE pacTBOpuTen [92,93].

Bupychbl sBisoTCS OMHUMHU U3 HanbOOJee 4acTO M3y4aeMbIX U OHOJIOTUYECKH
BEPOSITHBIX TPEANoJiaraéMblX HH(EKIIMOHHBIX areHTOB, CBSA3aHHBIX C MMAaTOTE€HE30M
PACCESHHOTO CKJIEp03a, U MHOTHE MPEANOJIOKUTENBHO ABISAI0TCS BO30yauTensamu PC
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[94]. HemanoBaxkHy0 pOJb WUrpalOT BHUPYCHl KOPH, KPACHYXH, SIUIEMUYECKOTO
napoTuTa W BHpyca repreca, BkiIwoyas Bupyc OnmreiiHa-bappa (BDbB), Bupyc
npocroro reprneca 1 u 2 U BUpyc BeTpsAHOUM ocmbl [95,96]. bojee BbICOKHE TUTPHI
aHTUTEJ MPOTUB KAXKJIOTO M3 HUX ObUIH 0OHApYy>KeHBI B 00pa3iax ceiBopoTkr 1 CMIK
nanueHToB ¢ PC [97]. Tem He MeHee, OONBITUHCTBO MOMBITOK BBIACIUTH MPUYHHHBIN
Tpurrep okpyxatouiei cpeasl npu PC Obul B OCHOBHOM HEMPOJIYKTHUBHBIMU U HE
CMOTJIY J1aTh 00IIlee MPEICTaBICHNE 0 MEXaHN3MaX BOCIPUUMYUBOCTH K OOJIE3HIM U
natoreHesa [98]. Oxumanwe TOro, 4To KakOW-TMOO OJIWH areHT OyaeT oO0iaaaTh
JOCTaTOYHON CHEeNU(UUYHOCTRI0 UM YHHUBEPCAIBHOCTBIO NJi YueTa BCEX CIIy4yaeB
OJIHOTO paccTpoicTBa, HepealibHO [99].

Ilamonoeus PC

[Taronorus PC xapakrepusyerca MHOkecTBeHHbIMU nopaxeHusimu B [ITHC [100].
[laToreHeTnyeckre MEXaHU3MbI MOPAXKEHUM TOJIOBHOTO MO3Ta JI0 KOHIIA HE U3yYCHBI
[101]. Tem HEe MeHee mpearonaraeTcs, 4YTo KJIIOUYEBYIO POJib B UX Pa3BUTHUU UTPaAECT
HEWpoJereHepalus, BO3HUKAIONIAs B PE3YyJbTAaTe€ BOCHAIUTEIBHBIX MPOLIECCOB HU
MMMYHHOTO OTBETa, HAIPABJICHHOIO MPOTHUB KIETOK HEPBHOW TKAaHH, WIPaET
LEHTPAIIbHYIO poJb. MHTEpecHO, uTo ouarnm nemuenunuszanuu npu PC BcTpewarorcs
MPEUMYIIECTBEHHO B 0€JIOM BEIIEeCTBE BOKPYT OOKOBBIX JKEIYJOUYKOB U 3pUTEITHLHOTO
HepBa [102-105]. Ot nmopaxeHus: MOTYT ObITh OOHApy»€Hbl Ha paHHEH CTaJAuU U
KOppeNnupoBaTh C  TsKECThIO  3aboneBanus [106]. Ouarm  mopaxkeHus,
JIOKaMU3YIOIIKMECs B MEPUBEHTPUKYIISAPHBIX 30HaX BHoJb [V xemymouka, B 00sacTu
CpPEIHET0 MO3ra W HOXEK MO3KEUKa, TaK)Ke MOTYT HaOII0IaThCs MPU PacCESHHOM
CKJIEpPO3€, XOTSI BCTPEUAOTCsl OHM 3HaunTeNbHO pexe [107,108].

OcoOblif HTEpEC MpeAcTaBiseT Tonorpaduyeckas 0JIU30CTh TaHHBIX 0YaroB K
KETyJAOUKaM MO3ra, BHYTPU KOTOPBIX pPAacIojiaraeTcsi COCYAUCTOE CIUIETEHHE —
CTPYKTYypa, BBIMOJHSIOMAs (GyHKIHIO Oapbepa MeEXAy KPOBEHOCHBIM pPYCIOM U
COIMHHOMO3TOBOM  KUJKOCTBbIO, YTO MOXKET Urparb poJib B MaTOreHese
BOCHANMTENbHBIX U3MeHeHui npu PC [109].

[Ipeanonaraercs, 4YTO pa3BUTUE ayTOArpecCHUBHbIX T-nuM@ouuTOB Ha
nepudepun MOKeT ObITh CIIPOBOLIMPOBAHO PsiioM (aKTOPOB, BKIIOYAsi BO3/ICIICTBHE
COJIHEYHOT'O CBETa, YPOBEHb BUTaMUHA D B CHIBOPOTKE KPOBU, BUPYCHbIE HH(DEKIIUH U
TEHETUYECKYIO TTpeApacnoaokeHHocTs [110]. Otu T-kneTku, pacno3Haromue MUEInH
KaK aHTUTEH, CIIOCOOHBI MPOHMKATH uepe3 remaTtodHiedanuueckuit 6aprep (I'96) u
JOCTUTaTh CTPYKTYp UEHTpajdbHOW HepBHOM cuctemsbl [111]. BHyTpu mo3ra oHu
MHULMHUPYIOT BOCHAJIUTEIbHYIO PEAKLMIO, COMPOBOXKAAIOLIYIOCS pa3pylIEHUEM
MHEJIMHOBOM 00omouku [112].

Takum oOpazoM, IIUTENBHOE BOCHAJEHWE WM TMOTEPs MHEIMHA TPUBOAAT K
HapylUIEHUI0 (QYHKIMOHUPOBAHMS HEHPOHOB, YTO KIMHUYECKH TPOSIBISETCS
CUMIITOMaMH paccesHHOTo ckieposa [113]. JlanHoe mpennosioxkeHrue moATBepKIAaeTCs
OOHapyXEHUEM AaKTUBUPOBAHHBIX MOHOHYKJICAPHBIX KJIETOK - JUMQOIUTOB U
MakpodaroB - B 30HE MOPaKEHUsI, U JEHIAPUTHBIE KIETKHU, BcTpedatoTcs BOau3u ['Ob
[114-116]. ITo-Buaumomy, PC- num@ouutsl 001aaat0T 00s1ee BBICOKOM ClTOCOOHOCTHIO
nepecekats ['Ob [117]. IIpouecc murpanum 1€MKOUUTOB CTPOTrO KOHTPOJIUPYETCA U
OCYILIECTBIISAETCA 3a CYET B3aUMOAEHCTBUS MEXKAY KIECTOUYHBIMU MOJIEKYJIAaMH aATr€3un
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(KMA), pacrnonoXeHHbIMU Ha 3HAOTEIUAIBHBIX KJIETKaX reMaTodHIe(haTndecKoro
O6apbepa (I'DB), u ux nuranaamu, TPUCYTCTBYIOIIMMHU HA OBEPXHOCTH JICMKOIIUTOB
[118].

Oco0y1o poJib urpaer csizbiBaHue uHTeTprHa VLA-4 (0O4eHb MO3IHUN aHTUTCH-
4) ¢ MoJeKyJIol aare3uu cocyaucThix kKieTok VCAM-1, uTo sBIseTCS KIHOYEBBIM
ATAanoM TMPOHUKHOBEHHUS AaKTHUBUPOBaHHbIX T-muMmdornutoB uepe3 [Ob mpu
paccestHHOM ckiiepo3e. Hannuue nekonurapHoi HHOUIBTPALUH, SKCIPECCUPYIOIIEH
VLA-4, Oputo Takke BBIABIEHO B oOdYarax IOPaXXEHHs TOJIOBHOIO MoO3ra IpH
3aboneBanuu PC [119]. B Hacrosiee Bpems Beayiast poib 1uMponuToB T-xenmnepos
(Th)17 u Th1 B maTorene3e AeMueIMHU3AIMN TOJIOBHOTO Mo3ra PC Xxopo1io u3BecTHa
[120]. Knerkm tmma Thl7 cnocoOHBI OTHOCHUTEIBHO JIETKO IPEOJ0JICBATh
rematodHIeanuueckuit 6aprep (I'DB), mockoibKy BbIpaOATHIBAIOT HUTOKUHBI U
XEMOKHHBI, a TAK)KE IKCIPECCUPYIOT PELENTOPHI, BIUIIONUME HA €r0 MPOHUIIAEMOCTh
[121-125].

CornacHO MHOTOYHCIIEHHBIM HccaenoBanusM [126—130], moareepxaarommm
yuactue JumdorutoB Thl wu Thl7 B pa3BuTUM paccesHHOrO CKJIEpO3a,
MpEeIoaraeTcs, 4To peakius, onocpenoBanHas Thl7, urpaer ki4eByl0 pojb Ha
paHHuUX OJTanax 3a0ojeBaHus, Torga kak Thl-kinetku B Oosblnedl  cTeneHu
OTBETCTBEHHBI 3a MOJJEPKAHNE XPOHUYECKOrO JIOKATHLHOTO BOCHAJICHHUs Ha Ooliee
Mo3aHuX craausax [131].

Kpome Toro, cymiecTBeHHbIN BKJIaJl B TATOT€HE3 PACCEIHHOTO CKJIEPO3a BHOCST
B-numdonuTel. DTO MoaTBEpKAACTCS pe3yJIbTaTaMu HCCIEAOBAHUMN, BBISIBUBIINX UX
MOBBIIIEHHOE COAEpP)KaHHUE B KPOBU M CIMHHOMO3TOBOM KUIKOCTU OOJBHBIX
[132,133], a Takke TPUCYTCTBUE OJIMTOKIOHAJIBHBIX IIOJIOC AHTHUTEN B
nepedbpocnuHanbHON kuakoctu narueHToB ¢ PC [134]. Haubonee ybenutenbHbIC
JI0Ka3aTelIbCTBa yd4acTHsl B-KJIETOK TOJyYeHbl MNpPH TMPOBEACHUH KIMHUYECKUX
UCIIBITAHUN C MCIOJIb30BAHUEM MOHOKJIOHAJIBHBIX aHTUTEN, HaileleHHbix Ha CD20),
YTO MPUBEIO K BBIPAKXEHHOMY KIMHHYeckoMmy 3(dekty y mamumentoB [135-137],
KOTOpBIE UCTOIIAIOT NomnyJsinuio B-kinerok [138].

AyTopeakTuBHbIE JTUMQOIUTH HalleJIeHbl Ha OCHOBHOW MHEIMHOBBIM OEIOK,
KOTOPBIM SBJISIETCS KOMIIOHEHTOM MUEIUHOBBIX JIUCTOB, KOTOpPbIE MOKPBHIBAIOT
HEHpOHBL. ANOMNTO3 OJUTOJIEHAPOLNUTOB 0OHAPYKUBAETCS B MECTE JE€MHUEINHU3ALNN
npu PC [139], yto mpuBomuT k aktuBauuu Heipornuu [140,141]. PeakTuBHBIE
MUETMHOBBIE JIMM(OLUTHI 00OHAPYKUBAIOTCS B KpoBooOpaieHuu 1 B ciydasix CMK
npu PC mo cpaBHeHHI0O co 370poBeiIMH cyObekTtamm [142,143]. Pons B
Pa3BUTUU PACCESHHOIO CKiepo3a Obula MOJTBEPXKJIEHA B OSKCHEPUMEHTAIbHBIX
MOJIEJISIX Ha )KUBOTHBIX: BBEJACHUE MUETUH-cienupuueckux nurorokcuueckux CD8*-
JTUM@OLMTOB BBI3BIBAJIO BBIPAKEHHOE AYTOMMMYHHOE IOPaKEHUE ILIEHTPAIbHOM
HEPBHOUW CUCTEMBI y MbIlel [144].

OnHako MaHHBIT HWMMYHHBIM OTBET HOCUT TOJHUKJIOHAIBHBIN Xapakrtep —
OTCYTCTBYET UETKOE COBIAJCHUE AaHTUTEN WM T-KIETOYHBIX KJIOHOB MEXIY
otaenbHbIMU TanveHTamu ¢ PC u paznuuyneiMu uccienoBanusmu. Kpome Toro,
ocTa€Tcsi HE JI0 KOHIIA SICHBIM, CBSI3aHBl JIM CTPYKTYPHBIE H3MEHEHHS CaMOro
MHUEITMHOBOIO OejKa C 3allyCKOM IaTOJIOTMYeCKOr0 MMMYHHOTO OTBETa, KOTOPBII
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tunusupyet PC unu otBetsl Ha Hero [145-147].

Omuuyeckas npedpacnonodxcennocms npu PC.

Paznuunsie UCCIe0BaHUs MpeAnoiaratoT TE€HETUYECKY IO
npeapacnonoxeHHoCcTh K PC [148-154]. OTMeuaroTcst BBIpaKEHHBIE pa3iIndusl B PUCKE
Pa3BUTHUSL PACCESIHHOTO CKJIEPO3a CPeAr PazIUYHbIX 3THHUYECKUX U MOMYJISIITUOHHBIX
rpymnmn. XoTsa 3a0oJieBaHUE BCTpEUYaeTcsl MO0 BCEMY MHpPY, HauOOJbIINE MOKa3aTelu
3a0oieBaeMOCTH (PUKCHPYIOTCS B eBpomneickux cTpanax [155,156]. HauGonee
BbICOKass pacnpoctpanéHHocth (6onee 200 cnmywaes Ha 100 000 nHacenmeHus)
3apeructpupoBana B [llotnanauu u CeBepHoil Mpnanauum m B HEKOTOPBIX TpyIax
Hacenenuss B CkanauHaBuu u Cunmiuun [157-159]. Pacnpoctpanénnocts PC Ha
bpuranckux octpoBax BapsupoBaia oT 96/100 000 go 6omee 200/100 000, mpudem
camble Bbicokue nokazarenu B lllotnannuu u CeBepuoit Upnanauu (ot 7,2 1o 12,2 Ha
100 000) [160-162]. [Toxosxe, 4yTO HaceIEeHUE CEBEPOEBPOIMEUCKOTO MPOUCKOXKICHUS
nojBepxkeHo Ooiiee BhIcOKOMY pucky pasutus PC. B Bocemb pa3 Oonee Hu3KHE
MOKA3aTeJIN PACCESTHHOTO CKJIepo3a ObLTM OOHAPYKEHBI B a3UAaTCKUX U apUKAHCKUX
NOMYJISILMAX B TaKXKe OTMEUEHbl Oojiee BBICOKME IOKazaresd 3a00J1€BaeMOCTH
pPAcCesHHBIM CKJIEPO30M CpEIM MPHUE3KUX MO CPABHEHUIO C KOPEHHBIM HACEJIECHUEM
[163,164].IToxoxue TeHaeHIIuU HabIoaauch 1 Ha ManbTe, rie pacnpocTpaHEHHOCTh
PC y ummurpantoB u3 CeepHoit EBponbl oka3zaiack NpUMEpPHO B JIECATh pa3 BhIIIE,
YeM CpeId MECTHBIX >kuTened [165].0Tu HaOm0AeHUS YKa3blBalOT Ha HaJIW4He
TEeHETUYECKON MPEPACIOI0KEHHOCTH K DPAa3sBUTHIO 3a00JIEBaHMS, HE3aBHUCHMO OT
BIUsHUS Teorpaduueckux GakTopoB, TAKMX KakK IIUPOTA.

Kpome TOro, HakomieHO MHOXECTBO JAaHHBIX, CBUJETEIbCTBYIOUIUX O
MOBBIIIIEHHOM pucKe BO3HUKHOBeHUS! PC y Onmxalmmx poJICTBEHHUKOB MallMEHTOB -
oco0eHHO y OpartbeB, cecTép [166—168] u Apyrux YIEHOB CEMbH, HAXOJSAIIUXCS B
TEeCHOM poacTBeHHOU cBsizu ¢ mpobanaamu PC [169]. Beicokuii puck auarnosza PC
cpenu OJIM3KOPOJCTBEHHBIX JIIOAEH MpeanoaraeT cBsa3b Mexay ramiorunom HLA u
3abosieBaHreM. MHOTOUYMCIIEHHBIE HCCIE0BAHUSA MOYYMIH IUPOKYIO MOAIEPKKY, B
TOM YHCJI€ UCCIEAOBAHUS C IUPOKUMU F€HOMHBIMU accouuranuamu s amens HLA
DRB1 * 15: 01 xak (14%) B monynsiuusx Cesepnoit EBpombr [170] u 18—-19% B
nonynauusax KOxunou Eeponsr [171,172].

Daxmopwl sKon02UYecko2o pucka o PC

[upota. CBsA3b MexIy MUPOTON oOuTaHust UM puckoM pa3Butus PC mupoko
NOKyMeHTHpoBaHa. Tak, HauOoJbllee KOJIUYECTBO CIIy4aeB PACCESHHOIO CKIIepo3a
OTMEYAETCs] B YMEPEHHBIX KIMMAaTHYECKUX 30HAX, [JI€ UHTEHCHUBHOCTb COJIHEYHOIO
M3IIy4YEeHUs] CpaBHUTENbHO Huke [173,174]. Cuurtaercs, 4TO BEPOSTHOCTh Pa3BUTHS
3a00JIeBaHMs BO3PACTAET MO MEPE YBEIMUYEHUS pacCTOsAHUs OT 3kBaTopa [175]. bonee
TOr0, TAXKE B Ipeaesiax OAHOM CTpaHbl pacnpocTpaHEéHHOCTh PC BbIllIe B CEBEPHBIX,
0oJiee MMPOTHBIX PETMOHAX, YEM B 00JIACTSIX, PACHOJIOKEHHBIX OJIMIKE K JKBATOPY
[176,177].

[Ipeanonaraercs, yTo Ha AaHHBIA 3(Q(EKT MOTYT BIUATH Takhe (PaKTOPhI, KaK
MUTMEHTALUSI KOXU U YyPOBEHb BO3JIECUCTBUA YIbTPA(UOIECTOBOTO HU3IYUYEHUS.
Habmronaemblif IMUPOTHBIA TpagueHT 3a00J€BaEMOCTH PACCESHHBIM CKJIEPO30M
XOpOIIO MOATBEPXKAEH: HauOOJbIINE MOKA3aTeNU 3apErMCTPUPOBAHbI Y HACEICHUS,
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IIPOKMBAIOILIETO B pailoHaX, pacHoJIOKEHHbIX ceBepHee 42° mupotsl [178].
CnenoBatenbHO, BbIcOKas pacnpocrpaneHHocTh PC B IlloTtnanagumu u  AHIMu
COOTBETCTBYET IMHPOTHOMY pHCKy 3aboneBanus [179,180]. VYoenutenbHbie
JI0Ka3aTelIbCTBa CBA3M MEXIy IMUPOTOM U pacmpocTpaHeHHocThio PC  Obutn
npeAcTaBieHbl B MeraaHanusze Simpson et al. [181]. MuaTepecHo, 4TO aBTOPHI
MpeArnoiaraloT, YTO d3Ta acCcolUalus MOXKET OBITh H3MEHEHa MECTHBIMU
T€HETUYECKUMU U MOBEACHYECKO-KYJIbTYPHBIMU BapUaALlUSIMU.

[IpsiMble TOKa3aTeNnbCTBa, OOBSCHSIONME POJIb TUPOTHI B narodusuonoruu PC,
orpanuyensl [182]. Haubosee nmpaBnonogo0HbIM 00bSICHEHUEM TOTO, TOYEMY OOJIbIIE
ciyyaeB PC nuarHoctupyeTcss Ha 0oJiee BBICOKUX IMIMPOTax, SABISIETCS MEHbLIEE
BO3JICHCTBUE COJTHEYHOI0 CBeTa. B yacTHOCTH, O0Jee HU3Kas MPOAYKIIUS BUTaMuHa /|
y JIOAeH C MEHBIIUM BO3JIEUCTBHEM COJIHIIA Oblla MpEeAoKeHa B KauyecTBe
0OBSICHEHHS CBSI3aHHBIX C IIMPOTOM pa3IMUMil B PUCKE paccestHHOro ckiaeposa [183].
[Ipenmonaraercs, 4dYTO WHTEHCHUBHOCTH yibTpaduoieroBoro B  usmydeHws,
HE0OXO0MMOTro JIJIsi CUHTe3a BUuTaMuHa /| B koxke [184], Huke B CEBEpHBIX MIUPOTAX
[185]. D10 cBsizaHO C TeM, YTO YJIbTPApUOJETOBBIM CBET JIETKO IOTJIOIIACTCS
030HOBBIM ciioeM [186]; moATOMYy yBeTHUUYEHHE JJIMHBI MyTH 030HA B 00Jiee BHICOKUX
IIMPOTAX MPUBOIUT K yMeHblIeHUI0 Y D-usnydenus, gocruraromero 3emun [187].
D10 00BSACHSIET HU3KYIO BRIPA0OTKY BUTaMUHa J[ y BceX JI0AeH, )KUBYIIMX HA IIUPOTE
Bhie 33 ° [188]. CxoansiM 00pa3omM, cuHTe3 BUTaMuH J[ He ObLT MOKa3aH y J0IeH,
KUBYHIMX Ha mupore 90°, u He ObU1 OOHapyXeH 3UMOM Ha MmHUpoTax Bbime 50°
(AnTapktuna, 6onbmas yacth ['pernannuu u Ansicku, ceBepHbIe pailoHbl KaHaswl,
Poccus m EBpomna) [189]. beuto moka3zaHo, 94TO BO BCEX ITHUX CEBEPHBIX MECTax 3a
npeaesiaMy JieTa IPOUCXOIUT HeOoIbIoe npou3BoAcTBO BuTamuHa [[. Kpome toro,
3HAYUTEJIbHOE CHIDKEHUE CHHTEe3a BuTaMuHa /[ ObU10 0OHAPYIKEHO Y J10JIeH, KOTOphIC
nepeexaiy U3 IKHbIX perHoHOoB [190].

NuaTepecHo,  4TO  COJHEYHBIN CBET  TaKXKe€  OKa3blBaeT  IpsIMOE
MMMYHOCYIIPECCUBHOE NENUCTBUE [191].Ucnonb3ys AKCIEPUMEHTAIIbHBIN
ayTOoUMMYHHBIA 2HIIeDamomuenut (DAD), monens PC Ha xuBoTHBIX, Wang et al.
MOKa3alu, YTO YIbTPa(HUOJIETOBOE H3IYUCHHE MOXKET OCHa0IATh CHUMIITOMBI
HE3aBUCUMO OT Ipomu3BojcTBa BUutamuua Jl [192]. AHamoruynple pe3ynabTaThl ObLIN
npeacraiensl Becklund et al. [193], rae Y ®-u3nydeHne HHTHOUpPyeT BOCHIAJICHUE U
HanboJiee 3HAYMMOTr0 TeHeTHYecKoro (akropa pucka passutus PC, ocobeHHO aJis
panHero Bo3pacta [194]. DToT ajuiens TakKe MPUCYTCTBYET B OUEHb BRICOKOM YacTOTE
JEMHUETMHU3ALINI0 CHUHHOTO Mo3ra. Kpome Toro, Y ®-usiydeHne pe3Ko yYMEHBIIWIO
cuate3 MPHK u Genka CCLS5, a Takke yBEIMUYUIIO MUTPAIUI0 MakpodaroB u
BbIpaboTKy [FN-y B cCTUHHOM MoO3re. ABTOPHI IPEANOIaralT, 4To yIbTpapuoIeTOBOE
W3JIy4YEHHUE MPEAOTBpaIlaeT MUTpauio BocnanuTenbHbIX KieTok B I[HC 3a cuer
(OKanbHOrO  WMHTUOMPOBAaHUS ~ XEMOKMHOB W CHUCTEMHOTO  IOBBIIICHUS
uMMmyHoenpeccuHoro IL-10 [195].

Knunnueckas xaptuHa paccesHHoro ckieposa (PC) oriamyaercs BbIpakeHHOM
BapualEeIbHOCTHIO, YTO 3HAYUTENIBHO 3aTPyJHSET BbIJIEJICHUE CHEeHUPUIECKUX
CUMIITOMOB, ITO3BOJISIFOIUX C YBEPEHHOCTBIO YCTAHOBUTH AUAruHo3 [196].

CornacHo pe3ysibTaTaM MHOTOYHMCIEHHBIX UCCIEIOBAHUM, Y eTel 3aboneBaHue
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MOXET HAYUHATHCS OCTPO WM, HAIPOTHUB, UMETh CTOJIb CJIa0ble MPOSBICHHS, YTO
MalMEHT JITTUTEIbHOE BpeMs He oOpallaercs 3a MeIUIMHCKON moMoisto. [lepBuunbie
cumntombl PC B jgerckoM Bo3pacTe, Kak MPaBUIO, CXOXH C MPOSBICHUSIMHU
3a0oneBanus y B3pocibix [197]. B OonbImuMHCTBE CllydaeB OHHM HECTOWKHE,
COXPaHSAIOTCA HECKOJIbKO HENEeNb U TOCTENEHHO PErpecCUpyIOT, YTO OCIIOXKHSET
CBOEBPEMEHHYIO TUATHOCTUKY M HEPEAKO MPUBOAUT K €€ 3amepxke Ha S—7 net [198].

XoTs o0mMe KIMHWYEeCKHe Mpu3Haku jerckoro PC BO MHOTOM COBMHAAarOT C
TaKOBBIMH Y B3POCIBIX, HEKOTOPBIC HCCICIOBAHUS OTMEUAIOT OIpeAeIEHHBIC
oTnmuusA. Y Jerel 3a0ojieBaHHE dYallle HauyhHaeTcs 0ojiee OCTpPO, COMPOBOXKIASACH
TaKUMH CHMIITOMAaMH, KaK BBIpAXXEHHasi TOJIOBHAs O00Jib, TOIIHOTAa ¥ PBOTA,
TOJIOBOKPYKEHHUE, TOBBIICHUE TEeMIeparyphl, cyaoporn u remunapes [199].
[logoOHast cuMnTOMaTHKa HEPEAKO MPUBOJIUT K MEPBOHAYAIBLHOMY OIIMOOYHOMY
JUarHo3y, HapuMep, MEHUHTOdHIe(annuTa, 0COOCHHO y JeTel Miaiie 6 JeT.

[Tomucumnromusiii 1e6roT PC Habmrogaercs npumepHo y 48,9% nereit, Toraa kak
Cpeay B3pOCIIBIX ITOT MOKa3aresib He mpeBbimaer 12%. Tem He MeHee, Kak OTMEYaroT
UCCIIEIOBATENN, OCTPO€ WU TSDKENOE Haudano 3a00JeBaHHUS B PAHHEM JETCKOM
BO3PAcCTe HE BCETJa aCCOLMUPYETCS ¢ HEOIaronpusaTHLIM TporHo3oM [200].

B MHOrOUYMCIEHHBIX UCCIEOBAHUSX MOKA3aJI0, YTO Yallle y AeTel KIMHUYECKUE
MpOSIBJICHUsT OBIBAIOT TMOJHUCUMIITOMHBIE, 3aTparuBalOIIUMe CTBOJ MO3ra WIH
JIBUTATEIbHBIE HAPYUIEHUS, W, KaK MpaBUIO, HUMEIOT Oo0Jee Cepbe3HbIE OCTPHIC
HapyIIeHHs], YeM Yy MOXWIbIX MaluueHToB. Hampumep, Bompoc 0 TOM, CIOCOOHBI JU
MaJieHbKHE JETH BbIpa)xaTh CJIa0ble CEHCOPHBIC HAPYIICHUS WIH MPETyNpeKIarh
poauTenel 0 CMMITOMAX JIETKOW MOTEPH 3peHUs ocTaeTcs crnopHeM [115,p. 20].

PaccesiHHBIN CKIEepO3 y JIeTeil CBsA3aH ¢ Oojiee JUTUTEIBHBIM MEPUOIOM MEXTY
MEPBBIM TMPUCTYNIOM U (u3HUecKo HMHBaTUIHOCTBIO (O6amn mo mkaine EDSS) mo
CPaBHEHHUIO C pacCesHHBIM CKJIepo3oM Yy B3pocibix [201]. PaccessHHBIN CKIIepo3 y
JeTell BOBHUKAET B MEPHO]I aKTUBHOTO CO3PEBAHUS MO3Ta.

Knuandeckn pacno3naroTcs Heckoilbko ¢opm PC  kortopas mposiBisercs
YepeOBaHUEM DIIHU30/I0B HEBPOJOTUYECKOTO NCPHUIMTA U MOCIEAYIOMUX MEPUOI0B
YAaCTUYHOIO WM MOJIHOTro BoccTaHoBieHus [117,p. 238]. [To mepe nporpeccupoBanus
3a0oneBanust 'y 60-70% manueHTOB HAOIIOJAETCS TMOCTENEHHOE YXY/IICHUE
COCTOSIHUSI C HapacTaloIIMM U CTOWKUM yCyTryOjeHueM cumnToMatuku [18,p. 663],
YTO COOTBETCTBYET BTOpHUHO-TIporpeccupyromemy tumy PC (BITPC).

VY Hebonbioi yactu 00JIbHBIX, TpuMepHO y 10%, 3a0oneBaHue HM3HAYAIBHO
MPOTEKAaeT Kak NepBUYHO-TIporpeccupyronnii paccesHubiit ckiaepos (IIIPC), nmpu
KOTOPOM OTMEUaeTCsl MOCTOSTHHOE HapacTaHUue HEBPOJIOTUUECKUX HapyIieHul 6e3 ¢a3
pemuccuu [29,p. 75].

Kaxnas knuaunueckas ¢opma PC xapaktepusyercss CBOUMU OCOOCHHOCTSIMU B
yacToTe  OOOCTpeHMIl M JUIMTENIBHOCTH  PEMHCCHH. OTrMeueHo, 41O
MIEPUBEHTPUKYJISIPHBIC OYard Yaille BBISBISIOTCS MPU MPOTPECCUPYIONTUX BapUaHTaX
3a00JieBaHMs IO CpaBHEHUIO ¢ penuauBupyomumu Gopmamu [120,p. 661]. Ognako
HU KOJINYECTBO, HU PACIHOJIOKEHHE 0YaroB B CIIMHHOM MO3re€ HE UMEIOT YETKON CBSI3U
¢ Tuniom TeueHus: PC wim cTeneHnbo MHBAIMIU3AIUH.

Tem He MeHee, JIOKaIM3allMsg U YUCIO OYAroB MOPAXEHUs B TOJOBHOM MO3Tre
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HaIMpsIMyI0 KOPPETUPYIOT € KIMHUYECKUMH TMPOSBICHUSIMHU - KOJHMYECTBO 30H
JEMUEIIMHU3ALUNN yBEIIMYUBAETCA C KaXKIbIM HOBBIM penuauBoM [201,p. 267]. Ilpu
sToM BocnanuTenbHbil npouecc B [IHC mpomomxaercs naxe B ¢asze pemuccuu, a
YHUCJIO 0YaroB IMOCTEIIEHHO BO3pACcTaeT, HECMOTPS Ha KIIMHUYECKOE YIIy4IlICHHUE.

Knuandeckue CMMNTOMBI PacCESHHOTO CKIIEpO3a 3aBUCIT OT aHATOMUYECKOU
JOKaNu3allMl TOPAKEHHWI: ouyard B Pa3lUYHBIX OTAENaX MO3Ta BbI3BIBAIOT
cneruduueckue HapymieHus. Tak, MOpaXXeHWe CIUHHOTO MO3ra MPOSBIISICTCS
CHUKEHHEM YYBCTBUTEIBHOCTH W MBIIIEYHOW CIa0OCThIO, TOTJA KaK IOpaXKeHUe
CTBOJIa MO3Ta BEJET K JIBUTATEIIbHBIM U CEHCOPHBIM PacCTPOMCTBAM, 3aTparuBaroniuM
GYHKIIMK, KOHTPOJIUPYEMBIE COOTBETCTBYIOIIMMH CTPYKTYypaMH IEHTPaIbHOU
HEpPBHOM cucTeMbl W aumuionuio. Korga BocmaneHue JOKaau3yeTcsl B 3pUTEIBHOM
HEpBe, OOBIYHO OMUCHIBAIOTCS TaKKe MPU3HAKU, KaK HApYyIIeHUE 3peHHUsl, 00JIb B ra3zax
u nnoreps 3penus [202,203].

Amy Waldman u coaBT., aHaTU3upys B CBOCH paboTe MPUIILIH K BBIBOJY, YTO
PELUIUBUPYIOIIEC-PEMUTTUPYIOIIETO TeUeHHE 3a00IeBaHMs BCTpedaeTcst 0oJjiee ueM y
97% manueHToB C HaYaJIOM PACCESTHHOIO CKJIEpo3a B Bo3pacTe 10 18 et [204].

[lepBrUYHBIN TPOTPECCUPY IO pacCCEIHHBIA CKJIEPO3 OYEHBb PEAKO
BCTpEYAETCs y JIETE U MOJPOCTKOB U JOJKEH Bcerja TpeboBaTh OOIMIMPHON OIEHKH.
Taxxe Amy Waldman omnuceiBasia B cBoedl paboTe O BBICOKOM yacToTe
pPEUUIUBOB B IEpPBbIE HECKOJBKO JIET MOCie Hayana 3abojeBaHusl y  JAeTel C
paCCEIHHBIM CKJIEPO30M IO CPABHEHHUIO CO B3pOCIbIMU ManuenTamu [205].

Jluarno3 paccessHHOTO CKJIEpO3a KakK y JeTei, TaK U y B3POCIIBIX OCHOBBIBACTCS
Ha aKTHUBHBIX BOCITAJIMTENIBHBIX MMPU3HAaKax B HeckoJbkux obmactax [JHC [205,p. 781].
[Ipeapiayume TuarHoCTUYECKHE KPUTEPUU BKIIOUAIA HAYall0 PACCEIHHOTO CKIIep03a
nociue 10 ner [206], HbIHENTHUE KpUTEpUU MakgoHaIb/1a Kacarouuecs: TMarHOCTUKU
PAcCessHHOTO CKJIepo3a y JeTed, MPEeAOCTaBISIOT KOHKPETHbIE KOMMEHTApHH IO
npumenenuto MPT npu neamatpudeckoM paccessHHOM ckiepose. CrnocoOHOCTb
MOATBEPAUTH JAUATHO3 PACCESHHOTO CKJIEPO3a BO BpEeMsl MPUCTyIa aTaKH SIBISCTCS
VHUKQJIBHOW MJ11 KpuTepreB MakaoHallba, MpPU YCIOBUU, 4YTO KIMHUYECKHE
MPU3HAKU SIBIAIOTCA TUIUYHBIMU IS IIPUCTYIIa PACCETHHOTO CKiepo3a u uto MPT
OOBIYHO Y MAIMEHTOB C PACCESTHHBIM CKJIEPO30M MOKa3bIBAET /iBa nmopaxeHus T2 B 1Byx
U3 YeThIpEX MeCTax, (IepUBEHTPUKYJISIPHBIN, FOKCTAKOPTUKAIbHBIN, CTBOJI TOJIOBHOTO
MO3Ta WM CIUHHOM Mo3T) [207].

CpaBHUTENBHBIE HCCIIEIOBaHUS MarHUTHO-pe3oHaHcHOM Tomorpaduu (MPT)
MOKa3aJiv, YTO y MEeIUaTPUIECKHUX MAIMEHTOB C PACCETHHBIM CKIIEPO30M HaOIIOAaeTCs
OoJiee BbICOKas Harpy3ka T2 B Hauasie 3a00jeBaHUsi U OOJee BBICOKAsh aKTMBHOCTH
3a00JIeBaHMsl TPU KOHTPOJBHOM CKAaHUPOBAHMHM IO CPAaBHEHUIO CO B3POCIBIMU
MalMeHTaMM Ha ToM ke craauu 3abosieBanus [208]. DTo yka3plBa€T Ha TO, 4YTO
neguatpudeckue nauueHTel ¢ PC uMmeroT 0osnee BOCHAIUTENbHYI0 aKTUBHOCTb, YEM
B3pPOCJIbIE MAIMEHTHI, YTO COTIACYETCS C BBIBOJOM O TOM, UTO KOJIMYECTBO T'aI0JIUHUIMA-
MOBBIIAIOIINX  MOBPEKICHUW  YMEHBIIAETCS Yy  B3POCIBIX  NAlMEHTOB C
PEeLMANBUPYIONIC-PEMUTTUPYIONMIEH (OPMOM pPaCCETHHOTO CKJIepO3a C BO3PaCTOM
OTMEUAETCs TEHJICHIIUS K U3MEHEHUIO XapaKTepa MopakeHui roioBHoro mo3ra [209].
Kak mpaBwio, maronorunueckuii mnpouecc mnpu PC mposiBasercs B BUIE
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MHOECTBEHHBIX, YETKO OYEPUCHHBIX OYaroB JEMHUEITUHU3AINN, JTOKATU3YIOMUXCS B
MEPUBEHTPUKYIISIPHBIX, FOKCTAKOPTUKAIBHBIX, HHGPATEHTOPUATBHBIX 00JIacTAX, a
TaKk)ke B OEJIOM BEIIECTBE CIIMHHOTO MO3Ta.

VY nereil ¢ pacCesTHHBIM CKJIEPO30M, AHAJIOTMYHO B3pOCIbIM mnamuenram, MPT-
M3MEHEHUS Yallle BCETO BBISBISIOTCS B MEPUBEHTPUKYISPHBIX U FOKCTAKOPTUKAIBHBIX
30Hax 0eNoro BeIIeCTBA, YTO YKa3blBa€T HA CXOJACTBO MaTOMOP(OIOTHUYECKUX
MEXaHW3MOB 3a00JIeBaHUS B pa3HBIX BO3PACTHBIX TpyIMNax, TeM HE MEHee, Yy
neguaTpudeckux mnanueHToB ¢ PC orMmeudaercs ©Oojiee  4yacToe — BOBJICUCHHE
MH(]paTeHTOpUATBLHON 30HBI, Y€M Y B3POCIBbIX MAIMEHTOB, YTO COTJAcCyeTrcsl C
HabmoienneM, uto y neauarpudeckux PC gamie BcTpedaercs Havaao CTBOJIa MO3Tra /
MO3XKEUKa MO CpaBHEHHUIO co B3pocibiMu [210]. Kpome TOro, KpymHble M IIJI0XO
OUEpUYEHHBbIE TOPAKEHMS, a TaKKe MIYyOOKHEe TMOPaKEHHsI CEpOro BeIllecTBa yaille
HaOJNIOJal0TCS B MpenyOepTaTHBIX CAydasX IO CPaBHEHHUIO CO CIydasMu TOCIe
nosjoBoro co3peanus [211,212]. Takue nopaxkeHust y npemyOepTaTHBIX NallUEHTOB
MOTYT HCYE€3aTh WM YMEHBIIAThCA B pa3Mepe U KOJHMYECTBE IMPU MOBTOPHOM
CKaHUPOBAHWU, YTO HE HAOIIOJAETCs Yy TOAPOCTKOB U B3POCIBIX. DTO pa3ININE MOKET
OBITh YaCTUYHO OOBSICHEHO BO3PACTHOM CIIOCOOHOCTBHIO K OTEYHOMY IMOPAXKEHUIO U
peMuenuHu3anuu. B To BpeMsl Kak y NeAUaTpUYECKUX MAIlMEHTOB C PACCESHHBIM
CKJIEpO30M II0 CPaBHEHHIO CO B3POCIBIMU OTMEUAETCsl MEHBIee KOJUYECTBO
MOBPEXKACHUN KOpPbI TOJOBHOTO MO3ra U 0Oosiee MeEJIEHHBIM mporpecc arpoduu
rOJIOBHOT'O MO3ra, MpH MEAUaTPUUYECKOM PACCESTHHOM CKJIEPO3€ MPOUCXOAUT LIUPOKO
pacnpocTpaHEeHHOE MOBPEXKICHNE TKaHell B HopMaibHOM Oesiom BemiecTse [213,214].

CMX npu PC. B uccnenopanuu Amy Waldman, ouenuBaromiemM ocoOOCHHOCTU
CMX y 107 naiiueHTOB C paccesiHHBIM CKIIEPO30M, Y JeTel, y KOTOPbIX 3a00JieBaHuE
Hagasioch Y gered muaame 11 5er HaOMI0IaT0Ch TMOBBIIMIEHHOE KOJUYECTBO
JIEHKOILIMTOB B CIMHHOMO3TOBOH JKMJIKOCTH TI0 CPABHEHUIO C TIOAPOCTKAMU B BO3PACTe
11-18 ner. Kpome Toro, y naieHTOB Miauieil Bo3pacTHou rpymnmsl (<11 ner) yaiie
BBISIBIISUIOCH TIPUCYTCTBUE HEHUTPOUIOB B JIMKBOpPE, TOTJa Kak y Oojee crapiimx
nereu TaHHBIN MpU3HAK OTMevaJIcs 3HAYUTEIBHO pexe.
OaHUM U3 KITIOUYEBBIX TUATHOCTUYECKUX METO0B IIPU PACCESTHHOM CKJIEPO3€ SBISIETCS
UCCJIEIOBAaHUE CIHUHHOMO3TOBOW JKUAKOCTH HA HAJIMYUE OJUTOKJIOHAIBHBIX
UMMYHOTJIOOYJIMHOB, YTO TIO3BOJISET MOATBEPAUTh HAIMYHME BHYTPUCHUCTEMHOTO
MMMYHHOTO OTBETa W WrPacT BAXKHYI poJiib B AuddepeHInalTbHON JAHUArHOCTUKE
3a0oneBanus. WHTparekanbHbli cuHTe3 uUMMyHOrinooynuHoB (OCBs) B CMIXK,
HaJIMYU€ OJUTOKJIOHANBHBIX Mojoc (OCB) B CHMHHOMO3TOBOM JKUAKOCTU SIBISETCS
XapaKTEePHbIM JTUArHOCTUYECKUM MPU3HAKOM pACCEIHHOTO ckiepo3a. B ToMm ke
UCCIIEIOBAaHUU JaHHBIM Mapkep Obul BbisiBIeH y 21 pebGénka (43%) u3 rpymibl
MJIQJIIIIETO BO3pacTa, TOTAa Kak cpeaud manueHToB 11-18 jer oJurokiioHandbHbIC
noJsiocsl onpenensnuck y 49 uenosek (63%) [215].

WNuTtepnperanus pe3yJbTaToOB aHAKM3a CIMHHOMO3TOBOM JKUAKOCTH HA HAIMYHE
OJINTOKJIOHAJBbHBIX HMMMYHOTJI0OYJHHOB Kilacca G JOKHA TMPOBOAUTHCA B
COBOKYITHOCTH C MCCIIEJOBAHHEM CHIBOPOTKH KPOBH Ha aHAJIOTUYHbBIE TTOKA3aTENH, YTO
OBLIO YYTEHO npu BBITIOJITHCHUH JTAHHOTO HCCIIEI0BAHUS.
Takolf  KOMIIJIEKCHBIM  MOJAXOJ  TO3BOJIAET  pasrpaHUUUTh  3a00JIeBaHMUs,
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XapaKTEePU3YIOIINECs HU30JIMPOBAaHHBIM MHTPATEKATbHBIM cuHTEe30M IgG (Hampumep,
paccesiHHbINA ckJiepo3) [216], OT cuCTeMHBIX MaTOJOTHH, PU KOTOPBIX OOHApYKEHHE
oJIMroKJIOHaNbHBIX IgG B MMKBOpe 00YCIOBIEHO MOBBIIEHHON MPOIYKIIMEH aHTUTEN
Ha mepudepun, 0e3 aKTHBAIlUM WMMYHHBIX ITPOIIECCOB B IEHTPAIbHONW HEPBHOM
CUCTEME.

Cvigopomounvie anmumena

ChIBOPOTOYHBIC AHTUTEIIA, HAIPABJICHHBIE MPOTUB O€TKa MUEITNHA, BBISBISIOTCS
y 25-50% nereit ¢ octpoit nemuenunuzanuend [{THC [217,218] B MHOTOUYHCIEHHBIX
UCCIEIOBAHUAX Y JIETed C pacCesHHBIM CKJIEpPO30M, aHalu3 UMMYyHoOnoTa [219]
BBISIBUJI aHTUTEJIA, HAIIPABJICHHbIE KaK IIPOTHUB 3PEJIOro, TaK U HE3PEIOr0 OCHOBHOIO
OeJiKa MUEIHHA.

Hampumep, B cBoem uccnenoBanuu M. E. IllenapeBa npeamnoinoxuia, 4To npu
nepexome MHUEIINH-OJIUTOICHAPOLIUTAPHOTO riukonporenna (MOG) B
BBIJIEIsIEMYI0 JOPMY TaHHOTO OenKa CrocoOHa MPOHUKATh B IIEHTPAIbHYI0 HEPBHYIO
cuctemy (IIHC), a 3aTrem BbIXOUTh B niepudepudeckoe pyciao, 4TO B KOHEYHOM UTOTE
MOXET MPUBOJAUTH K ((OPMUPOBAHUIO ayTOMMMYHHOTO OTBeTa. B X0/€ uccienopanus
Ob110 BhIsiBIEHO Hanuune MOG-IgG B chIBOPOTKE KPOBH Yy MAIIUEHTOB C PACCEIHHBIM
ckiaepo3oM (PC) u oONTUKO-COIMHAIBHBIM MHUETUTOM. [Ipu 3TOM KOHIEHTpalus
JAHHOTO aHTHUTENa B LEHTPAIbHOW HEPBHOW CHUCTEME y MAIlMEHTOB C PaCCESHHBIM
CKJIEPO30M M OCTPBIM pPAacCEIHHBIM HSHIEPATOMUETUTOM HE OTIMYaAlIach OT
MOKa3aTeyIedl KOHTPOJIBbHOW IPYMIIbI, YTO COBIIAIAET C JaHHBIMU JuTepatypsl [220] u
MOATBEPKIAET MIPEANOJIOKEHNE 0 nepupepuieckomMm MIPOUCXOKICHUU
ayTOUMMYHHOTO TpoIlecca.

Kpome TOro, He yCTaHOBJIEHO CTAaTUCTHMYECKU 3HAYUMBIX DPa3Wyuil B ypOBHE
MOG-IgG wmexnay OonbHbIMH cC penuauBupymoue-pemurtupytomeit (PPPC) u
BropuuHO-niporpeccupytomieit (BIIPC) dopmamu paccesHHOro ckiiepo3a, a Takke
Mexay ¢azamMu 00OCTpEHUS] U PEMHUCCUHU, YTO COIJIACYETCsl C pe3yJibTaTaMu paHee
OITyOJIMKOBAaHHBIX MCCIIEIOBAHUN.

CornacHo nuTeparypHbIM UCTOUHUKaM, ypoBeHb MOG-IgG MokeT BapbupOBaThH
B 3aBUCHUMOCTH OT aKTUBHOCTH 3a00JIEBaHUSI U XapaKTepa Teparuu, 0JJHAKO BO MHOTHX
Clly4yasix aHTUTEeJa COXPAHSIOTCS Ha MPOTSHKEHUHU BCETo TeueHus 0osesnu [221,222].

B omnom wu3 wuccnemoanuit [221,p. 268] Obuia TOATBEPXKIEHA BBICOKAS
cneruuunocts antuten MOG-IgG  nmnga  paccessHHOro  CKJIepo3a, XOTs UX
MPOTHOCTHUYECKAsT IEHHOCTh OCTa€Tcs AucKyTabenbHOW. B pamkax mnpoBenEéHHOTO
aHaJiM3a YyBCTBUTEIBHOCTh JAaHHOTO Mapkepa coctaBuina 40,5 %, a cnermuduyHocTs -
65 %, 4TO CBUJIETETBLCTBYET O €0 BHICOKOM TUAarHOCTUYECKOW HHPOPMATUBHOCTU TIPU
PC. JlonoJHUTENBbHBIM JOKA3aTENIbCTBOM MaToreHerudeckoro 3HadueHus MOG-IgG
ABJISIETCS. BBISIBJICHHAs KOPPENSIUS MEXIY YPOBHEM AHTUTEI M TaKUMH KIWHHUKO-
HEBPOJIOTUYECKUMHU MapaMeTpaMH, Kak JUIMTENbHOCTh 3a00JI€BaHUs, YacToTa
obocTpenuit u mokaszarens mo mkaine EDSS [223].

1.4 Kiaununyeckue NPOSIBJICHUA,(PAKTOPBI pucka, ITHHYECKAs
NMPeAPaCHOJIOKEHHOCTh U INATHOCTHKA ONITHKOHEBPOMMEJINTA
Ontuueckuil Heiipomuenut (3COHM, Takke M3BECTHBIN Kak cUHApPOM [leBuka)
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MpeAcCTaBiIsieT Co00M KIMHUYECKUM CHUHAPOM, XapaKTEPHU3YIOIMIMKCS MPUCTYIIaMHU
OCTPOTr0 HEBPHUTA 3PUTEIBLHOIO HEpBa W MOIMEPEYHOTr0 MUENUTa. Y OOJBIIMHCTBA
naureHToB  3COHM  BbI3BIBa€TCS  NATOTE€HETHUYECKHMMH  CHIBOPOTOYHBIMU
ayroantutenamu IgG  k akBanopuny 4 (AQP4) [144,p. 16], wnaumbomee
pacnpocTpaHeHHOMY OeNKy BOJHBIX KaHajloB B I[EHTpajJbHOW HEpBHOU cucteme. B
MOATrpyNne NauueHToB, oTpuuareibHbix 10 AQP4-IgG, nmpucyTCTBYIOT MaTOr€HHBIE
CBIBOPOTOUHBIC aHTUTeNA [gG K TIMKONPOTEUHY MHUETUHOBBIX OJIUTOJICHAPOIIMTOB,
AQHTUTE€HY BHEIIHEH MMEIMHOBOM OOOJIOYKM HEUPOHOB UEHTPAIBbHON HEPBHOM
cuctemsl [145,p. 443]. Hpyrue npuunasl 3COHM (Takue Kak mapaHeoIIaCTUIECKHe
paccTpoiicTBa U HeWpocapkousi0o3) Bcerpeuarotess peako. Panee 3COHM
acCOI[MUPOBAICS C IUIOXUM T[POTHO30M; OJHAKO JIEYEHUE CTEpouaamMu U
mazMadepe3oM MpU OCTPBHIX MPUCTYyNaX W UMMYHOJENpeccaHTamu (B 4aCTHOCTH,
areHTamu, paspylialiuMu  B-kietku) ansg  OpeAoTBpallleHus:  MPUCTYIIOB
3HAYUTENIbHO  YJIy4YIIWJIO  OTAAJEHHbIE  pe3yibTarbl. Pan  uccienoBaHuii
JEMOHCTPHUPYET CYILIECTBOBAHUE PA3NUYUN B PA3TUUYHBIX MOMYJISLIUSIX OTMEYAKOTCS
OTJINYUS B PACHPOCTPAHEHHOCTH, KIMHUYECKOW KapTUHE U JeMOTrpadudyecKux
O0COOEHHOCTAX 3pUTENIbHO-CIMHAIBHOTO ontukoHeBpomuenura (3COHM). Kpowme
TOr0, 3THUYECKHME U PACOBBIE XapPaKTEPUCTUKU PACCMATPUBAIOTCA KaK BAaXKHBIC
JETEPMUHAHTHI, OKa3bIBAIOIINE BIUSHUE Ha (PECHOTHUIHUYECKHE MPOSBICHUS
3a00JieBaHMsl, €ro JUHAMHUKY U KIIMHU4YecKoe TeueHue [146,p. 21].

3COHM cuwurancs BapuantomM PC, u guarHo3 mnaunumeHtoB ¢ 3COHM Obun
OTJIO)KEH Ha MHOTME TOJbl U3-3a OTCYTCTBUS KOHKPETHBIX KPUTEpPUEB s
pacrio3HaBaHus W oTauuus 3ab0oneBanus ot PC [149,p. 120]. C oTkpbITHEM
aututen k AQP4 3a0oneBaeMocTh Hadana u3ydarbcs 6osee TouHo [151,p. 643].

Ha ocHOoBaHMY OTYETOB YMUAEMUOJOTHUECKUX U MOMYJISIUOHHBIX UCCIIEIOBAHUI
pactpoctpaneHHocTh 3COHM Haxoautcs mexay <1/100000 u 44/100000 B EBpomne
u CesepHoil AMepuke. Y Oosiee uem 90% manueHTOB pacCTpOMCTBA ONTHUUYECKOTO
CIEKTpa  HEWpOMHENMTa  SIBISIETCA  HENPEACKa3yeMbIM  PEUUAUBUPYIOIIUM
3a00JIEBaHMEM C HEBPUTOM 3pUTEIBHOIO HepBa. B pe3yibraTte ayTOMMMYHHOTO
rpoluecca NPOUCXOAIT NEr€HEPATUBHBIE U3MEHEHUSI B OJHOM WJIM JIBYX 3PUTEIbHBIX
HEpBax M HE MEHEE YeM B TPEX CMEXKHBIX CErMeHTax cnuHHoro mosra. 3COHM
COCTaBJIsIeT NPUOJIU3UTEIBLHO OAHY TpeTh cinyudaeB PC, koTopbie BcTpeuaroTcs B A3uH,
I7€ OH M3BECTEH KaK 3pUTEIbHO-CMHHOMO3roBoit PC [152,p. 637]. XapakrepHas
nmmyHonaronoruss 3COHM orpanndeHa CIMHHBIM MO3IOM U 3pUTEIbHBIMU HEPBAMU
U 3aTparuBaer cepoe u Oemoe BemiecTBo. IgG, IgM u mOpoAyKTHl aKTUBAIUU
KOMIUIEMEHTA  OTKJIAJbIBAIOTCS B  BACKYJIOLIEHTPUYECKON  CTPYKType, 4YTO
CBUJIETEIBCTBYET O MATOr€HHOM posu ayToanTutena [153,p. 375].

Kenckuit non npeodnanaet cpeau namueHtoB ¢ 3COHM, kak B nmeguaTpuu, Tak
u cpenu B3pociubix [154,p. 95] Bo MHorux perumoHax wupa HaOIr0gaeTCs
npeo0iasanue naueHToB — AeBoyek [163,p. 2]. M3-3a BbICOKOI pacnpoCcTpaHEHHOCTH
CpellH EHIIUH HEKOTOPbIE MCCIIEIOBATENH MPEANOoIaratoT BO3MOKHOCTb TOPMOHOB,
Biusomux Ha pazsutue 3COHM [165,p. 21].

@axmopul 2enemuyeckozo pucka npu 3COHM

I'enernueckas npeapacnonoxeHHocTb 3COHM Kk pa3nuyHbIM ajjiensiM aHTUTeHa
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neiikoruToB yenoeka | u Il xnacca (HLA) Obina uzydena, mockosibky 3COHM
cuntanicsi BapuantoM PC. B paGoTsl, BoionHeHHbIE A0 2010 roga cpean KOpEeHHBIX
xutenedt KaHanpl ¢ JeMUETUHU3UPYIOMIMMH MOPAXKEHUSMH 3PUTEIBHOTO HEPBA U
IICHHOTO OTJena CIMHHOTO MO3Ta, BBISIBUJ CBSI3b ATUX HM3MEHEHHH C HAJIMYUEM
amnened HLA DRBI1 u DQBI1 [166,p. 149]. CornacHO JaHHBIM, MOJYyYE€HHBIM B
a3MaTCKUX CTpaHaxX, KaK CEpOIMO3UTUBHBINA, Tak M cepoHeraTuBHbli no AQP4-Ig
BapuanT HLA-DRB1*0901 mnposBiser 3amMTHOE BIWSAHHE B OTHOIICHUU
dbopMupoBaHUsl 3pUTENBHO-CIMHANBHOTO onTukoHeBpomuenuta (3COHM) [168,p.
697].

B 1O xe Bpemsi cpenu NpeacTaBUTENEH HOKHOKUTAWCKOW (XaHBCKOW) MOMYJISIIIUA
BBISIBIICHA TIOBBIIICHHAs: BcTpedaemoctu ayutenss HLA-DRB1*#0901 oka3zamace Huke
[0 CPaBHEHHMIO CO 3JOPOBBIMHU JIUIIAMU, UTO TaKXKE€ MOXET YyKa3blBaTh Ha €ro
BO3MOXHYIO 3alIUTHYIO pojb KoHTpojeh ( P uncorr = 0,022, OR: 0,194, 95% JU:
0,043-0,876) [169,p. 193] B »Toi#t nonynsuuu cHuwxkenne pucka 3COHM cBsizaHo ¢
noaumopduzmom B CD58 ¢ rammotunmom HATTACGG [171,p. 1-7].

KiroueBbIM MaTONIOTMYECKUM MEXAaHH3MOM MOPAXEHUsT MPHU CEPONMO3UTHUBHBIX
dbopmax 3COHM cuutaercs B3aumoneiictBue aytoantuten AQP4-IgG ¢ BogHbMuU
KaHaJlaMU aKBamopuHa-4, pacroyIO)KEHHBIMH B aCTPOLUTAX TOJIOBHOTO M CIIMHHOTO
MO3Ta, a TaK)XKe 3PUTEIIBHOTO HEPBA. DTO CBSI3bIBAHNE UHUIIUUPYET BOCTIAIUTEIbHBIN
MpoIIECC, MPUBOIUT K HAPYIICHHIO LIEIOCTHOCTU TeMaTo3HIe(daninieckoro dbaprepa u
BBI3bIBAET KOMILUIEMEHT-3aBUCUMYIO [IMTOTOKCUYHOCTH [173,p. 87]. YcranoBieHo, 4To
antutena kK AQP4 cnocoOHBI pacro3HaBaTh Kak MUHUMYM JIBa Pa3IUYHBIX SIUTOIA
JaHHOTO O€eJKa, UTO YKa3bIBAET Ha CIIOXKHOCTh U MHOTOYPOBHEBOCTh Ay TOUMMYHHOTO
OTBETA, U3 TPEX BHEKJIETOUHBIX METENb, YTO U3MEHSIET UX KOH(popmMaIlnio, mpepparias
UX B HAaJIMOJIEKYJApHYIO CTpYKTYypy [175,p. 1389]. OOHapyskeHO, YTO YEIOBEYECKUE
acTpouuThl Ioaa, noixydenuslie u3 LHHC, pearupytor Ha ceiBopoTky o 3COHM -IgG-
-CEpOIO3UTUBHBIX MMAIMEHTOB HAOMIOAAETCS aKTHBAlMs MMMYHHBIX MEXaHU3MOB,
MPUBOSIINX K JETPAaHYJSIMA €CTECTBEHHBIX KWIJIEPHBIX KIIETOK, Pa3BUTHIO
AHTUTEN0-3aBUCUMOMN KIJIETOYHOM LUTOTOKCUYHOCTH B OTHOLIEHWU AacTPOLUTOB, a
TaK)Ke K KOMILJIEMEHT-3aBUCUMOMY TIPUBJICUEHHUIO TPaHYIOIUTOB. B pe3ynbrare aTux
MPOIIECCOB MPOUCXOAUT TOBBINICHUE MPOHUIIAEMOCTH TeMaTOHIE(aTUnIEeCcKOro
Oapbepa U yCUJIEHUE BOCHAJIUTEIBHOTO MTOBP €K CHUS TKaHel
remarodHiedannaeckoro Oaprepa [176,p. 1549]. CeiBopoTtka marnueHToB ¢ PC ¢
acTpoLMTaMHu I10/1a He pearupoBaina [177,p. 102].

Cumnromsl 3COHM. MexayHapoansie nuarHoctudeckue kpurepuu 3COHM
BKJIFOYAIOT KIJIFOUEBbIE KIMHUYECKUE MPU3HAKH, 3aTParuBarolIue 3pUTEIbHBIN HEPB,
CIIMHHOM MO3T, CTBOJIOBBIE, AUAHIIe(DalIbHBIC U IIepeOpalibHbIe CTPYKTYpHI [178,p. 12].
[lopaxkeHue 3pUTENBHOTO HEPBA MOXKET HAOJIIOAAThCA KAK C OJHOM CTOPOHBI, TaK U C
obeux [179,p. 885], u HepenKO MMEHHO OHO CTAHOBHUTCS TMEPBBIM MPOSBICHUEM
3aboneBanus [180,p. 596]. B TeueHue nsaTH JIeT ¢ MOMEHTa Hauana 0O0JIE3HU OKOJIO
MOJIOBUHBI MAIIMEHTOB YTpauyuBatoT GyHKIIMoHanbHOE 3penue [183,p. 511]. Tunuunoe
nopaxenue cnuHHoro mo3ra npu 3COHM xapakTtepusyertcst BoBjieueHreM 0oiee TpEX
ero cermeHToB [184,p. 381]. ¥V OOJBHBIX HEPEOKO OTMEYAIOTCA PacCTPOMCTBA
MOYEUCITYCKAHMS, CBA3aHHbIE C MOPAKEHUEM CHUHHOro mosra [185,p. 2039]. Yacto
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MIPOSIBIISIIOTCS CEHCOPHBIE HAPYIIECHUS: OHEMEHHE, MapecTe3uu, 00JIEBON CHHAPOM,
TOHMYECKHME  CIa3Mbl, a TakKe BHE3alHas TMOTeps  CIyXa, BbI3BaHHAA
ceHCOHEeBpalbHbIMU HapylieHusiMu [188,p. 201]. Kpome Toro, y psga nmauueHTOB
HaOJTI0Jal0TCS TOJOBHBIE 00U Pa3IUYHOTO MPOUCXOXKICHUS, KOTOPhIE TaK)KE MOTYT
OBITH OJTHUM W3 PAHHUX CUMIITOMOB 3a0oseBanus [189,p. 13]. Y maruentoB ¢ 3COHM
MOBBIIEH pUCK pa3Butus cynopor [190,p. 374]. Tak »xe BCTpeyarOTCs TaKHE
CUMIITOMBI, KaK TOITHOTA, pBOTa U uKoTa [193,p. 3116].

Y 12% nanuentoB ¢ mnogoxurenbHbiM  AQP-4 cratycom 3a0oseBaHue
HayWHAEeTCA ¢ npuctynoB pBOTHI [194,p. 993]. K HETUNMYHBIM TPOSIBICHUSIM MOTYT
OTHOCHUTbCS KpaTKOBPEMEHHBIE OecCUMITOMHBIE MOBBILIEHUS YPOBHS
KpeaTUHKUHA3bI. [Ipy mopakeHu# CTBOJOBBIX, TUAHIIE(DATBHBIX WX LepeOpaTbHbIX
CTPYKTYP BO3MOKHBI TAKWE HAYAJIbHBIE CAMIITOMBI, KaK BBIP)KEHHAs COHJIUBOCTD UJIU
HApKOJIETNCUsl, KOTOPhIE CBS3aHBI C MOPAKEHUEM TUMOTATAMUYECKUX 00yacTed Win
BUCOYHOM N10au Mo3ra [196,p. 527]. ['unotanaMudeckoe MOpakeHUE MOMKET TaKKe
BKJIIOYaTh runeprepmuto [198,p. 367]. KoruutuBHbie u3MeHEeHUs ObUTH 3aMEUEHbI Y
naiuentoB ¢ 3COHM, Bkiroyass HapylmieHUs T[CHUXO-3MOIMOHAIBHOTO (PoHa,
nenpeccuio U cyunuaanbaeie mMbicaud [201,p. 267]. beuio oOHapyX eHO, YTO 3TOT
KpUTEpUI TaKKe MPUMEHUM K nequaTpuyeckon nomynsauuu [202,c. 4].

Knunuueckas ougppepenyuayus. llpeobnamaromum cumntomoM B 3COHM
ABJISICTCSI HEBPUT 3PUTEIBHOTO HeEpBa. KIMHMYECKas CHUMITOMATHKA 3PUTEIBHO-
cnuHanbHOTO ontukoHeBpoMuenutra (3COHM) Bo MHOrOM cxoxa ¢ NpOSBICHUSIMU
paccesiuaoro ckiieposa (PC). ITIpu 3COHM 3nauuTenbHO yale HabIr01aeTCs HEBPUT
3pUTEIIBHOTO HEPBA, COMNPOBOXIAIOWIMICA BBIPAXKECHHBIM CHUKEHUEM 3pEHUS,
HEHTPATLHOM CKOTOMOM M HEPEAKO TSKEION CTOMKON NOTEPEN 3PEHUS B XPOHUYECKOU
daze 3aboneBanus. Kpome toro, mist 3COHM xapakTepHbl CUMITOMBI TOpPaXKEHUS
CTBOJIOBBIX CTPYKTYp MO3ra, BKJIIOYas YINOPHYIO MKOTY, TOIIHOTY, BBIPaKEHHBIM
MUETUT ¢ HelpomaTuyecKkor O0Jbl0, a TaKXkKe THKETYI0 Maparnjeruio U TOHUYEeCKue
CIa3Mbl, KOTOPbIE BCTPEUAIOTCS CYIIECTBEHHO Yallle, YEM IIPU PACCEIHHOM CKJIEpO3€
[203,p. 59]. HecmoTpst Ha TO, 4TO YACTOTAa M XapaKTep KOTHUTUBHBIX HAPYIICHUN U
JEMPECCUBHBIX PACCTPOMCTB COMOCTABUMBI C TAKOBBIMU IIPU PACCESTHHOM CKIIEPO3E,
it 3COHM xapakTepHO 3HAYMTENBbHO 0OOJiee YacTOe pa3BUTHE PELMIUBHUPYIOIIEH
nenpeccun [204,p. 28]. Octpoiii gucceMuHupoBaHHb dHIEDamomuenut (OJOM)
ABJISIETCSl €lI€ OJHUM JAeMuenuHusupyromum paccrpoiictom LHHC, rae tak xe
MPOSIBIISIETCA HEBPUT 3PUTEIBHOTO HEPBA.

HHuaenocmuxka 3COHM. B nepByro odepens mpoBoautcs auddepeHimanbaas
muarHoctuka ¢ PC. KnuHuueckue U MHCTPYMEHTAIbHBIE JAHHBIE YacTO OBIBAIOT
MOXOXXUMH, OJIHAKO [JIsi mojadopa Tepanuu HyxHa AuddepeHimanus, Tak Kak
npenapatsl 3 dexkTuBnbie mpu geueHnr PC He Tonbko He 3@ pexTuBHbl pu 3COHM,
OHHU MOTYT TOBBIIIATh YacTOTy o0ocTtpenuu [204,p. 60].

HauGonee nHbopMaTUBHBIM SIBIISIETCS MPOBEJACHUE ONTHYECKONW KOTEPEHTHOM
TOMOTpauM, YTO MO3BOJUT YBUAECTh UCTOHUCHHE PETUHAIBHBIX BOJIOKOH, KOTOPOE
6onee BoipaxeHnHoe npu 3COHM, nexenu npu PC. Tak xxe npu OHM ucronyenue
HEPBHBIX BOJIOKOH CETYATKHM XapakTEepHO B TeMmopaibHOi obOmactu, npu PC
M3MEHEHHUE BO Bcex kBajpanrax [205,p. 781].
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[Ipu PC nBurarenbHble paccTpOCTBA B KOHEUHOCTSX, 3a CUET MOPAKECHUS BCETO
MONEPEYHNKA CIIMHHOTO MO3ra, SBISIIOTCS aCCUMETPUYHBIMU, (PYHKIHUHU Ta30BbIX
OpraHoB HapymieHbl He3HauutenbHOo. [Ipun 3COHM crnmuHHON MO3r mopaxkaercs 1o
TUIYy TIONEPEYHOTO0 MHEINTa, W B KIUHUKE TPOSIBISETCS CUMMETPUYHBIMU
JIBUTATEIbHBIMUA U YYBCTBUTEIbHBIMU HapylieHUsMU. OTIUUUTEIBHOU 4epTou Mpu
HEHpOBU3YyaANIU3allUU SBISIETCS Hamuuyue 3 u 0osiee BOBJICUEHHBIX B MATOJIOTHYECKUIMA
nporiecc cermeHToB pu 3COHM, npu PC 006b19HO TIpOsIBISETCS MOpaKEHUE OTHOTO
WJIU JIByX CETMEHTOB.

Onmuueckas koeepenmuas momozpaghus npu 3COHM.

[lopaxxeHue 3pUTEIBLHOIO HEpPBA SABISIETCS OAHUM W3 BEIYLIMX KIMHUYECKHX
MIPU3HAKOB, BBIABISEMBbIX MpuMepHO y 55% mnaumentoB ¢ 3COHM, saBnsercs
MOPaKEHHE 3PUTEIIBHOTO aHATU3aTopa, MPOSBISAIONIEECs MOCTENEHHBIM yXYIIIIEHUEM
3pEHHUs, CHIDKEHHEM €ro OCTPOThl KaK TMpU BBICOKOW, TaK © TMPHU HU3KOU
KOHTPACTHOCTH, a B psIJie CIIy4yaeB MOJHOW MOTEpeil 3peHUs] B TE€YEHUE HECKOJIbKHUX
Hesenb mocie aedrora 3aboneBanus [206,p. 60]. B maTomormueckuii mpoiiecc
BOBJICKAIOTCSI 3PUTENIBHBI HEPB U XWa3Ma, MPU ATOM CETYaTKa 4YacTo CTpaaaeT
HanOoJiee BBIPAKEHHO BCJIEACTBUE MCTOHYEHHUS MEPUNANUIUISPHOTO CI0S HEPBHBIX
BOJIOKOH U BHYTPEHHETO IJIEKCU(POPMHOTO CJI0s FaHTIMO3HBIX KieTok [205,p. 781]. B
MOCJICTHUE TObI BEIETCA aKTUBHOE U3YUCHUE ONTUYECKOM KOTepEeHTHOM ToMorpaduu
(OKT) xak HEMHBA3MBHOT'O METOJa BU3yaIU3alMK, TPUMEHIEMOIO ISl TUarHOCTUKU
3COHM 1 OuEHKHM CTENEHH HEMPOAETE€HEPATUBHBIX M3MEHEHUU NEPUMTANUILIIPHOTO
CJIOSI HEPBHBIX BOJIOKOH CETYATKW U BHYTPEHHErO TUICKCU(POPMHOTO  CIIOS
TaHTJIMO3HBIX KJIETOK CETYATKU Yepe3 PEeTHHAIbHOE OOCIEAOBAaHHUE Yy MAIlMEHTOB C
3COHM. OKT wucnonb3yer HU3KOKOTEPEHTHBIN CBET Uil MOJy4YeHHs OOpaTHO-
OTPKEHHBIX M OTPAXCHHBIX B TOMEPEYHOM CEUYCHHHU TPEXMEPHBIX H300paKeHU
CTPYKTYpP CETYAaTKH C BBICOKMM paspelieHueM, kotopsie obHapyxusatoT 3COHM -
cnenuduueckie BHYTPUPETUHANIbHBIE MATOJIOTHUU, HO, YTO Haubosee BaxHo, OKT
MOKeT obecrieunTs qud pepenuumanbayto quarnoctuky Mmexay PC u 3COHM [207,p.
2832]. Y narmuentoB ¢ 3COHM ocTtpast oquHOYHAs aTaka HEBpUTA 3pUTEIBHOTO HEPBA,
BBI3BIBACT OOJIbIIEE TMOBPEKJACHUE CIOEB TNEPUMANMUIIPHOTO U BHYTPEHHETO
MIeKCU(OPMHOTO CJIOSI TAHTJIMO3HBIX KIETOK CETYaTKH, KOTOphle MOTYT OBbITh
obnapyxensl ¢ momotisio OKT. B HacTosmiee Bpemst OKT mupoko uciosib3yeTcst ais
U3MEpEeHUsl TedeHus mnporpeccupoBanuss 3aboneBanus 3COHM, a takxe mis
ONpEICNICHUsT UCXO0Jla pPeaklMu Ha HelpomnpoTekTuBHYyI0 Tepanuto 3COHM [208.p.
147].

MPT cnunnoco mosea npu 3COHM.

OtnnuurensHoit ueptoin 3COHM sBnseTcs oCTpbIil MUETUT, KOTOPBINA CBA3aH C
OCTPBIMHU HEMPEPHIBHBIMU MAaTTEPHAMHU MOPAKEHUSI MONEPEYHOTO MHUEIINUTA, KOTOPhIE
BBISIBIISIIOTCS ¢ moMoIbio T2-B3BemeHHou caruttaibHoi MPT no3Bonoununka [209,p.
894].

Ouarn mnopaxenuss npu 3COHM o00bMHO pacnonararoTcsi B LEHTpE U
pacIpoOCTPaHIOTCS Ha TpU U OoJiee MO3BOHKOBBIX cermenTa [210,p. 753]. Ilo manHBIM
psina ucciaeaoBaHuM, MOA0OHBIC U3MEHEHUSI HEPEIKO COTIPOBOXKIAIOTCS YBETUYECHUEM
00BbEMa ceporo BelecTBa CIIMHHOTO MO3Ta U MOTYT ITPOCTUPATHCSI OT MIEHHOTO OT el
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BILUIOTH /10 cTBOja Mo3ra [211,p. 715]. Ilpu xpoHuueckoM TeueHUu 3a00IeBaHUs I
MIpU JIaBHUX Oo4Yarax HabJroJaeTcs HEpaBHOMEPHOE, MO3aUYHOE MOPAKEHUE TKaHEH C
BBIPQ)KEHHOW MPOJOJIBHO OPUEHTUPOBAHHON arpodueil CHUHHOTO MO3ra, 4YTO
ABJISIETCS TUNHWYHBIM mnposiBieHneM it 3COHM [212,p. 8422]. Ins cpaBHEHus,
npuctynsl PC uUMeIoT TeHJeHUHI0 OBITh MEHEe Cephe3HbIMH, Yy mManueHtoB ¢ PC
HaOJII0Jal0TCsl HEOJHOPOAHBIE TopakeHust MPT cnmHHOTO MO3ra, oyaru nopaxeHus
PacCIpOCTPAHSIOTCS 3a TPeAeNibl OJHOTO TIO03BOHKOBOTO CErMEHTAa U HEPEIKO
pacnoyiararotcs 1o nepudepun cnmHHOTO Mo3ra [213,p. 288].

Hccneoosanue cnunnomoseosoti scuoxkocmu npu 3COHM

AHann3 cnuHHOMO3roBOM xkujakoctd (CMIXK) npoBoauTCS y MAIlMEHTOB C
IUArHOCTUPOBAHHBIM 3PUTEIbHO-CIIMHAIBHBIM ONTHUKOHEBPOMHEIIUTOM C LIEJbIO
OIICHKU XapakTepa BOCHAIUTEIHHOTO MPOIECCa, BBHIABICHUS HUMMYHOJOTUYECKUX U
OMOXMMHYECKUX HW3MEHEHHM, a Takke i mnpoBeneHus auddepeHimaibHon
AUArHOCTUKUA C JPYTUMH JEMHUEIMHU3UPYIOMIMMHU 3a0071€BaHUSIMHU IIEHTPAIBHON
HEPBHOM CHCTEMBI, C IEIbI0 OIEHKH BOCHATUTEIBHBIX U HMMYHOJIOTHYECKHUX
M3MEHEHUH, compoBoxkaatomuxcs ¢ ocrpbiMu npuctynamu 3COHM, nockonbky
MHOTHE OTJIHWYUTEIbHbIE THUIBI KiIeToK M Ouomapkepsl 3COHM CMX wucuesaror,
KOrja y naiueHToB HacTynaet pemuccus [ 190,p. 374]. Ilpeanonararoniue pe3yabTaThl
muarHoctTukn 3COHM CMX BKIIOYArOT YMEPEHHBIA WM TSKEIbIM IJIEOLUTO3 (10
1000 /3 MM), BBICOKOE KOJHUYECTBO HEUTPO(MUIBHBIX TPAHYJIOUUTOB M HaIU4yue
so3uHOuioB. Hammume stux tunoB kietok B 3COHM CMX cnoco6cTByer
ominueHuto 3COHM ot PC.

VY 30% mauneHTOB BBIABISIOTCS OJMUTOKIOHAIBHBIE IMOJOCHI B CIIMHHOMO3TOBOM
xuakoctu [214,p. 6]. KpoMe Toro, Hepenko HaOI101aeTCs MOBBIIIEHUE KOHIIEHTPALINH
rnmvaisHoro  QuOpmmisipaoro kucioro Oenka (GFAP), 4yro ykaspiBaeT Ha
MOBPEXKJICHUE ACTPOIMTOB W OTPaKaeT CTEMEHb BBIPAXKEHHOCTH BOCHAIUTEIBLHOTO
npoliecca B IEHTPAJIbLHOW HEpBHOW cucTeme, y namueHtoB ¢ CMXX y manueHToB ¢
3COHM [215,p. 103]. GFAP, npoMexxyTouHasi HUTh LIMTOCKEJIETA, yKa3bIBalOlas Ha
MOBPEXKIEHUE ACTPOLIUTOB, B HACTOSIIIEE BpPEMS CIYXKUT HOBBIM OHOMapKepoM,
none3HsiM 1 auddepennumannn 3COHM ot PC, ocobeHHO BO BpeMs OCTPBIX
amu3040B 3COHM onmueckuit HeBput (OH) [192,p. 45].

CoBpeMeHHBIE HCCIIEAOBAaHMS TOKa3bIBalOT, 4To y mnamueHtoB ¢ 3COHM
HaO0JII0/JaeTCs MOBBIIICHHOE COJIEPXKAHUE BJIEKTPOJIUTOB, B YACTHOCTH XJIOPHUJIOB, B
CIIMHHOMO3TOBOM >KUJIKOCTH, aHAJJOTMYHO U3MEHEHUSIM, BBISIBIIIEMBIM B OCTPOH (aze
paccessHHOro ckiiepo3a. OJHako BO BpeMS MEPUO/IA OCTPOr0 MHUEINTA KOHLIEHTPALUS
XJOPUAOB, HAIMPOTUB, 3HAYUTENBHO CHMXkaercs [216,p. 1052]. Kpome Toro, B
MOCJICIHUE TOJbl TMOJYyYeHbl YyOeAUTENbHbIE JaHHBIE O TMOBBIIIEHUU YPOBHEH
untepneiikuna-6 (IL-6) u ero penentopa (IL-6R) y 6onbpab1X ¢ 3COHM 1o cpaBHEHHIO
¢ nmanmeHtamMu ¢ PC. OTH mnokasarenn paccMaTpUBAaKOTCA Kak MEPCHEKTHUBHBIE
JOTIOJIHUTENIbHBIE OMOMapKephl, CHOoCOOHBIE TIOMOYhL B auddepeHimanbHon
JIMarHOCTHUKE U OIIEHKE aKTUBHOCTHU 3aboJieBaHusl, oOjerdaromux auddepeHnaiuio
3COHM ot apyrux AeMUETUHU3UPYIOMINX 3a00eBanmil, Takux kak O/[9M, 601e3Hb
bexuera u HacneacTBeHHas onTU4eckas Helponatus Jlebepa [217,p. 1592].

AQP4-AB IGG npu 3COHM
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[ToMumO  xapakTepHBIX  KJIMHUYECKMX TMPU3HAKOB U  CHeNU(pUYECKUX
HEHPOBU3YAIU3AIMOHHBIX HM3MEHEHUH, a TaKXE€ BBISBICHHE AHTUTEI K BOJHOMY
KaHany akBanopuny-4 (AQP4), pacnonokeHHOMY B IJIa3MaTHYECKOW MeMOpaHe
aCTPOLIUTOB, UTPAET KIIOUEBYIO POJIb B MOATBepkAeHUH auarHo3za 3COHM [165,p.
21]. Oxomo 80% mamueHTOB C JaHHBIM 3a00JIeBaHMEM JEMOHCTPHUPYIOT
nonoxuTenbHbld pesynapraT Ha AQP4-IgG. Xots akBanopuH-4 NPUCYTCTBYET U B
nepudepruuecKux TKaHIX, B IIEHTPATbHON HEPBHOW CHUCTEME OH BBIMIOJTHSIET BAKHBIC
byHKIIMM —  peryiaupyer BOJHBIE 00MeH, CIMocoOCTBYeT (POPMUPOBAHUIO
remMatrosHIedanuyeckoro Oapbepa U MOAJAEPKUBAECT CTPYKTYPHYIO LIEITOCTHOCTh
mosra. Auturena AQP4-IgG mpoayuupyrores miazMo6i1actaMu B iepudepruaeckom
KpPOBOTOKE M 4aille BbIABIAIOTCA y mamueHtoB ¢ 3COHM, y koropeix Ha MPT
ONPEIEIISAIOTCS MOPAKEHHUS 3PUTENBHOIO HEpBa U MPU3HAKHU MONEPEYHOI0 MUENINTA
[218,p. 512].

B Tex cnyuasix, korjaa pe3ynbtar Tecta Ha AQP4-1gG aBnsieTcst oTpullaTeIbHBIM,
PEKOMEH/IyeTCS BBIIIOJIHUTh HCCIEJOBAHUE Ha HaJIWYUE AaHTUTEN K MHEIUH-
onuroneHapountapaomy rnukonporenny (MOG-IgG), koTopble B3aMMOJIEHCTBYIOT
CO CTPYKTypamH LIEHTPAJIbHOW HEPBHOW cUCTEMBbI. [lallMeHThI, y KOTOPBIX BBISBICHbI
noyioxkurenbuble TUTPeI MOG-IgG, Takke OTHOCATCS K TPYMIE BBICOKOTO pHUCKa
pa3BUTHUSL 3pUTENbHO-cIMHAIBHOTO onTukoHeBpomuenutra (3COHM) u TpebyroT
COOTBETCTBYIOIIETO KIMHUKO-THArHOCTHYECKoTo HaomoaeHus [157,p. 49]. B otniuuue
ot AQP4-IgG, anturena MOG-IgG npenMyIeCTBEHHO BO3JEUCTBYIOT HAa HEPBHBIC
BOJIOKHA CETYaTKH, a y TaKuX TMaIMeHTOB YacCTO BBIBISIOTCS MPOTHKEHHBIC
MOPaKeHUsI 3pUTEIHHOTO HepBa. O0a aHTUTENa U3MEPSIOTCA KOJTUYECTBEHHO METOA0M
ELISA; onnako Teuenue u nporpeccupoBanue 3aboneanuss 3COHM He 3aBUCHUT OT
pasMmepa tutpa. Y manueHToB ¢ HU3KUM TUTpoM 3COHM HabGmrogaeTcsi Takoe ke
TEUEHHE U MPOTPECCUPOBAHKE 3a00JIEBAHUSA, KaK U Y MALIMEHTOB C BBICOKUM THTPOM.

CoBpeMeHHBIE  HCCIEIOBAaHMS  MOKa3bIBAIOT, YTO y  MAlMEHTOB  C
noyioxuTenbHbIMU  Onomapkepamu  AQP4-IgG u MOG-IgG MoryT BO3HHUKATh
3pUTENIbHBIC, JBUTATEIIbHBIE W KOTHUTHUBHBIE PACCTPOWCTBA, OOYCIOBICHHBIC
HapyIIEHUEM COTJIACOBAHHOCTH pabOThl HEUPOHATIBHBIX CETEH U CHUXKEHHEM
s dexTuBHOCTH MPOBEICHUS HEPBHBIX HMMITYJIbCOB [219.p. 875].
HecmoTtpss Ha TO uyto antutTena AQP4-IgG Takke SKCIpPecCHUPYIOTCS B pslie
nepuQepruuecKuX TKaHel, BKItoYas MOYKH, )KEJIYJOK U CKEIETHYI0 MYCKYJIaTypy, 3TH
OpraHbl, Kak IMpaBWIO, HE TMOABEPraloTCs TMaTOJOTMYECKUM H3MEHEHUSIM, YTO
CBUIETEIBCTBYET O CHEUU(PUUECKOM BO3JECUCTBUM ayTOMMMYHHOIO IIpoliecca
MPEUMYIIECTBEHHO Ha CTPYKTYPHI IIEHTPAIbHON HEPBHOUM CHUCTEMBI, HE TTOABEPT AIOTCS
MIaTOJIOTUYECKOMY Bo3aeicTBHIO aHTUTen Ipu 3COHM.

[lo naHHBIM HEJABHMX UCCIEAOBAaHUN, 3TO CBA3aHO C TEM, YTO SIUTOIBI
peuentopoB AQP4-Ab IgG o0pa3yroT paziauyHbie CynpaMoNIeKyJISpHbIE KOMIUIEKCHI,
YTO CHMXKAeT CPOJICTBO aHTHUTEN K pelentopam B nepudepuyeckux TkaHsx [199,p.
897]. Takoe paznuuue, BEpOSITHO, 00bICHSIET N30uparenbHoe BosaerictBue AQP4-IgG
MPEUMYIIECTBEHHO HAa CTPYKTYphl I[EHTPAJIbHON HEPBHOW CHUCTEMBbI, MPUBOMAS K
XapakTepHBIM HEBPOJIOTHYECKUM H3MeHeHUusM [199,p. 897]. B psme coBpeMeHHBIX
HAy4YHBbIX pabOT Tak)Xe paccMaTpHUBaeTCsl BO3MOXKHAsS POJIb PACTBOPUMBIX OEJKOB B
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Pa3BUTHM U MPOTPECCUPOBAHUM JAHHOTO MATOJOTMYECKOTO KOMIUIEMEHTA B PAHHEM
MOBPEXKJIEHUN onuroAeHapouuToB y nauueHToB ¢ OHM. Kackag kommiemeHnta
aktuBupyercs nocie AQP4 -IgG cBsaseiBaeTcs ¢ peuentopom snurona AQP4
aCTpOIUTA, YTO MPUBOAUT K MOCIEAYIONIEMY OTIIOKEeHUI0 KomiuieMeHTa MAC Ha Tex
K€ WM COCETHUX OJIMroJeHapouunrax [220,p. 1229].

1.5 KuuHudveckue nposiBJeHUs, (PAKTOPbI PHCKA, ITHHYECKAs
NPeAPACHOJIOKEHHOCTh M JHATHOCTHKA  OCTPOr0 JAMCCEMHMHHUPOBAHHOTO
paccesiHHOr 0 YHUePaTIoMueTuTa

B nocnennee BpeMsa MexayHapoiHas TpyIlia M0 U3yYEHUIO0 NEeIUaTPUYECKOro
paccessnHoro  ckiepo3a (IPMSSG) oOHoBwiIa JIUAarHOCTUYECKHE  KPUTEPUU
MPUOOPETEHHBIX BOCHATUTENBHBIX JEMUCIMHU3UPYIOIIUX CUHIPOMOB Y JETeH, ¢
1EeIbI0 YHU(PUIIMPOBATH TEPMUHOJIOTHIO U pa3paboTaTh Oosee YETKUE PEKOMEHIalluu
JUIS. HAYYHBIX MCCIIEAOBAHMM W KIMHUYECKOW mpakTuku [221,p. 268]. K nanHoi
TPYIIE TMaTOJOTHM OTHOCATCS OCTPBIA JUCCEMHUHUPOBAHHBIN HHIEPATIOMHUETUT
(OA2M), knunnyecku nzonupobanHblid cuaapoM (KUC), HelipoMuenuT 3puTeabHOro
HEpBAa U PaCCESHHBINA CKJIEPO3.

[To paHHBIM HSnUAEMHONOTHYECKUX HaOmoaeHuil, dactora OADM cpenu
JETCKOTO HaceneHus cocrasigeT ot 0,6 no 1,66 ciyuaeB ma 100 000 gereit B ron
[222,p. 1858]. Bo Bcex uccnenoBanusax pacupocrpaneHHOCTs OJIOM y nereir Mmoxer
otnuuatbes: y 9-16% nereit MoxeT HaOII01aThCsl MOHO(OKAIbHBIN TPUOOPETEHHBIN
JNEMUETUHU3UPYIOIUN cuHIpoM, 19-24% OIOM, 3—22% nonepedyHoro MuenuTa, 2—
36% HeBpuTa 3pUTENBHOTO HEPBA, U 2-4% 3COHM [23,p. 22].

B nerckom Bo3pacte OJI9M 00BIMHO BCTpeUaeTcs Yale y JeTeil B BO3pacTe 10
10 ner. Hpyrue paccrpoiictBa mMoryT npucytctBoBaTh B Bujae KUC, uto moxer
npeasemiate Hadasio PC y nerell wiM OCTaBaThCs CIWHWUYHBIMHM JIHM30JaMHu 0e3
nporpeccupoBanus B moyiHoMmacmtabuyro PC. OJIOM sBnseTcs pa3HOBUIHOCTHIO
BOCIHAJIUTEILHOTO JieMuenuHu3upyomero 3adoneBanus I[[HC, koTopoe 00bdHO
BO3HUKAET BTOPUYHO TMOCIIE MPEIIIECTBYIOMEH MHPEKINMA WU UMMYHH3AIUH. XOTS
narousnonornueckuii  mexanusMm OJIOM  HeusBeCTeH, CUMTaeTcs, 4YTO OH
npeAcTaBiIsieT co00i UMMYHOONOCPEIOBAHHBIA OTBET T-KJIETOK Ha OCHOBHOM OEoK
MUETNHA, BHI3BAHHBIN MHPEKIIMSIMH WIH BaKIIMHAIIACH.

OJIDM — »T0 BocCHalIMTEIbHOE AeMUenuHU3NpYytomee 3adoneBanune I[[HC,
XapakTepusyrolieecs: HIedanonaTue, ¢ pacnpoCcTPaHEHHOCThIO B MJIAJICHUECTBE.
DTO CKOpee TeTepPOreHHbI CHHIPOM, YeM crenuduieckoe paccTpoiCcTBO, C 4aCTOTON
0,3-0,6 na 100 000 B rox [44,p. 39]. IlonynsauroOHHBIE UCCIENOBAaHUS COOOIIAIOT O
pOCTE 4McClia CIy4aeB, CBSA3AHHBIX C YBEIMYEHUEM PacCTOSIHUS OT 3kBatopa [207,p.
2832]. 3aboneBaeMOCTh OOBIYHO BBIIIE B 3WMHHE W BECEHHHE MECSIBI, YTO
COTJIaCyeTCsl CO CBSI3bIO C MH(MEKIUIMMU.

OZ1OM o06b1uHO HaOMIOIaETCS Y IeTel MIIAIIeTro BO3pacTa B Bo3pacTe 5—8 JieT ¢
npeobnaganuemM y wmanpuukoB [205,p. 781]. OJDM cuutaetcs MoHO(pa3HBIM
3a00JieBaHHEM, XOTA MOHO(A3HOE TEUEHHE MOXKET OBIThb IMOATBEPKICHO TMOCIE
JUTUTENIBHBIX TTPOJIOJIBHBIX HAOIIOAECHUHN C TeYEHUEM BPEMEHHU.

Huarnoctuka O/I9M. 1o coBpeMEHHbIM AUarHOCTUYECKUM KPUTEPHUSAM, OCTPBIN
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nucceMuHupoBaHHbI dHIIeDamomuenutr (OJ[OM) paccmarpuBaeTcss Kak JIuarHos
MCKIIIOUEHUS MOCIe YCTPAHEHUS! UHBIX BO3MOXKHBIX MPUYUH JEMUETUHU3UPYIOLIErO
BOCHANUTENbHOTO TMponecca. Kiaccuueckas MoHodazHas ¢opma 3abosieBaHUS
ompenenseTcs Kak €IWHUYHBIA MHOTOOYAroBBIM SMHU307 MOPaXEHHUS IEHTPaTbHOMN
HEPBHOM CHCTEMBI, COITPOBOXKIAIOIINICS dHIIeaTonaTue — H3MEHEHHEM CO3HAHUS
WU TIOBEJCHYECKUMHU HApYyUICHUSIMU, HE CBA3aHHBIMU C JIPYTMMHU CUCTEMHBIMU
3a00JICBaHUSMU, JTUXOPATKONU JTUOO MOCTIPUCTYITHBIM COCTOSIHUEM.

Ha wHeiipoBusyanuzanuu B OCTpPOM TMepHoJie 3a00JieBaHUs, KakK IPaBWIO, B
TEUEHUE MEPBBIX TPEX MECSIEB, HA HEUPOBU3yAIH3ALUU BBIABISIIOTCS TUIUYHBIC
MaTOJOTMYECKUE U3MEHEHUs] — KpymHble (Oojiee 1-2 cM) ouaru JaeMUETUMHU3AIINH,
UMEIOTIIHE muddy3HbIiI XapakTep u pa3MBbITHIC TPaHMIIBI.
HauGonee yacTto Takue o4yaru JOKaIU3YHOTCS B O€JI0M BEIIECTBE IOJOBHOTO MO3ra,
OTpa)kas AKTUBHBIM BOCHAJIUTENBHBIM NPOLECC M HAPYLICHUWE LEJIOCTHOCTH
MUETIMHOBBIX CTPYKTYpP. B OTAENBbHBIX CiIydasx MopaxxeHus MOT'yT TaKkKe 3aTparuBarh
Cepoe BEIIEeCTBO, TajJaMyc, 0a3adbHbIC TAHTJIUHA U CIIMHHON MO3T [76,p. 45].

B noarpynne namuentoB (1-10%) MoxkeT NMpOW30WTH BTOPOW KIMHUYECKUM
BIINA30/], COOTBETCTBYIOLIEE auarHoctuueckum kpurepusm OJIOM. Bropoi
KIIMHUYECKUW DIMH30]] MOXET BKJIIOYAaTh HOBBIE HEBPOJOTMYECKUE CUMIITOMBI U
MOPAXEHHUS] TOJIOBHOTO MO3ra WJIM MOXET XapaKTepHU30BaThCs IMOBTOPESHUEM
npeapymux. Penuausupyronme snu3onsl nocienyomero O9M, Bo3HuKaromme
nocyie BTOPOM HHUE(]aTonaTuueckoil aTaku, HE MOTYT paccMaTpuBaThCs Kak
MHorogaznoe OJ[OM. Ilocnegnue wuccneqoBaHUS TOKA3bIBAIOT  yBEIUYCHUE
BBISIBIICHUS] aHTUTENl K MUOIIMHOBOMY OJIMTOJEHAPOUUTHOMY raukonpoTenny (MOG)
npu uMMyHoonocpeaoBaHHbiX HapymeHusx I[IHC. TlanueHTsl ¢ MONO0XKUTEIbHBIM
MOG-aaTuTeIOM 00BIYHO MOJIOXKE, Yallle MY>KUMHBI, Yalle MOHO(a3HOE TeUEHUE U
TydqIuid pe3yabtar jedeHus [17,p. 6]. O6Hapyxenue antuten npotuB MOG MoxeT
WCKJIIOYUTH Nocaenyomui quaraos PC.

Knuandeckrue mposiBIEHUSI OCTPOTO JIUCCEMHUHHPOBAHHOTO JHIE(hATOMUETNTA
(OI5M) 0OBIYHO Pa3BUBAIOTCS OCTPO U COTIPOBOXKIAIOTCS dHIeasionaTren, Ha poHe
KOTOPO MOSBIISIOTCS MHOKECTBEHHbBIE HEBPOJIOTUYECKHE CUMIITOMBI. B psijie ciiyuaes
3a00JIEBaHUIO TPEANIECTBYET MPOAPOMAIBHBIA MMEpUOa € NpPU3HAKAMU OOIIEero
HEJJOMOTaHHUSI: TOJIOBHOM 0O0JIbIO, MOBBINIEHUEM TEMIIEPATyphbl Te€la, COHIUBOCTHIO,
PA3APAKUATENBHOCTHIO, TOIHOTOW M PBOTOU. [lociie 3TOro cocTossHUE CTPEMUTEIBHO
YXYIIAETCA, U B TEYCHUE HECKOJIBKUX JHEH (00BIYHO 2—5) pa3BUBAIOTCS BHIPAXKEHHbBIE
HeBpoJioruyeckue Hapymenus [115,p. 20].

[Ipu mpoBeneHUM HEBPOJIOTUYECKOTO OCMOTpaA YacTO BBISBISIETCS MOPAKECHHE
YepernmHbIX HEPBOB, HApPYIICHUS peur (au3apTpus win adasus), NHUPaMHUIHBIC
CUMIITOMBI, aTaKCHs, TeMuIape3. Y HEKOTOPbhIX MalMeHTOB MOTYT HaOII0JaThCs
MPU3HAKA  TOPAXKEHUS  CIUHHOTO  MO3ra WIH  NOJUPAJAUKYJIOHEBPONATHUU.
CynopOo>XKHBIN CUHAPOM, BKJIIOUAs 3aTSHKHBIC MPUCTYIIBI U SMUJIEITUUECKUN CTaTyC,
BCTpEYaeTcs JOCTaTOYHO YacTto. HapyleHuwe JbIXaHUs BCJIEACTBUE BOBJIECUYEHUS
CTBOJIa MO3ra (pukcupyercs pelnko. B OTHenbHBIX cllydasx OTMEYAeTCs COYETaHHe
HEeHTPAIBbHON U Tepudepuueckol IeMUueTUHU3AIMN, UYTO TpeOyeT MNpPOBEICHUS
TaTenbHol AuddepeHIInaIbHON JIUarHOCTUKU C JIPYTUMU ayTOMMMYHHBIMU U
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HACJIEJICTBEHHBIMHU JICUKOIHIIE(PaTONIaTUSIMU.

K uucny xamHUYecKMX OCOOEHHOCTEH, KOTOphIE MOTYT YKa3blBaTh Ha HHYIO
npupoay 3a00JeBaHusl, OTHOCIT CTOMKHE MEHHHT€aJIbHbIE CUMIITOMBI, BBIPa’KEHHbBIE
TOJIOBHBIE OOJIM, SIU30]Ibl, HAMIOMUHAIOIIME WHCYJILT, YacThle WU AaTUITUYHBIC
CYyIOpOTH, AUCTOHHIO, MAPKUHCOHUYECKUE TPOSBICHUS, ICHUXOHEBPOIOTUUECKUE
paccTpoiicTBa, Mporpeccupyrollee TeueHue 00JIe3HU, a TaKKEe HallMuuMe B aHaMHEe3e
3aJIEPXKKH WIM perpecca IMCUXOMOTOPHOTO Pa3BUTHS W TIOBTOPHBIC PEIIUJIHUBHI.
[TogoOHBIE COCTOSIHMS CIEAyeT OTIMYaTh OT WH(EKIMOHHOTO M ayTOMMMYHHOTO
sHIeanuTa, a TaKkKe OT MeTabOJIUYECKUX, TEHETUYECKUX U CHUCTEMHBIX
ayTOMMMYHHBIX 3a0o0seBanuii [223,p. 45].

C mopdonorudeckoit Touku 3peHus 11 OJ[OM xapakrepHa qeMHETUHU3AINS B
MEPUBACKYJISIPHBIX 30HAX, COMPOBOXKIAIONIASACA BOCTIATIUTEIBHBIMU UH(UIbTPATAMH,
COCTOSIIMMU MPEUMYIIECTBEHHO U3 MakpodaroB, T- u B-numdouutos, oTnenbHbIX
MJ1a3MaTUYECKUX KJIETOK W TrpaHyJiouuToB [79,p. 580]. DTu naHHbBIE OTINYAOTCS OT
nopakeHuit, TUNU4YHbIX a1 PC, KOTOpble COCTOST W3 CIUTBIX U TMOJHOCTBHIO
JEMUEITUHU3UPOBAHHBIX 00JacTel, CBSA3aHHBIX C HWHQWIbTpaTaMU Makpodaros,
CMEIIIaHHBIMU C PEaKTUBHBIMU acTpouutamu [78,p. 240].

MPT ocobennoctn OJ[OM. TunuyHbIMU HaxoJKaMu HEHPOBU3YyATU3AIUU
SBJISIIOTCS MHOXKECTBEHHbIe TopaxkeHus. Ha MPT nanHbie ouarw, Kak mIpaBUIIo,
BBINVISAAT TUNEPUHTEHCUBHbBIMM B pexumax 12 u  FLAIR. OHu wumeror
IBYCTOPOHHIOIO, HO HEPEIKO aCMMMETPHUYHYIO JIOKAIW3aIUI0, XapaKTepU3yrTcs
HEUYETKUMHU KOHTYpaMU W Pa3IMYHBIMU pa3MepaMu, 4TO YKa3bIBa€T Ha MOPAXKCHUE
MUETUHOBBIX CTPYKTYp. OOBIYHO TaKMe U3MEHEHUS 3aTparuBaroT MOJIKOPKOBOE Oenoe
BEILIECTBO, YYACTKHM Ha TpaHHUIIE KOPKOBOTO CEpOro M Oenoro BEIIEeCTBa, a TaKXKe
Tajamyc, Oa3ajgbHble TaHTJIUM, MO3KEYOK M CTPYKTYphl CTBOJIa Mo3ra. Takxke
COO0IIATIOCh O TMOPAXEHUU CHUHHOTO MO3ra, ¥ OHO XapaKTepuszyercs OONbLIUMU
CIIMBHBIMU TOPAXEHUSIMH, PACIPOCTPAHSAIONIMMUCA Ha HECKOJIbKO CErMEHTOB.
[ToBbIIIeHHE TaMOJMHUS OBUIO 3apETUCTPUPOBAHO y OJHOW TPETH MAIUEHTOB.
Hanpotus, HAJINYUE MIEPUBEH TPUKYJISIPHBIX MMOPAXKECHUM, SIMEBUTHBIX
MEPUBEHTPUKYIISIPHBIX MOPAXKEHUM, MEPHNEHIUKYIISIPHBIX KPalo XKeTyao4yka (MaibIlbl
JloycoHa), mopaskeHusi, OrpaHUYE€HHbIE MO30JIUCTHIM TE€JIOM WJIU YETKO OUePUCHHBIMU
MOpaXeHUsIMU, (TUIOMHTEHCHUBHBIE TOpakeHUsI T1) MOMAKHBI BBI3BIBATH MOJ03PEHUS
Ha PC.

CMJ>K npu OJOM. O6cnenoBanue crnuHHOMO3roBoi xuakoctu (CMIXK)
HeoOXoauMo s uckimrodeHus usneduMblx uHeknuit [THC, a mpu OJIOM ona
OOBIYHO HE UMEET MOATBEPKAAOIINX MpU3HAKOB. COOOIIANIOCH O JIETKOM ILJIEOIIUTO3E
C BBICOKOM pacrnpoOCTPaHEHHOCThIO JHUM(OIUTOB U MOHOIIUTOB; TaKKe MOTYT
MIPUCYTCTBOBATh CJIETKa yBedWueHHbIe Oenku. lloBbimenHblt mHAekc IgG Takxke
MOXET HaOJI0aThCs; HANPOTHUB, OJUTOKIOHaIbHBIE Tosnockl (OCBs) B
CIUHHOMO3TOBOM XKHUJKOCTH BCTPEUAIOTCSI CPABHUTEIBHO peako — MeHee yeM y 10%
MalMEeHTOB, a MPU UX HAJIMYUU YaCTO HAOJII0aeTCs 3€pKaJbHbIA THI paclpe/leNICHUs.
IIpoBenenue nuddepenrmansaoit nuarnoctuku OJIOM ¢ npyrumu 3a00J€BaHUAMU, B
OCOOEHHOCTU C PACCESHHBIM CKJIEPO30M, UMEET KIIOUEBOEC 3HAUYECHHE, MOCKOJBKY
ompenenser BbIOOp JIe4eOHOM TaKTUKHM W TMPOTHO3 JAbHEUIIEro TEeYeHUs
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3a00JIeBaHMSL.

[TocranoBka nmarsosa 3aTpyaHsercs, notomy 4to B 30% ciay4aeB mnepBbIi
smzon OZIDM  BmocnencrBum  pa3BuBaeT TunuuHbeli PC. Bo3HUKHOBEHHE
PEIUIUBHUPYIOMIUX TIEPUOJIOB U PEIUIUBOB Y HEKOTOPBIX MAIMEHTOB 3aTPYAHIET MX
ornuuue oT PC. XoTs peuuanB MOXKeT MPOU30UTH, TPOTHO3 OOBIYHO XOPOIIUU, U
OOJIBILIMHCTBO JIETEH MOJTHOCTHIO BBI3OPABINBAIOT.

[Tporuo3 npu OJIOM. VY 6onpmmncTBa gereit ¢ O/[OM nosiHOe BBI3AOPOBIIEHUE,
u mnopaxeHuss wmosra npu MPT oueHb dYacTo Takke OBICTPO HCYE3AIOT.
HeBponoruueckoe yiydiieHne MOKET ObITh 00HAPYKEHO B TEUCHHUE HECKOJIBKUX JTHEH
[OoCJIe Hayajla JIEYEHHsS, W BBI3JOPOBICHHE OOBIYHO MPOUCXOJUT B TEUYEHUE
HECKOJIBKMX Hefenb, a He MecsueB. [lokaszarenun cmeptHoctu B 1-3% [214,p. 6], a
HEKOTOpPbIE  HE3HAUUTENIbHBICE  OCTATOYHBIE  HAPYIIEHUS W JOJITOCPOYHBIN
KOTHUTUBHBIM AeUIUT HAOTIONATUCh B HE3HAUUTENILHOW MOArPYIIE MNalMeHTOB
[215,p. 103].

Takum o6pazom, OADOM — 5TO BOCHAIUTEIBHBIM JAEMUETUHU3UPYIOMINUNA
cugpoM [MHC wacro Bcrpewarommiics y paereil. bosee paeranbHOE H3ydeHUE
MOTEHIUAJIbHBIX JTHOJIOTHYECKUX (PAKTOpPOB, BKJIIOYAs aHaIu3 OHMOMAapKEpOB
LEHTPaJIbHON HEPBHON CUCTEMBI, TaKuX Kak antutena k AQP4 u MOG, cnocoOcTByeT
yriy0n€HHOMY TIOHMMAaHWIO MaToreHe3a 3a0oJieBaHUs, TOBBIIIAET TOYHOCTH
muddepeHInanbHON TUAarHOCTUKU U ONTHUMHU3UPYET MOAXOAbl K €ro JICUCHUIO U
BeneHu0. Kpome toro, Bompoc o ToM, kak yacto OJI9M MoxeT ObITh IepBOIl aTakoi
PC, 1o cux mop He pelieH u TpedyeT MHOTOLICHTPOBBIX COBMECTHBIX UCCIICIOBAHUM.

1.6 /Iuddepenunanbuass mguarioctuka PC u JgeMueIMHHU3UPYIOUIMX
3a0o01eBaHMH

OnHa U3 OCHOBHBIX MPOOJIEM MOCI€ OJAHOTO JAEMUETUHUZUPYIOLIETO 3MU30/1a
3aKJII0YaeTcs B TOM, MOXHO JIM OXHUJaTh ApYrux mnpuctynoB (Hampumep, PC).
Hekotopbie 0COOEHHOCTH MOTYT U3MEHUTh OAJIAaHC B CTOPOHY TOTO WJIM JPYroro, HO
IIPAaBWIbHBINA JUAarHO3 CTAaHOBUTCS OYEBUIHBIM TOJIBKO CO BpeMeHeM. Kitaccuuecku
OJ1OM xapakTtepusyercs MyabTU(GOKAIBHEIM BOBJICUEHHEM B Hauaje, Toraa kak PC
4acTO MMEET MOHOCMMNTOMHBIE HapymeHus. OaHako OJIDOM MoOXeT BBI3BIBATH
yHU(DOKATbHBIE CUMITOMBI, & PACCESTHHBIA CKJIEPO3 MOXKET MMETh MHOT00YaroBOE
nopaxenue [[HC, ocobenno y aereil. MOHOCUMOTOMHBIE HApYIICHUSI, BbI3BAaHHBIC
OJZIOM, yaiiie OBIBAIOT TSAKEIBIMHU, TAKUMH KaK JBYCTOPOHHUM ONTUYECKUI HEBPUT U
TIOJIHBIN MONepeuHbIi Muenut [45,p. 280].

MoJtHueHoCcHOE passutue  O/IOM SABJISAETCS OTJIUYUTEIBHBIM, HO HE
MaTOTHOMOHHMYHBIM, MOTOMY 4TO peakas Gpopma PC, uzBectnas kak mapOyprekas PC,
TaK)ke OBICTPO HAYMHAETCA M 4acTo cMmepTenbHa. [IposiBiieHuss B CTBOJIE FOJIOBHOTO
MO3ra, NEPUBEHTPUKYJSIPHBIX M MHOKECTBEHHBIX KPYIHBIX MOpaXXeHUl Oeroro
BEIlIECTBA TOJIOBHOT'O MO3ra MOTYT OTJIMUaTh Bapuant MapOypra ot OJIOM.

B penkmux ciiydasx BOCHAIUTEIbHBIE JTEMHUEITUHUZUPYIOIIUE MOPAKEHUS MOTYT
JOCTUraTh OOJBLINX PAa3MEPOB U HAIIOMUHATH ONyX0JU (OCOOCHHO JUM@OMBI) MpHU
MPT, uro Tpebyer yrouHeHust u Ouorcuu. OOBIYHO UMEETCSI OJHO JOMHUHUPYIOIIEe
MOPaXXEHHE, HO OTACIIbHBIE MEHBIIHUE MOPAKEHUS MOTYT OBITh HICHTU(DHUIIUPOBAHBI.
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Muenunoknactuueckuii quddy3ubiii  ckiaepos lllunbpaepa sBisieTcss emie OJJHUM
peaxkum 3al0ojeBaHueM, KoTopoe MoxHO cmnytatb ¢ PC, OAOM wunmm apyrumu
JEMUETUHUZUPYIOIUMH COCTOSTHUSIMH.

DT0  mOporpeccupyroliee JIEeMUETUHU3UPYIOIMIEE  PACCTPOMCTBO  OOBIYHO
HAYMHAETCS B JIETCTBE. DTH MPU3HAKU YAaCTO ATUIHMYHBI W BKIIOYAIOT JEMEHIIUIO,
adazuio, OJHOMMEHHYIO T€MHUAHOINIO, CYJOpOru U rncuxo3. Hanbonee xapakTepHbIM
OTKPBITHEM  SIBJISCTCS HAJIMYHE JBYX KPYMHBIX, TMPUMEPHO CHUMMETPUYHBIX
noBpexaeHu Ha MPT, no ogHoMy B KaxxoM noaymapuu.  JluarHo3  craBUTCA
My TEeMUCKITFOUCHUS HacJIeJICTBEHHBIX JeUKOUCTPO DU, 0COOEHHO
aJipeHONeHKOUCTpOhuw.

Huddysusrii ckinepo3 lunpaepa uMmeeT arpecCHBHYI TEHACHIIMIO Pa3BUTHS,
KOTOpasi TPUBOAUT K CMEPTH B TEUEHHE HECKOJIBKUX HEAENb U MECAIEB.
HacnenctBenHsle HapylieHUs —aJIpeHOJEHKoaucTpoduun ©  MeTaxpoMaTHuecKas
nerkoaucTpodusi MOTYT HanoMuHaTh Tporpeccupytomuii PC. OpHako mpu 3THUX
3a00JIeBaHUIX OOJIBIIYIO POJb UTPAET TEHETHUECKUM (haKTOp, TaK KaK OHU OTHOCSTCS
K HacJIE€JCTBEHHBIM natoJiorusim [218,p. 512].

Jleitkoguctpodun o00byHO He TpyaHo orTinuuth or PC. Bbone3ns KpabOe
(mepunut ramakTolepeOpo3ua-B-raJakTo3ugasbl),  MeTaxpomaTHdecKas
nerikonuctpodbuss (MLD; nedurut apuicynbdarassl A), aapeHoJeHKoAUCTpoduu
(ALD) u agpenomuenoneBponatuu (AMN) mposiBASIOT Kak LEHTPaIbHYIO, TaK U
nepudepuueckyro gemuenuuu3zanuio [217,c. 391].

Huddepentmansabii auarno3 PC u OHM. B cooTBeTcTBHM ¢ MEXKTyHAPOIHBIMU
Kkputepusamu, npuHsaTeiMu B 2015 rony, mpucytctBue AQP4-Ab B chiBOopoTke
MAIMEHTOB 3aHUMAaeT LEeHTpalibHOe MecTo B auarHoctuke OHM- AQP4. U Bce xe,
ONpeACICHuE KIMHUYECKUX U paguonorudyeckux otianuuii OHM-AQP4 wumeer
CYIIECTBEHHOE 3HAaY€HUE 10 pAny npuuuH: (1) B peaabHOM MEIUUMHCKOW MPaKTHKE
tectupoBanre Ha antutena AQP4-Ab mnpoBoaurcs He y BCeX MAIMEHTOB C
BOCIAJIUTEILHBIMUA TTOPAKCHUSMHU IIEHTPATLHON HEPBHOM CUCTEMBI WU MOXKET OBIThH
HEJIOCTYIIHO M3-3a orpaHudeHHbix pecypcoB. U PC u OHM saBustorcs
BocnanuteabHbiMu 3a001eBanusMu [{HC ¢ penuanBupytonmm TedeHueM, 0COOCHHO
Ha paHHHUX cTaausax 3aboneBanus [218,p. 512]. IlockonabKy 3TH ABE OOJE3HH UMEIOT
HEKOTOpbIe ()EHOTHITMYECKUE MPHU3HAKU, ObUIH TUCKYCCHUU O TOM, MPEACTABISIOT JIA
co0oil 3TH 1Ba 3a00J1€BaHUSI CAMOCTOSITEIbHBIE HO30JOTMUECKHe eIUHULIBI. OHaKO
nocse oTkpeiTus cneuududeckoro st OHM aytoanturena k akBanopuny-4 (AQP4-
Ab) MHOTOYHCIICHHBIE TOCIICIYIOIINE HCCIICIOBaHUS yOCIUTEIbHO TOKAa3ald, YTO
JAHHbIE TATOJIOTUM  CYIIECTBEHHO PAa3JIMYalOTCs MO  ANUAEMUOJIOTMYECKUM
XapaKkTepUCTUKAM, CEPOJOTHYECKOMY npoduIiio, naToMop(hoI0TUIECKUM
0COOCHHOCTSAM, OTBETY Ha Tepamnuio U nporuosy. Auddepenuuansupiii quaraos PC ot
OHM sBisiercss KpUTHUYECKHM BaXHbIM, TIOCKOJbKY JsedeHne PC He ToONbKO
Heap(HEeKTUBHO, HO U MOkeT ycyryouts OHM [79,p. 580].

Brusnue annens HLA-DRBI na paccesannuiii ckiepos y oemeil.

Otuonaronorust PC Bkitouaer renetTudeckue GakTopsl U (akTOPbl OKPYIKAIOIIEH
cpeabl. B yacTtHOCTH, anmnenu nelkonuTapHoro anturena yenoseka (HLA), a tak xe
CBS13b BOCIIPUUMYHUBOCTH K OOJIC3HHU.
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ONUIeMUOJIOTMYECKUE MCCIIeI0BAHUS MTOKA3aJIM, YTO T'eHEeTHYecKre (aKkTophl B
MIEPBYI0 OYEpeb OTBETCTBEHHBI 3a MpeapacnonokeHHocTb kK PC, a uccnegoBaHus
NOATBEPAWIINA, YTO PaA3IUyusi B 00JIaCTU YEJIOBEUECKOrO JEHKOLMTAPHOTO aHTUTE€HA
(HLA) oxa3wiBaroT HamOoJIbllice WHAUBUIYyATbHOE BIHMSHUE HA pPUCK pa3Butus PC
[224-226]. 3a nocnennue 10 yeT B paMKax HCCIEAOBAaHUN T€HOMHOUM acCOIUAIUAH
(GWAS) oObuto BbeisiBieHo ©Oonee 200 BapuaHTOB  pHUCKA, HE3aBUCHUMO
CHocOOCTBYOIUX BocnmpuuMurBocTd kK PC, HO HHM oOAWMH ©3 HUX HE
MIPOJIEMOHCTPUPOBAJ TAKOTO ke (hakTopa pucka, kak aminenu HLA, Tak kak camblii
CUWIbHBIA CUTHAJ T'€HETUYECKOM accolMaly 10 CUX MOP HAaXOAUTCA B XPOMOCOME
6p21.3, oomact HLA [221,p. 268].

OtHocuTenbHbIA ceMelHbI puck PC, B 3HAYUTENbHON CTEHEHU OMPEACIISETCS
reHaMu, B TO BpeMs KaK Ha TMOMYJSUUOHHBIA PUCK CHIBHO BIUSIOT (DAKTOPHI
OKpY>Karouied cpenbl. ITO MOATBEPKAACTCA FEHETUYECKUMHU AUIEMHUOIOTHYECKUMHU
UCCJIEIOBAHUAMU, KOTOPbIE  TaKKEIMPEAINOJIaraloT  OJUTOIE€HHOE HAacleI0BaHHE
BocripuuMuuBoctu. ['ammotun HLA DRB1 * 1501, DQAT1 * 0102, DQB1 0602 cBsi3an
c 3a0oneBanueM, Ho HLA nuuis He3HaUUTENbHO BIUSAET Ha OOLTY 0 BOCIPUUMYHUBOCTb.
bbu10  yCTaHOBIIEHO, YTO OCHOBHOM KOMILIEKC THCTOCOBMECTUMOCTH U  €ro
noJTMMOPGU3MBI OKa3bIBAIOT CUIIBHOE T€HETUYECKOE BIUSHUE Ha pUCK pa3BuTus PC.
Annens HLA-DRB1*15:01 accomuupyercss ¢ TpPOEKPATHBIM YBEJIWYEHHEM pPHUCKA
Pa3BUTHS paCCESTHHOTO CKIIepo3a, Toraa kak Bapuant HLA-A*02:01 paccmatpuBaetcs
Kak ¢akTop, oOecrneunBaOImUi 3amuTy OT 3aboneBanus [202,p. 4113].
Psn wuccnemoBanuit moaTBepAws mpenpacnoiaraiomy poiab HLA-DRB1*15 B
dbopmupoBaHUU paHHETO nedrora PC y neren [204,p. 15].
TeM HEe MeHee BOIIPOC O TOM, CYIIECTBYET JIM CBSI3b MEXy HanuuueMm annens HLA-
DRB1*15:01 wu Oonee paHHMM BO3pacToM Haudajia 3a0ojeBaHHs, OCTaércs
IUCKYCCHUOHHBIM U TpeOyeT najibHeiero uyuenus [65,p. 102].

HaGop ammeneéi HLA, cBsS3aHHBIX C pa3IMYHBIMU ayTOMMMYHHBIMH
HapYIICHUSIMU, MOXET BaPbUPOBATHCSI MEXAY MOMYJALHMIMU U JaXe BHYTPU HUX, U
YTO pa3IU4YHbIC alJIeIM MOTYT OBITh CBSI3aHBI C PA3IUYHBIMU AyTOMMMYHHBIMU
HapylmieHusIMU. B pazHbIX MOMyNANMsIX U JaKe B OJHOM M TOM K€ MOMYJISIUUA TeHbI
HLA umeroT BbICOKYIO OTUMOPGHOCTD, U HAa CETOAHSIIHUMN IeHb Ha0I01aeTcst 6oliee
21 000 anneneit. HLA kommuiekc coaepxutT Oosiee 220 TeHOB, peryiaupyromux
paznuuyHble  (QYHKIUM, KOTOpbIE CTrPYNIUPOBAHBI B IIECTh  KJIACCHUYECKUX
moJiceMencTBa, BKiovaromuii B ceos redrl | xmacca HLA, HLA- B u HLA-C , u rensl
kiacca [l HLA-DPB1 , HLA-DQB1 u HLA - DRBI1. OTu rensl KOAUpyOT 110 MEHbILIEH
Mepe 132 Genka ¢ pa3nuyHbIMU QYHKIUSMU B MOJYJIALIMA UMMYHHOM cuCcTeMBbI [27,p.
1022], Takux Kak MmpejcTaBI€HHE aHTUTCHHBIX nenTuaoB T- nmumdponuram CD4 + u
CD8 +. Pannue uccnenoBanus tunupoBanuss HLA BbISIBHIM, YTO HAIMYUE ajjiems
HLA-A(02 cBs13aHO ¢ MOHM>KEHHBIM PUCKOM Pa3BUTHUS PACCESHHOTO CKJIEPO3a, Urpas
3alIMTHYIO POJIb U CHUXKAsl MPEPACIOI0KEHHOCTh K 3a00JIEBaHUIO, HE3aBUCUMO OT
npucytctBua amnenss DRB115 [220,p. 1229]. Takxe ObUIO YCTaHOBJIEHO, 4YTO
rarmotunel HLA-A02-HLA-B12-HLA-Cw05 nu HLA-A02-HLA-B44-HLA-Cw05
ACCOIMUPYIOTCS C aHAJIOTHYHBIM 3aIIUTHBIM 3 (PEKTOM U CHUKAIOT pUcK pa3putusi PC
[210,p. 753]. CoBceM HemaBHO, HCCIEIOBAaHUE ACCOIMAIIMM BCEro TIeHOMa
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0OHapyX U0, YTO OCHOBHOM CUTHAT BocipuuMunBOCTH K PC comocTasisieTcs ¢ reHOM
HLA-DRB1 B oOnmactu II xmacca MHC, oOwscuss mgo 10,5% reHeTnueckoi
JTWCTIEPCUH, JIeKale B ocHOBe pucka [211,p. 715]. Kak u oxxuganoch, camasi CuibHas
CBsI3b ¢ BocripuuMunBocThio kK PC Habmoganacs B HLA-DRB1*15: 01.

CymectByer otaenbHbie koppensuuun HLA-DRBI1*15 ¢ Huszkoit yacTtoToii
PELUIUBOB, 3aBUCSIINX OT BUTaMuHa D U, BO3MOXHO, ¢ 0oJiee MO3HUM BO3PacToM
HactyrieHus MmeHapxe [134,p. 373].

Takum oOpazom, kiIMHHYecKas 3HauMMOCTh mnpeobnaganuss HLA-DRBI1*03
JNOTOJHUTENIbHO  YCWUJIMBAE€TCSI ~ CPABHHUTEIBHBIM  AQHAJIU30M  KIMHHYECKHUX
XapaKTEPUCTUK MallMEHTOB HAa OCHOBE HanbOOJee YacTO BCTPEUAIOIIUXCS T€HOTHUIIOB
HLA. HLA-DRBI1*03-nonoxurensupie nauveHtsl ¢ PC  1eMOHCTpUpYIOT
MOBBIIIEHHOE KOJIMYECTBO KIMHUYECKUX PEUUJIUBOB U TOBBIIIEHHYIO TSAKECTh
MOpaXeHUs Ha TpyAHOM ypoBHe 1o cpaBHeHuto ¢ HLA-DRB1*03- orpunarensHbpiMu
nmanuenTamu. Ormeuyeno, yto HLA-DRB1*03:01- moj1oKUTEIbLHBIE TallUEHTHI UMEIH
OJIMHAKOBYIO TMPOJOJKUTEILHOCTh 3a00JIeBaHUsA, W BbIlICyKa3aHHbIE A()PEKTHI
OCTaBAJIUCh 3HAYUMBIMU B MMPOBEACHHOM aHAJIM3€ YyBCTBUTENHLHOCTH. Ha ocHOBaHuM
TOTO0 OTKPBITUA MBI npeanonaraeMm, yrto amiens HLA-DRB1*03 ne Tonbko
npenpacnonaraer k PC, HO Takke KOPPENIUPYET C MOBBILIEHHONW aKTUBHOCTBIO
3a0osieBaHMs. DTOT BBIBOJ HY)KJAeTcs B JalbHEWIEeW MpoBepKe Ha 0ojiee KPYIHBIX
BBIOOpKaX, AK€ B Pa3HbIX ATHUYECKHUX Tpymmax, Jjas Oojee HaJeKHBIX BBIBOJOB.
CyuiecTByeT Majio UCCIEAOBAaHUN F€HOTUIINYECKOW/KinHnueckon koppemsiiuu HLA
npu PC, 3a HEKOTOPBIMM HMCKIIOYEHHUSIMU. B 4YaCTHOCTH, CyIIECTBYIOT OTIECIbHBIC
koppensiiun - HLA-DRB1*15 ¢ Hu3ko#Wl dYacTOoTOW pelUAUBOB, 3aBUCSIIUX OT
ButamuHa D 1, BO3MOXHO, ¢ 60Jiee MO3THUM BO3PACTOM HACTYTIJICHUSI MEHapXe.

43



2 MATEPUAJIBI U METO/bI UCCJIEJOBAHUA

2.1 OOumas XapaKTepuCTUKA UCCIeI0BAHUS

UccnenoBanue npoBOJWIOCh B YHUBEPCUTETCKOW KIMHUKE «Akcait»y KasHMY
uM. C.JI. AchenausipoBa ropona Anmarsl, Kazaxcran.

HccnenoBanue O0b10 0100peHO JTOKAIBHON 3THUUECKONW KoMHccuer Kazaxckoro
Hammonanenoro Menunuuckoro YauBepcutrera umeHu C. [[. Acdennuspora.
Paspemenue Ha npoBenenue pabotel mosydeHo 30 mas 2018 roma, coriacHo
npotokouy 3acenanus JIDK Nel2 (123) ot 22 nexadps 2021 rona.

Bce poaurenu y4yacTHHKOB HCCIEOBAHUS MPEIBAPUTENIBHO MOANHUCAIIH
NUCbMEHHOE  WH(OPMUPOBAHHOE  COTJlacM€ Ha  yd4acTHe€  CBOMX  JETeil.
OTtaenbHBIC ATABl PpA0OTHI peATM30BaHbI B paMKax rpaHToBOTO npoekTa AP09562785,
¢unancupyemoro MOH Pecny6nuku Kazaxcras.

[IpoBeneHO KIMHUKO-TEHETUYECKOE UCCIEIOBAaHUE METOJIOM «Cllyyal —
KOHTpOJIb». B wuccienoBanue BkIw4eHO 34 peOEHKAa C JAEMHEIMHU3UPYIOIIUMHU
3a0osieBaHUsIMU (OCHOBHAs rpynna) u3 Hux 10 geteil U3 pyccKoi HAIMOHATBLHOCTH C
paccessHHBIM CKJIEPO30M (CpaBHHUTEIbHAs Tpymmna) u 15 jgetedt ¢ Apyrumu
HEBpPOJIOTUYECKUMHU  3aboneBaHusiMH  (KOHTpoJbHas rpymma). HcciaenoBanue
npoBoawsIock B repuoa ¢ 2015 mo 2021 roael. MecTo npoBeieHHs: YHUBEPCUTETCKAS
KIMHHKa «Akcai»y Kazaxckoro HanpoHambHOro MeaunmHCKOro YHUBEPCUTETA HM.
C.A. AchenausipoBa (1. Anmarsl, Kazaxcran) m WHcTUTYT QyHIaMEHTAIbHBIX U
MPUKIIATHBIX OMOMEUIIMHCKUX ucciienoBanuii uM. b.A. Atuabaposa.

Ha nepBoM 3Tane ObUT0 MPOBENCHO KIMHUYECKOE oOcienoBanne 34 OOJIbHBIX C
JEMUETUHU3UPYIONIUMU 3a00eBaHusIMU. bBbiin coOpaHbl Takue [eTanu, Kak —
KIMHUYeckue HeBpoiorudyeckue ganusie, MPT FLAIR B pexume > 1,5,
HelipoodTanibmosiorndeckoe wuccienoBanne ¢ OKT (omrtuyeckass KoMIbIOTEpHAas
ToMorpadusi Tiaza) M diekTpoduznogoruueckoe uccienoBanue a3z (ODOU) B
JUHAMUKE I OTIPEJICTICHUS YPOBHS U ITyOUHBI JeMUEITMHU3 AN Y.

Ha BTOpOoM sTame ObUIO MPOBEAEHO HCCIEAOBaHHE KPOBH HA T€HETHUYECKOM
ypoBHe. [[1s mpoBeneHUsT JAHHOTO HMCCIEOBaHUS y MAIlMEHTOB OBbUT MPOU3BENICH
3a00p BeHO3HOU KpoBu B oOwveMe 4,5 — 5,0 mu. 3a00p KpOBU OCYLIECTBISUICS B
BakyTeliHepsl ¢ EDTA (cnenualibHble TPOOMPKH, COJAEpKAIIUE AHTUKOATYJISHT).
['eneTnueckoe ucclieI0BaHKE MTPOBOAWIOCH B CHEIUAIM3UPOBAHHON J1a0OpaTopuu B
NuctutyTe pyHIaMEHTAIbHBIXM MPUKIATHBIX  OMOMEIUIIMHCKUX HUCCIEIOBAHUIM
uM. Atuabapona (Kazaxcran).

2.2 Opranusanusi ¥ MeTOAbI MCCJIEe0BAHNUSA

2.2.1 Kimuanueckue MeTOAbI UCCIEI0BaHUI

JI1st u3ydeHus: KIMHUYECKUX 0COOCHHOCTEH EeMUETMHU3UPYIOIINX 3a00JIeBaHUN
W BBISBIICHUS HauOoJee XapakTEepPHbIX JEOIOTHBIX MPOSIBICHUN MNPUMEHSIICS
COLMOJIOTUYECKUM METOJ — AaHKETHUPOBAHWE C MCIOJIb30BAHUEM CIIELUAIBHO
paszpabotannoit hopmel. [Ipu cOope aHaMHE3a YUYUTHIBAIMCH TaKUE MapaMmeTphl, Kak
MECTO pOXJeHUs peOEHKa, HAIMOHAIBHOCTh, CEMEWHas HUCTOpUs 3a00JeBaHMUIA,

44



MICHXOMOTOPHOE Pa3BUTHUE, CPOKH BaKIMHAIIMU U TIEPCHECEHHBIE paHee OOJIe3HH.
[IpoBoawiicsl NeTanbHBIM aHAMU3 Kalo0 W HCTOPUU 3a00JIE€BaHHMS HA OCHOBAHUU
OYHOT'0 AaHKETUPOBAHUS POAUTENEH U M3ydeHHs] aMOyJIaTOPHBIX KapT, UTO MO3BOJISLIO
BBISIBUTH MEPBbIC MPU3HAKU TEKYILIETO 3a00J€BaHUS.

HeBponoruueckuit cratyc OOJIBHBIX MPOBOAWIICA MO OOMICHPUHATONW CXEME C
OLIEHKOM COCTOSIHUS YEepEerHO-MO3Tr0BOM WHHEPBALINH, JIBUTaTEJIbHOM,
JyBCTBUTEIBHOW c(ep, MO3IKEYKOBOW CHCTEMBI, BBICIIMX MO3TOBBIX (DYHKIIUH.
HeBposnornueckunii craTyc NallMEHTOB OLIEHUBAIM C UCTIOJIb30BaHMEM KAl KypTuke:
mkanel HeBposiorndeckoro neduuura (Functional Systems, FS), kotopas mo3BoJisier
KOJIMYECTBEHHO OIIEHUBATh HEBPOJIOTHYECKHUE HapylieHus o 10-0amibHON cucteme,
n mxkanel uHBamMAn3anuu (Expanded Disability Status Scale, EDSS). [lus
MPOTHOCTUYECKOTO aHAIM3a YUHUTHIBAIUCH TAKHUE MapaMeTpbl TEUCHHUS PACCESTHHOTO
CKJIepO3a.

Bce coOpanHble gaHHbIe, BKIIIOYas A€TATbHBIM aHAMHE3, KIMHUYECKOE T€UEHUE
0oJie3HH, Ppe3yJbTaThl HEBPOJOTUYECKOTO OOCHeqOBaHUS, MAPAKIMHUYECKUX
WCCJIEI0BAHUN U MPOBOJUMON Teparuu, 3aHOCUIUCH B CIEIUAIBHO pa3paboTaHHYIO
AJEKTPOHHYK0 KapTy HCCleAOoBaHMsA. Bcem manmueHTam @pU  TOCHUTAIU3ALUAH
MPOBOJAWIIOCH KOMIUIEKCHOE O0O0Cie[oBaHre, BKIIOYAIONIEE HEBPOJOTHYECKOE,
HEeHPOPU3UO0JIOTHIECKOE, HEUPOPATUOTOTUIECKOE u MMMYHOJIOTHYECKOE
WCCIIEIOBAHUS.

2.2.2 HeilipoBu3yanu3amOHHbIE METOAbI UCCIETOBAHUS

JIns v3ydeHusT aKTUBHOCTH JIEMHUEIMHU3UPYIOUIETO Mpolecca MPUMEHSIIUCH
MeToAbl HelpoBuzyanu3auuu. OLeHKa MPOBOJUIACH C MCIOJIb30BAHUEM MArHUTHO-
pe3zonancHoi Tomorpaduu (MPT) ¢ pazpemenuem 6omee 1,5 Tecna (pucyHok 1). [Tpu
aHanmmze MPT ronoBHOTO W CHUHHOTO MO3ra (PUKCHPOBAIOCH KOJIHYECTBO
JEMUCIUHU3UPYIONIUX O0YaroB Ha CHUMKax, 4YTO [O3BOJISUIO KOJHMYECTBEHHO
XapaKTEePU30BaTh CTEICHb MOPAXKEHUS TKAHECH.

2.2.3 UIMMyHOT€HETUYECKUE METOIbI UCCIEIOBAHUS

['eneTnueckoe MccienoBaHue MPOBOAMIOCH C TCHOTUIIMPOBaHHWEeM Ha rensl HLA.
Pazutue PC mMoxeT ObITh 00YCIOBICHO COUETAHUEM OT/ICNIbHBIX T€HOB. PaccessHHBIM
CKJIEpO3 SBJISETCS MPHUMEPOM MHOTO(AKTOPHOTO CIOKHOTO COCTOSHUSI, TOHUMAaHHE
KOTOPOTO M3MEHHUJIOCH Oyarojaps JOCTHKEHHUSIM B 00JaCTH T'€HOMHUKH M OCOOCHHO
HMMYHOT€HOMUKH. KOHBEpPreHTHBIE SMHICMHOJIOTHYECKUE H  J1a0OpaTOpHBIC
pe3yJbTaThl COMIACYIOTCS C MOJIMT'€HHOM MOJIETbI0 HACleIOBaHUs, B TO BPEMS Kak
JaHHBIC Tak)Ke MOATBEPKAAIOT JaBHEE MHEHHE O TOM, YTO BOCIHPHUUMYHBOCTH K PC
3aBUCHUT OT JEHUCTBUS MOJUMOP(U3MOB, paCIIpOCTpaHEHHBIX B MomyJisiuu. Hemonnas
MEHETPAHTHOCTh U YMEPECHHBIH WHIUBUIAYATbHBIM 3(QGdeKT, HalIromaeMble s
OOJNBIIMHCTBA TeHETHYeckux accorumanuii npu PC, ckopee Bcero, orpaxaror
B3aMMOJICCTBUE C JPYTMMH TE€HaMH, TMOCTTPAHCKPHUIIIIMOHHBIE PETYISATOPHBIE
MEXaHHM3MbI M 3HAUUTEIbHBIC BIUSHUS OKPY>KAIOIIEH cpelibl (PUCYHOK 1).
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Pucynok 1 - KaGuHer MarHuTHO-pe30HaHCHOM ToMorpaduu B pexume > 1,5 B
YHUBEPCUTETCKOMN KIMHUKE «AKCan»

[Ipumeuanue - Mcrounuk: cait YK «Axcai»

I'enotunupoBanue no nokycam DRBI, DQA1, DQBI1 npoBoaunu Ha ypoBHE
rpynn amiened (Huszkoe pazpemienue). Pexxum ammmudukamuu: 94,0°C-30 cek,
64,0°C-15 cex (5 mukioB); 94,0°C-10 cek, 64,0°C15 cex (45 uukion); 25,0 °C-15 c-
50 nuknos, «Kpuas miasnenus», At = 1 °C; Tkon = 75 °C. bpun npotecTupOBaHbI
cnenytouue reasl: HLA-DRBI.

2.2.4 HelipoohTaibMOIOTUYECKOE UCCIIEIOBAHHE

Hapymienust 3peHusi, BbI3BaHHbIE BOCIAIUTEIbHBIMA U JIEMUEIUHU3UPYIOIIUMU
MPOIIECCaMU 3PUTENbHON CHUCTEMBI, TJIaBHBIM 00Pa30M B 3pUTEILHOM HEPBE, SBIISIOTCS
pacnpoctpaneHHbIM cumnitoMoM PC. Ontuueckas korepentHas tomorpadus (OKT) —
ATO MHCTPYMEHT, KOTOPBIM BCE Hallle MCHOJIb3YETCS JUISl KOJWYECTBEHHOM OLEHKH
noBpexaeHui ceryatku npu PC (pucyHok 2).

OcHOBaHHBII Ha  CHEKTPaJbHOM  HMHTEpPEPOMETPUH, OH  HUCHOJb3YET
HU3KOKOTEPEHTHBI UWH(pakpacHbIi CBeT I CO3JIaHUS MPOCTPAHCTBEHHBIX
M300paKEHUH CeTYaTKW C BBICOKMM paspenieHueM, oOecreyuBas Mepenaqy
BU3yalbHON WH(MOpPMAIMK OT CETYATKW K IeHTpanbHOW HepBHOU cucteme. OKT
MO3BOJISIET TPOBOAUTH HEMHBA3UBHbBIE U3Mepenus Toauuuasl CHBC B MukpomeTrpoBom
paspemennn. C nomompro OKT ncecnenosatensm yaanrocs IpoAeMOHCTPUPOBATh, YTO
rina3a nauneHToB ¢ PC nemoncTpupyroT otuernuBoe ncronuenne CHBC nociie cnyyas
OCTPOTO HEBPUTA 3PUTEIHLHOTO HEPBA IIPU PACCESTHHOM CKJIepo3e (PUCYHOK 2).
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PucyHnok 2 - Ontuueckast KorepeHTHasi ToMmorpadust

JIaHHBII METOJl MO3BOJISIET ONPEAEIUTh HUCTOHUYEHHE CJI0SI HEPBHBIX BOJIOKOH
cetuatku (CHBC), uto paccMmaTpuBaercsl Kak MOTEHIMAIbHBIA HOBBIM OHOMapKep
paccestHHOro ckiepo3a. B 3Toi cBA3M CTaHOBUTCS OCOOCHHO aKTYaJbHBIM H3y4EHHE
tonuuabl CHBC y nanuentoB ¢ PC st OolleHKH CTENeHW HeHpoJereHepaTuBHOIO
nopaxenus. OKT takxke sBisercs NONE3HBIM HHCTPYMEHTOM C TOYKM 3pPEHHS
obecrieuenust qudpepeHmanbHoi quarHoctTuku PC Mo OTHOIEHWIO, Hampumep, K
3COHM, 3aboneBaHuto, KOTOPOE OOBIYHO MPOSIBISIETCS 00JIee CUIBLHBIM HCTOHYEHHEM
CETYaTKHU.

2.2.5 ConuoyioriuecKkoe ucciaea0BaHue.

Ha panHoM »3Tame oOCyIIecTBIsUIach OIICHKA MEIMKO-COIMAIbHBIX AaCIEKTOB
3a00JeBaHUsI Ha OCHOBE M3YYCHUS BOCHPHUATHS COCTOSHHUS 3J0pPOBbS M KadyecTBa
’KU3HU JIETEH CO CTOPOHBI poauTeneil. Hamu ObUT MpoBeneH COIUOIOTUUECKUI OTpoC
C HCIIOJB30BAHHEM CIHCIUAIBHO pa3padOTaHHOW CTPYKTYPHUPOBAHHOM aHKETHI,
BKJTIOUAIOIIEH OJIOKHM BOMPOCOB, OTpaKaromue AeMorpaduueckue xapakKTEepPUCTHUKH,
JUTUTEIIBHOCTh 3a00JI€BaHUs, KIIMHUYECKUE MPOSBICHUSI, YaCTOTy OOpaIllaeMoCcTu 3a
MEIUIIMHCKON TIOMOIIBIO, & TaKXke CYObEKTHBHYIO OIIEHKY COCTOSHUS 370POBbS
peb6énka u (HaKTOPOB, BIMSAIONIMX HAa KAue€CTBO JKM3HM. AHKETa (BCIOMOraTelbHas
uHopMmanusi, npwiokenne B) Brimodanma 39 OCHOBHBIX NYHKTA, KaCaroIIUXCS
nemMorpauIecKux JaHHBIX JIETeH, TaBHOCTh 3a00JICBaHMs, B YaCTHOCTH B BOIPOCaX
aJUIEPTOJIOTUYECKOTO CTaTyca, 3a00JIeBaeMOCTH, HApYIICHHH CO CTOPOHBI BCEX
OpPTaHOB, MPOSBICHUSI CHMIITOMOB, 4acTOTa OOpallieHuH.

B kadecTtBe o0ObeKkTa WUCCIEIOBaHUA BBICTYMWIM poauTenn 34 nerew,
MPOXOJAUBIINX JICUCHHE B Y HUBEPCUTETCKOM KIMHUKE «AKcai» (M3 HUX 32 MaTepu U
2 otua). Bospacr poaureneii BappupoBai oT 24 1o 50 jeT, cpeHuil BO3pacT COCTaBUII
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37 ner. HccnenoBaHue TpOBOAUIIOCH B mepuoa ¢ Mapra no Mmail 2019 ropa.
AHKETHPOBaHHE OCYLIECTBIISLIOCH MOCIE MOTyUYeHUs] THOOPMUPOBAHHOIO COTJIACHs B
IpY>Kento0OHOW W JIOBEpUTENIbHOM aTtMocdepe; aHKEThl 3alOiHSIUMCh POJUTEISMU
CaMOCTOSITENIBHO.

AHkeTta BKJtouana 20 ocHOBHBIX BonpocoB. [Ipu cratuctuueckoit o6paboTke mo
KQKJIOM MO3UIIMK KOJMYECTBO BKIIOUEHHBIX OTBETOB Pa3inyanoch, TaK KaK HE BCE
YYaCTHUKHU 3aIMOJHUIN BCE MMYHKTHI MOJHOCTHIO.

Ha BTOpOM 3Tare npoBoauiack OleHKa OpraHU3aIMOHHBIX aCIEKTOB OKa3aHUs
MEIUIIMHCKON MOMOIIH, BKJIIOYAs TUArHOCTUKY W MapHIpyTU3alUI0 MarueHToB. Jlis
ATOTO OBUIO BBIIOJIHEHO KAaYECTBEHHOE HCCIENOBAaHHE C INPUMEHEHHEM METoAa
MOJIyCTPYKTYPUPOBAHHBIX HHTEPBBIO € DKCIEPTAMH CHCTEMBI 3ApPaBOOXPAHECHUS,
HEIMOCPEICTBEHHO BOBJICUEHHBIMU B IPOIIECCHI BEICHHUS MAIIMEHTOB C MOJI03PEHUEM Ha
IeMuenuHu3upyomnme 3aboneBanus. MccnmenmoBanwe mpoBoAWIIOCH Ha  0asze
NEIUATPUUYECKUX  OTIEIEHUNW TOCYJAapCTBEHHBIX  MOJHMKIMHUK W YacCTHBIX
MEJUIIMHCKUX OpraHu3aluil ropojia AJMaThl, YTO MO3BOJUIO OXBATUTh PA3TUYHBIC
YPOBHU OKa3aHUs MEAMIIMHCKOM IMOMOIIM M OOECHeYUTh KOMIUIEKCHYIO OI[CHKY
(GYyHKIMOHUPOBAHUS  CHUCTEMBI  3PAaBOOXpPAHEHUS B  YCIOBHUSX  COYETAHUS
rOCyJJapCTBEHHOT'O ¥ YaCTHOTO CEKTOPOB.

dopmupoBaHUEe BBIOOPKHA OCYIIECTBISJIOCH METOJIOM  II€JICHANPABICHHOTO
0TOOpa, 4YTO COOTBETCTBYET METOI0JIOTUH KAUECTBEHHBIX UCCIEIOBAHUN U MO3BOJISET
BKJIIOYUTh B aHalIU3 HanboJiee MHPOPMUPOBAHHBIX YUYACTHHKOB, HEMOCPEICTBEHHO
BOBJICYEHHBIX B TPOIECCHI JAUATHOCTHMKKA ¥ MapUIPYTH3aIMu TMalueHToB. B
uccleoBaHWE OBUTM BKJIIOYEHBI MPEJICTABUTENN KIIOUEBBIX MNPOQPECCHOHAIBHBIX
rpymni, (GOpMHUPYIOMIMX TPACKTOPUIO OKAa3aHUS MEAMIIMHCKOM MOMOIIM JETSIM C
MOJO3PCHUEM Ha JEeMHUCIMHU3UPYIOMKUE 3a0oJieBaHUs: &8 Bpauei-neauaTrpoB
MEePBUYHOTO 3BEHA, 8§ JCTCKUX HEBPOJOTOB, 4 CIeNHAINCTa IO MAarHUTHO-
pe3oHaHCHOU ToMorpaduu U 2 Bpaya-reHeTHKa.

COop maHHBIX OCYIIECTBIISIICS METOJIOM IMOJIYCTPYKTYPHUPOBAHHBIX HHTEPBBIO C
MCII0JIb30BAaHUEM MPEIBAPUTENIHBHO pa3padOTaHHOTO TEMAaTHYECKOro raiina. Bompocsl
MHTEPBbIO OXBATHIBATU KIIOUEBbIE aCMEKThl MApIIPyTHU3ALUU MAIMEHTOB, BKIIOYas
ATambl HamNpaBiCHUS, BPEMEHHbIC 3aJCPKKH Ha PANTUYHBIX YPOBHSIX CHUCTEMBI,
JOCTYITHOCTh JTUarHOCTUYECKUX METOJI0B (B uacTHOcTU MPT M TreHeThuecKux
UCCIIEI0BaHU), 0COOCHHOCTH MEXKYPOBHEBOTO B3aUMOJICHCTBUS, a TaKKe (PaKTOPHI,
BIIUSIONIME HA CBOCBPEMEHHOCTh MOCTAHOBKY JAMAarHo3a U Havyasa JCYeHHUs.

Bce wuHTEpBBIO NPOBOAWINCH B OYHOW WM JAUCTAHIMOHHOW Qopme ¢
MPEABAPUTEIHLHOTO COTJIACUsl YYaCTHUKOB, ayJIMO3aMMCHIBAIUCH M BIIOCIEICTBUU
JOCIIOBHO  TpaHCKpuOupoBamuch. Jlius  oOecrieueHus:  JOCTOBEPHOCTH U
BOCIIPOM3BOJIMMOCTH PE3YJIbTATOB aHAIMN3 JAHHBIX OCYILIECTBIISUICS C MPUMEHEHUEM
TEMaTHUYECKOTO KOHTEHT-aHaln3a. KoaupoBaHuWE TEKCTOB MPOBOAWIOCH ABYMS
HE3aBUCHUMBIMH HCCJIEIOBATEISIMU C TOCIEAYIOIIMM COTIOCTaBICHUEM PE3YyJIbTaTOB.
Bo3nukaromue pacxoxaeHusi 00CyKAaINCh U pa3peliaiuch NyTEM KOHCEHCYca, YTO
MO3BOJINII0 MUHUMH3UPOBATh CYOBEKTUBHOCTh HHTEPIPETAINH.

2.2.6 CtaTuCTUYECKUI aHAIU3
CraTtuctuyueckuil aHajanu3 BBINOJHEH ¢ ToMolbio SPSS (Bepcus 16).
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KauectBenHble MmokazaTenu MPEACTaBICHBI B BUJIE a0COIIOTHBIX 3HAYCHUU U
MPOIEHTHBIX fosieil. KnuHuueckue nmapaMerpbl BIPaXKEHBI KaK CpPEeIHHE 3HAYEHUS C
yKa3aHWEM CTaHAApTHOTro OTKIOHeHUs (M + m). [yt onpeneneHus: CTaTUCTUY €CKOM
JOCTOBEPHOCTH  Pa3IMuUi  MEXIy BBIOOpDKAMH  HCIIOJB30BAJICS  t-KpUTEpHUid
CrbrozieHTa, npu 3ToM ypoBeHb 3HauuMocT p < 0,01 mpuHMUMAacs kak mokas3arelb
JOCTOBEPHBIX PA3ITUYUM.

CpaBHEHHE TEHETMYECKUX XapaKTEPUCTHK (YacTOT ajjieei) MNalueHTOB C
JAHHBIMM TOMYJISIIIUOHHOTO KOHTPOJISI BBINOJHSUIOCH METOAOM MPSIMOTO MOJCYETA.
Jlnst cratucTudecko 00pabOTKM MPUMEHSIIMCh KpuTepuil ¥* u tect duiiepa (mpu
MajoM 00bEéMe BBIOOpKH). Kpome Toro, paccuuThiBaics OTHOCUTENbHBIM puck (RR)
pa3BUTUS 3a00JIEBAHUs, YTO IO3BOJWJIO OLIEHUTh BKJIAJ OTAEIbHBIX aljieleil B
MPEIPACIOI0KEHHOCTh K MATOJOTMH. 3HAYMMOCThI0 cunTanu p<0,01.

Koppensiusa CnupMeHa MCnonab30Baiach 8 BBIABICHUS CBSI3UM C 3THHUYECKOU
MPUHAJIEKHOCThIO. TecT MaHHa-YUTHU MCMOJIB30BAICS Uil BBISIBICHUS Pa3IM4YUid
T€HETUYECKOT0 MPO(UIIsI MATBYUKOB U JIEBOYEK.

[Tpu 06paboTke JaHHBIX AHKETUPOBAHUS PACCUUTHIBATIACH CTATUCTUYECKAS JOJISI
OTBETOB W oImHOKa BbIOOpOYHON monu. CraTtuctuueckas oOpabOTKa JTaHHBIX
BKJIFOYAJIA: pacyeT MNPOILEHTHbIX mokazarenet (%) Ui  KaxIoro BOIPOCa;
ompeNesieHne OIMMOKM BBHIOOPKH; M aHAIU3 Pa3Iuduil MEXIy TpymnmamMu ¢
ucrnosib3oBaHueM t-kpurepus CTproeHTa (s mponopuuid). JlomycTUMbIl ypoBEHb
3HAYMMOCTH cocTaBisit p < 0,05.

JIns1 OLIGHKHM CHUJIbI CBSI3U MEXIY KIMHUYECKMMH XapaKTEPUCTUKAMHU JIETEH U
COOOUICHUSIMU POJAUTENEH O (PYHKIHOHAJIBHBIX OTPAHHYECHHUSX OBUIM PACCUUTAHBI
otHomieHus 1mancoB (OP) ¢ 95% nposeputensHbiMU uHTepBasiamu (M), a
CTATUCTUYECKAasi 3HAYUMOCTh OMNPEACNSIach C HCIOJb30BAHUEM TOYHOTO KPUTEPHUS
Owuiepa.
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3 PE3VJBTATHI UCCIIEAOBAHUA

3.1 OueHka  KJIMHMYECKHX  OCOOCHHOCTEH  JeMHeJUHU3HPYIOLIUX
3a0oJieBaHuil

UccnenoBannubie 00NbHBIE C JIEMUEIMHU3UPYIOMIUM 3a00J€BaHUEM COCTABHIIH
OCHOBHYIO TPYIIITYy MCCIIEA0BaHMs, Kyaa Bouuin 34 pe6GéHka B Bo3pacte oT 4 10 18 mer
(ocHoBHas rpymnmna) u3 HUX 10 ngereil U3 pycckol HAIMOHAJIBHOCTH C PACCESHHBIM
CKJIEpO30M (CpaBHUTENIbHAs Tpynmna) U 15 nereil ¢ ApyruMu HEBPOJIOTHUYECKUMU
3a00JIeBaHUSIMU (KOHTPOJIbHAS TPYIIa), TOCIUTATU3UPOBAHHBIE C HEBPOJIOTUCEKUMU
pacCTpOMCTBAaMM B YHUBEPCHUTETCKYI0 KIHUHHUKY «Akcaily KazHMY um. C.J.
Acdenmusipona, B nepuon ¢ 2015 roga mo 2021 roa. B koHTpodbHYIO Tpynny ObUIH
BKJIIOYEHBI 15 Jnereld ¢ WMHOW HEBPOJOTMYECKOW MaTOJOTHEH, CpEeIHUN BO3pacT
KOTOPBIX COCTaBWJI Tak ke oT 5 1o 18 ner [49,c. 28].

Kontponsnas rpynna Obuta HaOpaHa [afis NOPOBEACHHUS TE€HETUYECKHUX
HCCIIEIOBAaHUU KpPOBU — TeHoTunupoBanue Ha TeHbl HLA. Takum o6pasowm,
KIIMHUYECKas CTpaTH(UKAUg TO03BOJWJIA BBIJCIWTH JBa OCHOBHBIX THIIA
XPOHUYECKUX JIEMUEIMHUZUPYIOLIUX COCTOSHUM.

[TepBblii TN BKIIFOYA JETEM C pacCEsHHBIM CKJIEPO30M, B TOM YHCIE CIy4au
KJIIMHU4YecKU u3osupoBanHoro cunapoma (KHUC), orpaxaromirie paHHUE TPOSIBICHUS
XPOHUYECKOTO JEMHUEIIMHU3UPYIOIIETO Mpoliecca.

BTopoil Tum COCTOSAN M3 NALMEHTOB, CTPAJAIOUIMX ONTUKOHEHPOMHUEITUTOM
(OHM), KOTOpBIi1, COrIaCHO MHEHUIO psiia UCCIeJoOBaTeNel, MOKET PAaCCMAaTPUBATHCS
Kak ocobas ¢dopma WIM  BapUMaHT TEUCHHS  PACCEIHHOTO  CKJIEpo3a,
XapaKkTepU3YIOUUNUCS TMPEUMYIIECTBEHHBIM TOPAXEHUEM 3pPUTEIbHBIX HEPBOB U
cnuHHOTO Mo3ra. Ho oTnnyaeTcsi yCTOWYMBBIM MPOrpecCUpoBaHUEM O€3 MepHOJI0B
PEMHCCUH Ha MPOTSIKEHUU JJINTEIBHOTO BPEMEHH, TPOTPECCUPYIOLIEE YMEHBIIEHUE
oO0beMa TOJIOBHOTO Mo3ra (0OJIbIlIe MOXO0Xe Ha mepBUYHO-TIporpeccupyromuii PC)
bruto o6cnenoBano 21 nmanueHT ¢ paccesHHbIM ckiiepo3oM (11 kazaxoB u 10 pycckux,
17 neBouek u 4 w™anpuuka) u 6 manuentoB ¢ 3COHM, 7 mnanueHTOB C
nerikosHIehanuTomM (5 IEBOYEK M 2 MajlbyuKa) — JIETH, COCTAaBUBIINE OCHOBHYIO
rpymniy, u 15 manueHToB ¢ ApYyruMu 3a00JICBaHUSMHE, BKIIOUEHHBIX B KOHTPOJIBHYIO
rpynmny.

Bcem ydacTHukam TpOBOAMIOCH O TAIBMOJIOTHYECKOE  00ClieoBaHuE,
BKJIIOUABIIIEE OIIEHKY OCTPOTHI 3peHus u ompeneneHue pedpakuuu. [locie storo
BBIMIOJIHAJIOCh HCCIIEJOBAHUE TJIA3HOTO JHA C HCIOJb30BAHUEM CIIEKTPAIBHOTO
ONTHYECKOTO KorepentHoro romorpada (OKT).

Tonmmua ciost HepBHBIX BoJIOKOH ceTdaTku (CHBC) usMmepsinack MeTonom
KPYTOBOTO CKaHUPOBAHUS JUaMeTpoM 3,4 MM BOKPYT JMCKa 3pUTEIILHOTO HEpPBA C
MPUMEHEHUEM CTAHAAPTHOTO MPOTOKOJA YCTPOMCTBA U JITOPUTMA aBTOMATUYECKOM
CerMeHTaluU, IPU KOTOPOM ObLT aKTUBUPOBAH TPEKUHT ABUXKEHUS r1a3a. s ananusa
MCIIOJIb30BAIMCH TApAMETpPhI cpeaHel nepunanmuisipHoit Tonmuasl CHBC.

Y  mauueHroB, — cTpajaloumx — paccesHHbM  ckiepozom  (PC) w
ontukoHeripomuenutom (3COHM), octpoTa 3peHus C MOJHOM KOppeKuuei Obuia
3HAYUTEIIBHO HUXKE, yem y U1 KOHTPOJIbHOU IPYIIIbL.

[Mepunamunnspuas tonmmHa CHBC y 6onpabix PC konebanacek ot 41 no 108 Mkwm,

50



IIPU 3TOM CpeaHee 3HaueHue coctaBwio 57 + 1,97 MkMm B npaBom rnazy u 87 + 2,13
MKM B JieBOM. CTaTHUCTHYECKU 3HAUMMBIX Pa3IUuUid MEXy TJia3aMU BBIABICHO HE
osuto (t=0,01; p > 0,05).

Y mnmauMeHToB ¢ JpYyrMMH JAeMUETWHU3upyronmmu 3adoneBanusmu CHBC
koJnebanack oT 65 10 110 MKkM, cpenHue 3HaueHus coctaBuwin 92+1,80 MKM B mpaBoM
rmazy u 95+1,84 mxm B neBom rna3y. OOumiee uctonuenne CHBC y npeteit ¢ PC
JIOCTOBEPHO OTIMUYATIOCh OT KOHTPOJIbHOM rpynisl (t=4,15; p<0,05).

B Ttabnumne 1 mnpeacraBieHbl JAMArHOCTHYECKHWE KPUTEPUH M OMNPEICICHUS
CIy4aeB JIEMHUEITUHU3UPYIONUX 3a00JeBaHUM IIEHTPAJIbHONW HEPBHOM CHCTEMHBI,
MCIIOJIb30BaHHBIE JUTsl (POPMUPOBAHUS HCCIenyeMol BeIOOpkU. Kputepun BKItOUeHUs
OCHOBaHbI Ha COBPEMEHHBIX MEXIYHAPOIHBIX KIIMHUKO-IUArHOCTUYECKUX MOAX01aX
Y YUYUTHIBAIOT 0COOCHHOCTH TeueHUs 3a00JeBaHuil y nereit (Tabnuna 1).

Tabnuma 1 — OnpeneneHus ciiydaeB U KpUTEPHUH BKITIOUCHHUS

Ocrtppylii [TonmucumnToMaTHyecKOe KIMHUYECKOE Hayallo C OCTPhIM IMOAOCTPBIM

JMCCEMUHUPOBAHHBIA |HAa4YaloM, KOTOpPO€ JOJDKHO BKJIIOYAT HHUedantonatuio (M3MEHEHue

SHIIE(PATOMUEITUT MOBEJCHUS WIM U3MEHEHH CO3HAHUA).

(O15M) MPT 1noka3plBacT MHOIOOYaroBble MOPAKEHUS, IPEUMYILECTBEHHO C
ydacTieM 0esoro BEIIICCTBA.

PemmnuBupyromuit OJI9M: cMMOTOMBI WIIA TPU3HAKK TEUCHHUE 3 MECSIICB
1ocJjie NepBoHaYaabHOro nposisjenus OI19M.

3COHM Tpu U3 cenyromux 4YeThIPEX KPUTEPUEB:

- Onruyeckuii HeBpUT

= OcTpbIit MUETUT

- Ilopaxenue npu  MPT no3BOHOYHHKA pacipOCTpaHAETCS HA
TpH WK 00JIee CErMEHTOB

- Tect Ha antutena K AQP4 nonoKuTenbHbI.

PC JIBa mmm Oonee smm3oma gevuenuHmzanuu [THC 6e OJIOM,
paszieJIeHHBIX 110 BpeMenu (4 Heaenn). st nereii B Bo3pacre> 10
JIET:

- MPT nokassIBaeT TpH U3:

1) > 9 nopaxenuil Oenmoro BemecTBa WM | odar yCHJIMBAIOIIETO
raJ0JIMHUI

2) >3 nepuBEHTPUKYJISAPHBIX OYaroB

3) OHIHOro IOKCTAKOPTUKAIBLHOTIO MOPKEHUS

4) uH(]ppaTeHTOpUATBEHOE nopaxenue. MJIN anomansuas CMK
(OUrOKJIOHAJIbHBIE TTOJIOCH! MJIH TOBBIIIEHHBI  MHJEKC IgG) ¢
2 ouaramu Ha MPT (0/1HO B rOJIOBHOM MO3Te).

Jletixoonuedanonaru | 1. MPT rooBHOro MO3ra BISBJISIOT OPAKEHUE GEIOT0O BEIECTBA

1 OOJIBIIINX TOTYIIApUI MO3Ta.

2. meroapl JJHK-anammsa

3. GBICTPO porpeccupyomnias MOJIMCUMITTOMHAs! KJIMHUKA

CexkTOpHBIA aHaIM3 TNOKA3bIBAET 3HAYUTEIBHOE HMCTOHUYEHUE BHCOYHBIX
cermenToB (T, TI, TS) u manumnomakynsipHoro myudka y OonbHbix PC. A Takxke
camkenue tiomanu u oorema HPII (Rimarea), ymensmenue  tommuasl CHBC,
YMEHBIIECHUE IyOUHBI TOJOBKH 3pUTENIBHOTO HEpBa, MpPU3HAKU aTpoPuu
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3PUTCIIBHOTO HCPBA.

3.1.1 Kiunnueckas KapTMHAa MNAalUEHTOB C JAE€MHUHEPaIU3UPYIOIINMU
3a00JICBaHUSIMU

VY nanuentoB ¢ 3COHM cpeanuii Bo3pacT nposiBieHHs coctaBui 12-13 mer
(mnanmazon: 12—-17 ner, Bce kazaxu). U3 mectu cnydyaeB nsarepo ObUTH JE€BOYKAMU, U
OMMH — MaJlbuMK. MH(EKIMOHHO-TOKCUYECKUN CUHAPOM ¢ Tuneprepmueii 37,6-
38,2°C, COHIIMBOCTHIO, OOIIMM HEIOMOTaHHEM, CIa00CThIO, CHU)KEHHUEM aIllICTHTa B
nebroTe 3a00sieBaHUsl OTMEUEH y Bcex 6 jaereil ¢ nelikosniedanuroM. bonbasie PC
ObLIM cTapiie nerer ¢ jneikosnuedammrom (14,4 + 2,5 roga mpotuB 5,25 + 0,75, p
<0,01). Cpemusas mHpOAOIKUTEILHOCTh 3ab0ojeBaHusi y OonbHBIX PC cocraBmiia
21,77+£17,28 mec, y 60nbHBIX JelikodHIehanuToM — 20,75+9,25 mec.

[Ipu sTom knmHMYeckas kaptuHa PC Obuia mpencraBieHa OOOCTPEHUSIMU U
pemuccusimu. Hambosee 4yacThIMH TPOSIBICHUSMU ObUIM W3MEHEHHE MBIIIEYHOTO
ToHyca (66,7%), mapamapes (33,3%), arakcus (66,7%) u HapymeHus 3peaus y 90%
neteit. [lo cpaBuenuto ¢ PC HaMHOTro pexe ObUTN TaKue MPOSBICHUS KaK- TUIIOCTE3Ms,
reMunape3 U TulepKuHes3bl, yalle — cyJoporu y 3 u3 6 mainueHToB. Y Bcex ObLia
BHE3aIlHas TMOTepsl 3pEHHus, KOoTopas OblIa OJHOCTOPOHHEH B MITH CIyd4asx H
JIBYCTOPOHHEH B Tpex ciydasx. Y nanueHToB ¢ 3COHM Tak ke 4acThIM MPOSIBICHUEM
ObLJ1a TOJIOBHAS OOJIb.

VY narnueHToB ¢ JeHKOosHLIEePATUTOM CpeAHUN BO3pacT MposBIeHUs coctaBui 11
net (nuamna3oH: 9—13 ner). Haubosiee yacTeiMu nposiBIeHUIME ObLTH cynoporu 'y 90%
JeTel, a Tak)Ke aTakCHs, HapylIEHUs 3pEHUS U PEUU, CHHKEHUE HHTEJIEKTa U
KOTHUTHBHBIE HAPYUICHHUS, Tape3bl U roioBHas 0011k y 80% nerei.

V¥ nanuentoB ¢ PC cpegHuil Bo3pacT NposiBIIEHUs cocTaBui 14 ner (auama3oH:
10—18 net). V3 aBaguatu oJHOTO ciaydas CeMHaANATh ObUTH JI€BOYKAMH, U YETHIPE —
MaJbuyuKamMu. PennauBel ObLIM OTMEUEHBI BO BeeX citydasx. OOUuMU NpOsSBICHUSIMU
ObLTM TeMIleparypa B Hauaje 3a00JieBaHMS, CEHCOPHBIC HApYIICHUS, THUIIOCTE3HS,
HapyILIECHUs 3pEHUs, aTaKCHsl, TUIIEpKUHE3BI U NTapa3bl. M3 n1BaanaTu 0JHOTO MalueHTa
TUNOCTEe3Us HAOMI0AaIach y MIECTEPhIX JIETEH, TMIIEPKUHE3bl Y YEThIPEX MalMEeHTOB,
napesbl y I€CATH JIeTe U3 HUX Y JIEBSITH — TeMUIApe3 U y OJIHOTO Maparnapes, a TaKxke
W3MEHEHUE MBIIIEYHOT0 TOHyCa Y YeThIpHAAUATH mNauueHToB. Oco00 yacThIMU
MPOSIBJICHUSIMU OBUTHA aTaKCHsl — Y IIECTHAAIATH JeTel, SMOIIMOHAIbHBIC HAPYIIICHUS
y TSATHAIATU JIETEH, a TaKKE CHUKEHUE 3PCHUS Y YEThIPHAIIIATH MMAIIUEHTOB.

Cemeiinblii aHamHe3 — y 90% mnanuentoB He oTsArowmwéH, y 10 % umerorcs
poactBennuku ¢ PC.

[lepunaTanbHble OCIOXHEHUS BbIsBIEHBI Y 2 aeteit (10%), 4To cOOTBETCTBYET
YacTOTE ATUX COCTOSIHUM B 00111eH monyisiiuu. [IcuxoMOTOpHOE pa3BUTHE BCEX AeTel
C paccesiHHbIM CKJIEpO30M 110 ne0roTa 3a00JieBaHUs COOTBETCTBOBAIO BO3PACTHOM
HOpME.

B anamnese 70% nereit umenu yacteie OPBU, y 30% - nepenecénnbie BeTpsHAas
ocna uiu anrusa, y 10% - yepenno-mo3rosas TpaBMa.

Jle6roT 3a60meBaHust MOT OBITh MOHOCUMIITOMHBIM WJIH TOJIMCUMITOMHBIM. [Ipu
MOHOCHUMIITOMHOM Hauaji¢ OTMEUaJMCh W30JMPOBAHHBIE TPU3HAKU TMOPAXKCHUS
rOJIOBHOI'O MO3ra: YyBCTBUTEIbHBIC HAPYILIECHUS - Y 5 MAUMEHTOB, JUIUIONUS - y 3,
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CHUKEHUE OCTPOTHI 3pEHUS - y 5, CHCTEMHOE TOJIOBOKPYKEHHE - y 2, TUPAMUTHbBIC
pacctpoiictBa - y 4. [lonmucumntToMHOe Hadano Habmroaanock y 70% naereit, mpu sToM
JOCTOBEPHO 4Yalle BCTPEHAINCh MO3KEUKOBBIE U OOIIEMO3rOBbIE CHMIITOMBI,
MMpaMU/IHbIE HAPYIICHUSI U ONITHYECKUN HEBPUT MO CPABHEHUIO C MOHOCHMIITOMHBIM
1e00TOM.

CHmXeHHEe OCTPOTHI 3pEeHHUS OBLIO BBIABICHO Y 14 W3 23 MmamueHToOB, 4acTo
BHE3AITHOE, MHOT/Ia COTIPOBOK/IAIOIIEECS ONTYIICHUEM «TyMaHa» B OJJHOM WJIH 000UX
riazax. B 9 cnydasx cHmwkeHue 3peHHs ObUIO OJJTHOCTOPOHHUM, B 5 — IBYCTOPOHHUM
ACUMMETPUYHBIM. Y HEKOTOPBIX JIeTe OTMEYaducCh HapYIICHHUs I[BETOBOIO
BOCHPUATHS: TPeobIajaHie CephIX OTTEHKOB, «UepHO-0eroe» BUIEHUE, METbKaHHE
npenMeroB. bonb mpu NBMKEHWM TIIa3 WIM MPU HAJaBIMBAaHWM Ha TIa3HOE SI0JI0KO
MpeAlIecTBOBaNIA MOTEPE 3PEHUS WU COMPOBOXKAaNa €€, MHOTAa JJIUTCS HECKOJIBKO
4acoB UJIN JHEH.

IIpu wuccnegoBanum mosel 3peHuss oTMevanoch cyxkenne Ha 10-20%,
HEHTpaIbHbIE WU TNepudepuueckue CKoToMmbl. HapyieHust 3peHus, Kak U JpyTHe
CUMIITOMBI, MOTJIM U3MEHATHCSI B TCUCHUE CYTOK.

MOoO3XEUKOBBIE PACCTPOMCTBA TMPOSABISUINCH IEPEOCIIAPHOM aTakCued u
HEYCTOMYMBOCThIO y 16 MalMEeHTOB, COYETasACh C OOIEMO3rOBBIMH CHUMIITOMAMH,
MUPaMUTHBIMUA HApYIIEHUSIMU, CHUDKCHHEM 3peHust U auruionueil. CroHTaHHBIHA
HUCTAarMm BBIABJIEH y 9 AeTel, yale 1By CTOPOHHUMN, C POTaTOPHBIM KOMIIOHEHTOM; y 6
MAlMEHTOB COYETAJICS CO CIIOHTAHHBIM U BEPTUKAIbHBIM HUCTArMOM. IHTEHIITMOHHBIIH
TpeMOp dHaile HaOJroIalacs B pyKax, 3aTPYIHSs IeJICHANPaBICHHbBIC JIBUKCHUS, Ha
PaHHUX CTAJUSX Yallle UMEJl pyJAUMEHTAPHBIN XapaKTep.

[MupamMuiHble paccTporcTBA BRISIBIEHBI y 14 manueHToB, yaie y AeBouek (9) uem
y Manp4uukoB (5). JlBurarenbHble HapYyIICHUS NPOSIBISIUCH Tremumape3om (9) u
napanape3oM (1). PanHuMu mnpusHakamu mnape3oB ObulM ObICTpas yTOMIISIEMOCTb
HIKHUX KOHEYHOCTEH M OILIYIIEHUE «TYTrOMOJIBU’KHOCTHY» B HOTax; OJIHA HOTa 4acTo
Obima crmabee npyroi, ¢ aHuzopediekcuend CyXOoXuIbHBIX peduiekcoB. Cpenu
MaTOJIOTHYECKUX pedaekcoB Hambojee paHHUM U TIOCTOSHHBIM ObUT pediiekc
babunckoro. bprominbie peduiekcsl Bbilaanyd MOTHOCThIO, HMHOTJA BBISBISUIACH HX
aCUMMETpHSI.

Cpennee KoanuecTBO 000CTpeHU cocTaBuiio 2-4, nmpu 3ToM 55% aereil umenu
3-4 oboctpenutit, 30% nereit umenu 2 odboctpennit, 15% neteit 5-6 o6ocTpenuii. bornee
5 obocTpeHnit Menu eTH, HaOII01aBIINECsS B TEUCHHE 5-6 JIET. OTHUM U3 OCHOBHBIX
KJIIMHUYECKUX MPOSIBICHU, 0OHapykeHHbIX ¥ 55% nanuentos ¢ 3COHM, u npuBoauT
K MPOTPECCUPYIONIUM HM3MEHEHHSIM 3PEHUS, CHIXKEHHUIO OCTPOTHI 3pEHUSI C BBICOKOM
WJIU HU3KOM KOHTPACTHOCTBHIO M MOTEHIIMAIBLHON MOTHOM moTepeH.

VYV Bcex OonbHBIX PC umMenuch akTuBHBIE AeMuenuHU3upyroume ouvaru (T2-
aktuBHble w/unu Gd+). Y gerert ¢ jelkodHnedpanutoM T2-akKTUBHBIE OYaru
auarHoctupoBanbl y Beex aereit (100%). YMenbuienus o0beMa roJI0BHOIO MO3ra He
OBLIIO BBIPAXKEHO, TOJIBKO Y 3 feTel ¢ Jieliko3HIehanuToM uepes3 6-8 mec nmociie aedroTa
3a00JIeBaHMs OTMEYAIOCh YMEHbIIIEHUE 00beMa TOJI0OBHOTO Mo3ra (Tadnuua 2).
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3.2 KiuHHMKoO-TeHeTHYeCKOe HCCJeJOBaHHe Yy JeTeil ¢ PpacCesiHHbIM
CKJICPO30M U OJM3KHMHM [0 MATOreHe3y COCTOSTHMSIMM: AaKIEeHT Ha TreHax
komiuiekca HLA

Ha nanHoM »oTame B wuccienoBaHuE OBUIM BKJIIOUEHBI BCE TMEIUATPUUECKHE
MalKMEHThl C TMOATBEPKIAEHHBIM JUAarHO30M pAaCCTPOMCTB CIEKTpPa PACCEIHHOTO
CKJIEpO3a, TOCHUTAIM3UPOBaHHbIE B  AKcaiickylo  kiauHHKY  Kaszaxckoro
HallMOHAJILHOTO MEIUIIMHCKOTO YHHBepcuteTa B nepuoa ¢ 2015 mo 2021 rox. Beem
UM OBUTH TIPOBEACHBI KIIMHUYECKHE, HEHPOBU3YAITU3AIMOHHBIC 1 UMMYHOJIOTUYECKHE
ucciaenoBanus. JlaHHbIN (parMeHT MccaeIoBaHUs ONMyOJMKOBAH B HaIllel CTaThe B
MEKIYHAPOJHOM pELIEH3UPYEMOM KypHaie [224,p. 1874].

B Tabmume 2 mpeAcTaBieHbl  CPAaBHUTENbHBIE  KIMHUYECKHE U
HEWPOBU3YyAIM3ALIMOHHBIE XapaKTEPUCTUKU JeTel ¢ paccessHHbIM ckiepo3oM (PC) u
nerkosHIehaTuToM. AHAIU3 JASMOHCTPUPYET CYIIECCTBEHHBIC pa3Inuus MEKIY
rpynmnaMy Kak MO BO3PAacTHBIM MapamerpaM, TaK M IO OCOOCHHOCTSIM TEYCHUS
3a00J1eBaHUS U JaHHBIM MAarHUTHO-PE30HAHCHON ToMorpadumu.

Tabnuma 2 — OcHOBHBIE KIIMHUYECKUE W HEHUPOBU3YaTU3AIIMOHHBIE XapaKTEPUCTUKH
neTel ¢ 3a00J1€BaHUsIMU CIIEKTPa pacCesTHHOTO CKJIepo3a

XapakTepucTuka bonbsnbie ¢ PC (M £+ m) etu ¢ neiikosHedamuToM
(M=£m)

Bo3spacrt (er) 144+£25 5.25+0.75
JmuTenmsHOCTD 3a001€BaHU HA 21.8+17.28 20.75+9.25
MOMEHT B3STHs IPOOBI (MECSIIbI)
KosmuecTBo pelyimBoB 3.7+1.7 3+0.5
KonunuectBo owaroB T-2 H MPT 6+3.73 3+£1
rOJIOBHOIO MO3ra 6
KosmmuecTBo MaueHToB ¢ 6 (40%) 0
MOPaKCHUSMU, BEI3BAHHBIMU
raIoJIMHUSIMH+

Kak OputOo yKa3zaHO BbINIC, B HCCIeAOBaHUE ObUIO BKJIOUEHO 34 pebeHka ¢
nemuenunusupyronumu nopaxenusmu [{THC B Bo3pacte oT 4 10 18 net (24 neBouku
u 10 manpuukoB). Cpean HuX y 21 peOeHKa yCTaHOBIEH JIUArHO3 PAaCCESIHHOTO
ckieposza (11 kazaxoB m 10 pycckux; 17 neBouek u 4 manbuuka), y 7 JeTeu
nerkosHIehanuT (BCce Kazaxu; 5 MaJbUMKOB M 2 JIEBOUYKH), U y 6 JeTell BBISBICH
onTUYeCcKuii Helipomuenut JleBuka (Bce ka3axu; S 1eBOYEK U | MaJbUUK).

Jluarno3 paccessHHOro CKJepo3a U APYTUX HEHPOMMMYHHBIX 3a00JieBaHUN
CTaBWJICS B COOTBETCTBUM C MoOcienHel Bepcueit kpurepueB McDonald's [58,p. 20].
Bcem nersim mpoBenena MarHuTHO-pe30HAHCHAsE TOMOTpadusi TOJOBHOTO MO3ra Ha
MPT-ckanepe 1,5 Tecna (Simens 1,5 Tecna Aero, 16-kaHabHBIN) NPOBOAMIACE B
pexume FLAIR ¢ nmpuMeHeHueM TaJloTMHUEBOTO KOHTPACTHUPOBAHUS. Y OOJBHBIX C
HMO ypoBeHb aHTHUTENl K aKBamOpUHY-4 B CBIBOPOTKE OMPENCISAIA C MOMOIIBIO
HabopoB MDA (Anti-AQP4 Kit, AEA582Hu, Cloud-Clone Corp., CIIIA).

I'enotunupoBanue JIOKYCOB HLA BBIITIOJIHAJIOCH B NuctutyTe
byHIaMEHTaTbHBIX U MPUKIATHBIX OMOMETUIIMHCKUX HCCIIeI0BaHui nM. AT4abapoBa.
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JlaHHbI€ 17151 3I0POBOI0 Ka3aXxCKOTO HacesleHus OblUTH B3sAThI U3 paboTsl Kuranov et al.
[59,p. 96], nist 3mopoBoOi pycckoi momysiuu - u3 Boiko et al. [60,p. 477]. Beinenenue
JIHK npoBoaunoce no crangaptHoMy npotokody [60,p. 477]. Jlokycet HLA-DRBI,
HLA-DQAI u HLA-DQBI1 onpenensanu meronom IIIP B peansHOM BpemeHH,
uccnenys psan cnenuduaeckux amnenei: DRB1 * 01, 03, 04,07, 08, 09,10, 11, 12, 13,
14, 15, 16; DQAT * 01:01, 01:02, 01:03, 02:01, 03:01, 04:01, 05:01, 06:01; DQB1 *
02, 03:01, 03:02, 03:04, 03:05, 04:01/04:02, 05:01, 05:02/05:04, 05:03, 06:01, 06:
02-8. KonnuecTBo ayieneit paBHO YABOEHHOMY KOJUYECTBY OOJIbHBIX.

KauecTBeHHblE JaHHbBIE OBLIM MPEACTABIECHBI B BUAE A0COJIOTHBIX YHCEN U
MPOIEHTOB. ['eHeTHUeCKHe JaHHbIE CPABHUBAIU MEXKY JE€TbMHU C HEMPOUMMYHHBIMU
HapylUICHUSIMUA U 3J0POBBIM HACEIICHHEM C MOMOUIpI0 TecTa Puinepa. 3HaAUCHUE P
<0,01 cyuTanock cTaTUCTUYECKU 3HAUMMBIM. Takxke ObLI paccyYuTaH OTHOCUTEIbHBIH
puck (RR).

Craructuueckuii aHaiau3 BbIMOJHEH ¢ nomombio SPSS  (Bepcus 16).
['enernyeckue aaHHble (IpyMma ajjelei) HallMX MalMeHTOB M NOMYJISLUOHHBINA
CTaHJAPT PACCYUTHIBAIMCh METOJOM MPSAMOTO TNOJCYETa U CPaBHUBAINCH IO
KpUTEpHIO ¥2 B TecTe Duiliepa st MAIbIX BHIOOPOK U PACCUUTHIBAIICS OTHOCUTEIbHBIN
puck (RR), p <0,01 cuurancs 3Ha4uUMBbIM.

3.2.1 Knunnueckue xapakrepuctuku aerteu ¢ PC

Bxirouennsie B uccnenoBanue 21 peOEHOK MMeENU MOJITBEPKACHHBIN TUarHo3
paccessuaoro ckiiepo3a (PC), 11 nereit ObuTu Ka3axckod HamuoHayibHOCTH, a 10 —
pycckoit. CpenHuii Bo3pacT nebrota 3aboneBaHus coctaBun 14,3 + 2,7 roma. Bee
NalMeHThl HUMENH peluauBUpylole-peMuTTupyomyto ¢opmy PC. B Teuenue
nepuo/ia Habmronenus 6 aereit (28,6%) nepeHecnu o aBa penuansa, 8 aeteit (38,1%)
— 1o Tpu peuuausa, 4 pedenka (19,05%) — mo uveTbipe peuuauBa U OAUH MAIMEHT
(4,8%) — maTh 2M30710B 000CcTpeHusa. CpeaHee YMCao PErUaInBOB cocTaBuio 3,15 +
1,09, a cpennee konyecTBO 0OOCTPEHHI HA MPOTXKEHUH BCero Habmoaenus - 3,5 £
0,85.

Ucxonnas oneHka HEBPOJIOTHYECKOrO JAedUINTa MO PACHIMPEHHOW IIKaie
cratyca unBanugHoctu (EDSS) nmokasana cpennee 3nauenue 1,62 + 0,6, uro yepes3 2—
4 rona HaOmMoieHus yBenuuuiioch 10 2,05 £0,71 (p =0,001), yka3biBas Ha yMEpEeHHOE
MPOTPECCUPOBAHUE  HEBPOJOTMYECKOro  Jneduuura B~ TEUCHUE  pPaAHHETo
NeUaTPUIECKOro MepUuo/ia.

Ha wMomenT pneOtora 3abosieBaHusi Yy OOJBUIMHCTBA JETEH BBIABISIIUCH
CIIENYIOIINE KIMHUYECKUE INPU3HAKU: HEBPUT 3pUTENBHOrO HepBa — y 17 u3 21
(80,9%), artakcusi koHeuHocTer —y 13 (61,9%) u atakcust tynosumma —y 11 (52,4%).
UYepes 2—4 rona HabI01a710Ch YBEIMYEHUE YaCTOThI MUPaMUAHBIX HapylieHui (14 u3
21, 66,7%) u atakcuu koHeunocten (15 u3 21, 71,4%), 94To OoTpakaet MOCTENEHHOE
BOBJICUYEHHE HOBBIX OT/ENOB IIEHTPAIBHOM HEPBHOM CHUCTEMBl U (HOPMUPOBAHUE
MHOI00YaroBOi KJIMHUYECKOW KapTUHBI IeMUETUHU3AIUH.

MarnutHo-pe3oHancHas Tomorpadusi (MPT) ronoBHoro mo3sra Oblia nmpoBeieHa
BCEM TMAIlMEHTaM Ha anmapaTre ¢ HampshKeHHOCThio mojist 1,5 Th ¢ ucnosib3oBaHueM
FLAIR-nocnenoBaTenbHOCTEN U raoJIMHUKCOAepKamiero kourpacra. [locie nepsoro
KJIIMHUYECKOTO 3MU30/1a Y BCEX MallMEHTOB BhIABISUINCH T2-rUNepUHTEHCUBHbBIE OUaru

55



B NIEPUBEHTPUKYJISIPHOW U TOAKOPKOBOU Oenom BeriecTBe. [ aqolMHUINNIO3UTHBHBIC
oudaru peructpupoBainuch y 9 u3 21 pebenka (42,9%), 4TO COOTBETCTBYET JAHHBIM O
MOBBIIIEHHON MPOHUIIAEMOCTH TeMmaTodHIedanuueckoro Oapbepa MpU aKTUBHBIX
BOCMAJIUTEIBHBIX ouarax. Yepe3 2-4 roma HaOMIOAEHUS KOJIUYECTBO T2-
TUTIEPUHTEHCUBHBIX 0YaroB B TOJJOBHOM MO3re YBEIHYMIOCH 10 19 ciydaes (90,5%),
a raJIOJIMHUNTIIO3UTUBHBIE O4aru coxpaHsutuch y 8 nereit (38,1%).

Knuanaeckas xapakrepuctuka nereir ¢ PC npeacrasnena B Tabimie 3.

Tabnumna 3 — Knuanueckas xapakrepuctuka aereit ¢ PC (n =21)

Knunnueckue Hauano yepes 2-4 rona p-value
CUMIITOMBI

EDSS (cpennee 3HaueHue + 1.62+ 0.6 2,05+ 0.71 0.001
CTaHJIAPTHOE OTKJIOHEHHe M+m)
KommaectBo peranBoB (M+m) - 3.15+£1.09 0.001
Hespur 3PUTEIBHOTO 17 u3 21 11 u321
HepBa (80.9%) (52.4%)
Kocornazue 3 u3 21 (14.3%) 1 u3 21 (4.8%)
IATakCcHs HIDKHUX KOHEYHOCTEH 13 u3 21 15 u3 21

(61.9%) (71.4%)
TynmoBuHas aTakcust 11 mu3 21 12 u3 21

(52,4%) (57,1%)
[TupamMuIHBIE CUMIITOMBI 10 uz 21 14 u3 21

(47,6%) (66,7%)
["emunapes 7u3 21 (33,3%) 9 u3 21 (42,9%)
[lapamapes 3 u3 21 (14,3%) 4 u321 (19,1%)
[ MnepKuHE3bI 2u321(9,5%) 1 u321 (4,8%)
Hapyenus HacTpoeHust 6 u3 21 (28,6%) 11u321

(52,4%)

Jlerkasi KOTHUTHBHAS AUCQHYHKITUS 0 2 w21 (9.5%)

IIpu wuccnenoBaHUM COUHHOTO MO3ra T2-TUNEPUHTEHCHUBHBIE MOPAXKECHUS
BBIsIBIIEHBI Y 2 geteit (9,5%) B neOrote 3aboneBaHus, TOraa Kak uyepes 2-4 roma ux
YUCIO BO3pocio a0 S5 manueHTtoB (23,8%). Takue maHHBIE TMOATBEPKIAIOT
pacCIpOCTPAHEHHE MTATOJIOTHYECKOTO MPOIECCA HA TTPOJIOJITOBATHIN U MIEUHBIN OTIEIbI
CIMHHOTO MO3ra C TeUeHHEeM 3a00JIeBaHMs, YTO XapaKTEPHO ISl MeIUaTpUUYECKOn
dbopmsl PC.

Cnenyer OTMETUTb, UTO JIAHHBIE PE3YyJbTaThl KOPPEIUPYIOT C COBPEMEHHBIMU
npeacraBieHussMu o naroreneze  PC, rne paHHME oO4ard BOCHAIUTEIbHOU
JEMUEIIMHU3ALUN TOJOBHOTO W CIMHHOTO MO3ra COMPOBOXIAIOTCS aKTUBALMEH
nepudepruuecKol IMMYHHOHN CUCTeMBI, BKItouas T- u B-muM@o1uTel, 4T0 ycrinBaer
puck GOpPMUPOBAHHUS HOBBIX 0YaroB U KIMHUYECKUX peruauBoB. [Ipumenenne MPT ¢
KOHTPAaCTUPOBAHUEM IO3BOJISIET HE TOJBKO BBIABIATH AKTUBHBIE BOCHAIUTEIbHbBIC
o4aru, HO U OTCJICKHBATh NTUHAMUKY JIEMHUEIWHHU3AINU, YTO MMEET 3HA4YEHUE IS
MPOTHO3UPOBAHUS T€UECHUS 3a00s1eBaHuUs u BbIOOpA Tepanuu
MMMYHOMOIyJIUPYIOIINMU MPENapaTaMu.

Hanpumep, PC y onnoit aeBouku ¢ TsokenbiM TedeHueM PC (pucyHok 3A) u y
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Ipyroi AeBOoUYKHU ¢ MeHee nporpeccupyromum PC (pucynoxk 3b).

Jegional Hospital Nt

Pucynok 3 - MPT nocine knuHnyeckoro nedtora 14-1eTHeil 1eBOUKH C yABOCHHBIM
aiieneM DR*15 (romosurora) ¢ T2-akTUBHBIM MOpPaKEHUEM CIIUHHOTO MO3ra (A) u
akTuBHBIM nopaxkenneM Gd+ na MPT ronosHoro mo3sra (b)

05.01.2019 02:10:54

Pucynox 4 - MPT ronoBHoro mo3ra 2015 r. — ne6totr PC y 17-neTHei neBo4ku
(DR*04 u DR*07 rena DRB1) (A), yBenuueHue KoJIM4ecTBa 1 00beMa
NIEPUBEHTPUKYJISIpHBIX opakeHnit Ha MPT 2019 r., HO co cpaBHUTENBHO
MeJUIeHHbIM IporpeccupoBanneM (b)
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3.2.2 Knunuueckas XxapakTepUCTHKa AETeH ¢ JeHKodHIedaTuTOM

N3 cemu pgerelt c JelkosHUEPATUTOM Y UETHIPEX ObUT JAHMArHOCTUPOBAH
sHuedanur Ilunsaepa, y aBoux — »sHuedpanutr Pacmyccena, u y OJIHOTO —
MyJIbTH(A3HBIN TUCCEMUHUPOBAHHBIN sHUepanomuenuT (tabnuua 4). Bospact Ha
MOMEHT Hauaja 3abojeBaHusi BapbUpoBal OT 3 10 12 JeT, cpelHee 3HAaYEHUE
coctaBmiio 8 + 4,2 rozaa.

Tabnuia 4 — Knuauueckast XxapakTepUCTUKa JeTel C JeiikosHeanruTom

Knunnueckue CUMIITOMBI Hauaso 3a0oneBanus, Uepes 2-4 rona, KOJIMYECTBO
KoauuecTBo aerei (%) nereit (%)
["'uneprepmust 7 u3 7 (100%) 2 u3 7 (28,6%)
COHJIMBOCTD 7 u3 7 (100%) 1 u3 7 (14,3%)

T"onoBHas 60sb

5u3 7 (11,4%)

1 u3 7 (14,3%)

ONUICITHICCKUE [IpUIIAaKH

3 13 7 (42,9%)

2 u3 7 (28,6%)

Tetpamapes 1 u3 7 (14,3%) 1 u3 7 (14,3%)
["emunapes 1 u3 7 (14,3%) 1 u3 7 (14,3%)
Jlnddy3Hasi THIOTOHUSI 2 u3 7 (28,6%) 2 m3 7 (28,6%)
['unepkuHE3bI 2 u3 7 (28,6%) 2 u3 7 (28,6%)

Bce neru c¢ nelkosHUEPaTUTOM UMEIU BBIPAXKEHHYIO THUIEPTEPMUIO U
COHNUBOCTh. Y matu aereut (71,4%) Habmrogannuch rojgoBHAs OO0JIb U AMH30HMYECKAST
pBoTa, y TpeX (42,9%) — cynopoxkuble nmpunaaku (tadbmuna 3). OauH MaiabyuK,
3a00JIeBLIMHI B BO3pacTe 3 JIeT, UMeJl IEPEHECEHHYI0 KOPEBY 0 HHPEKIIUIO B 6 MECSIIEB;
OH CKOHYajcs 4Yepe3 2,5 roja B CBSI3U C NpPOrpeccupoBaHuEM 3a00JEBaHUs, YTO
YKa3bIBa€T Ha BEPOSATHBIN MOAOCTPHIN ckiiepo3upyromumii nanduuedanut ([1ICI13). ¥
OJIHOM 1€BOYKH 4-X JieT 3a00sieBaHUE Pa3BUIIOCH MTOCIE YKyca KIIEIa, IIPU 3TOM Yy Heé
BBIABJISUTMCH aHTuTeNa IgG k ToraBupycy; naiuenTka ymepia yepes 3 roja.

VY AByX ManbyMKOB B aHAMHE3€ OTMEYallach MepuHaTaibHas MMEePCUCTUPYIOIIAs
LUTOMETaT0OBUPYCHAsA UHPEKIMS, TIOCIIE Yero, HAaUMHas ¢ 5-JIETHEr0 BO3pacTa, y HUX
pazBuics JneikodHuedanur. OcranbHble Tpoe AeTed Ha MOMEHT Je0rTa O00Je3HH
obutH cTapiie 10 et u nepeHecnu BUpyCHbIE H(EKITUU BEpXHUX AbIXaTeIbHbIX MyTeH
3a 2-4 Hexgenu J0 TOSBIEHUS TMEPBbIX CUMITOMOB./aHHbIe HaOMIOaEHUSA
NOATBEPXKAAIOT, YTO y JeTed C JIEHKOHLEePaTUTOM Ba)XHYIO pOJIb WIPAIOT Kak
BpOXKIEHHBIE WHGEKIMOHHBIE (QakTopbl (Hampumep, mnepuHaranbHas [[MB-
uH(pEKIMA), TaKk M OCTpble BUPYCHBIE HH(EKIUH, CHOCOOCTBYIOIINE PAa3BUTHIO
BOCHAIMTEIBHBIX  JEMHUEIMHU3UPYIOIIMX MmpoueccoB. KinuHMueckas KapTHHA
XapaKTepu3yeTcs CoueTaHueM dHIlepalionaTuu, CyA0pOT, KOTHUTUBHBIX U MOTOPHBIX
HapyIICHUH, 9TO TpeOyeT TIIaTenbHON quddepeHImanTbHON TUarHOCTUKH C JPYTUMH
JIETCKUMU HEHPOUH(PEKUUAMHU U 2y TOUMMYHHBIMU SHIe(DaTUTaMU.

BceeMm persim mpoBouiiach UMMYHOMOTYJIMPYIOLIAs Tepanus ¢ UCIOIb30BaHUEM
BHYTPUBEHHBIX UMMYHOTJ00yJUHOB IgG U MeTuiInpenHn3010Ha ¢ UHTEPBAJIOM 2—3
Mmecsna (Tadbauuas). OOpasibl CBIBOPOTKU UCCIEI0BATUCH HA IPUCYTCTBUE AaHTUTEN K
MOG u AQP4 MeTo0M aHanu3a Ha KUBBIX KIETKAx, YTO MO3BOJISIET BBIABISATH KaK
CEpOIO3UTUBHBIE, TAK U CEpOHEraTUBHBIE (POPMBI 3a00JI€BaHUI.

MarautHo-pe3oHaHCHasi ToMorpadusi roJIOBHOTO MO3ra Mokasajia Hanuuue T2-
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AKTUBHBIX 0YaroB y BCEX MAIIMEHTOB, OJIHAKO raJ0JIMHUI-TTI03UTUBHBIC OYaru He ObLTU
3aperucTpupoBaHbl. B TeueHue 4-neTHero nepuoga HaOMIOJEHUS y OJHOrO peOEHKa
pa3BWiIach CHUMIITOMaTU4YecKass »JHOWIENcus, y TpEX OTMEYAIUCh CHUMIITOMBI
XPOHHYECKON yCTaJIOCTH, a JBOE MAllUCHTOB CKOHYAIHNCh.KIMHHMYecKas KapTuUHA y
nereit ¢ onrtuko-HeBpuTtoM JleBuka (3COHM) xapakrepuszoBanach BbIpaKEHHBIM
CHUKEHHUEM OCTPOTHI 3PEHHS, UYTO COMPOBOXKIAIOCH JOCTOBEPHBIM YMEHBIIIEHUEM
TOJIIMHBI cJIosi HepBHBIX BoJiokoH cetuatku (CHBC) (p = 0,01), orpaxaronum
HelipoJiereHepatuBHoe mnoBpexaeHue. [lomumo storo, HabMIOAANOCH HapacTaHUE
HEBPOJIOTUYECKOTO JIeUIINTA, BKIIOYABIIIEE Mapanapes, SIS THYECKUE CYJOPOTH U
3aJIepKKY Moueuciyckanud./lanHble HaOM0ACHUS MOTUEPKUBAIOT TKEIOE TEUEHUE
3COHM y nereii U JEMOHCTPUPYIOT HEOOXOJUMOCTh paHHEW arpecCUBHOMU
MMMYHOTEpANuy, HalmpaBJIE€HHOW Ha MpeaoTBpalleHne HeoOpaTUMOro MOpaXKeHUs
3pUTEIBLHOTO U CIMHAIBHOTO aHanuzartopa. M3mepenue tonmuasl CHBC ¢ moMotisio
ONTHUYECKON KOTepEeHTHOM TOMOrpauu MOMKET CIYXKUTb YYBCTBHUTEIbHBIM
OMOMapKepoM NPOrpEecCUPYIOUIET0 HEHpPOJIereHepaTuBHOTO MpPOLEcca U OLCHKHU
3¢ (PEeKTUBHOCTH TEpanuu.

3.2.3 KnuHnueckast XapakTEPUCTUKA JIETEN C ONITUKOHEBPOMHUEIUTOM /[eBHKa

VY 6 nereit nuarno3 3COHM Obut OATBEPKIEH HATMYHUEM B CHIBOPOTKE KPOBH.

Ayroantuten k AQP-4, xoropele, Onpenensyii B pPa3BENCHUH CHIBOPOTKHU.
[lonoxuTeNbHBIM 3TaJOHOM siBIsAETCS pa3BeneHue Oonee 1:10, mosTomy 3xaech
MaKCUMaJIbHbI ypoBeHb coctaBui 1:160, mMunumanehbiii - 1:20 (tabnumas). B
TEUEHHE TOJ1a, a TAKXKE 4yepe3 2-3 rojga y BCeX AETel, KpoMe OJHOI0, OTMEYAIOCH
CHUKEHHUE YPOBHS ayTOAHTHUTEI, HO YPOBEHb aHTU-A QP-4 He 1ocTura HopMaiabHOTO
ypoBHs (<1:10). Pe3ynbpTaTs! npeacraBieHsl B Tabauie S.

Tabnuia 5 — Auturtena k akBanopuny-4 y gereit c OHM

Bo3spact nebrora Ion AHTHTEIIO K aKkBaniopuHy 4 (HOpMallbHOE
pa3BeneHue ChiIBOPOTKHU <1:10)
B nauane yepe3 | ron yepes 2-3 roga
3a001€eBaHMS
12 JIeBOYKaA < 1:160 < 1:80 < 1:20
10 JIEBOYKA < 1:80 < 1:40 < 1:80
11 eBOYKa < 1:80 < 1:40 < 1:40
11 JICBOYKA < 1:80 < 1:40 < 1:40
9 MaJIbYUK < 1:80 < 1:80 < 1:20
9 eBOYKa < 1:80 < 1:40 < 1:40

Ha MPT no3Bonounuka y aereit ¢ 3COHM BoIsiBieHa MPOJ0IBLHO-TIONIEpEUHAs
mieiiHass W TpyJHas JAeMUeIuMHM3alusg Mo3BoHouHMKa. Ha pucynke 5 (A, b)
npencrasieHa auHamuka MPT mno3Bonounuka nesouku K. b, 2007 r.p., ¢
MIpoTpeccupyromell moTepeit 3peHus u arpodueld CIIMHHOTO MO3ra M BBIPAKCHHBIM
napamnape3omM ¢ HejepkanueM Moud Ha ¢poHe OHM ayToMMMYHHO-HEKPOTHUUECKOTO
npoiecca (pPUCYHOK 5).
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Pucynok 5 - MPT cnuanoro mo3sra, aeouka 12 ner ¢ 3COHM JleBuka u
BOCAINTEIbHBIM ouaroM Ha ypoBHe C8-Thl, 2 8 2019 r. npu nedrore HMO (a),
MPT cnuHHOTO MO3ra, Ta e IeBOYKa C HENPOMUEIUTOM J[eBUKa, BOCITAIIMTEIBHOE
nopaxkenne Ha ypoBHe Th1-Th12 u Beipaxkennas arpodus Ha ypoBHe Th1-Th4 B
2020 r. (1 rox 10 mec mocie ne6rora 3COHM) (0)
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3.2.4 TI'enorunupoBanue JokycoB HLA
PesynbraThl reHOTHIIMpOBaHUS 10 reHam JokycoB HLA y 21 pebenka ¢ PC (17
JIEBOYEK U 4 MaJbyuKa) MPEJCTaBICHbI B TAOIUIE 6.

Tabnuua 6 — Knuanueckas xapakrepuctuka gereii ¢ 3COHM

Knunudeckue XxapakTepuCTUKU Bo3spact Hagana yepes 2-4 roga p-3HaUeHUE
3a00s1eBaHus
[Toxazarens EDS 2,7+21 42+21 0,01
S (cpennee 3HaUCHUE
+ CTaHJAPTHOE OTKIOHEHUE,
M+m)
[Torepst mosns 3penus (B % ot 1eHTp, 30% LEHTp, 67%
HOPMAaJILHOTO 00BbeMa 3peHusT ) Cupasa, 34% Cunpasa, 71%
Cpennssis TonmuHa  001Ias HEeHTp, 84,4 + 34,2 HEeHTp, 69,2 + 26,2 0,01
(mxm) CHBC Crmpaa 76,8 + |Cmpa 71,0 + 0,01
40,9 Ba
38,0
["emunapes 3u3z 6 3u3z 6
[Tapanapes 2u3 6 3u3z 6
ONUIENTUYECKUE MPUNAJIKU - 1 u3 6
3aepKKa MOUYEHCITY CKaHHsI - 1 u3 6
W3MeHeHust HaCTpOSHUH 1 u3 6 3u3z 6
KoraurtusHast tuchyHKIHs 1 u3 6 2u3 6

3.2.5 IMMyHOT€HETUYECKOE UCCIIEA0BAHUE MAIIMEHTOB

ONUIeMUOJIOTMYECKUE HCCIEI0OBaHUs B MHpE IOKa3aJId, YTO TE€HETUYECKUE
(bakTopsl B MEPBYI0 OYEPEb OTBETCTBEHHBI 3a CYIIECTBEHHOE YBEIUYEHHE YaCTOTHI
3a00JsieBaHuMsl, HAOII0IAEMOTO Y POJACTBEHHUKOB OOJIBHBIX JIIOJICH, a CHCTEMaTHYECKHE
HONBITKH UAEHTU(DULIHUPOBATH CLUEIUIEHHE B MYJIbTUIUIEKCHBIX CEMbSAX IOJITBEPIANIH,
YTO BapHallMu B Mpejesiax TIaBHOTO KOMIUIEKCAa TMCTOCOBMECTUMOCTH OKa3bIBAIOT
HauOoJbIIIee UHANBUIYATbHOE BIUAHUE Ha PHUCK. [[oTHOr€HOMHBIE acCOIMAaTHBHBIC
uccienoBanus ymepenHoi wmomHoctH (GWAS) mo3Boiuin HASHTU(PUIHUPOBATDH
0onee 20 AOMOTHUTENBHBIX JIOKYCOB pHUCKa W TOKa3ajid, YTO MHO>KECTBEHHbIE
BapMaHTHl, OKa3bIBAIOIINE YMEPEHHOE WHIWBHIYyaTbHOE BO3JEHCTBHUE, WIPAIOT
KJIFOUEBYIO POJIb B BOCIIPUUMYHUBOCTH K 3a00J1€BaHuI0. bosblas yacTh reHeTn4eckoin
apXUTEKTYPBbI, JIeXKalllell B OCHOBE BOCIPUUMUYKBOCTH K 3a00JI€BAHUIO, €IIIE PEACTOUT
OTpENeNNUTh, W OXHUIAETCA, YTO TMOTpeOyeTcs aHamu3 pa3MepoB BBIOOPKH,
MPEBBIIAIONIAX KOJWYECTBO, JOCTYITHOE B HACTOSIIEE BpEeMsS IS OTAEITBHBIX
uccnenoBatensckux rpymnn. B coBmectHom GWAS ¢ ywactuem 9772 ciydaes
€BPOIEHCKOr0 IMPOUCXOXKACHHS, COOpaHHBIX 23 HCCIEAOBATEIbCKUMH IPYIIIaMHU,
paboraromuMu B 15 pasHbIX cTpaHaX, Mbl BOCIPOU3BEIHM IIOYTH BCE paHee
MPENI0KEHHbIE aCCOIMAMU U UICHTU(DUIIMPOBAIH 10 KpaiiHel mepe emie 29 HOBBIX
JIOKYCOB BOCIIPUUMYHBOCTH.

B Ka3axcraHe HMEIOTCS OIpaHUYEHHBIE JAaHHBIE O PacHpOCTPAHEHHOCTH
HEHPOMMMYHHBIX HapylieHu# y aereil. OQHO UCClenoOBaHUE MOKa3alo, YyTo 00Imas
pacnipoctpaneHHocth PC y nereit cocraBisier mpumepno 10,1 va 100 000 uenosexk.
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CoOOTHOIIIEHHE MY>KUYHUH M KEHIIUH cocTaBisuio 1:2,5 [16,p. 85]. Ilanens DR-rena
nomoraetr Bepuduuuponath Auarno3 PC u poOJACTBEHHBIX COCTOSHHI, OCOOCHHO Yy
JIeTed W B Cllydasx, KOrJa JOCTYI K MMMYHOJIOTHYECKMM METOJAaM JUArHOCTUKU
OTpaHUYEH (HAIpUMeEp, ONpPECICHUE OJUTOKJIOHAIBHBIX MOJIOC B CIIMHHOMO3TOBOM
KUIKOCTH M Jpyrue crneud@uyeckue TecThl), oco0oe 3HaueHue MNpuoOpeTaeT
reHeTudeckoe oociaenosanue [129,p. 31-32].

Ha panHOM »Tame mOpoBENEHO HMMYHOTE€HETHMUYECKOE  HCCIIEIOBAHUE
NMEeIUAaTPUYECKUX TMAIMEHTOB C 1EJbI0 BBISIBICHUS BO3MOXHOW CBA3U MEXKIY
BapMaHTaMU I'€HOB B PErMOHE INIaBHOTO KoMIUIekca ructocoBMectumoct (HLA) u
MPEAPACIIONOKEHHOCTBIO K PACCESIHHOMY CKJIEPO3Yy WIM APYTUM HEUPOUMMYHHBIM
paccTporcTBam y neTen Ka3aXCTaHCKOM MIOITYJISILIAH. PesynbTars
MMMYHOT€HETUYECKOT0 aHAJIN3a MO3BOJAIOT BbIsABUTH acconuanuu HLA-DR reHos ¢
MOBBIIEHHBIM PUCKOM Pa3BUTHUSI FOBEHUIIBHOTO PACCESIHHOTO CKJIEPO3a, UTO OTPaXaeT
MPEIUKTOPHI 3a00JI€BaHUA B Kazaxckoi nmomymsamnuu [129,p. 31-32].

Nzyuenue nonumopduzmo HLA MoxkeT moMoys B MPOTHO3UPOBAHUU TEUECHUS

3a0ojieBaHMs W BHIOOpE ONTHUMAJIBHOW  CTparerud Tepanuu. Pe3ynbrarsl
T€HOTUIIUPOBAHUS MPEJCTaBICHBI B Ta0IUIIE 7.
Tabnuma 7 — I'enotunuposanue goxkycoB HLA y nereit ¢ PC
IopsiixoBbIi Bospacr Ilon| Amnens Agnens DQA1 Annens DQBI1
HOMED Hayasa 3200 DRBI
HalueHTa JIeBaHMs
1. 12 M| 10 15 |01:01 01:02 05:01 06:02-8
2. 14 M | 09 14 103:01 01:01 03:03 05:03
3. 16 | 15 15 |01:02 01:02 06:02-8 06:02-8
4. 13 )| 15 15 |01:02 01:02 06:02-8 06:02-8
5. 17 A | 04 07 102:01 03:01 02 04:01/04:02
6. 16 | 13 15 |01:02 01:03 06:02-8 06:02-8
7. 16 | 12 15 |01:02 05:01 03:01 06:02-8
8. 17 | 03 15 105:01 01:02 02 06:02-8
9. 14 | 13 15 |01:02 01:02 06:02-8 06:02-8
10. 18 o | 03 11 |05:01 05:01 02 03:01
11. 14 | 09 15 103:01 01:02 03:03 06:02-8
12. 15 | 04 15 103:01 01:03 03:02 06:01
13. 17 | 10 15 (01:01 01:02 05:01 06:02-8
14. 18 M | 03 11 |05:01 05:01 02 03:01
15. 11 | 11 15 |05:01 01:02 03:01 06:02-8
16. 13 o | 07 15 102:01 01:02 02 06:02-8
17. 12 | 15 15 |01:02 01:02 06:02-8  06:02-8
18. 11 | 09 15 (03:01 01:02 03:03 06:02-8
19. 14 M | 07 15 101:03 02:01 02 06:01
20. 14 | 09 15 (03:01 01:02 03:03 06:02-8
21. 15 | 08 15 |04:01 04:01 04:01/0 |06:02-8
4:02
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Takoli mMOAXOH TO3BOJISIET OMNPEASTUTh TEHETUYECKHE MapKepbl pHUCKA W
MOTEHIIMATIBHO UCIIOIB30BaTh UX B KAUECTBE JIOMOJIHUTEIILHOTO HHCTPYMEHTA paHHEH
JUArHOCTHKH, OCOOEHHO B ClIy4asiX, KOTJla UMMYHOJOTUYECKHE TECThl HEAOCTYITHBI
WJIU JAIOT COMHUTEIbHBIC PE3YIbTaTHI.

JI7151 OLIEHKH BKJIa/ia STHUYECKUX OCOOCHHOCTEH B JOpMUPOBAHUE TEHETUYECKOM
MPEAPACTIONOKEHHOCTH K 3a00JIEBaHUSIM CIEKTpa PaCCEeSIHHOTO CcKiepo3a Obul
npoBeA€H aHanu3 pacnpenenenus amnened HLA kmacca Il y nerelr kazaxckoit
nonyysiuu. [lonydeHHBIe JaHHBIE COIMOCTABIUINCH C IMOKAa3aTeJsIMU  370pOBOM
MOMYJISIUU C TENbI0 OMNPENEJICHUs acCOlMalMi OTACNbHBIX allieJied C PUCKOM
pa3ButTHs 3a001eBaHus. JlonoaHUTENbHO ObUT paccuuTaH OTHOCUTEIbHBIA pUCK (RR)
Y TIPOBEIEH CTATUCTUYCCKUM aHATIM3 3HAYUMOCTH pa3auduii ()2, p-value). Pesynbrarsl
MpeACTaBiIeHbI B Ta0IuIe 8.

Tabnuma 8 - I'enorunupoBanue nokycoB HLA y nereit 3aboneBanmii cnektpa PC
Ka3aXCKOM IOIyJIALUN

Kazaxu | Bozpact ITon DRBI1 DQAI DQBI

12 14 MaJIbYHK 9 14 03:01 | 01:01 03:03 05:03
16 JIIeBOYKaA 12 15 01:02 | 05:01 03:01 06:02-8
14 JIeBOYKaA 13 15 01:02 | 01:02 06:02-8 06:02-8
18 JIeBOYKa 3 11 05:01 | 05:01 2 03:01
14 JIEBOYKA 9 15 03:01 | 01:02 03:03 06:02-8
17 JIIeBOYKaA 10 15 01:01 | 01:02 05:01 06:02-8
13 JICBOYKaA 7 15 02:01 | 01:02 2 06:02-8
11 JIEBOYKA 9 15 03:01 | 01:02 03:03 06:02-8
14 MaJIbYHK 7 5 01:03 | 02:01 2 06:01
14 JICBOYKA 9 15 03:01 | 01:02 03:03 06:02-8
15 JICBOYKA 8 15 04:01 | 04:01 | 04:01/04:02 06:02-8
4 MaJIbYHK 4 15 01:02 | 03:01 03:02 06:02-8
3 neBouka | 15(02) | 16(02) | 01:02 | 01:02 06:02-8 05:02/4
5 nesouka | 11(05) | 15(02) | 05:01 | 01:02 03:01 06:02-8
7 JIeBOYKa 9 11 03:01 | 05:01 03:02 03:03
6 JIEBOYKa 12 16 01:02 | 05:01 03:01 05:02/05:04

KonuuecTBo aneneit paBHO yJIBOGHHOMY YUCIY MallMeHTOB (2n)

Tabmuna 9 - Amtens 15* DRBI

eCTh HET

11 21

20 294

12 27,9

p 0,000016
RR 7,7

T.e. otHOcuTENnbHBIN puck PC B kKa3axCkol MOMYJIALUU y AE€TEH ¢ HAIMYUEM
amutens 15 rena DRB1 npessimaer puck 6e3 Hanuuusa TakoBoro B 7,7 pa3 (RR=7,7).
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C uenbio CpaBHUTEIBHOIO aHAIM3a TEHETUYECKON MPEenpacroiIokKEeHHOCTH K
3a00JIeBaHUSM CIIEKTPa PACCETHHOTO CKJepo3a B Pa3IMYHBIX ATHUUYECKUX TPYIIIax
ObUI0 TpoBeneHo reHoTunupoBanue JokycoB HLA kmacca II y mereit pycckoit
MOMYJALMU. AHAJIU3 BKIIOYAJ OLIEHKY YacTOThl BCTPEUAEMOCTH ajjleiei, a TakkKe
OTIPECIICHNE WX aCCOIMAIlMd C PUCKOM pa3BUTHs 3a00J€BaHMS IO CPABHEHUIO CO
300pOBOM TOMyJsAMEen. PaccuWTaHHbIE MOKA3aTENM OTHOCHUTEIBHOTO pPHCKA U
CTaTUCTUYECKON 3HAUMMOCTH MO3BOJIUIIN BBISIBUTh 3HAYMMbIE TEHETUYECKUE MAPKEPHI.
Pesynbratel ipeacTaBieHsl B Tabuie 9.

Tabnuma 10 - I'enorunupoBanue mokycoB HLA y nereii 3a6oneBanuii cnekrpa PC B
PYCCKOU MOMYJISALIUU

Bogpacr | Ilox DRBI DQAI DQBI1

R1 12 JIEBOYKA 10 15 01:01 01:02 | 05:01 06:02-8
R3 16 JIeBOYKa 15 15 01:02 01:02 | 06:02-8 06:02-8
R4 13 JIeBOYKa 15 15 01:02 01:02 | 06:02-8 06:02-8
R5 17 JIeBOYKa 4 7 02:01 03:01 ]2 04:01/04:02
R6 16 JIeBOYKa 13 15 01:02 01:03 | 06:02-8 06:02-8
R8 17 JIeBOYKa 3 15 05:01 01:02 ]2 06:02-8
R12 15 JIeBOYKa 4 15 03:01 01:03 | 03:02 06:01
R14 18 MaJIbYuK 3 11 05:01 05:01 | 2 03:01
R15 11 JIEBOYKA 11 15 05:01 01:02 | 03:01 06:02-8
R17 12 JIEBOYKA 15 15 01:02 01:02 | 06:02-8 06:02-8
5 4 MaJIbYuK 8 15 01:02 04:01 | 04:01/04:02 | 06:02-8
6 5 JEBOYKa 3 10 0,34792 | 01:01 | 2 05:01

Taomuma 11 - Amnens 15*% DRB1

ecTh HET
12 24
38 232
12 20
p 0,00008
RR 6,1

T.e. otHOcuTenbHbIM puck PC B KazaxcTane B pycckoi MONyJsiluu y AETEH C
HannuueM amtens 15 rena DRB1 npeBsimaer puck 6e3 Hanuuusi TakoBoro B 6,1 pas
(RR=6,1) (pucyHox 6).

ITo ocu Y Ha pucyHKe npencraBieHbl KOHKpeTHbIE aiienu rena DRBI, a mo ocu
X - IpOLEHT HAceNEeHUsA, Y KOTOPOTrO BbISIBIIEH COOTBETCTBYIOIIHI T'€HOTHIT (PUCYHOK

6).
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Pucynok 6 - Pe3ynprarsl reHoTHIIMpOBaHus J10KycoB DRB1 y manueHToB u ux
CPaBHUTEIBHBIA aHAIU3 C HOPMATUBHBIMU JTAHHBIMU Ka3aXCKOW U PYCCKOU
HOITYJIALIUI

AHanu3 moKa3zal, YTO y MAalMeHTOB C HEHPOMMMYHHBIMU PacCTpPOUCTBAMU,
aCCOITMUPOBAHHBIMU C PACCESTHHBIM CKJIEpO30M, HaOJt0MaeTcsi HecOalaHCUPOBaHHOE
cuerienne amwienss DRBI115 ¢ gpyrumu cBsi3aHHBIMM T'€HaMH, YTO OTPAXKAET €TO
MOBBIIIEHHYI0 YacTOTYy B HCCIEAyeMOU TpyIlle MO CPaBHEHUIO C KOHTPOJIbHBIMU
MOMYJALMUSAMH. ITU TaHHBIE TOATBEPkAat0T pojib DRB115 kak o1HOTO M3 KIHOYEBBIX
reHeTHYeCcKuX (akTopoB mpenpacnoioxkeHHoctTd K PC B Ka3axcTaHCKOM
NeUATPUIECKON MOMYISIIUU.

DTHOJOTHS PACCESTHHOIO CKJIEpO3a [0 CUX IOP HESACHA, HO camasl MOCIEIHSs
pabouas Mojenb maToreHe3a 3a00JI€BaHUs TMPEINOJaraeT B3aUMOJACHCTBUE MEXKIY
TreHEeTUYECKUMU (pakTopaMu U (HaKTOpaMH OKPYXKAIOIIEeH cpeibl, HEOOXOAUMOE ISt
MpOSIBJICHUSI PACCEIHHOTO CKJepo3a. 3a 3aMETHBIM HCKIIOUYEHHEM TJIaBHOTO
KOMILUIEKCA THUCTOCOBMECTUMOCTH, WJIEHTUYHOCTh TE€HETHUYECKUX JE€TEPMUHAHT
PacCessHHOTO CKJIepOo3a OcCTaBajach HESCHOW Ha MPOTSHKEHUU jaecsaTuieTuid. Ha
CETOJHSIIHUMN JeHb mocie psana ckpuHUHroB GWAS B eBpOmercKuX MOMyJIsiusiX
Ob10 oOHapykeHo 110 BapuaHTOB pHCKa PacCCESIHHOTO CKJIepo3a 3a MpeaesiaMu
nokyca MHC. B Oyaymem mnotpeOyrorcss (DyHKIIMOHAIBHBIC HCCICIOBAHUS s
omnpeneneHus OUOIOTUUECKUX MYTeH U KIETOYHOW aKTUBHOCTHU, CBSI3AHHBIX C ATUMU
BapUaHTaMHU.

Jletu ¢ DR15 (13 rerepo3uroT u 3 TOMO3HWTOTHI) OBLIM MPEUMYILIECTBEHHO
xeHckoro moja (15 u3 16 Hocureneit autens). CpeaHuii Bo3pact 1e6roTa 3a001eBaHUs
y oOcneqoBaHHBIX JeTel ObLI HECKOJIbKO HUXKE IO CPaBHEHHUIO C MOAPOCTKAMHU
ctapuiero Bo3pacta (14,1 roga npotus 16,2 rona), uro otpaxkeHo B Tabnuiie 8. Tem He
MEHEE, 3Ta pa3Hulla HE JOoCTUrajla cTaTucTuueckoi 3Hauumoctu (p > 0,05). V 1péx
TOMO3HUTOTHBIX PYCCKHX JIeBOYEK 3a00jeBaHue MpOsiBUIOCH B Bodpacte 11, 12 u 16
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JIET, YTO YKa3bIBaeT Ha BO3MOXKHOE BIMSHUE T€HETHYECKOTro hoHa HA BO3paCT Hadaia
pacctpoiictBa. OHM MOKa3alnu KIACCUYECKOE TEUYEHUE PACCESIHHOTO CKIIepo3a C
nporpeccupoBanreM Mo mkaine EDSS u oTtuernmuBbiMu ocobGeHHocTsimMu MPT
(pucyHok 1-3).

C uenbto onenku BausgHus amaenss HLA-DRB115 wa kinuHuyeckue wu
nemMorpaduieckue XxapakTepUCTUKU JETEH C pacCesHHBIM CKJIEPO30M ObUT MPOBENEH
CPaBHUTEJIbHBIA aHAIM3 TAlMEHTOB B 3aBUCUMOCTM OT HaJW4yusl JTaHHOTO
TeHETUYECKOro Mapkepa. PaccmaTpuBanuch paznuyus MO MOy W BO3pacTy jAedrora
3a00JieBaHMs, a TaKXe OIICHUBAJACh CTATHCTUYECKas 3HAYUMOCTh BBISIBIEHHBIX
paznuunii. Takol MoAX0J MO3BOJUII ONPEACIUTh BO3MOXHYIO poib aytens HLA -
DRB115 B dopMupoBaHUd  KIWHUKO-3MUJIEMHUOJIOTHUECKUX  OCOOEHHOCTEH
3a0osieBanus. Pe3ynbrarsl mpeacTaBiaeHbl B Tabauie 12.

Tabnuma 12 — I'eHOTUIIHUECKHE XapaKTepucTHKU aerei ¢ PC

[pu3Hak Amnens HLA-DR15 Jlpyrue amiesnn
KonmuecTBo MabYuKOB 1 3
KoanuecTBo JeBodek 15 2
Cpennuii Bo3pact (JeT 14,1+£2 16,2+2,05
p-3HaueHue (BO3pacT) 0,045
p-3HadyeHHE (1M0) 0,046

Pesynprarel reHOTHMHHMpOBaHHWs 1o reHam JiokycoB HLA y 7 npereit ¢
nelkosHIehanuToM (2 1€BOYKU U 5 MaIbYMKOB) MpeAcTaBieHbl B Tabu. 11. ['ensl
raruiotuna HLA-DRI15 BeisiBniensl y 3 u3 7 aereit u y 4 u3 14 anneneit ( 28,6%) (RR=
5,88, x2 = 9,74, p = 0,01 o cpaBHEHHUIO C PYCCKOM HAIMOHAIBHOCTHIO). AJIIEIb
DRB1*16 obnapyxen y aByx aereit (14,3%) (RR = 26, y2 = 20,7, p = 0,01 mo
CpPaBHEHHIO C Ka3aXCKOW HAIIMOHAIBLHOCTHIO) (Tabmuiia 13).

Tabnuma 13 — I'enotunuposanue nokycoB HLA y nereit ¢ nefikosnnedaitutom

[lopsinkosbit | Ilon Aunnens DRBI Annens DQAL Annens DQBI
HOMeEp MaIfeHTa

| M 04 15 01:02 3:01 3:02 06:02-8

2 pi| 15(02) | 16(02) 01:02 | 01:02 06:02-8 05:02/4

3 A 11(05) | 15(02) 05:01 01:02 03:01 06:02-8

4 A 09 11 03:01 5:01 3:02 3:03

5 M 8 15 1:02 4:01 04:01/04:02 06:02-8

6 pi| 03 10 0:501 01:01 02 05:01

7 A 12 16 1:02 5:01 3:01 05:02/05:04

['maBHBI TE€HHBIM KOMIUIEKC TMCTOCOBMECTUMOCTH YEJIOBEKA PACIIOJIOKEH Ha
xpomocoMe 6. I'ammotun DR15 BKIIFOWAaeT reHbl 4eIOBEYECKOTO JIEHKOLIMTAPHOIO
anturena (HLA) knaccoB I u II. B Hamem mccnemoBaHUM MaHHBIN TarjIOTUI OBLT
BBISIBJIEH TOJIBKO Y OJIHOTO reTepo3uroTHoro pedenka (16,7%), 4To COOTBETCTBOBAJIO
otHOcuTenbHOMY pucKy (RR) 2,94 nipu ¥* = 1,02 u He OOCTUTAIO CTAaTUCTUYECKOMN
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3HQUMMOCTH MO CPaBHEHUIO C Ka3axCKoil mnomyisiuMoHHOM HopMmou (p = 0,3)
(Tabnunall).

Kak u3Bectno, renst HLA xitacca Il kogupyrotr monekysisl HLA-DR, xotopeie
UTPAIOT KIIOYEBYIO pOJIb B Tpe3eHTanmuu aHtureHop CD4* T-numdonuram u
dbopMuUpPOBaHUU UMMYHHOI'O OTBETA, YTO UMEET 0CO00€ 3HAUCHHE MTPU Ay TOUMMYHHBIX
HelpoJeMUeTuHU3NpyomMX 3aboneBanusix, u HLA-DQ, xoTopsie BBICOKO
MoJTUMOP(HBI U B COYETAHUN CO MHOTUMHU JPYTUMH JIOKYCaMH, HE OTHOCSIIIUMUCS K
HLA, B reHoMe crnocoOCTBYIOT HaumOOJIbIIEMY T'€HETHUYECKOMY PHCKY IS 000uX
TUIIOB TMa0eTa U LEeJTUaKuu.

IIpu renoturnmpoBanuu JokycoB HLA y nereit ¢ OHM amnens DRB1*14
npucytctBoBal y 66% nereit ¢ OHM (RR = 3,38, ¥2 = 4,09, p = 0,05 no cpaBHeHUIO
CO 37I0POBLIMHU Ka3axaMu) (Tabnwuia 14).

Tabnuma 14 — I'enotunupoBanwme 1okycoB HLA y nereit c OHM

IMopsiakossiii Homep| Ilom | Ammens DRB1 | Amnens DQAL Annens DQBI1
MarueHTa

1 pil| 08 12 04:01 06:01 03:01 04:01/04:02
2 pil| 01 13 01:01 01:02 05:01 06:02-8

3 pil| 11 14 03:01 05:01 03:01 03:01

4 pil| 14 14 01:01 01:01 05:03 05:02/4

5 I 03 14 01:01 05:01 02 05:02/05:04
6 M 09 15 01:02 03:01 03:03 06:02-8

B nanHOM wuccrnemoBaHMM HamMu OBUIO TIOKa3aHO, 4To neTH ¢ rpynmnoit PC
XapaKTEPU30BAINCh  pPEHUAUBUPYIOLIE-pEMUTTUpYIOIIUM  TedyeHuem PC ¢
nporpeccupoBanuem EDSS ot 1,62+0,6 no 2,05+0,71 yepe3 2-4 roaa nocie aedroTa.
ITepBonavansHo 0k010 90% U3 HUX ObUTH AUarHoctupoBanbl ¢ O JIOM, kak onucaHo
B HCCIENOBaHMAX Jpyrux astopoB [13,p. 145]. HauGonee BbIpa)KEHHBIMHU
CUHApOMaMH B J1e0r0Te ObUTM HEBPUT 3puUTenbHOTO HepBa (80,9%) um MozkeukoBas
atakcus (61,9%), koTopble OBUTH YaCTUYHO OOpPaTHMBI.

ITo noxycam HLA B kauecTBe KOMILIEKCA CICIICHHS TpeoOsazan rarioTUIl
DRB1*15 ~DQA1*01:02~ DQB1*06:02. DTta 3akoHOMEpHOCTh BbIsBiIeHa y 20
(47,6%) u3z 42 DR-amneneét u y 16 (76,2%) manueHTOB OCHOBHOM rpymmbl. J[is
CpPaBHEHU S, B HOPMAJIBHOW Ka3aXCKOW MOMYJISLHUU 3TOT rarioTul Berpevancs y 6,3%
uccinenoBanubix DR-annenen, y pycckoit HopmansHou —y 14,07%. B Hamein koropre
nereit otHocuTenbHbIN puck (RR) pazsutust PC 6bu1 B 13,4 pa3za Bblllle y Ka3axoB U B
5,6 pa3 Boime y pycckux. Hocurensmu ramwtorunos DRB1*15

~DQA1*01:02~DQB1*06:02 6putt B OCHOBHOM >KeHITUHBI (15 w3 16) m
XapaKTepu30BaIUCh 0oJiee MOJIOABIM Bo3pacToMm aedroTa (14,142 mpotus 16,2+2,05
ner), 7, 61 — 63, xak u B nureparype [10,p. 901]. B nmpenpiaymmx ucciieoBaHUIX
rartotuniel DRB1*15, DQA1*01:02 u DQB1*06:02 6butn o6HapyxeHbl B 32,2%
aHanu3upyembix amienei [64,p. 175]. Ora pazuuna (47,6% nportus 32,2%) cBsizaHa ¢
HAa0OpPOM JaHHBIX (KOJMYECTBO 3apEerHUCTPUPOBAHHBIX MAIMEHTORB). B mpenpiaymem
UCCJIEIOBAHUU BCE JETH C HEHPOMMMYHHBIM PAaCCTPOMCTBOM ObUIM OOBEIMHEHBI
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BMECTE, PACCESHHBIA CKJIEPO3 U POJCTBEHHBIE 3a00seBaHus. B aToM uccienoBanuu
MBI MPOAHATU3UPOBAIN MAIMEHTOB B COOTBETCTBUMU C UX TOYHBIMU KIMHUYECKUMU
JIUarHo3aMHu.

Jlpyrue  MHOTOYHCIICHHBIC  HCCICIOBAHMS  TOKa3aJiW, YTO  TaIlUIOTHII
DRB1*15~DQA1*01:02~ DQB1*06:02 ouenn uacto Bctpeuaercs npu PC [5,p. 22].
Opnnako y appo-6pa3zunbekux aeteit ¢ PC camas cunibHast accoruanys Ha0ar01anach ¢
DQB1*06:02, a ne ¢ DRB1*15 [65,p. 102]. HekoTopsie aBTOPHI MPEATOT0KIIH, YTO
ATH TaIryIOTUIIBI HE MpeACcKa3bIBaloT KianHudeckoe Teuenue PC [4,p. 121].

Tem He MeHee, Mbl onucanu, uro Hajgumuue DRBI1*15 HeratmBHO BiIMsSIO Ha
nocnenyromiee Habmonenue 3a PC, kak ommwcaHo OpyruMu aBTOpamH, OCOOCHHO B
OTHOIIEHUU Xyamux usMmeHennit MPT rosoBHoro mosra [66,p. 854]. Paznuunsbie
kputepun auarHoctuku PC, takme xak wuccinenoBanuss ICXK u  ontuueckas
KorepeHTHass Tomorpadus, B KazaxcraHe uMEOT OTpaHUYECHHBIH JOCTYIL.
I'enetnueckue uccinenpoBanusi reHoB ['KI'C kiacca Il momoraroT BepuduiupoBarh
nuarto3 3aboneBanuii cnektpa PC, 4To XOpOIIO COOTBETCTBYET pe3yiabTaTaM JAPYTUX
rpynn uccnenoBanus PC, a Takxke MOMOralT OLEHHUTh PUCKH U OLIEHUTH TEUCHHE
3a00JI€BaHM C MOBBILLIEHHOW TOYHOCTBIO.

VY nereit ¢ neikosHneanutom Hamuuue ramiotuna DRB1*15~DQA1*01:02~
DQB1*06:02 BeisiBieHo y 28,6% mnpu RR=5,88. B smonckom wuccienoBanuu
MMOCTBUPYCHOM OCTpOM HEeKpoTuzupytomei sHiedanonarun amienn DRB1*09:01 u
DQB1*03:03 BcTpeuanuch NpuMEpHO B JIBa pasa yaille, 4eM B KoHTpoie [38,p. 20].
Takum oOpa3om, B HalleM HUCCIEAOBAaHUU TIOCTBUPYCHBIN JielikodHIIehauT Tumna
Pacmyccena no uMmmyHHOMY MexaHu3My Obut Onuke k PC.

Hetn ¢ 3COHM xapakTepu30BalMCh CHUKEHUEM 3PEHUS U HEBPOJOTMYECKUM
nehUIUTOM, B TOM 4YHCIE CHACTUYECKUMH TeMHUIIape3aMHu U Iaparape3amu.
['eHOTHIIMYECKUIA aHATU3 MTOKa3al Beicokoe mpucyrcTeue DRB1*14 (mabnronaercs y
66% nereit ¢ 3COHM c RR = 3,38), stoT amnens yxe ObLI acCOMUPOBAH C
CHUCTEMHBIM BaCKYJIUTOM Y SMIOHCKUX ManueHToB [69,p. 515]. ¥V apaboB-Mycynbman u3
Mzpaunns nmuua ¢ 3COHM npotus AQP4 xapakTepu30Bainuch BBICOKUM MPUCYTCTBUEM
DQB1*04:02 u DRB1*10 [70,p. 101]. ¥V ucnanckux nanueatoB ¢ 3COHM Onuta
accormanus auienst DRB1 * 010 o cpaBaenuto ¢ PC; kpoMe TOro, y 3TUX NalieHTOB
obu1a acconmanus auiesnss DRB1*03 no cpaBHeHHIO cO 30pOBBIM KOHTpoJsieM [71,p.
357].

I[Io wmerommmMmca panHeiM, 3COHM reHetnueckn OJIMIKE K CHCTEMHBIM
MMMYHHBIM 3a00sieBanusM, yeM K PC.

Takum 06pa3zoM, pe3yabTaThl UCCIIEIOBAHMS BBISIBIIIM HAIMUKE Y Ka3aXCTAHCKUX
MAl[MeHTOB C PAacCesSHHBIM CKJIEPO30OM U POJCTBEHHBIMU HEUPOUMMYHHBIMU
coctosinusiMu ramtotuna DRBI1*15~DQA1*01:02~DQB1*06:02, koTOpbIii MOXKET
CIIY>KUTb OJHUM M3 3HAUMMBIX JUATHOCTHUYECKUX MapkepoB. OOHapyKeHUe ayiens
DRB1*15:02 B coueranun ¢ DQAI1*01:02 u DQB1*06:02, o0beauHEHHBIX B
YKa3aHHBIN TalyIOTHI, TOATBEPKIAeT JaHHBIE, TIOJIyYEHHBIE B Psiie MEXTYHAPOIHbBIX
MCCIEN0BAaHUM 110 U3y4YeHHI0 accormannii DR-reHoB ¢ npeapacnonoxeHHocTeio K PC
U POJICTBEHHBIMH ayTOUMMYHHBIMHU JIE€MUEIUHU3UPYIOUIUMHU 3a00J€BaHUSIMU. DTO
YKa3bIBAIOT Ha JJOCTOBEPHO BBHICOKYIO acCOIMaINIO 7,7-KpaTHOTro pucka pa3sutus PC
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y JeTei U MOJAPOCTKOB Ka3axCKOW HAIIMOHAIBHOCTH U 3,12-KpaTHOTro pucka y JeTei
PYCCKOW HAallMOHAJIBHOCTH.

DTO OTKPBHITUE MO3BOJISIET Ka3aXCTaHCKUM HEBPOJIOTAaM U POJUTENSM MAllIEHTOB
O0ojiee TOYHO yCTaHABIMBATh JUar€Ho3 ¥ BOBpeMsl Ha3Ha4yaTh TapreTHYIO
MMMYHOMOTyJTUPYIONIYIO TepaIuio, BKItouas 0eta-uHTephepoH, rmaTupamepa arerar
(Kamakcon) u apyrue npemnapatrbl. Ha naHHblii MOMEHT B Hallleil cTpaHe MoJ00HOe
nedeHue opunmanbHo noctynHo manueHTam ¢ 3COHM naumnas c¢ 18 ner. Kak
MPaBUIIO, HAYAJIO TEparuy 3aiepKUBaeTca Ha 6—9 MmecsieB u3-3a OIOPOKPATUUYECKUX
npoieayp. PesynapTaThl Haliero vcciieIoBaHusl NOAYEPKUBAIOT HEOOXOJAUMOCTh Kak
MOXHO Oo0Jiee paHHEro Hayaja Tepanuu y JAEeTedl U MOAPOCTKOB cpaszy IOCIe
MIOCTAHOBKM JMAarHo3a, MOCKOJbKY HM3BECTHO, YTO Yy MauueHTOB ¢ AedroToM PC B
JIETCKOM BO3pacTe€ paHHUE aKCOHAJIbHBIC MOTEPU U yMEHbIIEHHE 00bEMa MO3TOBOM
TKaHU MPOUCXOIAT OBICTPO U B 3HAYUTEIBHBIX 00BEMaX, 0COOCHHO /10 OTIPEIeTEHHOTO
Bo3pacTta (Hanpumep, k 40 rogam) [5,p. 22].

Pannsiss guarHocTMka W CBOEBPEMEHHOE HA3HAUEHHE II€JIE€BOTO JICUCHUS
CIOCOOCTBYIOT NPEAOTBPAIICHUIO JAIbHEHIIEro yMeHbIeHUs 00hEMa TOJOBHOIO
MO3ra U CHUKEHHUIO PUCKA HEOOPAaTUMBIX HEBPOJOTMUYECKUX HAPYLIEHUHM, OTPaKaeMbIX
mkanoit EDSS. B panpHelimeM miaHupyercs paclIMpEHUE UCCIIENOBAHUS 3a CYET
BKJIFOYEHHUS OOJIBIIETO 4YHCIa TAaIlMeHTOB W TPOBEACHHST Oojiee TIyOOKUX
HEBPOJIOTUYECKUX W MMMYHOJIOTUYECKHX aHAIM30B, HAIPABJICHHBIX HAa HU3y4YEHUE
PAcCCESHHOrO CKJEpo3a U POJACTBEHHBIX AYTOMMMYHHBIX JEMUEITUHUZUPYIOIINX
3a00JICBaHUA.

3.3 MHeHue poauTesiedl 0 COCTOSIHUM 3I0POBbsI pe0éHKa

JUJ1st OLIEHKH BOCHPHSATHS POJUTEISIMHU 310POBBSI CBOETO peOEHKa ObUT IPOBEIEH
COLIMOJIOTUYECKUH OINPOC C HUCHOJBb30BAaHMEM CIENHATIBbHO Pa3pabOTaHHOW aHKETHI
[225,p. 55]. Meron aHkeTHpOBaHUSA BBHIOpaH Kak Hambojee MHPOPMATUBHBIA IS
U3y4YeHUs CyObEKTUBHOTO OMbITA POJUTENEH U BBISIBICHUS (DAKTOPOB, BIMSIONMIUX HA
KauecTBO XU3HU peOéHka U 3ddexTuBHOCTh Tepanuu. Hamu camoctosTenbHO Obuia
pazpaborana aHkera (BcromorartenbHas uHboOpMalus, npuioxkeHue B), xotopas
BKJItOUasga 39 OCHOBHBIX MYHKTa, KacaroMMXCA AeMOrpaduvecKux TaHHBIX JETEH,
JaBHOCTh 3a00J€BaHUs, B YAaCTHOCTUM B BOINPOCAX aNIEPrOJOTHYECKOTO CTaTyca,
3200J1€Ba€MOCTH, HAPYIIEHUH CO CTOPOHBI BCEX OPTraHOB, MPOSIBICHUS CUMIITOMOB,
4acToTa 0OpamieHui.

OO0bexkToM wuccieqoBaHus cTanu poautenu (34 uenoBek) OOJIBHBIX JETEH ¢
JEMUEIIMHU3UPYIONM 3a0oJieBaHreM B Bo3pacte oT 4 no 18 ser (24 neBouku u 10
MaJbYMKOB), TOCIUTAIM3UPOBAHHBIX C JAEMUEIUHU3UPYIOLIIMMHU PAacCTPONCTBAMH B
YauBepcurerckont knuHuke «Akcaiiy KasHMY uMm. C.J[. AchenauspoBa B Iepuo C
2015 mo 2021 ron.

AHKETUpOBaHUE MPOBOJANIOCH nocJie MOJIYYEHUS MUCbMEHHOTO
MH(POPMHUPOBAHHOTO COIJIacus pOAMTENIed B JIOBEPUTENbHOM U KOMMOPTHOU
o0cTaHOBKE. AHKETHI 3alOJHSUINCh CaMOCTOATENbHO: 32 poauTens — Marepu, 2 —
oTupl. Bo3pact y4yacTHUKOB ucciaenoBaHus BapbupoBan oT 24 no 49 ner, cpeaHuit
BO3pAcCT cocTaBuia 38 JIET.
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AHkera BkIodana 20 OCHOBHBIX BOINPOCOB, OJHAKO MpU 0OpabOTKe JaHHBIX
KOJIMYECTBO AHAJIU3UPYEMBIX OTBETOB IO OTICIBHBIM MO3UIUSAM Pa3Indyalioch M3-3a
HETMOJHOTHl 3aMOJTHEHUS HEKOTOPhIX aHKeT. [lolydeHHblE [aHHbIE MO3BOJISIN
BKJIFOYATh OTBETHI POJUTENICH U3 CTAllMOHApaA B OOIIYIO OLIEHKY COCTOSIHUS 3I0POBBS
pebénka./lns craTuctuyeckoil oOpabOTKU OMpENesyid JOJI0 OTBETOB M OMIMOKY
BBIOOPOYHOI 1011H. JIOCTOBEPHOCTD pa3Iuuuidl MEXy CPAaBHHUBAEMbIMHU MTOKA3aTEISIMHU
OIICHMBAJIaCh C UCIOJb30BaHUEM t-kputepuss CTbIOJICHTa, TPUMEHSS OHJIANH-
KAJIBKYJIATOp « MEIUIIMHCKASI CTATUCTUKAY.

B Ttabnume 15 mpexacraBieHbl colMalibHO-IEMOrpaduyeckue XapakTepUCTUKU
BBIOOPKH, B KOTOpPYIO BoumUIM 34 poauTens nAeTed ¢ JIeMHUEIMHU3UPYIOIMHUMHU
3a0oneBaHusIMU. Bo3pacT y4acTHMKOB BapbupoBajics oT 24 no 49 ner, cpegHuii
BO3pacT cocTaBwsl 38 jeT. BONBIIMHCTBO PECHOHACHTOB ObUTH >KEHIIMHAMU — 32
(94,1%), u Tonbko ABoe (5,9%) Obutn otuamu. Cpeaun aeteil mpeobiaganu AEeBOUYKU
(24, 70,6%), a manbuukoB — 10 (29,4%). Bo3pact nereii BappupoBaincs oT 4 10 18 ser.
Y Bcex gereit (100%) ObLT TOATBEPXKAEH JUArHO3 JAEMUETUHU3UPYIOIIETO
3a00JIeBaHUsl.

Tabnuma 15 — ConuansHo-AeMorpapuuecKue XapakTepucTuku poauTeneit (n = 34) u
nereu

[TokazaTenn 3HaveHHe 95% CI
Bospact poaureneii 38.0+ 6.2 -
Ponurens yyacrauka: Matb 32 (94,1%) 80.3-99.3
Orent 2 (5,9%) 0.7-19.7
ITon pebGenka: JleBouku 24 (70,6%) 52.5-84.9
Manbuuku 10 (29,4%) 14.1-44.7
Bo3spacTt pebenka 11.3+4.7 —

B uenom, pe3ynbTarhl OTBETOB Ha BONPOCHl AaHKEThl PacHpelesIHINCh
cieayromuMm  obpazom.64,7%  (abc. 22) poauTeneld  OTMETWIW  HaJIU4ue
HACJICJICTBCHHBIX 3a00JICBaHUNM B CceMbe, Y OcTalbHBIX 35,3% otpumanu ux. Ilo
naHHeiM ~ Yue Huang (2014) wnacnencrBeHHble 3a0osieBaHus y JeTed  C
HEBPOJIOTUYECKUMHU PACCTPOUCTBAMU OTHOCUTEIIBHO YacTO BCTPEUAIOTCS B JETCKOM
BO3pacTe (PUCYHOK 7).
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Pucynok 7 - Hanuuue HacieaCTBEHHBIX 3a00JIEBaHHI B CEMbE ONMPOIIeHHBIX (%)

OcHOBHBIE pe3yJIbTAaThl OMpOCa POJAUTENEH JeTell ¢ NeMHUETUHU3UPYIOIUMU
3a00JIeBaHUsIMU TIpEACTaBIeHbI B Ta0uIe 16.

Tabmuma 16 — OcHOBHBIE pe3yJbTaThl OMpOCAa  pPOJIUTENEH  JeTedl ¢
JEMHUCITMHU3UPYIOMUMHU 3a001eBaHUsAMH (n = 34)

Paznen ITokazarens PesynbpTarsl 95% CI
3a0oeBaHus Yacto 18 (53%) 35.0-70.0
JBIXaTeIIbHON CUCTEMBI | Penko 12 (35,3%) 20.6-53.0

Ouenb peako 4 (11,7%) 3.3-27.5
Uctopus Jla 28 (82,4%) 69.6-95.2
I/IH(l)eKHI/IOHI;II)IX Her 6 (17,6%) 4.8-304
3a00sieBaHUM
Hesponornueckue  u | Hapymenue koopauHanmu 12 (35,3%) 19.3-51.3
COMAaTHUYECKHE Hapymenue 3penus 8 (23,5%) 10.7-41.2
paccTpoiicTBa JuchyHKIms opraHoB Taza 2 (5,9%) 7.0-33.7
Hapymienue uysctBuTenbHocTH | 5 (14,7%) 4.9-31.1
Hapymenue peun 6 (17,6%) 0.7-19.7
[Tonnoe NpEKpallenue | , (11.8%) 3.3-27.8
AKTUBHOCTH
Bassme — cummnromos Yactuynoe BIIMSTHUE o 15.1-47.5
Ha TMOBCC/HEBHYIO (aKTMBHOCTb MTPOIOIDKACTCS) 12.(35,3%)
JeSITEITLHOCTD
AKTHBHOCTb COXpPaHSETCS 8 (23,5%) 19.3-51.3
3HAUYUTEJIbHOE BIIUSHUE 10 (29,4%) 10.741.2
Peabunurarus OjuH pa3 B rojt 17 (50%) 32.4-67.6
/Ba pa3a B rox 6 (17,6%) 7.0-33.7
[TocTositHHO 4 (11,8%) 3.3-27.8
Huxkornma He mosryyan 4 (11,8%) 3.3-27.8

[Tomumo MHOKecTBa Npyrux (aKTOPOB PHUCKA OCIOXHEHHMH PECUpaTOPHBIX

3a00JIeBaHMM, JI€TU C HEBPOJOTHMUYECKUMHU M HEPBHO-MBIIICUHBIMH PACCTPONUCTBAMHU
MOJIBEpPraloTCs 3HAUUTEIbHO 00Jiee BBICOKOMY PUCKY CEpbE3HBIX OCIIONKHEHHM [128[1.
[lo otBeram poauTenel, 4YacToTa peCHUPATOPHBIX 3a00JIeBaHUN y JeTell c
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JEMUEIMHU3UPYIOINM 3a00JIeBaHUEM OKa3ajiach y Oosiee ueM nojaoBuHbL. Y 53% (abc.
18) mereit pecrnmpatopHblie 3a00J€BaHUS BCTpEUATNCh 4yacto, y 35,3% (abe. 12) —
penko uy 11,7% (abc¢. 4) — oueHb penko (PUCyHOK &).

Byacto Mpeako ® o4yeHb peako

Pucynox 8 - Yacrora pecriupatopnbix 3aboseBanuit (%)

JleTn ¢ HapylHIEHUSIMU Pa3BUTUS HEPBHOM CHUCTEMBI OOBIUHO BKIIOYAIOTCS B
Tpynny MalyMeHTOB, HYXJIAIOUUXCS B yXOJ€ U BOCHPUUMYHMBBLIX K WH(EKIIMOHHBIM
3a0osieBaHUAM. J[eTH ¢ XpOHUYECKMMH HEBPOJOTUYECKUMHU 3a00JIEBAHUSIMU HMEIOT
CONOCTABUMBIA C HOPMAJIbHOW TOMYJSALMENA MOBBIIEHHBI PUCK HEKOTOPBIX
3a0o0yieBaHMi. B 4acTHOCTH, y HUX TMOBBIIICH PUCK OCIOXKHEHHH OT WH(EKITMOHHBIX
3a0oJieBaHMi, a Takke 0oJjiee BHICOKHE TOKA3aTeId CMEPTHOCTU M 3a00JIeBa€MOCTHU
TPUIMINIOM ¥ THEBMOKOKKOBBIMU UH(DEKIHUSIMU MO CPABHEHUIO CO 3I0POBBIMH JIFOIbMH.
bonpmuHcTBO, TO ecth 82,4% omnpomeHHbXx (abc. 28) MOATBEpAWIN Halu4yue B
aHaMHe3€ JeTCKMX WHQEKIHOHHbIX 3a0oneBanuu. OctanbHbie 17,6% (abc. 6)
poauTenei oTpulalii uX Halnyue (PUCYHOK 9).
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Pucynok 9 - Hannune B anamue3e aeTckux HHGEKIMOHHBIX 3a00neBanuii (%)

Bce ponutenu oTMeTwiM HapylieHUs Y peOeHKa CO CTOPOHBI Pa3HBIX OPTraHOB
Tena. B yacTHOCTH, HapylleHHE KOOpAMHALIMU ObUIO ompeneneHo y 12 maiueHToB
(35,3%), napymenue 3perus —y 8 (23,5%), HapymeHus: GyHKIUNA Ta30BbIX OPTaHOB —
y 2 (5,9%), napymienue ayBcTBUTENbHOCTH Y 5 (14,7%), Hapyuienne peun 'y 6 (17,6%)
MalMeHTOB.

Ha Bompoc: «Wmerorcs nu y Bamero peGeHka NTpOSBICHUS OOJE3HEHHBIX
COCTOSIHWM, CBSI3aHHBIX C JaHHBIM 3aboneBanuemM?», 16 (47%) pecnoOHIEHTOB
OTMETUJIA 9acTO, HO OBICTPO mpoxojsiiee npossieHus; 8 (23,5%) — uHoraa, ObICTPO
npoxojsmue; y 4 (2,9%) npossienus He umerorces. 6 poaureneit (17,6%) otmerunu y
CBOMX JETel 4YacThle WM TOCTOSHHBIE MPOSIBICHHUS OO0JIE3HEHHOTO COCTOSIHHSI.
BnusiHue 3TUX cCMMOTOMOB Ha BBITIOJTHEHUE MTOBCETHEBHBIX JIEUCTBUI BapbUPOBAJIO: Y
4 nererr (11,8%) mesTenbHOCTh MOJHOCTBIO TpeKpamanach, y 8 gereit (23,5%)
MOBCEIHEBHAs AKTUBHOCTh He cTpajana, y 12 nereit (35,3%) mpucyTcTBOBajo
YaCTUYHOE BIUSHUE Ha JESTEIHHOCTh, HO OHA MPOJ0JKANACh, 4 Y OCTaBIIMXCS ETEH
BIUsSHUE OBUIO 3HAYUTENbHBIM, U BBINOJHEHHE OOBIYHBIX JI€1 BPEMEHHO
npuoctanaBnuBanoch y 10 (34%) 60nbHBIX.

Ha Bompoc: «Kak Bbl camMu o1ieHHBaeTe COCTOSIHUE 3J0POBbsI JETEH IO BCEM
CHUCTE€MaM OPTaHOBY», OTBETHI PACIIPEACTIIINCH CIEAYIOIIUM 00pa3oM:

[To MHeHUIO ponuTenel, nepeHeceHHble HHPEKIIUU U MIPOCTYIHbIE 3a00JIeBaHUs
Oonplie crnocoOcTByeT oOocTpeHuto 3aboneBanuss — 35,3% (abc. 12), HepBHOE
Hanpsbkenue — 11,7% (abce. 4), pusznueckas Harpyska — 5,9% (abc. 2).

KomruiekcHast orieHKa COCTOSIHUS 370POBBSI JIET€H IyTeM aHKETHOW OIICHKU
MIO3BOJIMJI BBISIBUTH MTOTEHLUAJIbHBIE HAPYILIEHUS 3I0POBbsl, HE Bcerjga GUKCUpPYyeMbIe
IpU CTAaHAAPTHOM KIMHUYECKOM OCMOTpE, a TaKXe€ OINPENeNIUTh MOTPEOHOCTHh B
MEIUIIMHCKON MOMOIIM C TOYKHM 3peHus poauTeneil. PesynbTaTsl mpejicTaBieHbl B
tabnuue 17.
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Tabnuua 17 — CamocrosiTenbHas OLIEHKA COCTOSIHUSA 3I0POBbS AETENH POJUTEIAMU

O1eHKa COCTOSTHUSA
3JI0POBbSI:

Her npusnakos

3a00J1eBaHUN 1

B MEIUIIMHCKOU
MIOMOIIM HE
HYXJaeTCs

Ectb npusHaku
3a00JIEBaHUsA, HO B
MeEIUIUHCKON
IMOMOIIY HE
HYXJIaeTCst

Ectb npusHaku
3a0os1eBaHus U
HYKJIaeTCsl B
PEKOMEHALINAX
Bpaua

Ectb npusHaku
3a0os1eBaHus U
HY’KJIaeTCsl B
JIOTIOJIHUTENBbHOM
MEIULITHCKOM

HCCIICOJOBAHHUH U
JICYCHUU

CUCTEMBbI OPTaHOB JIbIXa
HUs BaIiero peOeHka

yXa, TopJia ¥ Hoca y
BaIero pedeHKa

OpraHoOB 3peHUs

BaIiero peocHKa
CEpPAECYHO- COCYIUCTOMN
CHUCTEMBI Balllero peOCHKa
HEPBHOM U NICUXUYECKOMN
e TeNIbHOCTU

BaIero peoeHKa
SHJIOKPUHHON CHCTEMBI
Ballero peOeHKa

KOXKHBIX ITOKPOBOB
BaIero peoeHka

OpraHOB MUILEBAPEHUS
BaIero peoeHka
MOYETOJIOBOM CUCTEMBI
Balero peOcHKa
KOCTHO-MBIIIIEYHON
CUCTEMBI Balllero peOeHKa
MIPU3HAKU aJUIEPrUu

+

[lo MHeHuI poauTeneil, TpurrepamMu OOOCTPEHUH Yy JeTell MOryT OBITh
paznuuHble (aKTOPhI: CMEHA KJIMMaTa He OTMedallach HU 0JJHUM pecrioHieHToM (0%),
NpUeM JIEKapCTBEHHBIX M MHBIX MpernapaToB 3adukcupoBad y 2,8% poauteneit (1
pebeHok), nmepeoxyaxaeHue - y 5,9% (2 pebGenka), HecoOMOACHIUE PEKOMEH AN
Bpaya - y 26,5% (9 gereit). Ocranbubie 11,8% ponuteneii (4 uenoBeka) 3aTpyIHUIUCH
OTBETHUTH HA 3TOT BOIPOC.

ITonoBuna onpomieHHbIX poauteneit (50%) oTrmeTuna, 4To UX ACTH MPOXOAST
71e4eOH0-03/I0POBUTEIbHBIEC U BOCCTAHOBUTENIbHBIE (PEeaOUIUTAIIMOHHBIE) TPOLEAYPhI
B MEIUIMHCKUX OpraHu3alusX OAUH pa3 B TOJ Uil HOAJEPKAHUS HOPMAIbLHOIO
(GYHKIIMOHUPOBAHMS OpraHM3Ma W BOCCTaHOBIIEHUS mociie oboctpenuit. Y 17,6%
JIeTeH Takue MpoLEeaypbl IPOBOAATCS IBAXbI B T, a 11,8% nmpoxoasT ux moCTOSSHHO
no HazHaueHuro Bpada. K coxanenutro, 11,8% nereit, co cimoB poautenei, He
MOJIy4arOT COBCEM JaHHBIN BUJ npoleayp (pucyHok 10).
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L HE MOIY4YaeT COBCEM

u pa3 B roxa ISt
MPOPUIAKTHKA

u pasa B rof

. HHOTIa TOJILKO o
HamnpaBJICHUIO Bpaya C IEJIbIO
YMEHBIIICHUS 00JIEBBIX
MPOSIBICHU I B
CIeNUaIu3UPOBAHHOM

peadHIMTAIIMIOHHOM LIEHTPE

®  YacTO IO HaIpaBJICHUIO
Bpavya IS CHSTHS OOJIEBBIX
OLIYIICHUN U KOPPEKINHU
MaTOJIOTHYECKOT0 IIpoIecca

= Bcerjga IO HaIPaBJICHUIO
Bpaua

Pucynok 10 - YactoTa nostyueHus j1e4e0HO-03/JOPOBUTEIBHBIE U
BOCCTAHOBUTEJIbHBIE (PEa0UIUTAMOHHBIE) TPOLIEAYPhI B METUIITMHCKUX
OpraHu3ausax

Takum 00pa3om, MO JaHHBIM ONPOCAa BUAHO, YTO B OOJIBIIUHCTBE CIIy4aeB —
64,7% (abc. 22), poauTenu OTMEYadd HAIWYMAE HACICACTBEHHBIX 3a00JICBAaHHHU B
cembe. YacroTa pecnupaTopHBIX 3aboneBaHuMi Obuta 3aduKcHpoBaHa y Oolee
noJioBuHkI erert 53% (abce. 18). Hauano gpopmer

82,4% omnpomennpix (abc. 28) MOATBEpAWIM HaJIUYWEe B aHaMHE3€ JCTCKUX
nH(EKIMOHHBIX 3a0o0yieBaHuU. Bce poauTeny OTMETHIM HapylIeHHS y peOeHKa co
CTOPOHBI Pa3HBIX OPraHOB TeJla, HAPYIIEHUE KOOpAMHAIMU ObLIO omnpeseneHo y 12
nanueHToB (35,3%), napymenue 3penus —y 8 (23,5%), napymeHus QyHKIMIA Ta30BbIX
opranoB — y 2 (5,9%), Hapyuienue 4yBcTBUTENbHOCTH Y S5 (14,7%), HapyllleHne peun
y 6 (17,6%) narueHToB.

Jlaiee HamMu OBLI TIPOBENEH aHAIW3 B3aMMOCBSI3H MEXKIY KIMHHYCCKUMH
XapaKTepUCTUKAMU JIeTel W COOONMICHWSIMH WX pOAWTENEH O (PYHKIIMOHAIBHBIX
orpannueHusx. CorilacHO JaHHBIM, HaJIW4YUe B aHAMHE3¢ HWHQPECKIMOHHBIX
3a00JICBAHMI  CTATUCTUYECKH  3HAYUMO  CBSI3aHO ¢ (DYHKIHMOHAIBHBIMH
orpannueHusmMu. Cpeau jgered ¢ HMHEPEKIUAMH OrPAaHMYEHHE IMOBCEAHEBHOMU
aKTUBHOCTH Habmoanock B 92,9% cinydaes, mo cpaBHEeHHIO ¢ 66,7% cpenu aereit 6e3
unpexuumit (OP = 3,1; 95% JAU: 1,2-7,9; p = 0,021). B tabaune 16 npencraBieHbl
pe3yabTaThl aHaIu3a.

KonudecTBO HEBpPOJIOTMYECKUX CHMITOMOB TaKKe OKa3ajloCh 3HAYMMBIM
nporHocruueckuMm ¢akropoMm. Cpenu paereit ¢ nBymMs U 0ojiee CUMITOMaMHU
OTrpaHHYEHUE aKTUBHOCTH ObLIO 3adukcupoBaHo B 91,7% cinydaes, Mo CpaBHEHUIO C
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63,6% nereti ¢ ogauM wiu 6e3 cumntomoB (OP =4,5; 95% JIU: 1,1-18,2; p = 0,047).
DTO yKa3bIBa€T Ha CWIBHYIO B3aMMOCBSI3b MEXKAY IMOJUCHUMIITOMAMU U TAXKECTHIO
(GyHKIMOHAIBHBIX HapylieHul (Tabnuna 18).

Tabnuma 18 — B3auMoCBsI3p MeXIy KIMHUYECKUMHU (PAKTOpaMH U OTpaHUUYEHUEM
AKTUBHOCTH

AKTHBHOCTb OrpaHnuunBaromuin 0
(baxrop (%) OR 95% CI p-value
Hannuue undexuu 26/28 (92.9%) 3.1 1.2-7.9 0.021
>
=2 HEBPOJIOTHHEECKHX 22124 (91.7%) 4.5 1.1-182 0.047
CHUMIITOMOB
HacnenctBeHHOCTh 20/22 (90.9%) 1.7 0.14-21.7 0.41

Hanuuue cemeliHOro anamHesa pas3iWyHbIX 3a00J€BaHUI MOKa3aJlo JIMIIb
TEHJCHLIUIO K YBEJIMYEHUIO pHCKa orpanuueHusi akruBHoctu (OP = 1,7; 95% JIU:
0,14-21,7; p = 0,41), onHaKO MOJIy4YE€HHbIC PA3TUYUSI HE JOCTUIJIM CTAaTHUCTUYECKOM
3HAYUMOCTH, YTO, BEPOSATHO, CBA3aHO C HEOOJBIINM Pa3MEepOM BBHIOOPKHU U IIUPOKOU
BapuadenpHOCThIO J1.

B Ttabaume 19 mpencraBieHo pacmpeneneHre (GakTOpOB, KOTOPBIC POIUTEIH
CBSI3BIBAJIU C 00OCTPEHUSIMU JAEMUCTUHU3UPYIONINX 3a00JI€BaHUI Y CBOUX JIETEH.

Tabnuua 19 — @akTopsl, CBsi3aHHBIE C 000CTpeHUsIMHU (n = 34)

Tpurrepsl n (%) 95% CI
Nudexumn 12 (35.3%) 19.7-52.8
HecoOnronenue pekoMeHaaui 9 (26.5%) 12.9-44.4
[TepeoxnaxacHue 2 (5.9%) 0.7-19.7
[IpuMeHeHue JIeKapCTBEHHBIX MTPENapaToB 1 (2.8%) 0.1-14.5
M3meHeHue kiumaTa 4 (11.8%) 3.3-27.8

Hanbonee 4Wacto  ymoMHHaeMbiM  TPHUITEPOM  OBLIM  TEpPEHECCHHBIC
MH(EKITMOHHBIC 3a00JIeBaHMs, Ha KOTopble ykazanu 35,3% pecnonaentoB (95% JIU:
19,7-52,8). Dta mudpa 3HAYUTEITBHO NPEBBIMIACT OO JIpyrux (akTtopoB. OHa
coryiacyeTcsi ¢ KIMHUYECKUMH JIaHHBIMH, YKa3bIBAIOIIUMHU HA POJIb PECIUPATOPHBIX U
BUPYCHBIX MH(EKINH B aKTHUBAIIMM UMMYHOIATOJOTHYECKUX TMPOIECCOB y JETEH C
JIEMUEIUHA3AIHEH.

BTtopeiMm 1o  pacnpocTpaHeHHOCTH  (akTOpoM  ObUIO  HECOOJIIOJICHHUE
MEJIUIIMHCKUX PEKOMEHAAINN, KOTOPOE POJUTETU CBS3bIBAIU C OOOCTPEHUSIMHU B
26,5% cnyudaeB (95% JAW: 12,9-44,4). DOta uudpa orpaxkaeT BaKHOCTb pPeKHUMa
JIe4eHus1, COOJIO/ICHHS MPENUCAaHUIN U PErYJIIPHOTO MOHUTOPUHTA JIJ151 TO/IEp KaHus
CTaOWIBLHOTO TeueHus 3abosieBanus. Takue akTtopsl, kKak nepeoxnaxacHue (5,9%;
95% JUW: 0,7-19,7) u npuem nekapcts (2,8%; 95% AU: 0,1-14,5), otmMeuanuch
3HAYUTENIBHO pexe. ODTO yKa3blBaeT Ha OrPaHMYEHHYIO pOJb Hecneuu(uyecKux
BHEIIHUX ()aKTOPOB 10 CPABHEHUIO C UHDEKIUSIMU U COOITIOICHUEM PEXKUMA JICUCHUS.
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11,8% ponureneit (95% [AU: 3,3-27,8) He cMOTJIM ONPEACIUTh MOTCHIIUATIbHBIE
MPOBOIUPYIONINE 0OCTOSTEIBCTBA, YTO MOJYEPKUBAET CIOKHOCTh OLICHKU (DaKTOPOB
o0ocTpeHusi B CeMEHHON Cpelie U BO3MOXKHOE BIUSHUE CKPBITHIX WM HEOCO3HAHHBIX
JIETEPMUHAHTOB.

Pe3ynbTaThl BBISBISIOT HECKOJIBKO KIMHUYECKHM BaXKHBIX 3aKOHOMEPHOCTEH,
COOTBETCTBYIOIIMX  MEXAYHApOJIHBIM  JaHHBIM, a TakkKe YyKa3blBalOT Ha
cnerupuaeckre s JaHHOTO KOHTEKCTa MPOOJIEMBI.

BaxHbIM BBIBOJIOM SIBJISIETCSI BBICOKAsI pACIIPOCTPAHEHHOCTh HEBPOJOTHUYECKUX H
COMAaTUYECKUX CHUMIITOMOB, O KOTOPBIX COOOIIAIOT poauTenu. Hapyuienus
koopauHatmu (35,3%), 3penus (23,5%), peun (17,6%) m ceHCOpHBIX (DYHKIUN
(14,7%) cOOTBETCTBYIOT MYJIbTUCUCTEMHOMY MOPAKEHUIO, ONUCAHHOMY IIPH JIETCKUX
JEMUETUHU3UPYIONIUX 3a00JIEBaHUAX, B YACTHOCTU IIPU PACCEIHHOM CKJIEpPO3eE,
OIOM u KIMHUYECKH U30JMPOBAHHBIX cuHApomax [4,p. 121]. M3BecTHO, 4TO Takue
CUMITOMBI 3HAYUTEIBHO BIUSIOT Ha (PYHKIIMOHATHLHOE COCTOSIHME U YCIIEBAEMOCTh B
nerckoM Bo3pacte [3,p. 263]. Tot dakt, uro 6omee 80% mereid B 3TOM UCCIETOBAHUU
UCIIBITBIBAIOT OTPAHUYEHHST B TIOBCEJHEBHOM JEATEIBHOCTH, MOAYEPKUBACT
CYILIECTBEHHOE BIMSHUE IEMUEITNHU3AIMN HA KaUE€CTBO KU3HU.

JlanHoe ucciaeqoBaHue UMEET PsiJi OTPAaHUYCHHM, KOTOPBIE CIIEAYeT YUUTHIBATH
MIPU UHTEPIIPETAIIUU PE3YIHTATOB.

Bo-niepBbix, BIOOpKa ObLIa MOTy4eHa METOJIOM IIeJI€HAPABIEHHON BEIOOPKHU U
COCTOUT TOJIbKO M3 pOJUTENel AeTel, rOCMUTAIU3UPOBAHHBIX B OJHOM TPETUYHOM
LEHTPE, YTO OrPAHUYMBAET BO3MOXHOCTH OO0OOIIEHUS pe3yJbTaTOB Ha Ooiiee
HIUPOKYIO MOMYJISIHIO.

Bo-BTOpBIX, pa3Mep BBIOOPKH, XOTSI M JIOCTATOYEH JJI KAa4eCTBEHHOrO H
OTIMCATEIFHOTO aHAIN3a, OTPAHUYMBAET BO3MOXKHOCTh CTAaTUCTHYECKOTO BBIBOJA U
BBISIBIICHHS PA3IU4YUi B MMOATPYIINAX.

B-Tperbux, Bce laHHBIE OCHOBaHbI Ha CAMOOTUYETAX U MOTYT OBbITh MOJIBEPKEHbI
BIIMSTHUIO MCKQKECHUN MaMATH WA POAUTENBCKOM HHTEPIPETAlMA CHUMIITOMOB. B-
YETBEPTHIX, HMCCIEAOBAHWE HE BKIIOYAIO KIMHUYECKHWE IIOKA3aTelu, TaKHhe Kak
pesynptatel MPT, dactoTa penmuaMBOB WIM Oaibl IO IIKaJIE HWHBAJIUIHOCTH
(manpumep, EDSS), kotopsie mo3BoimiIM Obl YCTAaHOBUTH KOPPEISALMIO MEXKIY
BOCTIPUSTHEM pPOAUTENEH W OOBEKTUBHBIMH XapaKTEpHUCTUKaMU 3aboieBaHus. B-
MATBIX, TPUITEPhl OBUIM ONUCAHBl CYOBEKTUBHO M HE OBUIM MOATBEPHKICHBI
KIMHUYECKUMHU 3anucsiMu. HakoHen, nomepeyHoe HCCIEAOBAaHUE HE TMO3BOJISET
OLICHUTh BPEMEHHbBIE U3MEHEHUS UJIU JOJITOCPOUYHBIE PE3YJIbTAThI.

Hecmotps Ha 3TH orpaHuYeHUs], UCCIEAOBAHNE UMEET PsiJl BAXXHBIX MMOCIEACTBUM
JUIST KIIMHUYECKOW MPaKTUKU U TUTAaHUPOBAHMS 3/ApaBooxpaHeHus. HeoOxoaumocThb
CTPYKTYpPUPOBAaHHOTO OOyY€HHUsS pOJUTENEH: BaxHas pojb HMHPEKIHH Kak
BOCIIPUHUMAEMBIX TPUITEPOB MOJUEPKUBAET BaXKHOCTh KOHCYJIbTUPOBAHUS CEMEH 1O
BOIpocam MpopUIaKTUKU UHPEKITUH, BaKIIMHAIIMU U COOJTIOJICHHS] PEKOMEH Iallui 10
JICYEHHUIO.

Heobxonumo pacuiputh Aoctyn K peaOunurtauud. HepaBHbll moctyn
OTCYTCTBHE peabWIUTAllUU JJIs HEKOTOPBIX JeTed MOJYEepPKUBAIOT HEOOXOIUMOCTh
CTaHJAPTHU3UPOBAHHBIX,  COPABEIJIMBBIX  NyTeW  peaOuiuTanuu,  BKJIIOYAs
pEeruoHalIbHbIE LIEHTPBI U MOJEIIH TeJIepeaOUIUTALINH.
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Bricokass BapUaTHMBHOCTh B  MPOSABIEHUM  CUMIITOMOB  IOJYEPKUBAET
HEOOXOJMMOCTh  YKpEIUIEHHWs TMyTell paHHEeW JUarHOCTUKM —  IOBBILICHHS
KBAIM(HUKAUMU TEAUATPOB M HEBPOJOrOB, a TaKX€ CBOEBPEMEHHOIO JOCTyIa K
HEHPOBU3YAIU3alUN U UMMYHOJIOTHYECKUM HCCIIEI0BAHUSM.

QOYyHKIMOHAIBHBIE OTPAaHWYEHHs W 4YacTble CHUMIITOMBI YKa3blBalOT Ha
3HAYNUTENBHYI0 HAarpy3Ky Ha JIAIL, OCYIIECTBIAIOIIMX YXOJA, YTO YCHJIUBAET
HEOOXOMMOCTh CEMEWHOTO KOHCYJBTHUPOBAHUSA, TCHUXOJOTHYECKON TOMIEPKKU U
COLIMAJIBHBIX YCIIYT.

3.4 DkcnepTHas OLEHKA OPraHM3alUM JHATHOCTMKH M MAPIIPYTH3ALUH
aeTeil ¢ 3a00/IeBAHUSAMHY CIIEKTPA PACCESIHHOTO CKJIepo3a

UccnenoBanue OBUIO HAMpaBICHO HA H3YUYEHHE CYIIECTBYIOIIEH CHUCTEMBI
JTUATHOCTUKUA U MapIIPyTU3AIMU JIETe ¢ MOJO3PEHHEM Ha JIEMHUEIHMHU3UPYIOIIHNE
3a00JIeBaHMsl  LIEHTPAJIbHOW  HEPBHOM  CHUCTEMBbI,  BBISIBICHHE  KIIFOYEBBIX
OpraHU3aIMOHHBIX, KIMHUKO-TUarHOCTUYECKUX U MEKYPOBHEBBIX 0aphEPOB, a TAKKE
pa3pabOTKy MPEMIOKEHUH [0 ONTUMHU3AIMU MaplipyTa MalueHTa Ha OCHOBE
IKCHEPTHOM oIeHKH. MeTomonornuecku pabota ObUla BBIMOJHEHA B (Qopmare
KaueCTBEHHOTO HCCIIEIOBAHUS C DJEMEHTaMH OINUCATEIbHOTO0 KOJUYECTBEHHOIO
ananu3za [220,p. 1229].

Uccnenosanne mnposoauioch B Mae 2024 roga Ha 0asze neauaTpUUYECKUX
nojApa3AesieHN TOCYJapCTBEHHBIX aMOyIaTOPHO-TIOJUKINHUYECKUX OPTaHU3alui U
YaCTHBIX MEAMIMHCKUX OpraHu3auuii ropoaa Anmatel. B kauectBe 00bekTa
MCCIIEI0BAHUS pacCMaTpUBaliach CUCTEMa MapIIPYTU3ALMUK JETEH ¢ MOJ03pEHUEM Ha
JEMUCITUHU3UPYIOIIUE 3a00JeBaHusl, a TMPEeIMETOM HCCICAOBaHUS BBICTYIAIH
OpraHU3allMOHHBIE M JAMArHOCTHUYECKHE Oapbepbl, BO3HHUKAIONIME HA dTamax
MEPBUYHOTO OOpaleHusl, CIEIUATU3UPOBAHHON KOHCYJIbTALIMK, HEHPOBU3YyIIU3allUU
Y TCHETUYECKOU TUarHOCTUKH.

s monmydeHusi SKCIEepTHOM MHGOpPMALMM MO BBISIBICHUIO Y3KHMX MECT B
mpollecce OKa3aHWUs MEAMIIMHCKOM MOMOIIM HCIOJIb30BaNach IleJICHANpPaBICHHAs
BBIOOpKAa, COOTBETCTBYIOIIAs JU3AaiHY  KAad4eCTBEHHOIO  HccienoBaHus. B
MCClIeI0BaHNEe OBUTU BKJIIOUCHBI 22 CIEIHAINCTA, HEMOCPEACTBEHHO YYaCTBYIOIINUE B
BBISIBIICHUM, JUArHOCTHKE, HAMpaBICHUU U TMOCIEAYIONIeM BEICHUU JeTeh C
MOJ03PEHUEM Ha JIEMUEITUHU3UpYOoIKE 3a00aeBanus. B cocTaB sKCrepTHOMN IpyMIIbI
BOLIUIM & mMeAuarpoB, 8 AETCKUX HEBPOJOTOB, 4 CIHelualucTa IO MarHUTHO-
pe3oHaHCHOW ToMorpapuu u 2 Bpauda-reHeTuka. DopMupoBaHHE BBIOOPKHU
OCYUIIECTBIISIIOCH 10 TMPUHIUIYY NPOohecCHOHATBHONW PpEIeBaHTHOCTH, TO €CTh B
MCCJIEI0BAaHNE BKJIIOYAIUCh T€ CHEUUAIUCTBI, KOTOPbIE B PEalbHON KIMHUYECKOU
MpaKkTUKE MPUHUMAIOT PEIICHHs Ha pa3IMYHBIX dTanax MapuipyTa HalueHTa |
00J1aJal0T OMBITOM CTOJIKHOBEHHS C JUATHOCTHUECKUMU 3aJIepP>KKaMU, TPYIHOCTIMHU
UHTEpIpeTaluu CUMIITOMOB u OTpaHUYECHUSIMU JOCTYIHOCTHU
BBICOKOCICIIMAIU3UPOBAHHBIX METOJ0B 00CIEA0BAHUS.

COop JaHHBIX MPOBOJIUIICS METOJIOM MOJYCTPYKTYPUPOBAHHOTO UHTEPBbIO. J[Jis
ATOT0 TMPEABAPUTEIBHO OBUI pa3pabOoTaH TEMAaTHUYECKUN Tal, BKIOYAIOIMINN
KJIIOUeBble OJIOKM BOIPOCOB, TMOCBSIIEHHbIE MOCIEAOBATEIBHOCTH MapuIpyTa
MalMeHTa, CpOKaM HaMpaBJICHUS Ha pPa3HbIX YPOBHAX MEIUIIUMHCKOW TMOMOIIIH,
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TUMWYHBIM ~ TPUYMHAM  JIMarHOCTUYECKHX 3aliepxkek, jgoctynHoctu MPT wu
FeHETUYECKUX MCCIIEI0BAaHUN, OCOOCHHOCTSIM B3aUMOJICUCTBUSL MEXIY MeIHATPaAMHU,
HEBpOJIOTaMHU, PAJAMOJIOTaMUd M TE€HETHUKaMM, a Takke (akTtopam, BIUSIONIUM Ha
CBOEBPEMEHHOCTh HAIPABIICHUS JIETCH B CICIUATU3UPOBAHHBIC WM HAIMOHAIbHBIE
pedepeHCHbIE IEHTPHI.

HNHTepBbIO MPOBOIUIUCH C UCMOJIB30BAHUEM MPEABAPUTEIHLHO Pa3pab0OTaHHOIO
PYKOBOJICTBA MO T€MaM, BKJIFOUAIOIIET0 BOMPOCHI 00 3Tanax HaIlpaBJeHUs MallueHTa,
TUMAYHBIX  3aJepPXKKaX, B3aUMOJCUCTBUM MEXKIY YPOBHSIMHU, JOCTYITHOCTH
JTUArHOCTHKU U (haKTopax, BIUAIONIMX HAa CBOEBPEMEHHOE HampaBieHue. THTepBbIo
ObuUTM 3amMcaHbl, pacmUpoBaHbl W MPOAHAIM3UPOBAHBI C HCIOJIH30BAHUEM
TEMAaTHYECKOTO KOHTEHT-aHain3a. KoaupoBaHuWe NpOBOAWIM JABa HE3aBUCHUMBIX
UCCIIEeIOBaTENsl, a pasHoIVIacus pa3pelaiuch NyTeM KoHceHcyca. (OCHOBHBIE
KaTeropuu ObUIM CTPYNIHUPOBAHBI B OJOKHU: MEPBUYHAS MEAUIIMHCKAs IOMOIIb,
muarHoctuka (MPT wu  reHeTtwka), cHenMaIu3UpPOBAHHBIM YpPOBEHb, CHCTEMA
HaIpaBJICHUS U KOMMYHUKAIHUSI.

[To pesynbraTam TeMaTHYECKOTO aHAIM3a BCE BBIABICHHBIE MPOOJIEMBbI ObUIH
CTpYIIIUPOBAaHBl B  HECKOJBKO  OCHOBHBIX  OJIOKOB:  IEPBUYHOE  3BEHO,
JTUATHOCTHUYECKUNA  JTal, CHEUUATU3UPOBAHHBIA  HEBPOJIOTUYECKHM  YPOBEHb,
IreHETUYEeCKash JMAarHOCTHKA, OPTaHW3allMOHHBIE MEXaHU3Mbl MapIIPpyTH3ALUU U
MeXIpodeccHOHaNIbHAST KOMMYHUKALIUS.

Craructrueckast 00paboTKa JaHHBIX IPOBOAMUIIACH B JiBa ATarna. Ha mepBom sTame
OblJIa BBIMOJHEHA OMHUCATEIbHAs CTAaTHCTUKA: JJIS KOJMYECTBEHHBIX IOKa3zaTele
ObLIM paccuMTaHbl MeauaHa U MeXKBapTwibHbIM pasmax (MKP), a mus
KaTerOpualbHBIX MTOKa3aTeneld — abCOMIOTHBIE U OTHOCUTEIbHbIE YacTOThl. Hapsiay ¢
KaueCTBEHHBIM aHAJIU30M BBICKA3bIBAHUN B MCCICIOBAHUU TMPUMEHSUICS SJIEMEHT
KOJIMYECTBEHHOT'O OMHUCATEIbHOr0 aHaiau3a. J[Jist 3TOro mno KaxaoMy TeMaTUYE€CKOMY
0JIOKY IO/ICUUTHIBANIACh YACTOTA YIIOMUHAHUS TOW WJIM UHOU MpOoOJIeMbl y4aCTHUKAMU
uccienoBaHus. B OTHOLIEHMM KOJIMWYECTBEHHBIX IIOKAa3aTesiell MCIO0JIb30BAIUCH
ONMCATENbHBIE CTATUCTUKH: MJI1 KOJIMYECTBEHHBIX MEPEMEHHBIX IUIAHUPOBAIOCH
ompelieieHne MEAHaHbl U MEXKBApTWIBHOTO pa3Maxa, a i KaTeropuaibHbIX
MIEPEMEHHBIX - pacueT a0COIIOTHBIX U OTHOCUTENIbHBIX YacCTOT.

Ha ocHoBaHuM MOMYyCTPYKTYpPUPOBAHHBIX MHTEPBBIO ¢ 22 creruaiucramu (8
neauaTpamMu, 8 JEeTCKUMU HeBposioramu, 4 cneuuaauctamu no MPT u 2
MEIUIIMHCKUMH TEHETUKaMH) ObLIM BBIABICHBI CUCTEMHBIC y3KHE MECTa Ha BCEX
KJIFOUEBBIX 3Tanax OKa3aHWs MEIMIMHCKOW MOMOIIY MallMeHTaM C IO0JI03pEHUEM Ha
JEMUETUHU3UPYIOIIUE U JISHKOIUCTpopuIecKre 3a00IeBaHMUs.

Kak moka3zano B Tabnuie 18, Ha ypoBHE MEPBUYHON MEIUIIMHCKOMN MOMOIIH
OONBIIMHCTBO meauarpoB (79%) OTMETWIM HEOOCTATOYHYIO OCBEIOMIIEHHOCTH O
JEMUETUHU3UPYIONIEH MaTOJIOTUH, YTO IPUBOAUT K YACTHIM OIIMOOYHBIM JUATHO3AM,
HanboJiee  paclpOCTPAaHEHHBIMH M3  KOTOPBIX  SIBISIOTCS  JHUEPAIUT U
MOCTTpaBMaTHUECKUE H3MEHEHHs. bojee MOJI0BUHBI PECHOHACHTOB COOOIIUIU O
TPYAHOCTSIX B UHTEPIIPETALUUA PAHHUX HEBPOJIOTUYECKUX CUMIITOMOB, UTO MPUBOJIUT
K 3aJIepKKaM B HaNpaBJieHUH K crienuanuctam (tadnuuna 20).
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Tabnuna 20 — OcHoBHBIE Oapbepbl HA MYyTH K MOJIYYEHUIO MEIULHUHCKOW MOMOIIU
JETSIM C MOJO3PEHUEM Ha JEMHEIMHU3MPYIoIUEe 3a00J€BaHMs, COTJIACHO AAHHBIM
MOJYCTPYKTYPUPOBAHHBIX UHTEPBBIO (n = 22)

IIpouent
Oran Bapsepst YYaCTHHUKOB, Tunuynsle IIpumeps! 0TBETOB
MapuipyTa YHIOMSIHYBILIU MIPOSIBIICHUS YYaCTHUKOB
X Ipobaemy
1 2 3 4 5

Henocratounas | 6 u3z 8 OrcyrcTBHE «Jlereit yacTo neyar Kak
OCBEJIOMJICHHOCT | II€ANAaTPOB paHHMUX CTpaJaIoLINX
b O (75%) CUMIITOMOB; SHIIE(PATUTOM UK
g depeHnraib 3aJiepiKKa TpaBMOIi, MOKa He

[leppuunass | HOWM HaIlpaBJICHUSA K CTaHOBUTCS OYEBUHO,

MEIUIMHCKA | TUAarHOCTHKE CHenuaanucTam 4TO 3TO

s TIOMOIIb JIEMUEIUHU3ALINSY .

(menuatp) OmmbouHbIe Su38 Henpasunbnas «Iloutn y BCcex
JUArHO3bI (62,5%) MHTEPIpETALMS JUAarHOCTHPYIOT

HEBPOJIOTUYECKHUX | COCYIUCTBIE
paccTpoiicTB 3a00JIeBaHUS WK
UHDEKIHION.

Hoctyn k JnurensHoE 18 u3 22 Bpewms oxunanus | «Jlaxke mauueHTsl,

MPT BpeMs (82%) OT 2 110 6 HeJeNb, | HyXXAaloIluecs B
OKHJaHUS 0COOEHHO B CPOYHOM MTOMOIIH, KAYT
o0clie1oBaHHS peruoHax HEACIAMUY.
OtcyTtcTBHE 15 n3 22 Pasnuunbie «MPT HyxHO
cTtangaptu3upoB | (68%) CXEMBI JICUEHUs, | MepeesaTh, IOTOMY UYTO
aHHOT'O HETIOJIHBIE He OBLIO MPOBEICHO
nporokosia MPT aHaJIU3bl FLAIR wnu DWI-

UCCJIEIOBAHUEY.
Paznmuunas 13 u3 22 Omuoku B «He Bce paguonoru
untepnperatma | (59%) UHTEPIIPETALIMA | YBEPEHBI B CBOUX
n300pakeHui BO3PAaCTHBIX 3HAHUAX M0 JETCKOU
W3MEHEHUH MPTy.

Hoctyn k Henocrtatok 6 u3 § Ilo3nuune «B pernonax Majio KTo

CHEIMAJIUCTa | OIbITa pabOTHI C | HEBPOJIOTOB | KOHCYJIbTAlIUY, CTaJIKUBAJICS C

M peakumu (75%) HECIIOCOOHOCTb nekoaucTpodusmu,
g depeHnman pacmo3Hath M03TOMY OHH B
HBIMU ATUNNYHBIC PacTepSHHOCTH.
JIMarHo3aMu cily4au
3aepKKu ¢ 4 u3 8 (50%) | Oxunanue «HaM Hy>XHBI YeTKHE
HaIpaBJICHUEM B «TUHAMUKW, KPUTEPHH TSI
CHell. LIEHTP CIIMIIKOM HEMEJIEHHOTO

MO3/IHHE HaIpaBJICHUS MAIUEHTOB
HaIpaBJICHUs K B CIIELMAIN3UPOBAHHbIE
CHEeHMaInCTaM HEHTPBI».
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[Iponomxenue Tabmuisr 20

1 2 3 4 5
I'enernyecka | Huskas 16 n3 22 Hamnpasiienue B «I'enernueckoe
i JOCTYITHOCTh (73%) JaCTHEIE o0clie0BaHUE — DTO
JUarHOCTHKA | TEHETUYECKOTO naboparopuu; POCKOIIIb; MHOTHE CEMbH
TECTHUPOBAHUS BBICOKHE 3aTpaThl | HE MOTYT cebe 3TOro
MIO3BOJIUTHY.
Tlo3nuee 15 u3 22 [TonTBepxknenue | «PebeHOK X0AUT IO
TE€HETUYECKOE (68%) JIMarHosa 4epes KpyTY, [TOKa HE CAENA0T
MIOITBEPKICHNE MecsLbl UIIU TE€HETUYECKOE
JMarHosa roJbl o0cIieIoBaHUEY.
Cucremunie | OtcyTcTBUE 18 n3 22 OtcytcTBHE «51 ObI XOTEN UMETH
poOsIeMbl TPUTTEPOB ISt (82%) YETKHUX KOHTPOJIbHBIN CITHUCOK
CTaHIapTU3UPOB «HaYyaJIbHbIX TOT0, YTO TpeOyeT
aHHOT'O MOAX0/1a TOYEK» VIS CPOYHOT'O HAIIPABICHUS.
HamnpaBJICHUs K
cHenuagIucTam

Bce yuwactHukum coobummuim o mpobiremax ¢ goctynom k  MPT  Ha
IUarHocTHYecKoM odtare. Bpems oxunmanuss MPT B Heckonapko Hemenb OBLIO
oTMeueHO B 83% MHTEPBBIO, 0OCOOCHHO B permoHaIbHBIX HeHTpax. [llectpaecar cemb
MPOILIEHTOB CMEUATUCTOB YKa3ajdd Ha OTCYTCTBUE CTaHAAPTU3UPOBAHHOIO MPOTOKOJIA
MPT nys1 BBISIBICHHS TPEANOJAaraéMbiX JAEMHUCIMHUZUPYIOMIUX 3a00J€BaHUM, UYTO
MIPUBOJUT K HEMOCTOSHCTBY KadyeCcTBa OOCIIEIOBAaHUS M CHHUXKACT JUATHOCTHYECKYIO
IIEHHOCTh TEPBUYHBIX ucclenoBaHui. Bpauu, mnposomsmme MPT, Takxke
MOJTBEPIUIIA PA3IUUYUs B YPOBHE CBOEH MOJATOTOBKM B MHTEPIPETALMU BO3PACTHBIX
M3MEHEHUN Ha HEHPOBU3Y ATU3AIMOHHBIX U300paXKECHUSX.

Cpenu nerckux HEBpoJoroB 75% OTMETWIM HEIOCTATOYHBIA OMBIT B JICUEHUU
PeOKUX JIEMHEIMHUUPYIOMMX | HACIEACTBEHHBIX 3a00JIeBaHUM, OCOOEHHO B
pEeTHOHANBHBIX LEeHTpax. [lojoBHMHA YYacTHHMKOB OIpoca yKa3zajla Ha 3aJEpiKKY
HalpapjeHUs TMAIMEHTOB B HAIMOHAJIbHBIE pe(epeHTHBIC IIEHTPHI, YTO 3aTATHBACT
JTAArHOCTUYECKUN MTPOLIECC U OTPAHUYMBAET BO3MOKHOCTHA PAHHETO BMEMIATEIHCTBA.

OTCyTCTBUE T€HETUYECKON TUArHOCTUKY SIBJISIETCS. KPUTUYECKUM Y3KUM MECTOM:
KaK F€HETUKH, TaK U 73% Bpauel Ipyrux CneuualbHOCTEH OTMETUIIN KpailHEe HU3KYIO
JOCTYIIHOCTb ~ MOJIEKYJISIPHO-T€HETUYECKOTO  TecTupoBaHus. llanweHTtsl 4yacrto
MOJIYYarOT T€HETUYECKOE TMOJATBEPIKIECHUE JUArHO3a YepPe3 MECSIBI WIIM TOJbI MOCIIEe
Hayaja CHUMITOMOB, YTO OCOOEHHO TMPOOJIEMaTHYHO TPU TIOJO3PEHUH Ha
HACJIEICTBEHHBIC JIEHKOIUCTPODUH.

Bcecroponnuii aHan3 mokasai, 4TO KIH0YEeBbIMU (PakTOpaMu, IPUBOIAIIUMEU K
3aJepKKaM B JUArHOCTHUKE,  SIBIISIFOTCA ~ HU3Kask  OCBEJOMIICHHOCTH O
JIEMUCTUHU3UPYIONIUX 3a00JICBaHUSX B TIEPBUYHOM 3BEHE 3PaBOOXPaHECHUS,
OTCYTCTBHE CTAaHJAPTU3UPOBAHHBIX MPOTOKOJOB MPT, pa3nuuHblii YpOBEHbB
KBATU(PUKAIIMA PETrHOHAIBHBIX HEBPOJOrOB M OTPpAaHWYCHHAs JOCTYIMHOCTH
TCHETUYECKOTO0  TECTUPOBaHUA. OTHU  (PakTOpel  CO3JAIOT  JUIMTEIbHBIA |
(bparMeHTUPOBAaHHBIA TyTh TNAaIlMEHTa W TPeOYIOT CHUCTEMHON CTaHIapTHU3aIUU
MapIIpyTOB.
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B pesynbrare WHTEPBBIO, MBI BBISIBWJIM CHCTEMHBIC Oapbephbl, KOTOpPHIC
3aTATMBAIOT  JUArHOCTUYECKUM MpoLecC JUId JeTed € [OJAO3pPEHHEM  Ha
JEMUETUHU3UPYIONIUE 3a00JIeBaHMs: HU3KUUA ypOBEHb IOJO3PEHUSI HA YpPOBHE
MEPBUYHON MEUIMHCKON MOMOIIH, OTCYTCTBUE CTAaHAAPTU3UPOBAHHBIX MPOTOKOJIOB
MPT wu 1maGioHOB OTYETOB, BAapUATHUBHOCTh KBadU(UKAIMK PETHOHAIBHBIX
HEBPOJIOTOB U OrPaHUYEHHAs JOCTYITHOCTh T€HETUYECKOW TUAarHOCTUKH.

DT pe3ysNbTaTbl  COMJIACYIOTCS  C  MEXKIyHapOJHBIMH  0030pamu,
MMOKAa3bIBAIOIIMMH, YTO 33JC€PKKM B JIMArHOCTHUKE W HAINpPaBICHUHU JETEH B
CIIELIMAIM3UPOBAHHBIE L[EHTPBl OCTAKOTCA PACIPOCTPAHEHHBIM SBIICHUEM [aXE B
pPa3BUTHIX CTpaHax. Bo MHOrmx KOroprax OTMEYaercsh BBICOKHW yPOBEHb IO3JIHHUX
HaIIpaBJICHUN U IIMPOKUHN IMaNa30H BPEMEHU OT Hayajla CUMIITOMOB JI0 IIOCTaHOBKHU
JIMAarHo3a, YTO YXYJILIAET PE3yJbTaThl JICUEHUS U 3a[E€PKUBACT HAYAJIO TapPre€THOU
teparmuu [8,p. 1385]. AHalorH4YHBIE 33aJICP)KKU B JUATHOCTUKE OBLIM OTMEUYEHBI B
MEKIYHAPOIHBIX KOTOPTaxX JIETEN C pACCEIHHBIM CKJIEPO30M, T'JI€ MO3HEE BBISBICHUE
U (parMEeHTUPOBAHHBIC JIMATHOCTUYECKUE MYTH OCTAIOTCA PaCHpOCTPaHEHHBIMU
npoOiemMami.
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4 PASPABOTKA KOMIIJIEKCHOI'O AJITOPUTMA JUATHOCTUKHA
PC Y JJETEH B KA3BAXCKOMH NONYJISIUN

Paccesaubiit cknepo3 (PC), manudectupytonmii B neauaTpudeckoM BO3pacTe,
MOXET MPUBECTHU K 3HAUUTEIHLHOMY YPOBHIO HHBAJIUIHOCTHU B 00JIee paHHEM BO3pacCTe,
YEM PaCCESIHHBINA CKIIEPO3 Y B3POCIBIX.

N3BeCTHO, YTO ATHOJIOTHS PACCESIHHOTO CKJIEpO3a B JIETCKOM BO3PacTe SIBISIETCA
MHOT0(aKTOPHOH, BKITIOUAIOIIECH CII0KHOE B3aUMOICUCTBUE MEXKY TCHETUIECKUMU U
AKOJIOTHYECKUMU (hakTOpaMu pucka. Mes uzydeHust BO3IeMCTBUS B paHHEM BO3pacTe
u (axropoB pucka PC mus ompeneneHuss Oojee paHHUX I[EICHANPABICHHBIX
BMEIIATENIBCTB MPOTUB 3THX JAETEPMHUHAHT PUCKA ISl IPEIOTBPALIEHUS 3a00JI€BaHNUS
SBJISIETCSl BAXKHOM KOHIIENIMEN B DTOM 001acTH.

HauGonee mupoko u3ydeHHble W HauOosiee BEPOSITHbIE MOIUDUIIMPYyEMbIe
JNETepMUHAHTBl pUCKa, cBa3aHHble ¢ PC y nereif, BkiIO4aroT (akTOpbl pPHUCKa
OKpY>KaroIliel cpejibl, Takue Kak Bo3jaeiicTBue Bupyca dnmreitna-bapp (EBV), Huzkuit
ypoBeHb 25-(OH) runpokcuButamuHa D B CHIBOpOTKE KPOBH / Majoe BO3JACHCTBUE
COJIHIIA, JUETAa U U3MEHEHUS MUKPOOMOM B KHUILIEYHUKE, OKUPEHUE U BO3JIEUCTBUE
KYpEeHUsI CuUraper | JpYrux pasapaxuTtened Jerkux. Kpome Toro, ponb
MepUHATAIBHBIX (PAKTOPOB pPHCKa B PHUCKE PACCESHHOIO CKJIepo3a BCE eIl
OLICHUBAECTCS.

Knunnueckue 0COOEHHOCTH, TPYAHOCTH B JTMarHOCTHUKE,
HEWPOBU3YAIU3ALMOHHBIE TPOSIBICHUS, TEPANEBTUYECKUE BO3MOXKHOCTH U XOJ
MaTOOMOJIIOTMYECKUX UCCIEIOBAHUM MPU PACCETHHOM CKJIEPO3€ C HA4aJIOM B JIETCKOM
U MOJPOCTKOBOM BO3pacTe ObUIM OCHOBAHbI HA MHOTUX HOBBIX JAHHBIX, MOJYYEHHBIX
3a nocneauue 7 net. HanmoHanbHbIe NpOrpaMMbl B HECKOJIBKUX CTPaHaX, COBMECTHBIE
MCCIIEIOBATENbCKUE YCWIIUS M CO3JaHHAs MEXAYHapoJHash Tpylna Mo H3YUYEHHUIO
pacCesTHHOrO0 CKJIepo3a y JIeT€l HampaBleHa Ha IMEPEeCMOTp KIMHUYECKHX
JUAarHOCTUYECKUX KPUTEPHUEB, OINPEICIICHUE MPU3HAKOB PACCESIHHOIO CKJIepo3a C
yuéToM Bo3pacta JebOrota 3abojeBaHus U pa3pabOTKy  aJanTHPOBAHHBIX
pekomeHanui no repanuu aerckoro PC. B psiae KpynHbIX KOTOPTHBIX UCCIIEI0BaHUN
M3YYAITHUCh OTHOCHTEIIbHBIE PHUCKH, 00yCIOBICHHBIE Tr€HETUYECKUMU
MPEeNPacloiOKeHHOCTAIMU W (aKTOpaMu BHEIIHEW Cpeabl, BIMSIONIME Ha
Bo3HUKHOBeHUE PC y nereil.

Ocoboe BHUMaHUE yaemsuioch xapakrepuctuke MPT-usmenenuii, BkiIIOUas
KAueCTBEHHBIN aHalu3 paclpelesieHus O4yaroB JAEMHUEIMHU3ALUM MU OLEHKY HX
3HAUUMOCTH sl  AuarHoctuku PC  cormacHo CylIeCTBYIOUIMM — KPUTEPHUSIM.
KonuuecTBeHHbIE MCCIENOBaHUS OLEHWIN OOIIYI0 HArpy3Ky MOPaXXEHUsl U BIIHSHUE
3a00JieBaHUs Ha TJIOOANbHBIH M PErMOHAIbHBIM 00beM Mo3ra. ['ymopalibHbIE U
KJIETOYHBIEC aHAJIM3bI BHIIBUJIM AHTUTENA POTUB MUEIIMHA, OCIIKOB KAJIMEBBIX KAaHAJIOB
u npodpunu T-kiIeTok, KOTOphle MOMJEPKUBAIOT penepTyap T-KiIeTok, momgoOHBIN
B3pOCJIOMY, M KJIETOYHYIO PEAKTUBHOCTH MPOTHUB MHEIHMHA Yy JIETEH C pacCestHHbIM
CKJIEPO30M.

Taxoke, 6e30macHOCTh U 3P (HEKTUBHOCTh CTAHAAPTHOU TEPANUK TIEPBOU JIMHUH B
MEeIUATPUYECKON TMOMYJISIMA  PACCESTHHOTO CKJIEpOo3a B  HACTOSIIEE BpeMs
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OIICHUBAIOTCSl OoJiee MOAPOOHO, W OBUTU MPEJIOKEHBI COTJIACOBAHHBIC B3IJISIBI HA
Oyzyuiee NpoBeICHUE U OCYIIECTBUMOCTb UCIBITAHUM 3 (pa3bl AJis1 HOBBIX JIEKAPCTB.

ITo pesyapTaTam uccienoBaHUus HaMu ObUT pa3paboTaH KOMILIEKCHBIM alropuTM
JUAarHOCTHKU PACCESHHOIO CKIIEPO3a y AETEN B Ka3axCKOM nomysanuu [226,p. 318].

Crnenyer OTMETUTh, YTO KJIMHUYECKHUUA MPOTOKOJ JTUArHOCTUKUA W JICYEHUSA
paccestHHOTO cKiiepo3a B PecniyOnuke Kazaxctan ooHoBiieH B 2022 ropy.

Knunuueckue ouacrnocmuueckue kpumepuu.

PemutTtHupytomiee reuenue 0one3nu Hadmonaercs 0omnee ueMm y 97% naiueHToB ¢
NeOI0TOM  paccesHHOro ckiepo3a B Bo3pacte g0 18 ;er. IlepBuuHo-
MPOTPECCUPYIOIIAM PACCEIHHBIM CKIIEPO3 OYEHb PEAKO BCTPEYAETCA Yy JETEM U
MOAPOCTKOB U Bcerjia TpeOyeT oOIMIUPHOM OLICHKH ISl alIbTePHATUBHBIX IMarHO30B. B
UCCJIEI0OBAaHUN KIMHUYECKUX IPOSIBIEHUN B 3aBUCHMOCTH OT BO3pacTa Hauajia
3a0oneBanus y Jered muamgmie 11 jeT yame TposIBISUITUCH MOTU(OKAIBHBIC
MPOSIBIICHUSI, MMEIOT MPUCTYMBI, MOPAKAIOIIUE CTBOJ MO3ra, WU JIBUTATEIbHBIC
HapyIUICHUs], U, KaK NPaBUJIO, UMEIOT O0Jee TSKENble OCTPhIE HApYIICHUS, YeM Y
MOKWJIBIX NMAIlMEHTOB.

Coo06manock 0 BBICOKOM 4acTOTE PELUANBOB B MEPBbIE HECKOJBKO JIET MOCIe
Hauaja 3a0oseBaHus. ['ogoBas yacToTa pelUIAMBOB Ha ISITOM roay 0oJie3HU Oblia
camkena (0,79, nuanazon 0—4 y nmereil, BnepBble 0OpaTuBIIMXCS B Bo3pacte 10 11
ner). Kazaxcranckuil KIMHMYECKUN POTOKOJA JUAarHocTuku u jgeuenus PC y gereit
MMEEeT KPUTEPUHU OIIEHKHU KIMHUYECKUX KApTUH — MIKajia (yHKIIMOHATBHBIX CUCTEM 10
Kypruke (J.  Kurtzke). Haubonee mnonynasipHbIM 151 HIMPOKO
UCIOJb3yEMbIM  HMHCTPYMEHTOM  siBIseTcs  PacumiMpeHHas  mkajla — cTaryca
unBanuaHoctu (EDSS) Kypuke [2,p. 3291]. EDSS - 510 mKkama OLCHKH
(YHKIMOHAIBHBIX CUCTEM IEHTPAIbHON HEPBHOW CHUCTEMBI, YNpaBIlsieMas BPauOM.
EDSS wucnonb3yercst Ajisi Onucanusi MporpeccupoBanus 3a001€BaHUs Y MAIIMEHTOB C
PC u nnsa onenku 3QGeKTUBHOCTH TEPaNeBTUYECKUX BMEIIATEIIHCTB B KITUHUYECKUX
ucnbiTaHusgX. OH COCTOUT U3 MOPSIAKOBOM PEUTUHIOBOU crcTEeMbI OT 0 (HOpMaIbHBIMI
HeBposiornueckuit craryc) 10 10 (cmepth ot PC) ¢ marom 0,5 (ripu noctuxenun EDSS
1).

ToyHas AMarHOCTUKA HEBPUTA 3PUTEIHLHOIO HEPBA MPU TOCHUTAIN3ALNN UTPAET
KJIIFOYEBYIO POJIb B CBOEBPEMEHHOM Hayaje Tepaluu y MalUEHTOB C PacCEeIHHBIM
CKJIEPO30M, pAaCCTPOMCTBAMHU CHEKTPAa ONTHUKO-CIMHAJIBHOIO MHEIUTA  WIH
3a00JI€BaHUsIMU,  ACCOUMHUPOBAHHBIMM  C  AaHTUTEIAaMU K  MHUEJIHMHOBBIM
OJIUTOJICHIPOLIUTAPHBIM TJIMKOTIPOTEUHAM. DONUIEMHUOJIOTUYECKUE  JAHHBIC
CBHUJICTEIICTBYIOT, UTO HEBPHUT 3PUTEIHLHOTO HEPBA Yallle BCEro pa3BUBaeTcs Ha (hoHe
Pa3IMYHBIX COCTOSIHUM, HE CBSI3aHHBIX C PACCEIHHBIM CKJIepo30M. [IpuuunHsbl, TeueHue
M TAaKTUKA JICUEHUS HEBPUTA 3PUTEIBHOIO HEPBA BO MHOIOM 3aBUCAT OT
reorpauueckoro peruoHa, JAOCTYNMHOCTH MEIUIIMHCKON TMOMOIIM W ITHUYECKHUX
0COOEHHOCTEH ITaleHTa.

JluarHocTHYEeCKUE TMOAXOAbl 0a3upPyIOTCS Ha KIMHUYECKUX TMpHU3HAKAX,
MO3BOJISIIOIIMX ~ 3aMOJIO3PUTh  BO3MOXHBIA ~ HEBPUT  3PUTEIBHOrO  HEpBA.
JlonoJIHUTENbHBIE MapakJIMHUYECKHEe MeToAbl, BkItodyas MPT romoBHoro mosra,
OpOUT M CEeTYaATKH, a TaKKe ONpeAeNieHHe CHEeUU(PUUECKUX aHTUTEI U JPYrUX
OCNKOBBIX OHMOMApKEpPOB, TMO3BOJSIOT YTOYHUTH JHMArHO3 KOHKPETHOTO THIIA
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ONTUYECKOTO HEBpUTA. OTU METOJAbl MOTYT NPUMEHSTHCS PETPOCIEKTUBHO K
apXMBHBIM 00pa3naM ¥ HUCTOPUYECKUM BHU3yalIM3allUsIM, UYTO oOOecrneyuBaeT
MEPCIIEKTUBY IS MTOCIEAYIOMMNX BaTUAALMOHHBIX UCCIIEIOBAHUM.

Hcnonp3oBaHue TaKuX KPUTEPUEB CHUIKACT PUCK OIMIMOOYHOW TMAarHOCTHUKH,
Mo3BOJiAeT OoJiee TOYHO OIEHUTh TeYeHHE 3a00JieBaHMs, CIOCOOCTBYET
IJJAHUPOBAHUIO KIMHUYECKUX MCCIEAOBAHUN W TOMOTAET BpadyaMm MPUHUMATH
000CHOBaHHBIC pEIIEHHUS O HEOOXOJAUMOCTH JOJTOCPOYHOM (apmakoTepanuu,
YUYUTBIBAsI MHIUBUIYaJTIbHBIC 0COOCHHOCTH TTOPKECHUS 3pUTEIBHOTO HEPBA.

PaccessHubIil ckiepo3 ¢ HauyajioM B JETCKOM BO3pacTe CBs3aH ¢ Ooiee
JUTUTEIBHBIM MEPUOJIOM MEX]Y MEPBBIM MPHUCTYNOM M (PU3MUECKOW MHBATUIAHOCTHIO
(omenka EDSS) mo cpaBHEHHMIO C pPacCesTHHBIM CKIEPO30M Y B3POCIHBIX, XOTS
OMOJIOTUYECKUU BO3pPACT HACTYIUICHUS WHBAJIUIHOCTU y MAlMEHTOB C J€OIOTOM B
JETCKOM BO3pacTe npumepHo Ha 10 et pansblie.

HucmpymenmanvHnvle ouazHocmuyeckue Kpumepuu.

HetipoBusyanu3anus ¢ 6osiee BEICOKOH Crenn(pUIHOCTHIO U MPOCTPAHCTBEHHBIM
pa3pelIeHuEM MO3BOJSET ropas3io TOUHEE ONMPEAEIUTh JIOKATU3ALUUI0 NOPAKEHUN U
3HAYUTENIBHO YJIy4IllaeT JUarHOCTUKY HEBPOJOTHUYECKUX PACCTPOMUCTB.

MarnuTHO-pe30HaHCHass  ToMorpadus (MPT)  saBnsieTcss  KJIIOYEBBIM
MHCTPYMEHTAJIbHBIM METOJIOM JUArHOCTHUKHM PACCEIHHOTO CKJIEp03a, BKIIOYAs €ro
NMPOSIBIICHUST B  Neauarpudeckor  momyianuu.  Cyuraercs, 4YTO  CTENEHb
MaTOJOTMYECKOTO MOPAXKEHUST MO3ra NPHU IMEPBOM KIMHUYECKOM DIN30J€ y NETEH,
ne6rotupyromux ¢ PC, 00bIYHO HUXE, YeM Y B3POCIBIX MAIIMEHTOB ¢ aHAJIIOTUYHBIM
3a00JIeBaHHEM, U3-32 MOJIOJIOTO BO3pacTa MHOTUX JETEH C pacCEeIHHBIM CKIIEPO30M U
CBA3aHHBIX C BO3PACTOM BPOXKIECHHBIX OTPAHUYEHUN BO BPEMEHU I HAKOIUICHUS
cyOKJIMHUYeCKUX nopaxenuit Ha MPT.

OnHako KOJWYECTBEHHBIM aHAN3 OOBEMOB MOpakeHUs 12 y MalHUeHTOB C
pacCessHHBIM CKJIEpPO30M C Je0I0TOM B JIFOOOM BO3pacTe, MOJYUYECHHBIX HAa PaHHUX
CTaausX 3a00JIeBaHUS U COMOCTABUMBIX I10 JUIUTEIBHOCTH 00JIE3HU, TTIOKA3AJI0 CXOXKHE
o0beMbl T2-rUnepuHTEHCUBHBIX o4daroB. IIpu sToM y gereil Habmromanmuch Oosee
BbIpakeHHbIE T 1-rUMOMHTEHCUBHBIE MOPAXKEHUs, 0COOCHHO B HH(PATEHTOPUATHHBIX
CcTpykTypax. Otu aaHHble MPT KoppenupyroT ¢ BBICOKOM YacTOTOW MPOSIBICHUN
MOpa)XKeHHs CTBOJIA MO3Ta, XapakTepHou aist neauatpudeckoro PC.

PykoBoicTBa MO MAarHUTHO-PE30HAHCHOM ToMorpaduu TMpHU PACCEIHHOM
ckiepose 2015 r. u pekomengaunu KoHcopimyMa IIEHTPOB PACCEIHHOTO CKJIEpO3a
2016 r. mo ucnonp3oBanuro MPT B guarHocTMKE U MOHHUTOPHUHIE PACCESIHHOTO
CKJIEpPO3a CIENalM BAXKHBIA IIAr HA MYTH K HaIeKalemy ucnonb3oBanuro MPT B
MOBCETHEBHOM KIMHUYECcKoU mpakTuke. C MOMEHTa WX OOHApOJIOBaHUS TIPOU3OIIIEI
3HAYUTENIbHBIM TPOrpecc B 3HAHUAX, BKIIOYasg MEPECMOTP AUArHOCTUYECKHUX
kputepueB Maxknonanbaa B 2017 roay, HOBbIE OomMaceHUs MO MOBOAY O€30MacHOCTH
BHYTPUBEHHOT'O BBEJCHUSI KOHTPACTHBIX BEIIECTB HA OCHOBE T'aJ0JIMHUS U 3HAUECHUE
MPT cnuHHOTO MO3ra s JUAarHOCTUKHU, MPOTHOCTHYECKUX IEJIEed U MOHUTOPHHTA.
Otu  pa3paboTku ObUIM YUYTEHbl B OOHOBJIEHHOM KIMHUYECKOM MPOTOKOJIE
JTUATHOCTHKYA W JICUCHUSI TAIIMEHTOB C PAaCCESHHBIM CKJIepo3oM B PecnyOnuke
Kazaxcran.
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PeﬂaKI_[I/ISI KIIMHUYCCKOI'O IIPOTOKOJIa B obiact wucnonb3oBanus MPT JIIA

MalUEHTOB C paccesHHbIM CKJIIEPO30M 00beTUHSIET pEKOMEH 1Al
UCCIEIOBATENbCKOM TPYyNIbI 1O MAarHUTHO-PE30HAHCHON Tomorpaduu mpu
paccesHHOM  ckjepo3e, KoHcopumymMa IIEHTpOB pPaccesHHOTO CKIepo3a H

CeBepoaMeEPUKAaHCKOTO KOOTIEPATUBA 110 BU3YAJIU3ALUN IIPH PACCETHHOM CKJIEPO3€E, a
TaKXXe IO3BOJIAET MIPOAEMOHCTPUPOBATh PE3YIbTAThl UCCIECAOBAHUN B KIMHUYECKOU
IIPAKTUKE M YJIy4dlIUTh wucnons3oBanne MPT nmimsg nuarHocTuku, mnporHosa u
MOHHUTOPHHIA IETEN C PACCESIHHBIM CKIIEPO30M.

Hamu pexomenayercs BHECTM HU3MEHEHHUS B NPOTOKOJBI mosaydeHus MPT,
HallpuMep, MOJYEPKHYB LIEHHOCTh BOCCTAHOBIICHUS TPEXMEPHOM WHBEPCUU C
ocJIa0JIEHUEM JKUJIKOCTH B KauyeCTBE OCHOBHOM MOCIEN0BATEIbHOCTH HMITYJIbCOB
TOJJOBHOTO MO3ra, 4YTOObI MOBBICUTH TOYHOCTh JUArHOCTHUKHM U CIIOCOOHOCTH
UACHTU(UIUPOBATh HOBBIE MOPAXKEHUS ISl MOHUTOPUHTA 3(PPEKTUBHOCTH JIEUEHHUS,
Y MBI NIPEIOCTABISAEM PEKOMEHIAMU ISl Pa3yMHBIX MCIIOJIB30BaHUM KOHTPACTHBIX
BCIIECTB HAa OCHOBE TaJOJIMHUA JUIi KOHKDETHBIX KJIMHUYECKUX  LICJICH.
JIOTIOTHUTENBHO MBI IpejjiaraeM pexkomeHaanuu Ha npuMmenenue MPT y OoabHBIX
paccesHHbIM CKJIEpO30M B JETCKOM BO3pacTe, BO BpeMs OEpeMEHHOCTH U B

MOCJIEPOI0BOM Tiepuojie (Tabnuua 21).

Tabnuua 21 — MPT-nipu3Haku paccestHHOTO CKIIepo3a y AeTel U ero UMUTaTOPOB

86

3aboeBaHus Yacreie nokasarean MPT | OO0Omue ocoOeHHOCTH OcobeHHocTH
MPT aJbTEPHATUBHBI X
JIMarHo30B
1 2 3 4
PaccesaHbII bonee omnoro IOkcrakopTukanpuple | OTCYyTCTBHE MTOPAKEHUM
CKJIEPO3 MIEPUBEHTPUKYJISIPHOTO MOPAKECHUS T2 Ha HMCXOAHOM YpPOBHE
nopaxenust T2
IlepuBeHTpUKYIIIpHBIE [Topaxxenus crBona HecnocoOHocTb
MOpaKeHNS, MO3ra WK MO3XKeUKa 33JI0KyMEHTHPOBATh
OPUEHTHUPOBAHHBIE HapacTaHHe MOPAKECHUS
NEePIEHAUKYIISIPHO T2
MO30JIUCTOMY TEILy
bonee omuoro Huzkuii o0t MenunreansHeI
TUITOMHTEHCUBHOTO 00beM Mo3ra rajoJMHUI-
MOPAXKEHUS MOJIOKUTETTBHBIN
T1
T"amonuaunii- Buaumelie nopaxxeHus
TIOJIOKUTEIIbHBIE kopptHAT2 mpu 1,5
raJIoJIMHuMN- wiu 3T
OTpHIIaTeIbHbIE
MIOPAXKEHUS
Huzkwii 00beM OuaroBas nmotepst
Tajamyca o0BpeMa Kopbl
Octpoiit Menee nByx Juddy3abie HeYeTKHE | Y CUIICHHE BCEX
[paccesiHHbIM MIEPUBEHTPUKYIISIPHBIX MyJbTU(OKATIBHBIE | IOPKEHUN
HHIIEDATIOMUETTUT MOpaXKEHUM JIBYCTOPOHHUE
MTOPAKECHUS




[Iponomxenue Tadnuisl 21

1 2 3 4
OtcytcTBHE [IpononbsHo-
HEKOHTPACTHBIX pacrpoCTpaHEHHBbI i
TUIOWHTEHCUBHBIX T1 TIOTIEPEYHBI MUEIIUT
O4aroB (Ipu BOBJICUECHUH
CIIMHHOT'O MO3Ta)
Ornrruecknit IIpononsHo- Juddysnsie HeueTkne | OTCyTCTBHE TOPAKEHUS
HEHPOMHUEITUT pacrpoCTpaHEeHHbBIN MTOPAXKEHUS TOJIOBHOTO | 3pUTENBHOTO HEPBA WIH
HOTIEPEYHBII MUETTUT Mo3ra CIIMHHOI'O MO3ra ¢
TE€YCHUEM BPEMEHU
[lopaxxeHnue JUIMHHBIX OnyxoneBuaHbIE Hanuune equHCTBEHHOTO
3pUTEIBHBIX HEPBOB MOPAKECHUS YETKO OYEPUYEHHOTO
HOpaXKEHUs
JmniiedasHbIe XuasMalLHEIE OuaroBbie TTOPAKEHUS
HOPAXKEHUS MOPAXKEHUS CIOMHHOI'O MO3ra
IleprnakBeyKTanbHbIE
HOPAXKEHUS
XpoHHUECcKast OTcyTCTBHE TOPAKEHUS lMagonuamii- OOmupHBIe TOPAKEHUST
[pEeLUIMBUpPYIOLIas | TOJIOBHOI'O WJIM CIIMHHOTO IOJIO’KUTEIbHBIE 3pUTENBHOTO HEPBA
BOCHIAJIUTEIIbHAs Mo3ra [IOPKECHUS 3PUTEIILHOTO
HelponaTus HEpBa
SPUTEIIBHOIO HEPBA OmHOCTOpOHHEE UITH XuasMajbHbIe Jlakrar JUTST
JIByCTOPOHHEE NIOPaKEHHE HNOpAKEHUS MarHUTHO- PE30HAHCHOM
3pUTEJILHOTO HEPBA CHEKTPOCKOINYI
Backymnur LITHC MeHuHreansHbli MynbTU(OKAIBHBI € OtcyrtcTBHE
MOJIO’KUTEIbHBIN nopaxenus T2 KOPKOBBIX TOPayKEHUI
raJI0JIMHAI
OuaroBble nopaxkenust | HeBpur 3purenbHOro
Kopsl T2 HEpBa U
MOPAXKEHUS CIIMHHOTO
Mo3ra
[Topaxenus Ha | HopmambHas I
MarHUTHO- PE30HAHCHOM | IOYTH HOpMajbHas
aHruorpauu MPT
TOJIOBHOTO MO3ra
AHruorpadudecku e
MIPU3HAKHU COCY IUCTBIX
OycuH

Jlabopamophvie uccnedosanus. I'enemuueckoe uccieoosanue.

HauGonpmmii BkIIal B TEHETUYECKUN PUCK PACCESTHHOTO CKJIEpO3a KaK y JIETeH,
TaK M y B3pOCHbIX BHOCAT crnenuduueckue ramiotunsl awienss HLA-DR rimaBHoro
komiuiekca rucrocomectumocty (MHC), ¢ MeHpIIMM BKIaJOM HECKOJIBKHUX
OJIHOHYKJIEOTUHBIX MOJUMOPPU3MOB B I'eHaX, KOTOpble B OCHOBHOM BIIUSIOT Ha
UMMYHHYI0 (QyHKuuio. B uccnenmoBanuu, oneHuBaBiieM uactoty amnens HLA-
DRB15 y 64 nereii ¢ paccesHHbIM ckiepo3oMm, 206 nereid ¢ MoOHO(A3HBIM
NPUOOPETEHHBIM JEMUETUHU3UPYIOIMIUM CUHAPOMOM U 196 nereil KOHTPOJIbHOU
rpynmnel, y Jered ¢ 1o KpailHer wmepe onHuM amnenemM DRB1*15 wame
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JIMarHOCTUPOBAJIM PACCEIHHBIA CKepo3 (oTHomeHue mancoB 2,7, p<0,001). Css3b
MEXy pacCesTHHBIM CKJIEPO30M Y aeTeid, BupycHbiMU uHpekuuamu u HLA- DR15*01
Takke ObL1a 3aperucTpupoBaHa B koropre nanuenTon u3 CIIA.

B namem uccnegosanuu DRB1*15 u accounupoBanHbie ¢ HUM TeHbl Hanbosee
pacnpoCTpaHEHbl B IPYIIE MAllMEHTOB ¢ 3a00J€BaHUsAMHU, accolMpoBaHHbIMU ¢ PC.
Tak, wHammume ramtoruna DRB1*15~DQA1*01:02~DQB1*06:02 moka3biBaet
BbICOKUM oTHOcUTENbHBIN puck (OP) pazsutus PC y ka3axos.

Hamu nanHble moKa3anu, 4TO y JEBOUYEK-NOAPOCTKOB HAIUMYME TOMO3UIOT IO
amiaenro DRB1*15, a takxe xomOunainmst oxnoro amuieas DRB1*15 ¢ DRB1*03,
acCOLIMUPOBAIOCH ¢ 0OJIee arpeCcCUBHBIM T€UEHHEM «Ki1accuueckoro» PC.

Llononnumenvhvie anaiu3vl Kposu

HeckolbkO KOTOPTHBIX HCCICIOBAHWMA BBISBWIN JCPHUIIMT BHUTaMHMHA D Kak
(dakTop, CHOCOOCTBYIOIIMI PHUCKY pa3BUTHS PACCESHHOTO CKiepo3a y JAeTed, u
MOKa3ajay B3aUMOCBA3b MEXKAY KOHILIEHTpAlMel BUTaMMHa D U 4acTOTOM pElUIUBOB.
[1oBBIIIIEHHBIIT PUCK PACCESIHHOTO CKIIEp03a Takke ObUT CBA3aH C MOJAPOCTKOBBIM
0’XKUPEHUEM, CBSI3b, KOTOpPAst MOXKET ObITh COMTA C TOJKY TEM (PAKTOM, YTO OKHUPEHUE
TaK)K€ CBA3aHO C HU3KUM COJEp)KaHUEM BUTaMUHA D B CBIBOPOTKE KPOBH.

OnHako B MHOTOHAIIMOHAJIBHOM HCCIIEIOBAaHUM CPEIU B3POCIBIX C YYaCTHEM
1830 mauuenToB n 2015 4yenmoBek M3 KOHTPOJIBHOM TIPYNIbl HU3KME KOHUEHTPAIUU
BUTaMuHa D ObuIH CBA3aHBI C TOBBIIIEHHBIM PUCKOM Pa3BUTHUS PACCESIHHOTO CKIIEpO3a
y JIOAEH C MOJPOCTKOBBIM OXHPEHHEM B aHaMHe3e (ONpenensseMbIM KaK MHIEKC
Mmaccol Tena (MMT) >27 kr/m? B Bo3pacte 20 er).

Hannuue 2 unu Oosiee pa3iUYHBIX OCHOBHBIX KIMHHUYECKHX XapaKTEPUCTHUK
(Hanmpumep, JAMCCEMHHAIMsl B  IPOCTPAHCTBE, 3aTparuBarollas — pa3jIuvHbIC
HellpoaHaTOMUYECKHE O00JacTh), a TaKkKe HaIu4he APYTUX BCIOMOTraTelbHbIX
xapakrepuctuk MPT, ycunuBaioT AuarHoCTUYECKYIO ClIelU(PUUHOCTb.

[lo kpaiinelt Mepe, OAHO M3 KIMHUYECKUX SIBIEHUH JOJKHO OBITH OJHOHN U3 3
HanOoJiee pachHpOCTPAHEHHBIX KIMHUYECKUX XapPaKTEPHUCTUK 3a00JE€BAHHUM CIIEKTpa
ONTUKOHEHPOMHUEIINTA: HEBPUT 3PUTEIBHOTO HEPBA, MONEPEYHBIA  MHEIUT
(mommomauTenbHoe TpeboBanue: LETM-MPT-nopakenue) win KIMHAYECKUN
CUHIpPOM area postrema (JONOJHUTEIbHOE TpeOOBaHWE: ACCOLMHUPOBAHHOE
Menyuisipauoe MPT-nopaxkenue).

JIBe 00si3aTeNbHbIE OCHOBHBIE XapaKTEPUCTHKU MOTYT BO3HUKATh MPU OJIHOM
KIIMHUYECKOM  TpHUCTyne (Hampumep, Kiaccuyeckud cuHapom JleBuka ¢
OJTHOBPEMEHHBIM HEBPUTOM 3PUTEIBHOIO HEPBA U OCTPBIM MHUEIUTOM C MPOJOJIBHO-
pacupoOCTpPaHEHHBIM MONEPEUYHBIM MUEITUTOM) WIIH NPU MHOKECTBEHHBIX IPUCTYyTaX.

AHanu3bl KPOBHU MOJIE3HBI JJIsl OLIEHKU CUCTEMHBIX BOCHATUTEIbHBIX U3MEHEHU,
ayTOAQHTHUTENI, CBS3aHHBIX C CHCTEMHBIMM ayTOMMMYHHBIMU 3a00JI€BaHUSIMU,
neduiuTa BuTamMmuHa B12, MmapkepoB nH(EKIMY, MOBBIIIEHHOTO YPOBHS JaKTaTa U3-3a
METa0OJIMYECKUX COCTOSIHUM U yINOTPEeOJIeHUs PEKPEAllMOHHBIX HAapKOTHUKOB.
CkopocTb ocenanust 3puTpounuToB, C-peakTUBHBIN O€0K, KOJTUYECTBO JIEUKOLIUTOB U
KOJMYECTBO TPOMOOIIUTOB MOTYT ObITh HOPMAJIbHBIMH.

KommuiekcHbIl aHanu3 mokaszai, 4To KIIYEeBbIMU (DaKTOpamMu, MPUBOJASIIUMH K
3aJepKKaM B JMAarHOCTUKE,  SIBISAIOTCA  HU3Kas  OCBEIOMIIEHHOCTb O
JEMHUEIMHU3UPYIOIHUX 3a00J€BaHUAX B IEPBUYHOM 3BEHE 3PaBOOXPAHEHHUS,
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OTCYTCTBHME  CTAaHIAPTU3UPOBAHHBIX  MPOTOKOJIOB
KBAIM(HUKALMU PErHOHAIBHBIX HEBPOJIOTOB H
TFE€HETHYECKOI0 TECTUPOBAHUS.

OT1u (HakTOphl CO3AAIOT JIUTEIBHBIM U (PparMeHTUPOBAHHBIN MYyTh MAllUEHTA U
TpeOyIOT CUCTEMHOU CTaHIapTU3ALUHA MapLUIPYTOB.

Ha ocHoBe BBISABIEHHBIX 0apbepoOB, YACTOTHOI'O aHalW3a U CPaBHUTEIBHOIO
aHayIM3a TPy ClenrualucToB ObLT pa3paboTaH KOMIUIEKCHBIN alTOPUTM JUArHOCTHKU
paccestHHOIO CKJIepo3a B Ka3axCKou nmomyssiuuu (pucyHok 10).

[Ipenno>xeHHbI KOMIUIEKC PAaHHETO BbISIBJICHUS 3a00JI€BaHNS U CBOEBPEMEHHOIO
Ha3HAUYEHUsl LEJEBOM Tepanuu TMO3BOJAIOT 3aMEIJIUTh WM NIPEAOTBPATHUTH
JTATBHEUIITYIO OTEPI0 MO3TOBOM TKaHU U HeoOpaTumble u3MeHeHus 1o mkaine EDSS.
B Oyaymem miaHupyercs pacUIMpEeHHE MCCIEIOBaHUS C BKJIIOYEHHEM OOJBIIEro
yyclla NAalMeHTOB, a TaKXKe IMPOBEACHHE YIIyOJEHHBIX HEBPOJOIMUYECKUX U
MMMYHOJIOTHYECKUX aHAJIM30B IIPU PACCESIHHOM CKJIEPO3€ M COMYTCTBYIOUIUX
paccTpoiicTBax (Tabmnuia 22).

KommuiekcHbiii anroput™m auarnoctuku PC y nereit B Kazaxcrane ¢ yuerom HLA

MPT, pasHbid
OTpaHuY€CHHAs

YPOBEHb
JOCTYIHOCTD

npodus.

Tabnuna 22 — Pa3zpaboTtannsblii anroput™ auarioctuku PC y nereit

Oran KoMnoHeHTs! Mertoap/uactpyment | OcoOble yTOYHEHUS
3
1 2 3 4
CO6op aHamHe3a Cewmeiinbiii anamHe3, | Onpoc Cewmetinble ciydan PC
BO3pacT HayaJa
0oJe3HH
Ouenka knuHnyeckor | Ilepeie cumnTomsl: | HeBponormueckuii YuutsiBaTh
KapTHUHBI 3pUTEIbHBIE ocmotp, EDSS BO3MOJKHBIE
HapyIlEeHMs, Wnentnduxanys aTUIINYHbIE 1EOI0THI
CEHCOpHBbIE, KJINHUYECKU
JIBUTATEIIbHBIE, M30JIMPOBaH
peTpoOynpOapHbBIT Horo cunapoma (CIS)

HCBPHUT, NAPCCTCINU

MPT wuccnenosanue

Ouarn
JEMUEIUHA3AUNHA
KOIUICHHE KOHTPAcTa

MPT rosoBHOro 1
CIIMHHOT'O MO3ra

Konrpous 3a
OUHAMUKOHU U
KOJIMYECTBEHHAS
OILICHKA 04YaroB

I'enetnyeckuii ananuz | HLA DRB1, DQA1, | I[P B peasbHOM YueT BBICOKOTO YPOBHS
DQBI, ananus BPEMEHU cueruienuss DRB115 ~
CLIETUICHHBIX DQB106 y ka3axckoii
rarIoTUIIOB HOMyJISIUI
Uckmrouenune nqpyrux | 3COHM, MOGAD, | AQP4-IgG, MOG- 3COHM wuare B Azun
3a0oJieBaHui BaCKYJIUTHI, IgG, ANA — KpUTHYHA
UHpEKINH muddepeHnanys
KomnnekcHas WuTerpanus Bcex Mynetungucuunnubap | CpaBHeHHe C
HMHTEpHpeTanus JTaHHBIX HBII KOHCHUJINYM kputepusimu McDonald
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[Iponomxenue TadbmuIbl 22

1 2 3 4
Onenka pucka HLA-npo¢unb, [IIxamner pucka IloTenuman nis
MIPOrpECCUPOBAHUS KOJINYECTBO OYAroB, CO37aHus
ypoBeHb NfL HalMOHAIHHOTO
peructpa PC
[TepconanusupoBanHo | MoayIsTOPHI VYyer HLA-cTtatycau | Bo3moxxHOCTB
€ JICUCHHE U MMMYHHOTO OTBeTa | OMOMapKepoB TapreTHOM Teparuu 1o
MOHHUTOPHHT TE€HETUYECKOMY
IPOPHUITIO

Pa3paboTaHHbI aJITOPUTM TUArHOCTHUKHU paccesHHoro ckieposa (PC) y mereit
IpescTaBisieT cOO0M MHOTOATAMHBINA KOMIUIEKC, BKIIOYAIOIIUN OIIEHKY KIMHUYECKHX,
MHCTPYMEHTAJIBHBIX U JIa0OPATOPHBIX JAaHHBIX, HAPABJICHHBIN HA paHHEE BbISBICHUE
3a00JIeBaHUSl U TNPENOTBPAILICHHE €ro MPOrpeCCUPOBAHUSA. AJNTOPUTM BKIOYAET
CJIEIYOIINE KOMITOHEHTHI:

AnamHe3 u HeBpoJoruueckuid crtaryc. COOp MHaHHBIX O HaCJIeICTBEHHOM
IIPEAPACIIONOKEHHOCTH, NPEABIAYIINX HEBPOJOIMYECKUX 3MU30[aX M JIHUHAMHUKE
CHUMIITOMOB, a TaK)K€ OLICHKA TUCCEMUHALMNA CUMIITOMOB B IIPOCTPAHCTBE U BPEMEHMU.
Hespouioruueckoe o0cienoBanne BKIIOYAET BBISIBICHHE 0U4aroBOW HEBPOJIOTHYECKOM
CUMIITOMATHUKH, XapakTepHou 1is PC.

MPT-nuarnoctuka. VMcnosib3oBaHe MarHUTHO-PE30HAHCHOW ToMorpaduu ist
OLIECHKM Hamuuusg XapakTepHblX s PC oyaroB aemMuenuHu3anuyd B TOJIOBHOM U
CIIMHHOM MO3T€.

VYuer kpurepueB MakaoHanpaa 111 HOATBEPKICHNS TUArHO3a.

Heitpoodransmonornueckue IIOKa3aTenun (onTnueckas KOT€pEeHTHas
tomorpadusi, OKT).

N3mepenue TOMMMHBI CI0SI HEPBHBIX BOJIOKOH CETYATKU WU TAHTIMO3HOTIO CIOS
KJIETOK JJI BBISIBJICHUS CYOKIIMHUYECKHX MOPaXEHUM 3PUTEIBbHOrO0 HEpBa, 4acTo
BcTpevaromuxcs npu PC.

I'enotunuposanue nokycos HLA.

Ananu3z  reHernyeckux — mapkepoB  (Hampumep, HLA-DRBI1*15:01),
aCCOLMMPOBAHHBIX C MOBBIIIEHHBIM PUCKOM pa3BUuTHs PC, 4TO MO3BOJISIET ONPEIETUTh
MPeIpacnoioKeHHOCTh K 3a00JIE€BaHHUIO.

ITokazaTrenu CepoJIOTMYECKUX MAPKEPOB AyTOMMMYHHOW JE€MHUEIMHHU3ALNN
HccnenoBanue ypoBHS AHTUTEN K MUEIMHOBBIM O€lKaM W JAPYIMX MapKepoB
BOCITAJINTEIILHOIO IIpolecca, cBsA3aHHbIX ¢ PC, mis yTO4HEHHS ayTOMMMYHHOMU
PUPOII 3200JI€BaHUSI.

[IpennoxeHHbIl aNropuT™M IMO3BOJISIET CBOEBPEMEHHO AuarHoctupoBats PC Ha
PaHHUX CTAIUAX, YTO KPUTHUECKHU BAKHO IS NPENOTBPALICHUS JAIBHENIIEN TOTEPH
o0bemMa TOJIOBHOTO MO3ra M HEOOpaTUMBIX HapyUIEHUH, U3MEpseMbIX [0 IIKale
naBanmau3anuu (EDSS).

CBOEBpPEMEHHOE Hayajuo TAPreTHOM TEpanmuy YJydllaeT IPOTHO3 MAalMeHTOB,
CHUKasl PUCK TSIKEJIBIX OCJIOKHEHHM.
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I[anLHeﬁmee Pa3BUTHC QAITOpUTMaA IMPCAINOJIdaracTt pacClnpCHUC BbI60pKI/I
IMHanquEHTOB H er'IY6J'IeHHOC HN3YYCHHUC HCBPOJOIHMYCCKHUX W HMMMYHOJOTHYCCKHX
ACIICKTOB PC, 4TO IIO3BOJHUT YTOYHHUTb AUAHOCTHYCCKHUC H TCPAIICBTHYCCKHUC
IO AXOAHbI.
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3AKJIFOYEHHUE

Pe3ynbraThl MpOBEAEHHOTO HAMHM HCCIEIOBAHMS JalOT BaXKHOE MOHUMAaHUE
0COOCHHOCTEH JEMUCTUHU3UPYIONINX 3a00JIeBaHUHN, TAKUX KaK PACCESHHBIM CKIIEpO3
(PC), y nmereil ka3zaxckoid TOMYJSALMH. AHAJIW3 TalNIOTUIOB TJIaBHOTO KOMILIEKCa
ructocoBmectuMoct (I'’KI'C) wmacca II moarBepaun cBsizp amienss DRB1*15 ¢
pazButeM PC. DTo COOTBETCTBYET JaHHBIM MEXKIYHAPOJHBIX HCCIIEIOBAHUM,
KOTOpbIE MOJTBEPKIAI0T KJIFOYEBYIO poJib rarjioTuIa
DRB11/5:01~DQA101:02~DQB1*06:02 B matorenese paccessuaoro ckieposa (PC).

MHoOrouucieHHbIE UCCIIEI0BAHUS MTOKa3ajiu, YTO KOMOMHUPOBAHHBIA TarIOTUIT
DRB1*15:01~-DQA1*01:02~DQB1*06:02 mpenpacrnonaraer k PC. B wactHOCTH,
ObLa onucana TecHas cBsi3b Mexxay DRB1*#15:01 u DQA1*01:02, xors DQB1 0602
o6sruHO cBsizan ¢ DRB1*15:01 [3,p. 263]. Onnako y adpo-0pa3uiabCKuX MalMEHTOB C
paccessHHbIM ckiepo3oM (PC) Haumbosiee BbIpak€HHasi CBsI3b ObLIa BBISBICHA C
amnenem DQB1*06:02, a #e ¢ DRBI*15:01. BoapmmHCTBO HCCICAOBAHUM
noguepkuBaroT, uto accounanus PC ¢ HLA-DR reHamMu HOCUT IPEMMYILIECTBEHHO
rarIOTUIIMYECKUNA XapaKTep, a HE 3aBUCUT OT OTAEIbHOIO ajlielid. BaXHO OTMETUTB,
yro Hanuuue HLA-DRBI115 He saBmdgeTcs  yHMBEpPCalIbHBIM  MapKepOM
npeapacnoiaokeHHoctd k PC aJis Bcell monmyJisiiuy U He PEICKa3bIBACT KIMHUYECKOE
TEUEHUE WIM TKECTh 3a00J€BaHMs B LeJoM. TeM He MeHee, y AeTed C MepBbIM
AMHU30/I0M CHHApPOMA MPUOOPETEHHON AEMUETUHU3AUUA HAIUYUE OJHOW HIIM 00eHnx
kot DRB115 yBenuuuBaeT puck nocieyoero noarsepxaeaus auaraosa PC no
37%, TOora Kak OTCYTCTBUE TAKOTO ajliessi CHIkaeT puck a0 17% (p <0,001).

Kak u npu 1pyrux ayToMMMYHHBIX 3a00JI€BaHUSX, Y JI€Teld ¢ ayTOUMMYHHbBIMU
HEBPOJIOTUYECKUMH  PACCTPOMCTBAMU BEPOATHO MPUCYTCTBYET OMNpEACICHHAs
TEHETUYECKAsi TMPEIpacloiOKEHHOCTh, JIOKAJIM30BaHHAs B IMpelesiax TIJIaBHOTO
komruiekca ructocoBmectuMmoctu (I'KI'C). Jleitkouutapusiii antured yenoseka (HLA
kiacc II) sBisiercst uenopeueckum ananorom 'KI'C u npencrasnsier coboit ceMencTBO
T€HOB, KOJUPYIOIHUX OCNKH HAa TTOBEPXHOCTH KJIETOK, KOTOPHIE PETyIHUPYIOT paboTy
MMMYHHOW CHUCTeMBbl. OTu wMosekyabl knacca II komupyrorcs DR-renHamu wu
AKCIIPECCUPYIOTCST HAa MOBepXHOCTH Makpodaros (mukpornuu B [{HC), yuactBys B
npe3enTanuu aHturenoB CD4+ T-knerkam. [Ipe3eHrarus ayToaHTUTE€HOB aKTUBUPYET
MMMYHHBIA OTBET, YTO MOKET MPUBOJIUTH K PA3BUTHUIO ayTOUMMYHHBIX 3a00JI€BaHU,
takux kak PC u poactBennsie coctossuusa. DR-reast (DRB1, DQA1, DQBI1 u ap.)
HAaCJEAYyTCAd B BUJE CUEIUIEHHOrO TaluioTUIIA, MPUYEM KaXKIbld IeH MpEeACTaBIICH
JBYMSI QJUIEJISIMA — T10 OJJHOMY OT Ka)X10TO POJAUTEIS.

BoNBIIMHCTBO HCCIIENOBAaHUKA TOATBEPKIAIOT CYHIECTBOBAHME ACCOLMALINU C
DRB1*15:01~DQA1*01:02~DQB1*06:02 xak KOMIUIEKCOM CIIEIJIeHHs. B KpymHBIX
aMEpPUKAHCKUX HCCIENOBAHMSIX, MPOBEICHHBIX B MeauaTpuueckux LeHtpax no PC,
onu10 mokaszano, uto HLA-DRB*15 1 DQA*02 TecHo cBsi3aHbI ¢ BO3HUKHOBeHHEM PC
y JIET€ U )KEHCKUM ITOJIOM.

lNamnornm DRB1*15:01 He Bausin Ha TSKECTh KIMHHYECKOTO TCUCHHUS, HO
npeapacogarail K XpOHHUYeCKOMY PEMHUTTUPYIOIIEMY TEUSHUIO 3a00JIeBaHUSI.

Hpyras pabora mokazaia, uro amwienb HLA-DRB115:01 nposBaser
COMOCTaBUMYIO aCCOLMAIIMIO KaK y MOJPOCTKOB, TaK U y B3pocibiX crapuie 50 jieT ¢
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paccessHabiM ckiiepo3oM (PC), Torna xkaxk HLA-DRB1*08:01 wame BcTpeuaercs y
MoXubIX manueHToB [21,p. 278]. Hanuuue DRB1*15:01 Taxke cBsizaHo ¢ Oojee
BbIpaKEHHBIM U} Hy3HBIM MOPAKEHUEM CIIMHHOTO MO3Ta 1 00Jiee BHICOKOU CTEIEHBIO
HHBaIMAU3anuy o mkaie EDSS.

Pacnpenenenne aieneid reHOB TJIaBHOTO KOMILIEKCA THCTOCOBMECTUMOCTH
(I'KT'C) 3HaunTenbHO pazauyaeTcs MEKy STHUYECKUMU IPyIaMu, 4T0 00yCIOBIECHO
HUCTOPUKO-TIONYJISIITUOHHBIME  (pakTopamu, reorpaduei, SMUAESMUSIMU H JIPYTUMH
BHECIIHUMM BIMSHUAMU. B KaHaJACKOW NEeAUMAaTPUUYECKOM KOTOPTE CLEIUICHHBIN
rartotunn DRB1#15:01~DQA101:02~DQB1*06:02 6b11 Haunbosee pacrmpocTpaHeH
Cpear €BpONEHUCKOTO HACEJIEHUS] U BCTPEUAIICS PEXE y HeeBpomenueB. MeraaHanu3
JEBATH TEHOTHUNUPYIOMUX HuccienoBanuii B Kurtae BeriBwi, uto HLA-DRBI1*15
acCOIIMUPOBAH C MOBBINIEHHBIM prickoM PC, oiHako 3Ta CBs3b BhIpakeHa ciiabee, ueM
B €BPONEHCKUX MOMYJIALUAX.

ITomumo HLA-reHoB, Ha TedeHue paccTpoicTB crnekrpa PC BIugOT U apyrue
dakTopsl. Harmpumep, B Bocrounom Jlonnone puck pazsutus PC y 4epHOKOXHUX ObLT
Ha 59% Huxke, a y xurenedl FOxHoit A3um — Ha 85% HUXKE, 1O CPaBHEHUIO C
anrmyaHamu. B nenom, y asmarckux rpynn puck PC ma 80% Huxe, yem y
€BpPOIECOUIOB, YTO MOJYEPKUBAECT 3HAYUMOCTh JTHUYECKUX M HSKOJOTHUECKUX
(bakTOpoB HapsAAy C T€HETUYECKUM IMpenapacrnonoxeHuem. 3abdoneBaeMocts PC B
Snonun yBenuuunachk ¢ 8,1 mo 18,6 ciryuaes/100 000, HO Bce el 3HAUUTEITHLHO HIKE
0 CpaBHEHHUIO co cTpaHaMu EBpornsbl, rae B 2015 1. ona cocrasisuia 115 ciyuaes/100
000 nacenenwusl.

OnuaeMuosiornyeckue JaHHeie U3 KaszaxctaHa yka3plBalOT Ha  OOIIyIO
PacpoOCTPaHEHHOCTh pacCesHHOTO ckiiepo3a Ha ypoBHe 0.3-0.55 ciayuaes nHa 100 000
yenosek. [Tpu aTom cpenu eBponeon1oB oHa coctasisaeT 3-5 Ha 100 000.

B konTekcTe mnoJudTHUYECKOTO HaceneHuss KazaxcrtaHa, rjie 3HAYMTEIbHOE
MPEICTABUTEIBCTBO HMMEIOT Ka3axu M PYCCKHE, TaKUe pa3Idydsl MOJYEPKUBAIOT
BJIMSIHUE 3THUYECKOW NPUHAUIEKHOCTH Ha pUcK pa3BuTus PC, gaHHBIN ramiotun
JEMOHCTPUPYET BBICOKYIO acconuanuio ¢ pazpurueMm PC. DTo ocoOeHHO BaXKHO IS
MMOHUMAaHUS TEeHETUYECKON  MPENpacloIOKEHHOCTH UM 3IUIEMHOJIOTHUYECKUX
ocoOeHHOCcTel 3aboyieBaHMsi, a Takke Juisi pa3paboTku  Oojee  TOYHBIX
JUArHOCTUYECKUX KPUTEPUEB U MHIAUBHUIYATU3UPOBAHHBIX MMOJX0/I0B K TEpAIHU.

[IpoBeneHue uCCIENOBAHUSI T'€HA TJIABHOIO KOMILJIEKCA TMCTOCOBMECTUMOCTH
kiacca II B Kaszaxcrane, rge OCHOBHOE HAacCEJIIEHUE NPEACTABIEHO Ka3axaMHu U
PYCCKUMH, COBMECTHO TIPOXXHUBAIOIIMUMHU B OJMHAKOBBIX Teorpaduyeckux U
AKOJIOTUYECKUX YCIIOBHSX, TAaKUE€ JAHHbIE MPEICTABISIOT HE TOJbKO HAyUYHBIN
WHTEpEC, HO U O0JAJAI0T BaXXHBIM MPAKTUYECKUM KIMHUYECKUM 3HaueHueMm. OHHU
MIOMOTAIOT MOHATh ITHUYECKHUE PA3IUUUs B MPEIPACIONOKEHHOCTH K PaCCETHHOMY
CKJIEPO3Yy M MO3BOJISIIOT ONTUMHU3UPOBATH PAHHIOKO IMArHOCTUKY, IPOTHO3UPOBAHUE U
VWHJIUBUAYaIW3alldI0 JICYCHHUS TMAIMEHTOB B IMOJUATHUYECKOM KOHTEKcTe. B
HACTOSIIee BpeMs CTaHAapTHBIE MOAXO/IbI K TuarHocTuke 3aboneannit PC Bkiroyarot
MPT rosoBHOro M CIHMHHOIO MO3ra W [JOIIOJIHUTEIbHBIE HCCIENOBaHUA. Takue
UCCIIEI0BaHUs, KaK OJIUTOKJIOHAIbHBIE MOJOCHl U CBETIbIN 0el0K HEHpOopUIaMEeHTOB
B CIIMHHOMO3TOBOM JKMJIKOCTH, a TaK)X€ ONTHYECKas KOrepeHTHass ToMorpadusi B
KazaxcTane TpyIHOJOCTYIIHBI.
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Bosiee TOro, manyeHThl ¥ MEAMLIHUHCKHUI MEPCOHAN CKENTHUYECKH OTHOCATCS K
muarno3y PC. Takum oOpazoM, 10Ka3aTeabCTBO HAIMYUS HUMMYHOTE€HETHYECKOU
MPEAPACIION0KEHHOCTH I'€Ha II1aBHOTO KOMIUIEKca ructocoBMectumoctu Il kiracca k
PC naeT nononaHuTENbHYIO BepUpHUKAIUIO MPABUILHOTO JHArHO3a.

Bonbioe 3HaueHne B pa3BUTHUH HEMPOMMMYHHBIX 3a00J€BaHUI UMEIOT MHOTHE
(dakTopbl BHEIIHEW cpeabl. DTO JOCTOBEPHO MPEACTABICHO MHOTOIEHTPOBBIM
ucciaegopanueM kaHajackoro PC, rme mokaszaHa cBsa3p PC ¢ rammorunom HLA-
DRB1*1501, nedunurom ButammHa D wu mnepeHec€HHON HWH(EKIHsS BUPYCOM
Omnmreiina—bapp (BOB). DTo paccmarpuBaroTcst Kak MOTEHIIMAIbHBIE (DAKTOPHI PUCKA
Pa3BUTHUSL PACCESTHHOTO CKiepo3a. Butamud D BBIMONHSET 3alIUTHYIO (PYHKIIUIO,
3aMeIsisi MporpeccupoBaHue 3a00JeBaHUsS 32 CUET MOJYJALMHU SKCIPECCUU WU
npe3enTanuu ayroanTureHoB HLA-DR. B filnonuu BeisiBiiena cBs3b PC ¢ oxxupeHueM,
KypeHueM u ocoOeHHOCTsAMH nuTaHus. COBpeMEHHbIE HCCIIEI0OBaHUS MOKa3alu, YTO
nuMmyHonenTuasl, koaupyemeie HLA-DR15, MmoryT umutupoBats cTpykTyphl BOb,
YTO 3allyCKaeT ayTOMMMYHHBIA MpPOIECC. DKCIEPUMEHTHI HA «TYMaHU3UPOBAHHBIX»
MBIIIAX TIOKa3add, 4YTO KJIIOYEBbIE OJHIEPAIUTOTCHHbIE AaHTUTEHBI 4YeJIOBeKa,
BoBieu€HHble B PC, accouuupyrorcs ¢ DQB1%06:02, a ne c DRB1*15:01.

JleTckrue HEHPOMMMYHHBIE 3a00JIEBaHUS MPEACTABIISIIOT COO0M pasHOOOpa3HYIO
IpyINIy  MOCTUH(QEKIHOHHBIX,  MAPAaMH(PEKIHNOHHBIX,  BOCHAIUTEIBHBIX  H
JEMUEIIMHU3UPYIOIINX MAaTOJOTUH, MHOT/IA C HEKPOTUYECKUMHU MOPAKEHUSIMHA MO3ra.
Nx maroOuonornyeckue MexaHu3Mbl U KIMHUYECKas KapTHUHA KpailiHe BapuaOeNbHBbI.
Huddepennmanbias AMarHOCTHKA BKJIIOYAET HMMMYHOTEHETHYECKHI — aHalus,
onpenenenue ouomapkepoB, MPT Beicokoro paspemienus, a Takxke [TIP wiun NDA
IU1S1 BBIIBJIEHUSI BUPYCHOM 3THOJIOTHH.

K npumepy, oTHocuTenbHO I00poKaduecTBEHHBIM 3a0oseBanueMm crnekrpa PC
ABIISIETCSL OCTPBIA JucceMUHUpoBaHHbIN 3HIEDanomuenut (ODOM). B To xe Bpems
peaKuM, HO KpailHe TsSKETBIM BapuaHTOM siBisieTcs SHiedanutr Pacmyccena,
MPOSBIISIIOIINICA  MOJIYIIAPHBIM ~ ayTOUMMYHHBIM ~ BOCHAJIECHHEM, BBI3BIBAEMBIM
BUPYCHON HWHQEKIUEH, ¢ NPOrpeccUpyoluMu CyaoporaMu # Tremuatrpoduen
nopax€HHOro mosymapus. OG(PEKTUBHOTO JIEKAPCTBEHHOTO JICUEHUS OITOTO
COCTOSIHMSI HET; 4acThyHOo npumeHstorcs aHTu-OHO mnpenaparsl (putykcumad) u
BHYTPUBEHHBI ~ UMMYHOTJIOOYNMH.  EJMHCTBEHHBIM  JOKa3aHHBIM  METOJIOM
MpEKpaleHus MPOTPECCUPYIOIINX MIPUTIA/IKOB ocTaércs cyOToTanpHast
reMuchepIKTOMUS.

Pacnipoctpanennocts 1 3a001eBaeMocth OHM B KOpeiicKoii KOropTe COCTABIISUIH
2,56 nm 0,73 ma 100 000 coorBerctBeHHo B 2010-2016 rr. Pamee 3COHM
paccmaTpuBasim kKak BapuanT PC, HO oOHapykeHume crenuduiyecknx aHThu-AQ4-
aHTUTENI U HeoOpaTuMmas ciemnota gokasbiBaii OHM kak oTaenbHOE 3a0o0jieBaHUE.
XapakTepHbIM JUATHOCTUYECKUM TMPU3HAKOM [JI1 ONTHUYECKOTO HEUpOMUEInTa
Hesuka (3COHM) sBnsercs MPT-kapTrHa npo10165HO NPOTHKEHHOTO MOMEPEYHOTO
MHUEJINTA, KOTOpask MPAKTUYECKA HUKOT/1a HE BCTPEUYAETCA MPU PACCESTHHOM CKIIEPO3e€.
Ceponornueckum mapkepoM 3COHM sBnsitorcs anturena K akBanopuny-4 (AQP4),
oOJnaaromue BBICOKOW CHEenu(UUHOCTRIO g 3TOro 3aboseBanus. [lpu sTtom y
npuMepHO 25% MNalUeHTOB BBISBISIOTCS aHTUTENa K MUEIMHOBOMY TJIMKONPOTEUHY
onmurogerapouutoB  (MOG).  JIomodHUTENbHO ISl JUArHOCTUKH  MOTYT
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UCIIOJIB30BAThCA M Jpyrue OWOMapKephl, BKIIOYas TIHAIBHBIN (QUOPUIISPHBIMA
KHCIIBbIN O€OoK U psij cnenuduueckux 6enkoBbix MapkepoB Bocnanenust [THC.

B KazaxcraHe HMEIOTCS OrpaHUYEHHbIE JAaHHBIE O PACHPOCTPAHEHHOCTH
HEHPOMMMYHHBIX HapyuieHu# y aereil. OfHO McclenoBaHUE MOKa3alo, YyTo 00Imas
pacnipoctpaneHHocTb PC y nereii coctapisier npumepHo 0.3-0.55 na 100 000 yenoBexk.
CooTHONIEHNE MY>KYUH M KEHIIUH coCcTaBisuio 1:2,5.

B mamem wuccnegoBaHMM MBI O0OOIIMIM TEHETHUUYECKYI0 acCCOIMAIUIO
neauatpudeckoro PC B moausTHUYECKOW oMy aiuu. Bee 1eTu uMenu KiaccuuecKuit
PC: y 10 mamieHTOB OBLI ITOAPOCTKOBEIN 1e010T 3a00eBanus PC, KOTOPHIN B TEUCHHE
11 ner tpancpopmupoBaiics B «kinaccuueckuit» BapuanT PC. Y MOHO3UTOTHOH MO
rarutoturry  DRB1*#15:01~DQA1*0102~DQB1*0602 pycckoit neBouku 14 ger
HauOojee OBICTPO pa3BUBAICS «kKiaccuueckuit» BapuanT PC ¢ 3 penuauBamu B
TEUEHHE MEPBOTO ro/1a 00JIE3HU U OUEHB BhIpakeHHbIMU MPT 1 KTuHHUUYecKas KapTUHA
(ONTUKO-CIMHATIBHBIE  TMOpPaXEHUss C Tak Ha3blBAEMON <«JIMCCEMUHALUEH B
MPOCTPAHCTBE U BpeMeHw»). OcTanbHble OBUIM TETEPO3UrOTaMU IO JTaHHOMY
rarioTUIly, UMEIU 2 peuujuBa B TEUEHHE rofa U MPEUMYIIECTBEHHOE MOPaXKEHUE
rojJoBHOro Mo3ra. Takum o0pa3oM, HamM  pe3yJbTaThl COOTBETCTBYIOT
OIyOJIMKOBAaHHBIM JaHHBIM O cuerienun amnens DR15 ¢ pannum nawsanom PC,
MPEUMYIIECTBEHHO Y KEHIIUH. DTO MO3BOJISET MPOTHO3UpOoBaTh pazsutue PC B 6oiee
MOJIOJIOM BO3pacTe, MPEUMYIIECTBEHHO B YKEHCKOM MOMYyISALUMUHA, HO HE BIUSAET HA
TEYEHHE, MCXOJIbl, KIMHUYECKHEe OCOOCHHOCTH M IMapakIMHUYECKHUE IOKa3aTelld B
HCXK unu xapakrepusie otkionenus: Ha MPT-uzo6paxenusax [HTHC.

[Tanens DR-rena momoraer BepuduimpoBath nuarHo3 PC U poacTBEHHBIX
COCTOSIHHI, OCOOCHHO Y JIeTel U B CIydasiX, KOTJla UMMYHHBIE METO/Ibl HEJOCTYITHBI B
KJIIMHUYECKOU mpakTuke (oJurokioHanbHblie mojgockl B LHCXK u ap.).

[Tony4yeHHbIE [OaHHBIE MO HAIIEMYy HCCIEAOBAaHUIO TOKA3alHh, YTO HAJIWYHE
DRB1*15 yBenuuupaet puck PC B ka3axckoii nomyiasinuu aeteit B 7,7 pasa, 4yTo BhIIIIE,
yeM B pycckoid mnonymsuuu (RR=6,1). DT0 mnoxarBepxkaaeT 3HAYUMOCTD
TeHOTUIUPOBAHUSI B KIMHUYECKOW MPAKTHKE, OCOOCHHO MpU paHHEH AMArHOCTHKE.
'eneTnueckne paznuuusi MEXKIYy OTHUUYECKMMHM TpYIaMH, BBISBICHHBIC B
WCCIICIOBAaHNUU, TAKXKE COTJIACYyIOTCSA C MHUPOBBIMU JAaHHBIMH, YKa3bIBaIOIIMMHU Ha
BappupoBaHue 4actoTel HLA-anneneii B 3aBUCHUMOCTH  OT  ATHHYECKOMU
MPUHATICKHOCTH U Teorpapudeckux GakTopoB.

VY nereit ¢ pebiorom paccesHHoro ckieposza (PC), xoTopwlii HauuHAJICS C
MOHOCUMIITOMHOTO TPOSIBJICHUs (HAmpuMep, HEBPUT 3PUTEIBHOrO HEpBa WIH
napesbl), oTMedaliach ObIcTpas Tpanchopmalys B MHOTOOUYAroByIO JIGUKOTATHIO. DTO
BKJIFOYAJIO BOBJIEUEHUE PA3IUYHBIX CTPYKTYp LIEHTPAIbHOW HEPBHOW CHCTEMBI, TAKUX
KaKk TOJIOBHOW MO3r, 3pUTENIbHBI HEPB, CHOHUHHOM MO3r, YTO THUIWYHO MJIsS
nporpeccupyromero tedeHus: 3abosneBanus. [logoOHbIe TaHHBIE MOJATBEPIKIAIOTCS
VCCIIEIOBAHUSAMU KPYIHBIX MEXAYHAPOAHBIX eAuaTpudeckux koropt [52,p. 1031], B
KOTOpPBIX yKa3aHo, 4Tto mneauarpuyeckuii PC wyacro xapakrepusyerca Oosiee
arpecCUBHBIM J1€0I0TOM M OBICTPHIM HAKOIUIEHHEM MOBPEXJIECHHUM MO CPaBHEHUIO CO
B3POCJIBIMU MTAIUEHTAMM.

[IpoBeneHHOE HaMU HCCIIEAOBAHUE MO3BOJIMIIO BBIIBUTH 3HAYUMBIE PA3jId4usl B
KIIMHUYECKUX MPOSIBICHUSAX W HEUPOBU3YAIM3ALMOHHBIX XapaKTEPUCTUKAX MEXKIY
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rpynmnamu. [lonydeHHble pe3ynbTaThl COTIACYIOTCS C JAHHBIMU MEXTYHApPOIHBIX
UCCIEI0BAHUN, KOTOPBhIE MOAYEPKUBAIOT BAXKHOCTh O(PTAIBMOJIOTHUECKUX METOAOB
JUArHOCTHKY B PaHHEM BBISIBICHUU JIEMUEIIMHU3UPYIOMUX 3aboneBanuii [41,s. 59]. B
yacTtHOCTH, ucToHYeHHne CHBC 1 nanunnoMaxkyasipHOro my4yka pacCMaTpUBaeTCs Kak
paHHMI Mapkep HeilpoaereHepaunu npu PC. MexayHapoIHbIE UCCIIEIOBAHUS TAKKE
oTMedaroT, uto mnokaszatenu ToamuHbl CHBC wmoryT ObITh HCHOJIB30BAaHBI IS
MOHUTOPHUHTA aKTUBHOCTH 3a00JICBAaHUS M OLICHKH pUCKa MHBaMaAu3anuu [9,p. 329].

Haunbonee Ttspkenble KIMHUYECKUE TPOSIBICHUS OTMEUYAINCh Yy IMAIMEHTOB C
roMo3uroteiM ramiotunom DRBI115. DT1o koppenupoBamo ¢ 0osee TSKEIbIM
TEYeHHEeM 3a00JIeBaHMsI, YACThHIMH pEUUIMBAMH H  OBICTPBIM  Pa3BUTHUEM
MHBaNMAM3auu. B nccinenoBanusx, npoBeaeHHbix B CeBepHoit Amepuke [20,p. 17] u
EBporme [17,p. 6], YCTAHOBJIEHO, 4TO HAJIN4YKE rarjaoTUIa
DRB115:01~DQA101:02~DQB106:02 cBsizaHo ¢ 0oblieid 4acTOTOM 000CTpeHUI 1
XYM (QYHKIIMOHATBHBIM HCXOJOM, YTO COBIAJIA€T C pe3yJbTaTaMU HACTOSIIErO
uccnenoBanus. HanpuMmep, B nmeauarpudeckux KOTOPTHBIX UCcaeqoBaHusAX B Kanane
u CIIA 65b110 TOKa3aHO, YTO JACTH C JIAHHBIM TaIUIOTUIIOM UMEIOT 00JIee BRIPaKEHHOE
MOPaXKEHHE CIIMHHOTO MO3Ta U OOJIBIIYI0 CKIIOHHOCTh K PEMUTTUPYIOLIEMY TEUEHUIO
PC.

NMMyHOreHEeTUUECKHE U CEPOJIOTUUECKHE MapKepbl, kak aHtutena k MOG B
IUarHocThke oBeHUIbHOro PC sBnseTcss BaKHBIM JIOMOJTHEHUEM K CTAHIapTHBIM
MeToAaM. YPOBHU ayTOAHTUTEN MO3BOJAIOT YJIYUYIIUTh TOYHOCTh MOCTaHOBKHU
JMarHo3a, 0COOCHHO B ClIydasix, KOrja TpaJAuI[MOHHbBIE METObI UCCIICIOBAHNS, TAKHE
KaK BBISIBICHHE OJIMTOKJIOHANBHBIX TMOJOC WIW HEWpoodTaabMOIOrHYEeCKUe
UCCIIEI0BaHUS, HEIOCTYITHBI.

[TaroreneTnyeckre MexaHu3Mbl U GakTOphI pucka. JlokazaHo, 4To POJIb BHEITHUX
(bakTOopoB, TaknX Kak MHQEKIHs BUPycoM DmiiTerHa-bapp u HegocTaTOK BUTAMHHA
D, 3nauutensHa B naroreneze PC. D1o cornacyercs ¢ pe3yibTaTaMu, YKa3bIBaIOIUMHU
Ha BIUsHUE 3TUX PakTopoB Ha FKcrpeccuto reHa HLA DRB1 u ummyHHBIif oTBeT [4,p.
121].

Takum oOpa3oM, Halie UCCIEJOBAHUE TMOJTBEPKIAET HEOOXOIUMOCTh
WHTErpallii TE€HETUYECKUX U KIMHUYECKUX JaHHBIX ISl paHHEH AMarHOCTUKU U
neuenust PC y nereit. OHO peoCTaBIsIeT OCHOBY JUISl TaIbHEHIIIUX UCCIICTIOBAHUMN U
pa3pabOTKM CTpaTeruii IO COBEPIICHCTBOBAHUIO JUArHOCTUKUA U  Tepanuu
HEHPOMMMYHHBIX 3200JIEBaHUN B YCIOBUSX OIPAHUYEHHBIX PECYPCOB.

BeiBoabI

Ha ocHOBaHUM TPOBEIEHHOTO UCCIIEA0BAHUS CAEIaHbl CIEIYIONIUE BbIBOIbL:

1. Ocobennoctamu PC y gereit sBisieTcss pa3BUTHE MOHOCHUMIITOMHBIX
MPOSIBJIEHUN C MPOrPECCUPOBAHUEM B MHOTOOYAroBYIO JIEHKOIMATHIO C BOBJIEYEHHEM
pasnnusbix ypoBHer [IHC n xapakTtepHbiMu n3meHeHussMu Ha MPT B BHzIE OKPYTIIBIX
OYaroB THUINEPUHTEHCHMBHOTO CHTHaJla B  pexumMe 12, JTOKaJIU30BaHHBIX
MPEUMYIIECTBEHHO B IEPUBEHTPUKYJISAPHONM 30HE TOJOBHOTO MO3ra, C YETKUMHU
IPaHUIIAMU U TOMOTEHHBIM CTPOCHHEM. Y JeTeil ¢ JIeWKo3HIehaTUTOM OTMEUYEHO
yMEHbIIIEHHE 00beMa roJIOBHOTO MO3Ta B MO3AHUE CPOKH 3abosneBanus, a mpu 3COHM
BBISIBIICHA TPOJIOIBLHO-TIOTIEPEUHAs IEMUETUHU3AIMS TO3BOHOYHUKA U BBIPAKEHHBIE
M3MEHEHUs CTPYKTYphI ceTdaTku (95%).
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2. Ilo nanubIM renetndeckoro ananusa HLA nokycos nanuuue amnenss DRB1*15
yBenuuuBaeT puck pazsutus PC y nereit B kazaxckoid nomyisuuu B 7,7 paza (RR=7,7),
a B pycckoit B 6,1 paza (RR=6,1), uTo sBisieTcs 3HaUUMBIM J1Ji1 TPOTHO3UPOBAHUS U
auarHoctuku 3aboneBanusa. [ensl rammotuna HLA-DRI1S5 Obuin oOHapyxeHBI B
HepaBHOBecHOM crieriennu (DRB1*15 ~DQA1*01:02~ DQB1*06:02) B 76,2% nereit
c PC.

3. MOG-IgG sBnsieTcs 3HAYUMBIM JHArHOCTUYECKUM W MPOTHOCTHYECKUM
OonomapkepoM y zaere ¢ roBeHWIbHbIM PC ¢ uyBcrBUTenbHOCTRIO - 40,5% wu
cneupuuHocThi0 — 65%, YTO MO3BOJSIET €ro MNPUMEHSATH JIOMOJIHUTEIBHO B
KOMIUIEKCHOM AMAarHOCTUKE JIJIi CBOEBPEMEHHOIO Ha3HAUYEHHMS TAPT€THOM TEpaIvi.

4. Menuko-COlMalbHBII M COLIMOJIOTMYECKUM aHajiu3 BBIIBUJI KPUTHUYECKU
HU3KUWA ypOBEHb HMHGOPMUPOBAHHOCTU POAUTEICH O TMEPBBIX MPOSBICHUIX
JTUMUETUHU3UPYIOIIUX MPOIIECCOB, UTO B 75% MPUBOAUT K O3IHEH 0OpaIaeMocTy 3a
npodUILHON MOMOIIBIO U 3a/iepKKe cTapTa Tepanuu. Y 80% nerel ¢ FOBEHUIbHBIM
paccessHHbIM ckiiepo3oM Uy 95% manueHTOoB ¢ 3a00JIeBaHUSIMH  CHEKTpa
ONTUKOHEBPOMUEIINUTA B JIOIOTE UMEIOT MECTO BBIPAXKEHHBIC HAPYIIEHUS 3pPUTEILHON
GyHKIIMM (MCTOHYEHUE CJIOS HEPBHBIX BOJIOKOH CETYaTKH), KOTOPHIC 3a4acTylo
OIMMUOOYHO TPAKTYIOTCSA KaK U30JIMPOBaHHAs 0()TaTbMOJIOTHYECKas MaTOIOTHS.

5. Pa3zpaboTaHHBIN KOMIUIEKCHBIN aITOPUTM AUArHOCTUKHU, BKIFOUAIOITUN aHAIIN3
aHamMHe3a, KIMHUYECKHE, HEeWpOBU3yaIM3allMOHHbIE, HEHPOO(TAIBMOIOTHYECKUE U
T€HETUYECKUE JaHHBIC, a TAK)XXE OLEHKY CEpPOJIOTMYECKHX MapKEepOB, MO3BOJISET
MPOBOJIUTh PaHHIOK JUarHOoCcTUKy PC W CBOEBPEMEHHYIO TapreTHyIO Teparnuio,
MpeA0TBpaIlas HeOOPATUMYIO IOTEPIO 0OBEMA TOJIOBHOTO MO3ra M TPOTPECCUPOBAHUE
MHBanMAn3anuu no mkaine EDSS.
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INPAKTUYECKUE PEKOMEHIAIINHU

— Ha ocHOBe BBIABICHHS KIMHUYECKUX, IMMYHOJOTHYECKUX U T€HETUYECKUX
MapKepoB 3a00JieBaHMs MOBBIIIAETCS BO3MOXHOCTh COBEPIIEHCTBOBAHUS paHHEN
JIUArHOCTUKU JEMUETUHU3UPYIouX 3a0oneBanuii cnekrpa PC y nereil.

— Ilony4yeHHsle pe3ysbTaThl MOTYT CHOCOOCTBOBATH CHIKEHHMIO KOJIMYECTBA
JMarHOCTUYECKUX OIINOOK, 00JIee paHHEMY BBISIBIIEHUIO TALMEHTOB IPYIIIIbI PUCKA U
CBOEBPEMEHHOMY Ha3HAYEHHUIO MaTOr€HETUYECKOM Teparuu.

— Cucremarnzanus JaHHBIX O MMMYHOI€HETHYECKHMX OCOOEHHOCTAX AETEH ¢
PC, maroreHeruyeckas KOHLENIMS BO3HUKHOBEHHS W pa3BuTus PC B Ka3axckoit
MOMYJISIUU Ha OCHOBE aHainu3a DR-reHoB ri1aBHOro KOMILIEKCa THCTOCOBMECTUMOCTH
U psla HUMMYHOJOTMUECKHX MapaMeTpoB  CHEHU(UYECKOr0 TyMOPalIbHOIO
UMMYHUTETA, MO3BOJISIIOLIMX IPOBECTH COBPEMEHHBIM Au(p(depeHIupOBaHHBIN
IMarHo3 MeXJy HeMpOMMMYHHBIMHU 3a00JI€BaHUAMHU, MO3BOJUT pa3paboTarh Oosee
TOYHBIE MOJIXO0/Ibl K IPOrHO3UPOBAHUIO TEUEHUSI 3a00JIE€BaHMUS.

— IIpakTueckoe BHEOpPEHUE pE3yabTaTOB MCCIEIOBAHUSA, OIPEACIICHUE
rariotunia  DRB1*15~DQA1*01:02~ DQB1*06:02 B Ka3axckod MOMYJISAIUNA
IIOMOXET BpavyaM-HEBpPOJOTaM CBOEBPEMEHHO JUAarHOCTUPOBATh IMATOJIOTHIO,
HA3HAYUTh TapreTHyl0 HMMYHHO - MOJIU(DUIIMPOBAHHYIO TEpanuio, YIY4YlIUTh
KayeCcTBO >KM3HM IMALMEHTOB W CHU3UTh PHUCK paHHEW WHBAIWIU3ALUU y JEeTeil ¢
JAEMHUEIMHU3UPYIOIUMH 3a00I€BaHUSMHU LEHTPAIbHOM HEPBHOMN CUCTEMBI.
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HY>KHBIIl HOMEp CTpaBa OT OTBETA; €CJIU BO3HUKIIM CII0)KHOCTH C OTBETOM, IIOCTaBbTE 3HAK «-» (MUHYC) B
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- €CTh MPU3HAKH 3a00JIEBAHUS U HYK/IaeTCs B
pekoMeHaanusax Bpaya (3)
- €CTh TPU3HAKH 3200JICBaHUS U
HYKJIa€TCs B IOMOJHUTEIILHOM MEIUIIMHCKOM
UCCIIEIOBAaHUH U
neyenuu (4)
22 Kak Brl camu orieHuBaeTe - HET NMPU3HAKOB 3a00JICBAaHUI M B METUITUHCKOM

COCTOSSHUC OPraHOB 3pCHUA
BalIcro pe6eHKa:

nomoIu He Hyxjaaercs (1)
- €CTh MPU3HAKH 3a00JIeBaHNUs, HO B MEIUIIUHCKOMN
MOMOLIM He HyxaeTcsi(2)
- €CTh TIPU3HAKY 3a00JIEBaHUS U HYK/IaeTCS B
pexoMeHaanusax Bpaya (3)

- €CTh TIPU3HAKH 3200JICBaHUS U
HY’KJIa€TCs B IOMOJTHUTEIILHOM MEIUIIMHCKOM
HCCIIEI0BAHUN U
nedyeHuu (4)
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23

Kak Bwl camu o1ieHrBacTe
COCTOSIHUE CEPJ/ICUHO-
COCYZMCTON CHCTEMBI BAILIETO
pebeHka:

- HET TPU3HAKOB 3a00JIeBaHUN U B MEAUIIMHCKOM
oMol He Hyxaaercs (1)
- €CTh MPU3HAKY 3a00JIEBaHUS, HO B MEIUITUHCKOMN
MOMOIIIM HE HyXAaeTcsi(2)
- €CTh MPU3HAKH 3a00JIEBAHUS U HYK/IaeTCS B
pexomMeHaanusx Bpayva (3)

- €CTh MPU3HAKH 3200JIeBaHUS U
HY’KJIa€TCS B IONOJHUTEIILHOM MEIUIIMHCKOM
WCCJICIOBAaHUH U
nedyeHuu (4)

24

Kax BrI camu onieHuBaeTe
COCTOSIHUE HEPBHOM U
MCUXUYECKON IeITeNFHOCTH
Balero pedeHka:

- HeT MPHU3HAKOB 3a00JIEBaHUI U B MEAULIUHCKOM
oMol He Hyxkaaercs (1)
- €CTh MPU3HAKY 3a00JIEBAHNUS, HO B MEIUITUHCKOMN
MIOMOIIIA HE HyXaaeTcsi(2)
- €CTh TIPU3HAKY 3200JICBAHUS U HYX/IaCTCS B
pexoMeHaanusax Bpaya (3)

- €CTh MPU3HAKH 3a00JIeBaHUS U
HYKJIAETCS B JIONOJHUTEIILHOM MEUIIMHCKOM
UCCIIeIOBAaHUH U
nedyeHuu (4)

25

Kax Bre1 camu orieHuBaeTte
COCTOSIHUE 3HJIOKPUHHON
CHCTEMBI Balllero pedeHka:

- HET MPU3HAKOB 3a00JIeBaHUN U B MEAUIIMHCKOM
oMot He Hyxaaercs (1)
- €CTh MPHU3HAKY 3a00JIeBaHNUs, HO B MEIUITUHCKOMN
MOMOIIM He HyxaaeTcsi(2)
- €CTh TIPU3HAKH 3a00JICBAHUS U HYK/IaeTCS B
pexomMeHaanusx Bpaya (3)

- €CTh MPU3HAKH 3200JIeBaHUS U
HYKJIA€TCS B JIONOJHUTEIILHOM MEIUIIMHCKOM
UCCIIEIOBAaHUU U
nedyenu (4).)

26

Kax Bsl camu orienuBaete
COCTOSTHHE KOKHBIX TIOKPOBOB
Baiero pedeHka:

- HET MPU3HAKOB 3a00JIeBaHUN U B MEAUIIMHCKOM
nomoIu He Hyxxaaercs (1)
- €CTh MPHU3HAKK 3a00JIeBaHNUs, HO B MEIUIIUHCKOMN
NOMOLIM He HyxaeTcs(2)
- €CTh TIPU3HAKY 3a00JIeBaHUS U HYKIaeTCS B
pekoMeHaanusax Bpaya (3)
- €CTh TPU3HAKH 3200JICBaHUS U
HY’KJIa€TCs B IOMOJHUTEIILHOM MEIUIIMHCKOM
WCCJICOBAHUH U JICUCHUH (4).

27

Kaxk Brl camu o1ieHuBaeTe
COCTOSIHHE OPTaHOB
MUIIIEBAPEHUS BAIIIETO
pebeHka:

- HeT MPHU3HAKOB 3200JIEBaHUI U B MEAULIUHCKOM
oMo He Hyxaaercs (1)
- €CTh ITPU3HAKU 3a00JI€BaHMsI, HO B METUIIMHCKOMN
MOMOIIM HE HyXAaeTcsi(2)
- €CTh TIPU3HAKY 3200JICBaHUS U HYK/IaeTCS B
pexoMeHaanuax Bpaya (3)

- €CTh MIPU3HAKH 3a00JI€BaHUS U
HYKJIA€TCS B JIONOJHUTEIILHOM MEIUIIMHCKOM
HCCIICIOBAHUH H
nedeHu (4).
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Kax Br1 camu orieHuBaeTe
COCTOSIHHE MOYEIOJIOBOM
CHCTEMBI Balllero pedeHKa:

- HET MPU3HAKOB 3a00JICBAaHUI M B METUITMHCKOM
nomoIu He Hyxjaaercs (1)
- €CTh MPU3HAKH 3a00JIeBaHNUs, HO B MEIUIIUHCKOMN
MOMOIIIA HE HyXaaeTcsi(2)
- €CTh TIPU3HAKY 3200JIEBaHUS U HYK/IaeTCS B
pexomMeHaanuax Bpayva (3)

- €CTh MPU3HAKY 3200JIeBaHUS U
HY’KJIa€TCs B IONOJHUTEIILHOM MEIUIIMHCKOM
HCCJIEIOBAHUH H
nedenuu (4)

29

Kax Brel camu ornieHuBaeTte
COCTOSIHAE KOCTHO-MBIIIIEYHOMN
CHCTEMBI Ballero pedeHka:

- HET MPU3HAKOB 3a00JICBAaHUI M B METUITMHCKOM
oMot He Hyxaaercs (1)
- €CTh MPU3HAKY 3a00JIEBaHUS, HO B MEIUITUHCKOMN
MOMOIIM HE HyXAaeTcsi(2)
- €CTh MPU3HAKH 3a00JIeBaHUS U HYKIaeTCs B
pekoMeHaanusax Bpayva (3)

- €CTh MPU3HAKH 3200JIeBaHUS U
HY’KJIa€TCS B IONOJTHUTEIILHOM MEIUIIMHCKOM
HCCJIEIOBAHUH H
neuenuu (4)

30

Kaxk Bbl cuuraere, ecTb Jid y
BaIlllero peOeHKa MpU3HaKu
aIIepruu:

- HeT MPHU3HAKOB 3200JIEBaHUI U B MEAULIUHCKOM
oMo He Hyxkaaercs (1)
- €CTh MPU3HAKH 3a00JIeBaHNUs, HO B MEIULIUHCKOMN
MOMOIIM HE HyXAaeTcsi(2)
- €CTh MPU3HAKH 3a00JIeBaHUS U HYXIaeTCs B
pekoMeHaanusax Bpaya (3)

- €CTh MPU3HAKH 3a00JIeBaHUS U
HY’KJIa€TCs B IONOJHUTEILHOM MEIUIIMHCKOM
HCCIEA0BaHUM U
nedyeHuu (4)

31

K xaxum Obl e1iie Bpauam-
crieranrcraMm Bel xoTenn Obl
ITOTIOTHUTEILHO OOPaTUTHCS 32
KOHCYJIbTallMeH U JICYCHUEM B
HACTOSIIEE BPEMSI:

- kapauodor (1)
- BHAOKPHUHOJIOT (2)
- xupypr (3)
- opranemoror (4)
- Hedpodor (5)
- ypoor (6)
-runexoior (7)
- HeBporatoJior (8)
- 10p (9)
- TepanesT (10)

- mynbeMoHodor (11)
- nepmatrouior (12)
- ractpoanrepoJior (13)
- cuxuatp (14)

- cromaroior (15)
- ajeproJor (16)
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- opronea-TpaBmatoJor (17)
- onkoJor (18)
- nagexponucT (19)
- CHELIMAIUCTHI HETPAJAUIIMOHHON METULIMHBI
(20)
- npyroe (21
(BuCath)

32

OTMmeuaeT Ju Bail pebeHoK
nposiBJICHUE 00T,
00JIE3HEHHBIX COCTOSTHHUH B
OTACJIBHBIX YAaCTAX TEJIa.

- HeT, He oTtMmeuaer (1)

- MHOT'/Ia OTMEYaeT O0JIC3HCHHBIC
MPOSIBJICHUS B HEKOTOPBIX Pa3HBIX YaCTIX TeJla, HE
CBSI3aHHBIC C
OCHOBHBIM 3a00JsieBaHHEM (2)

- OTMeYaeT 00JIC3HCHHBIC
MIPOSIBJICHUS TIEPUOIMIECKH B OJTHUX YYaCTKaX
TeJa, CBSI3aHHbIC C
0one3ubio (3)

- OTMEYaeT PEryJIsipHbIC
00JIe3HEHHBIC TIPOSIBIICHUS TICPUOTUUCCKU B OJJHUX
ydJacTKax Tela
CBSI3aHHBIE ¢ 00JIe3HBIO (4)

- OTMEYaeT OYCHb PE3KHE M YaCThIe
NPOSIBJICHHS 0OJIH, CBSI3aHHBIE ¢ 00JIe3HBIO (5)

33

'YKa)KUTEe CUMIITOMBI M
00J1e3HEHHbIE TIPOSIBIICHUS,
KOTOPEIE MOSIBIIIACH Yy Barirero
pebenka B cBs3u ¢ [3:

- 6osie3HeHHBIX TposiBiIeHuH HeT (1)
- TOJIOBHBIE 00 (2)
- 6071 B m1azax (3)
- 00716 B ymax (4)
- 60116 B Topie (5)
- 6o B oOactw 1en (6)
- 6ou1b B oOnactu rpyau (7)
- 00116 B rpyaHOM KIeTKe (8)
- 60116 B 06macTu cepaua (9)
- 60116 B mo3BoHo4HHKE (10)
- 6011b B 0OnacTu mosicHuIsl (11)
- 60116 B 0OmacTu xuBoTa (12)
- 60116 B 0Osactu Taza (13)
- 6omm B cycTaBax (14)
- 60omu B MbImax (15)
- 6oyt ipu Xo160€ (16)
- 6oyt Bo Bpemst cHa (17)
- 00JIb TTPH BBHITIOTHEHNUH (PU3UYIECKON JIeSITETbHOCTH
(18)
- KOxHbIH 3y7 (19)
- TOTJIMBOCTH (20)
- ozpImka (21)
- HapyIIeHHE YyBCTBUTEIBHOCTH KOXH (22)
- mpyroe (23) (BmucaTh)
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34 ro, no Bamemy MHeHHIO, - HepBHOE HamnpsikeHue (1)

crocoOcTByeT 000CTPEHUIO - ¢husnyeckas Harpyska (2)

3a00JIeBaHMs: - IepeHEeCeHHbIe MH(EKIMH U TIPOCTYAHBIC

3abomneBanus (3),
- CMeHa Kiumara (4)
-IIpUEM JIEKApCTBEHHBIX U JpYrux npenaparos (5)
- mepeoxyaxaeHue (6)
- HE BBITIOJTHEHUE peKOMeH 1aiuii Bpaya (7)
- 3aTPYAHSIOCh OTBETHUTH (8)

JlaiiTe oneHKy 310poBbI0 Balero peoenka mo 100-6anpHOM mKane, rae 1 — oueHpb mioxo,
100 — oueHb xopo1o:

o i0 20 30 40 so 60 70 80 S0 100

Fevnsbonnnboonc boeenbeene beene bovne oo bovee bevee b b becee beeee Lo Lo Lo Leeee e e
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Yisepxaaw

Wo rasHoro spaya
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AKT
0 BHEAPCHHH OCHOBHBIX PeIYALTATOB ANCeepTaunonnoi pabore PhD
aoxropanta Kasaxekoro Haumonaasnoro MeAHUHHCKOIO yHHBEpCHTETA
um. CJL Achenamnposa — Fansim Ajirepim

Tema: «OcoGeHHOCTH Pa3BHTHA AEMHETHHHIHPYIOUWMX 3a60/eBanuii crieKTpa
PACCeSHHOrO CKJIepo3a y AieTei B Ka3axcKoil nonyasuum».

Hanmenosanne npeanoxenns Aas sueapennsn: KoMILIEKCHBIR aliroput™
auartocTHku PC y nereii B ka3axcKko# nomyisuHH.

Vupexnenne, asrop: Kasaxckuii  HaumoHanbHbifi  MEAMUHHCKHHE
yuusepcurer umenn C.JI. Achenmmsposa, xapeapa nerckoii Hesponoru, PhD
JIOKTOPAHT 1o cneuuansHocTd «6D110100 — Meanunsay Fansiv Afirepim

I'ae sueapeno: YK "Axcait"

®opma  BHeapenusi:  OCHOBHblE  pe3yibTarTsl  JAHCCEPTALHMOHHOrO
MCCJIeIOBAHNSA BHEAPEHbI B npakTHyeckyio aestenbHocTh YK "Akcail”. [Tpunarst k
BHEJPEHHIO HayYHO-HCCIe10BaTeIbCKHe pa3paboTKH.

IppexTHBHOCTL BHEAPeHUsi: PaHHAA IHArHOCTHKA PACCEAHHOIO CKIepos3a y
JileTelt B Ka3axCKOi nomyJisiyH.

Mpeanoenns, 3aMeuanis yIpPeAICHNS, OCYIMIECTB/INIONIEro BHeAPeHue:
Her.

Henoanureis:

Ho ra. Bp.
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