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CITMCOK COKPAIIEHUI

— 6one3ub Bunbscona-Konosanona

— 007ne3Hb [ eHTUHITOHA

— 6one3nb [lapkuHCcOHa

— TTUANIbHBIN HelpoTpoduueckuit pakTop

— UHTEPJICUKUH

— MEeXayHapoiHas kinaccudukanus oonesneit 10-ro nepecmorpa
— MarHUTHO-PE30HAHCHAsA ToMOrpadus

— MYJIbTUCUCTEMHAs aTpodus

— HACIIEZICTBEHHBIE KCTPATUPAMUIHBIEC 3a00JI€BaHNUS
— HelpoTpopuueckuil pakTop roJIOBHOTO MO3ra

— OINITUYECKasi KOTepeHTHasi ToMorpadus

— OJIMBOIIOHTOLIEpEOEIUIIpHAs AeTeHepaLns

— 001I1ast TONIIMHA CIIOSI TAHTITUOHAPHBIX KIETOK

— TOPCUOHHAS AUCTOHUS

— TOJIIIMHA HEPBHBIX BOJIOKOH CETYATKU

— TOJIIIIMHA CETYATKU B MaKyJIAPHOU 30HE

— (hakTOp HEKPO3a OMyXOJu-anbda

— ¢pakTOpa pocTa roJIOBHOTO MO3Ta

— IIEHTpaJIbHAs HEPBHAS CUCTEMA

— DCCEHLIMAIBHBIN TPEMOP



BBEJIEHHE

AKTyaJ'II)HOCTB TCMBI UCCIICAOBaAHUA

HacneacTtBennblie skcTpanvpaMuHbie 3a00J1€BaHUSI — 3TO TPyIIa reTepOoreHHbIX
OoJne3Hel NEHTPAJIbHOM HEPBHOW CHUCTEMBI, C TPEUMYIIECTBEHHBIM MOPAKECHUEM
KCTpanupamMuaHod W  Mo3xkeukoBoil cucremsl (Mmmapuomkun C.H., VBanoBa-
Cwmonenckas W.A., 2019, 2021). bone3ns ['enTtunrrona, Ooise3nb IlapkuHcoHa,
TOPCHOHHAS JUCTOHHUS, JCCEHIMAIBHBIA Tpemop, Ooyie3Hb Bunbscona-KonoBaoBa
XapakTepU3yrTCSd Pa3IUYHBIMU THUIAMH HApYIICHUM NBUXKEHUU U OOBEIUHSAIOTCA B
MUpOBOM suTepaType TepMuHOM «movement disorders» (Rajan S., 2019).
JIBuraTenbHbIE PACCTPOMCTBA HEPEIKO COMPOBOXKAAIOTCS TSHKEJIBIMU HApPYIICHUSIMU
MHecTryeckux (yHkumid u ncuxuku (JlutBunenko U.B. u np., 2017; Mnnapuomkun
C.H., 2018; Svenningsson P., 2012; Zurowski M., 2013; Czlonkowska A., 2018, 2022).
HacnencTBeHHbIe SKCTpanvpaMuIHbIE 3a00JI€BaHUS JJO HACTOALLETO BPEMEHH OCTAIOTCS
MaJIOKypaOelbHbIMU, HMEIOT MPOTPECCUPYIOIIEEe TEYEHHUE M IMPUBOAAT OOJBHBIX K
Tsokenon creneHu uHBanuauzanuu (IlomuukoB B.I'., Tlenuna I'.0., [IpoxopoB A.A.,
2017, 2022). B Hacrosiee BpeMsi JOCTUTHYT MPOTPecC B MOHUMAHUU OCHOBHBIX
MAaTOTCHETUYECKNX (PAKTOPOB, BBI3BIBAIOIINX HACJIEACTBEHHBIC JKCTPAUPAMUIHBIE
3a0oneBanus (Berunnosa A.C., Kankaesa M.P., Mymxupu H.M., Unnapuomkun C.H.
2023, 2024). AKTUBHO Wu3y4YaeTCcs BKJAJ pPa3IUYHBIX MATOJOTUYECKUX KACKaJOB,
KOTOpbIE€  3allyCKAaIOTCS TE€HETUYECKH OOYCIOBJIEHHOW THOENbl0 HEUPOHOB B
LEHTPaAJIbHOM HEPBHOI CUCTEME MPH HACIEACTBEHHbIX 3a00eBanusax (Sopova K., 2014;
Williams-Gray C.H., 2016; Ransohoff R.M. 2016; Karpenko M.N., 2018; Haberfehlner
H., 2020; Voronkov D.N., Stavrovskaya A.V., Lebedeva O.S., Li Wen, 2023).

Cremnenp pa3pabOTAaHHOCTH TEMBI

YcranoBieHa  posb  (DaKTOpOB,  MPOBOIUPYIOMIUX  BOCHAJICHHE U



CIOCOOCTBYIOIIMX Pa3BUTHIO 3a00j1eBaHuil HepBHOU cucTeMbl (JIutBunenko U.B. u np.,
2017, 2022; Kapuesckas A.E., ITarommna O.B., Illaposa E.B., Oxuuna JI.b., Tutos
O.}O., 2023). OtmedeHa poyiib OSKCAUTOKCUYHOCTH U TIOBBIIICHHOW aKTHUBAIUH
rimytamaTtHbix NMDA-peuentopoB nipu Oone3nu I'entunrrona (Kmommunko C.A.,
2020, 2022). BeigBreH aucbamaHC [EHTPAIbHBIX HEHPOTPAHCMUTTEPOB IpHU
topcuoHHOM auctoHuu (benoycora A.A., 2020). AKTyaJIbHBIM HaIllpaBJICHHEM OCTACTCS
u3ydeHue (akTopoB, CIOCOOCTBYIONIMX THOETH HEWPOHOB IEHTPATHHOW HEPBHOM
CUCTEMBI, CPEAM KOTOPBIX MOXHO OTMETHUTh BocmajeHue. HelpoaereHepaTuBHBIN
npouecc B [IHC npuBOOUT K akTUBALMM MMMYHOJOTMYECKH PEJIEBAHTHBIX TI'E€HOB,
KOTOpbIE OOBEANHAIOT UMMYHHYI0 U HepBHYIO cucteMsl (Klionsky D.J., 2022).

B HepBHOW TKaHMW [1a)K€ HEBBIPAXKEHHBIE MPOBOCHAIUTEIBHBIE CUTHAJIBI
CTUMYJIUPYIOT CHHTE3 BOCHAIUTENBHBIX MEIUATOPOB M BBICBOOOXKJIEHHUE XEMOKHHOB
(Thier S., Lorenz D., 2019). B T0 ke BpeMsi, ©3BECTHO, YTO KU3HECTTOCOOHBIE HEHPOHBI
MPEMATCTBYIOT 3allyCKy HWMMYHOJOTHUYECKM PpEJIEBAHTHBIX TE€HOB, a CTUMYJISIIUSA
BpOXKJIEHHOr0O uMMyHHoro otBera B I[HC wmoxer BbI3BIBaTH  BBIPAOOTKY
HelpoTpopuyeckux (QaKkTOpoOB, CHIDKAIOIIUX YPOBEHb BOCHAJEHUS, OOECHeunBast
BoccTaHoByieHue HepBHOM TkaHU (Ross O.A., Conneely K.N., 2020).

YTouHeHHe (PaKTOPOB, BIMSIOUIMX Ha MPOLECC BOCHAJIECHUS B CTPYKTypax
rOJOBHOTO MoO3ra Ha ()OHE MPOTrPECCHUpPOBAHUS HACIEICTBEHHBIX SKCTpPAUpPaMUIHBIX
3a00JIeBaHUN U ONpEAeNICHUE IUAarHOCTHYECKUX KPUTEpHEB, OyIeT crocoOCTBOBATh

pa3pabOoTKe HOBBIX METOJIOB JICUCHUS TSHKETIEHIITNX 00JIe3HEH.

Llenp uccinemoBanus

VYaydlmnTh JUAarHOCTUKY IPOLIECCa HEMPOBOCHAIEHUS B CTPYKTYpax TOJIOBHOIO

MO3ra IIpu HACICACTBCHHBLIX JOKCTpallMpaMUIHBIX 3a00JICBaHUAX C OIIPCACIICHUCM

AUAIrHOCTHYCCKHUX KPUTCPHUCB.



3agauu UCCIIEIOBAHUSA

1. OnpenenuTh KOHLUEHTpAaLUU OEJIKOB BocnajaeHUs ((pakTop HEKpO3a OMyXOJeii-
0, UWHTEpJeikuHa-1, HHTEpJieKWHA-0) B IUIa3ME€ KPOBM C MOMOIIBI0 HMMYHO-
(epMEHTHOTO aHaIn3a.

2. OueHuTh aKTUBHOCTH MPOIECCA allONTO3a Yy MAIlMEHTOB HACJIEICTBEHHBIMU
AKCTpANUpPaMHUIHBIMHU 3a00JIEBaHUSMU 110 YPOBHIO COiepkaHus OenkoB arnonTosa (p53
u Bcl2) u B mu1a3me kpoBU € NOMOIIBIO UMMYHO(EPMEHTHOTO aHAIH3a.

3. OmpenenuTh YpOBEHb TINIHAIBHOTO HeWpoTpoduueckoro (¢dakropa u
HEHPOTpOPUYECKOTO (aKTOopa TOJOBHOTO MO3ra B IUIa3M€ KPOBU MALMEHTOB C
HOMOUIbI0 UMMYHO(QEPMEHTHOTO aHAJIN3a.

4. YTOUYHUTH U3MEHEHUS B CETUaTKE y MAIlMEHTOB HACJIEICTBEHHBIMH JKCTpaIu-
paMUJHBIMU 3a00JIEBaHUSMU Ha OCHOBE IIPOBEJCHHS ONTUYECKOM KOTE€PEHTHOMN
TomMorpaduu TJA3HOTO sI0JI0Ka.

5. BbiABUTH NHMAarHOCTUYECKHE KPUTEPUU HEHPOBOCHANICHUS TPH HACIEACTBEH-
HBIX SKCTpanMpaMUIHBIX 3a00JIEBAHUAX C YYETOM JIaHHBIX KJIMHHUKO-HEBPOJIOTHU-

9YeCKOTr0, JJAOOPATOPHOTO U HEUPOOPTATHMOIOTHUECKOTO UCCIICTOBAHMSL.

Haqua;[ HOBHU3HA HCCIICAOBaHUA

JlokazaHo HajaM4Me MpOoIecca BOCIMAJCHUS B CTPYKTYypax TOJOBHOTO MoO3ra y
MAIMEHTOB HACJIEICTBEHHBIMU AKCTPATUPAMUIHBIMUA 3a00JICBaHUSIMHA TIPH MTPOBEIACHUN
KOMITJIEKCHOTO KIIMHUKO-HEBPOJIOTHYECKOTO, HEHPOO(PTATBMOJIOTHYECKOTO U Jlabopa-
TOPHOTO HCCJEJAOBAHHUS C ONpPENENICHHEM KOHIIEHTpaIluu OEJKOB BOCIHAJICHUS,
amonTo3a, riIuajbHOro HehlpoTpoduueckoro dakropa U HelpoTpoduueckoro ¢akropa
rosioBHoro mo3sra (p < 0,005).

BrisBiiin M3MEHEHWE KOHIEHTpAIlMM B TUIa3Me KPOBU OEIKOB BOCTAJICHHUS
(dbakTOp HEKpoO3a OMyXoJiei-0, UHTEepJeHKrHA- 1, HHTEpJICHKUHA-0) 1 OEJIKOB anomnTo3a

(p53 u Bcl2) Ha doHE BBICOKOTO YPOBHS TNIMATLHOTO HeWpoTpoduyeckoro (akropa u



HU3KOM KOHIIEHTpaluid HeHpoTpoPuueckoro Gakropa rojJJOBHOTO MO3ra y MalMEeHTOB
HACJIEJICTBEHHBIMU HKCTPANUPAMUIHBIMU 3200I€BaHUSIMU.

YCTaHOBJIEHO HaIU4KMe W3MEHEHUM CETYATKHU TJIa3HOro S0JI0KAa y MAlMeHTOB C
HACJICJICTBEHHBIMU JKCTpalUpaMUIHBIMU 3a0osieBaHusIMU cTapiie 60 jeT B BuUle
CHW)KEHMS TIOKa3aTeiel TOJIIMHBI CI0S FaHTJIMOHAPHBIX KJIETOK CETYATKH U TOJIIUHBI
CEeTYATKH B MAKYJISIPHOH 30HE€ C TOMOIIBI0 METOJa ONTHYECKOW KOTE€PEHTHOM

ToMorpaduu.

TeOpeTquCKaﬂ " IPAKTUYICCKAA 3HAYMMOCTDb UCCIICAOBAHUA

Y  nauMeHTOB  HACNEACTBEHHBIMH  SKCTPAMPAMUIHBIMU  3a00JIEBAHUAMU
BO3HHMKAET BOCHAJIEHUE B CTPYKTypax TOJOBHOIO MO3Ta, KOTOPOE MpPOSIBISETCS
NOBBIUICHHBIM CHHTE30M TJIMAJIBHOIO HeWpoTpoduueckoro (axkropa, yBEITUUYEHHUEM
KOHIIEHTpaluu (pakTopa HEKpO3a OMyXoJiei-o, HHTepeiikuHa-1 u uHTepaeKkuHa-6.

BbIBIEHO  WM3MEHEHHWE  HEUpPOTPO(UUYECKOM  peryjasiuud y  [alHueHTOB
HACJIEICTBEHHBIMU JKCTPAIMPAMHUIHBIMU 3a00JIEBAHUSAMU B BUJE CHMKEHUS YPOBHS
HEHpOTpoPuUecKoro (akTopa TOJIOBHOTO MO3TA U MOBBIIIEHUS KOHUEHTPAIMU OEJIKOB
anonTo3a (p53 u Bcl2).

Y CcTaHOBNIEHO, YTO WU3MEHEHUS Ha CETYaTKE IJIa3HOTO s0JI0Ka B BUJIE CHIXKEHUS
NoKa3zaTesied TOJIMHBI CJIOS TaHTJIMOHAPHBIX KIJIETOK W TOJIMHBI CETYaTKH B
MaKyJsSpHOM 30HE BO3HUKAIOT TMpH JIMTEIHHOM TEYeHUH Oo0Jie3HM Ha (oHe
MPOTPECCUPOBAHUS  HEUPOACTCHEPATUBHOIO 3a00JIEBAHUSI IIEHTPAJIbHON HEPBHOMU
CUCTEMBI y MalMEeHTOB cTapiie 60 JeT, KOTOpble MOXHO HCIOJb30BaTh B KAayeCTBE

JIMAarHOCTUYECKUX MapKEpOB MPoIecca HEHPOBOCTIATICHHUS.

MGTOI[OJIOFI/IH N MCTOObI HCCIICOIOBAaHUA

B npouecce HAY4YHOTO HCCICAOBAHHA ITPOBOAMIICA aHAJIN3 OTCUYUCCTBCHHBLIX M

3apyOeKHBIX PabOT, MOCBAIIEHHBIX U3YYCHHUIO MPOOJIEMbl MATOTeHe3a U TUATHOCTUKHU



HACJIEICTBEHHBIX AKCTpPANUpPaMUAHBIX 3a00JIeBaHUN M poiau (AaKTOPOB BOCHAICHUS U
HEHPOTPO(UHOB B Mpoliecce HEHpOAeTeHEpalInu.

Jlist pelieHust 3a1a4d JUCCEPTALIMOHHOTO MCCIEAOBaHUsS OBLI MpPOBENIEH cOop U
aHallu3 >kKajno0 MalMeHTOB, OLIEHKAa HEBPOJOTHYECKOTO CTaTyca, ypoBHEH (HaKTopoB
HEKpOo3a OIyXoJjei-o, WHTepieiikuHa-1, uHTepieHKkuHa-6, TIIHaTbHOTO HEUpOTpodu-
yeckoro ¢akropa U HeHpoTpoduueckoro (axropa TOJOBHOTO MO3Ta B CBHIBOPOTKE
KPOBH U PE3yJIbTaTOB HEUPOO(DTATHMOJIOTHUYECKOTO NCCIIETOBAHHSL.

[Toy4yeHHbIe pe3ynbTaThl MOABEPTaIUCh CTATUCTUYECKOMY aHAU3Y.

OOBEKT MCCIIEIOBAaHUS — MAIIMEHTHI C HACJICICTBEHHBIMU IKCTpPaNUpPaMUIHBIMU
3aboneBanusiMu  (n=60), Tpymnma cpaBHEHUs TMalMEHTH 0o0yie3Hbl0 BuiibcoHa-
KonoBanoBa (n=15), KOHTpoJIbHas IpyIIIa 310poBbie JOOPOBOIBIEI (n=30).

[Ipenmer wccnenoBaHWsi — OIIGHKA TMpollecca BOCHAJICHHS B CTPYKTypax

I'OJIOBHOI'O MO3ra 1 BBISIBJICHHUC (baKTOpOB, BJIMAIOIINUX Ha €TI0 dKTHUBHOCTD.

OcCHOBHBIE ITOJIOKCHH, BBIHOCUMBIC Ha 3aIlIUTY

1. VY MmanuMeHToB ¢ HACIEACTBEHHBIMU 3KCTPANMPAMUIHBIMU 3a00J€BaHUSIMU
OTMEYAETCA HW3MEHEHHE B peryasiunu uMMyHHbIX oTBeToB B L[HC Beieacrteue
NOBBILICHHOTO CHHTE3a IIUTOKMHOB (PaKkTOopa HEKpO3a OIMyXoJiei-0, MHTepieikuHa-1,
UHTEpJIEUKNHA-6 Ha (POHE BBICOKMX KOHIEHTPALMHA TIUAIbHOTO HEHpOTPOPHUUECKOro
daktopa u 6enkoB aronTo3a (p53 u Bcl2).

2. [ToBbIlIEHHE aKTUBHOCTH BOCHAJIUTENBHBIX LHUTOKUHOB ((pakTopa HEKpo3a
OITyXOJIeH-0,, UHTEPJIEUKNHA-1 1 UHTEpJIeKUHA-6) CBS3aHO C HapyLIEHUEM B CUCTEME
peryysuud HeMpoTpO(PHUHOB: yBEIMYEHHE KOHLEHTPALMU TJIHAJIbHOTO HEHpoTpodu-
4ecKOro (hakTopa U CHIXKEHHE KOHIIEHTPALUU HEUPOTPOohUIECKOro (paKkTopa roJOBHOTO
MO3ra, CIOCOOCTBYIOIIMX AKTUBAIIMN HEUPOTJINH.

3. M3MeHeHus: ceTyaTKd TJA3HOTO sI0JloKa B BHJIE CHIDKEHHUSI TOKa3aTesel
TOJIIIMHBI CJI0SI TAHIJIMOHAPHBIX KJIETOK CETYATKHA M TOJIIMHBI CETYATKU B MAKYJISIPHOM

30HC BO3HHUKAIOT IIpU AJIUTCIIBHOM TCUCHHUHU 0ose3HU Y NalueHTOB € HACJICICTBCHHBIMU
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SKCTpalTupaMUuIHbBIMHA 38.60J'ICB8.HI/I}IMI/I, 4TO MOXKET ABJIATHCA MApKEPOM IIPOrpeCcCrupo-

BaHMUs JlereHeparuBHoro npouecca B [THC.

Crenenn AOCTOBCPHOCTHU U anp06au1/m PE3YJIbTATOB UCCIICIOBAHUS

CreneHb JOCTOBEPHOCTM W OOOCHOBAHHOCTH PE3YJIBTATOB HCCIEIOBAHUS
MOATBEP)KIAIOTCS HEOOXOMUMBIM OOBEMOM BBIOOPKH, aJEKBAaTHO TIOCTABJIICHHBIMU
HelasiMM M 3ajjayaMM, TPaMOTHBIM CTAaTHCTHMYECKUM  aHajIu3oM. Marepuaibl
JUCCEePTAIH JOJI0KEHBI M 00CYKJIEHbI HAa MEXIYHAPOJHBIX KOHIPECCaxX M €XKETrOIHbIX
HAay4YHO-TIPAKTUYECKUX KOH(EepeHIusAx: HayyHas KoHpepeHius «MenunuHa u
OOIIIECTBO B SIMOXM MHpa M BOWHBI: acmekTol B3aumojenctBus» (Cankt-IletepOypr,
2020), Konrpecc ¢ mexayHapoaubiM yuactueM XXII «JlaBUIEHKOBCKUE YTEHUS
(Cankr-IlerepOypr, 2020), XXVII Bcepoccuiickoli KOHPEPEHIIMH MOJIOJBIX YYEHBIX
"AkTyanpHble mpoOsembl OuoMenuuuubl - 2021"  (Cankt-IletepOypr, 2021), 9-as
Hay4YHO-TIpaKTU4YeCKass KOH(EPEHIUs MOJOAbIX YUYEHBIX U CHenuaiucToB «TpaHcis-
MOHHAasT MeauuuHa: oT Teopun K npakrtuke» (Cankr-lIletepOypr, 2021),
Bcepoccniicknil  TEpaneBTUYECKUM  KOHIPECC € MEKIYHApPOIHBIM  y4acCTHUEM
«borkuHckue urenus» (Cankrt-IlerepOypr, 2021, 2022, 2023), XXIV MexayHapoaHas
MEJUKO-OMOJIOTHYEeCKasi ~ HaydyHas ~ KOH(EpEeHIMs  MOJOJBIX  HCCienoBareseit
"dyHnaMeHTalbHAasT HAayKa M KJIMHAYECKas MeAauuuHa. YenoBeK W ero 340poBbe"
(Cankt-IlerepOypr, 2021, 2022, 2023), Konrpecc ¢ mexxayHapoaabiM ydactuem X XIII
«/laBunenkoBckue uteHus» (Cankrt-IlerepOypr, 2021), HOOuneiliHas Hay4HO-
npakTuyeckass KoH(epeHIMs, nocBsmieHHas 10-netuto oOpazoBanuss DI'BOY BO
C3rMY wum. MN.U. MeunukoBa MunzapaBa Poccun «lIpodunaktudeckas wu
kiuHndeckass meauimHa 2021» (Cankr-IlerepOypr, 2021); Konrpecc ¢ mexmayHa-
ponubiM yuactueM XXIV «JlaBunenkoBckue urenus» (Cankt-IlerepOypr, 2022),
XXIV cbe3n dusmonmornueckoro odmectBa uMm. WM.I1. IlaBmoa (Canxt-IletepOypr,
2023), Kourpecc ¢ MexayHapodaHbiM yudactueM XXV «JlaBUIGHKOBCKUE YTEHUS

(Cankt-IlerepOypr, 2023); Konrpecc neBposoroB Cankr-Ilerepoypra u Cesepo-
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3amagHoro (QenepanpHoro okpyra P® ¢ wmexnayHapoasHeiM ywyactueM (CaHKT-
[TeTepOypr, 2023).

Od¢unmanbHasg anpobanust pe3yibTaTOB JAUCCEPTALMOHHOTO MCCIEAOBAaHUS
IPOBE/ICHA HA 3acelaHud MpoOIeMHON Komuccuu «HepBHbIE U cuXu4yeckrue 00NIe3HN»
(denepanbHOrO0 TrOCYAapCTBEHHOIO OIOKETHOIO 00pa30BaTENbHOIO  YUPEXKICHUS
Bbiciiero  oOpazoBaHust  «CeBepo-3anmajHblii  rOCYJapCTBEHHBIM  MEIUIIMHCKHIMA
yHuBepcuteT umenu .M. MeunukoBa» MuHuncreperBa 3apaBooxpaneHus Poccuiickon

®enepanuu (mpotokos Ne2 ot 4 ampenst 2022 1.).

Buenpenue pe3ysibTaToB padOThI B IPAKTUKY

Pe3ynbTaThl HUCCEPTALIMOHHOW pabOThl, HUMEIOIIME HAYYHO-TPAKTUUYECKOE
3HAYCHHUE, UCIIOJIB3YIOTCS B JICUCOHO-TMArHOCTUYECKOM IIPOIECCe Ha HEBPOIOTHYSCKUX
otaencHusax @PI'bOY BO «C3I'MYVY um. U. . MeunukoBa» M3 P®, I'bY3 «I ocriurans
JIJIsi BETEPAHOB BOMH», BHEIPEHBI B YUeOHBIN mporiecc Kadeapbl HEBPOJOTMU UMEHHU

akanemuka C.H. JlaBugenkoBa ®I'bOY BO «C3I'MY um. . 1. MeunukoBa» M3 PO.

[Ty6onukamum

[To Teme mucceprauroHHON paboThl ObUIO onMyOnaMKOoBaHO 11 Hay4yHBIX padoT, B
TOM 4YHCJI€ 3 CTaTbl B XYypHAJIaX, PEKOMEHJIOBAHHBIX BhICHIEN aTTecTalmoOHHOMN
KoMuccue mnpu MuHucTepcTBE HaykKM U Bblculero oOpaszoBanusi Poccuiickoit

denepanum.

JInunoe Y4aCTHEC aBTOpa B BBINIOJITHCHHUH UCCICAOBAHUA

ABTOp COBMECTHO C HAyYHBIM PYKOBOJHUTEIEM Y4YacTBOBal B (OPMHPOBAHUU

HaquOﬁ THUIIOTE3HI, )IPIBaP'IHa HCCIICA0BaHMA, OIPCACICHUN LCJIN U 3aga4, COCTaBJICHUC

aHATMTHYECKUX aHKET, B cOope m o0paboTke HAOpaHHOTO MaTepHasia, UHTEPIPETAINH
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MOJyYEHHBIX JaHHBIX. ABTOPOM JIMYHO TMPOBEACHBI aHalW3 0030pa MHPOBOW H
OTCUECTBCHHOW JIMTEpATyphbl, IyOJHMKAIMW CTaTei, IOATOTOBKA JUCCEPTAMH U
aBTopedepara. COBMECTHO CO CHIEHMAIMCTAMU IO JIADOPATOPHOW JAUArHOCTUKE
NPOBOJWJICS  aHAMM3 W OOCYXJCHHE pPE3yJbTaTOB.  AHAIW3UPOBAIUCH JIaHHBIE
WCCJICIOBAaHMSI CETYATKH TJla3a MAIMeHTOB W TMPEACTABHTENCH KOHTPOJIBHON TPYIIIBI
METO/I0M oNTHYeckoi korepeHTHoi Tomorpaduu (OKT).

ABTOp CaMOCTOSATENILHO OCYIIECTBISUT MaTEMaTHYECKYyI0 W CTaTHUCTUYECKYIO
00pabOTKy pe3yJbTaToOB, AaHAIU3WPOBAJ IMOJYYCHHBIC JaHHBIE, CHOPMYIHPOBAI
BBIBOJIBI, MIPAKTUYECKUE PEKOMEH IAINU, HATKCAI TEKCT AMCCepTany U aBTopedepara,
MOATOTOBUJI Claiiabl Jyisl anpoOanuu U 3amuThl. bonee 90% coctaBun o0y BKIaja

ABTOpPa B BBIIIOJJHCHHOC IJUCCCPTAMOHHOC HCCICAOBAHUC.

O0BeM U CTPYKTypa JUCCEPTALIUH

JluccepTanioHHOE HCCle0BaHNe U3JI0KEeHO Ha 135 cTpaHHIIax MaIIMHOMUCHOTO
TEKCTA, COJEPKUT BBEJCHUE, YETHIPE IJIaBbl, BBIBOJBI, IPAKTUYECKUE PEKOMEHIALNH,
NPUIIOKEHHUS, CIHCOK JHUTepaTyphl, Bkmouaromed 221 wucrounmk, n3 Hux 122
oTeuecTBeHHBIX M 99 3apyOexHbIx. PaboTa comepkut 12 Tabiauil u wntocTpupoBana 35

PUCYHKAMU.
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['JIABA 1. OB30P JIUTEPATYPEI

1.1 HacnencrBeHHble 3KCcTpanupaMuHbie 3a00ieBanus (001Ias

XapaKTEPUCTHKA)

HacnencTBeHHble SKCTpanmupaMuHble 3a00J€BaHUS IPEACTABISAIOT  COOOU
FETEPOreHHYI0 TPYIITy, OCHOBHBIM KJIMHUYECKUM NPOSBICHUEM KOTOPOH SIBISIIOTCS
Hapymenus npwkenus (I'ycesa E.U., 2009). O0beauust0T 3T 3200JI€BaHKS HECKOJIBKO
(akTOpoB: BO-NIEPBBIX O3THU 3a00JIEBaHUS MMEIOT HACJIEICTBEHHBIM XapakTtep u
BO3HHMKAIOT BCJEACTBUE MYTallMd B TE€HETUYECKOM amnmapare W HapylleHus B
JaJbHENIIEM CHUHTE3a ONPEJECICHHBIX O€IKOB HEOOXOIUMBIX ISl (PYHKIIMOHUPOBAHUS
ctpykryp LIHC; BO-BTOpBIX mOpaxaroTcsi CTPYKTypbl OAHOM MOp(}O-()yHKIIHMOHATBEHON
CUCTEMBl — D3KCTpallMpaMUIHOW, B-TPETHUX, OCHOBHBIM KIMHUYECKHUM CHMITOMO-
KOMIIJIEKCOM SIBJISIETCS. CHHJPOM JBUTATENIbHBIX HapylIEHUWH B JBYX BapHaHTax:
TUIIOKMHETUYECKU-TUIEPTOHUYECKUN u TUIEPKUHETUYECKU-TUITOTOHUYECKUH.
HeoOxoaumMo OTMETUTH TakXke, 4TO 3a00J€BaHUS 3TU HUMEIOT MPOTrPECCHpYIOIIEe
TEUYCHUE, MATYI0 KypaOeabHOCTh U TPUBOIAT K MHBamUAn3anuu mnanueHta ([loMHUKOB
B.I"., 2019). HaciienctBeHHbIe 3a00JI€BaHUS SKCTPATUPAMHUTHON CHCTEMBI OTHOCSTCS K
penKuM OOJIe3HAM C YacTOTOW BCTpEeYaeMOCTH B momyisiuuud MeHee 10 yenoBek Ha
100000 Teicsta Hacenenus: (boukosa H.IT., 2012). B Toke BpeMst 3TH 00JIE3HH UMEIOT U
OTJIMYHSA, KOTOPbIE OTMEYAIOTCSI KaK B OCOOCHHOCTSIX KJIMHUYECKOW KapTHHBI, TaK U B
TEX CTPYKTYpaX SKCTPAIUPAMUIHON CUCTEMBI, KOTOPBIE TOPAKAFOTCSI.

B QpyHKIMOHMPOBAHUM SKCTPANMUPAMUTHON CUCTEMBI KpOME 0a3abHbIX FAHTJIMEBR
y4acTBYIOT  oOpa3oBaHus, oOnamapomme  obmmmMu  MOpPoPyHKIIMOHATHHBIMU
CBOMCTBaMU — Tajamyc, 4YepHasl CyOCTaHIIUS, OJMBBI, KPACHBIE siIpa, PETUKYJSpHas
dbopmanus, sapa JIbtouca, MHTEPCTULMAIBHOE SAPO, TEKTYM, siipa BECTUOYISAPHOTO
KOMIUIeKCa, MO3*e4oK. OHHU CBSI3aHbI MEXAY COOOM MHOTOYMCIEHHBIMU CBS3SIMH,
KOTOPbIE MOKHO OOBEUHUTH B TPU YPOBHSI.

[TepBorit MophodyHKITMOHANBHBIA KPYT: Kopa (6, 8 mois) — XBocTaroe siapo —
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cKopiiyna — Tajamyc — kopa. Ilpu HapymeHuun QyHKIMOHUPOBAHMS JAHHOTO Kpyra
BO3HUKAIOT TAKME CUMITOMBI KaK aTET03, TOPCHOHHAS TUCTOHHUSI, XOPEs U MapacIIa3M.
Btopoit Mopdo-hyHKIIMOHANBHBIN KPYT BKJIIOYaeT - Kopa (6, 8 moie) — cTpuaTym —
NaTUUIYyM — YepHast CyOCTaHIUsl — JIIOMCOBBI Tella — KpacHbIE siipa — TaJlaMyc — Kopa.
[Ipu mnopakeHun CBsI3ed WIM CTPYKTYp JaHHOTO MOp(}o-(QyHKIIMOHATBEHOTO
oOpa3oBaHUs Pa3BUBACTCS MApPKUHCOHHM3M, reMUOaIn3M, TOPMETOHMS, Me3eHIedab-
HbIE€ CYJOpPOTH, OKYJOTHpPHBbIE Kpu3bl. Tperuii Mopho-QyHKIHMOHATBHBIA KPYT
oOBeAUHSET KOpPY TOJIOBHOrO Mo3ra (6, 8 moiie) — cTpuaTyM — MAJUTUAYM — 4YepHas
CyOCTaHIIMSI — JIIOMCOBBI Te€la — KpacHbIE siapa — siipa CTBOJIA — siipa MO3XKEUKa —
HUCXOJIAIIME MyTH K MOTOHEHpOHaM (0- Majble, Y) IEPEIHUX POTrOB CIIMHHOTO MO3ra.
[Ipu BOBIEYEHUH B MATOJOTUYECKHUM IIPOLECC OTAEIBHBIX CTPYKTYP WJIU CBS3EH MEXKIY
HUMHU MOTYT BO3HUKHYTh MHOKJIOHUH, MUOpUTMUU U Tpemop (Axno H.H., 2021).
Taxum oOpa3om, BUJTHO, YTO XOTS Takue 3a00saeBaHus Kak 0oyie3HU [ eHTHHITOHA
(BI'), scceHImanbHblii TpEMOpP, TOPCUOHHAS NUCTOHUS, Oone3Hb [lapkuucona (BIT) u
oone3nr Bunbcona-KonoBamoa (BBK) sBmstoTCS OTHEIbHBIMH HO30JOTHYECKUMU
dbopMaMu, HO CTPYKTypHO-MOp(osoruyeckas OOIIHOCTb, HACJIEICTBEHHBIA XapakTep
BO3HMKHOBEHUS JTaHHBIX OOJIE3HEW MO3BOJISIET paccMaTpUBaTh UX B €IMHOM (opMare,

n3y4dasd MOJICKYJIAAPHBIC ITATOICHCTUICCKHUEC MCXaHU3MBI.

1.1.1 Bonesus I'eHTHHTTOHA

Bone3ns 'eHTMHITOHA — MEIJICHHO TIporpeccupyloiiee 3aboieBaHue IIEHTpalb-
HOMl HEpBHOW CHUCTEMBl HACJIEICTBEHHOTO T€He3a, MNPEJACTaBICHO KIMHUYECKUMU
CUHAPOMAaMH: TMIEPKUHE3aMH XOPEUYECKOIO THUIA, INCUXWYECKHMMH HApYLIECHUSMH W
KOTHUTHBHBIMH paccTpoiictBamu (Mimnapuomkun C.H., 2018; Bates G.P., 2019). bI
pa3BUBAETCS B PE3YJbTATE YBEIUYECHHUS YHCIA TPHUHYKICOTUAHBIX IOBTOPOB —
IIUTO3MH-a/ICHUH-TYaHWH, PACIOJI0KEHHBIX B mepBoM 3k30He rena (Kmommaukos C.A.,
2020). Ten BI' pacmososkeH Ha KOPOTKOM Iuiede XpomocoMbl 4pl6.3. Tpurier

IMUTO3UH-aACHUH-TYaHUH KOAUPYCT aMHUHOKHCIIOTY TIJIyTaMHMH, 4YTO IIPUBOIHUT K
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00pa30BaHMIO YAJIMHEHHOrO moauriyraMmuaoBoro tpakra (Pringsheim T., Wiltshire K.,
Day L. etal., 2012). YBe/IWYCHHBIH MOJUTITYyTAMUHOBBIN y4acTOK O€JIka TeHTHHITHHA
U3MEHSET COOCTBEHHYI0 MH(GOPMAIMIO M MPOYHO COCTUHSETCS C JIPYTUMU OelikaMu
(Ross C.A., 2014). B pe3ynbraTte NPOUCXOAUT arperamus OEIKOB, HAPYIIAIOTCS
B3aUMOJICUCTBUS MEXAYy O€JIKaMHM, YTO NPHUBOJUT K aronTo3y HEPBHBIX KIETOK
(Mnnapuomkun C.H., 2018).

O6wrun0 BI' gebrotupyer B Bo3pacte oT 20 mo 50 ner. FOBeHwmibHBIE (DOPMBI
3a0oyieBaHus A0BOJIBHO peaku He Oonee 10 % cmyuae (Kmrommukos C.A., 2020;
Demetriou A., 2018). TunmunsiM nposiBiieHHeM Bl y B3pOCHbIX SBISETCS THIIEPKUHES
10 THUITy XOpeH, OTMEYAIOTCS BBIPA3UTEIbHBIC TPHUMACHI, BBICOBHEIBAHWE S3bIKA,
noJiepruBaHueM Iek. JIBuxKeHus B pykKax, HOrax, JIMile ObICTpbIC, HECTEPEOTUITHBIE U
HECUMMETPUYHBIC, YCWJIMBAIOTCS TPHU PA3TOBOPE M NPH JIBUTaTEILHON aKTUBHOCTH,
ymenpmatorcs B mokoe (KmomuukoB C.A., 2020). KoopauHanus IBYKEHUI
HapyIIaeTcss u3-3a TUMEepKuHEe30B. OTMeUaroTcsl MCUXUYeckue pacctporcrBa npu bIT
(KmrorramkoB C.A., 2012). ITanuentam ¢ BI' mpoBoauTcs Tepamnusi, HanpaBiICHHAsS Ha
CHIDKEHHME BbIpakeHHOCTH rHrepkuHe3oB (Mmmapuomkun C.H., 2018). Pexomenno-
BaHbl TMpemapaThl, CHUWKAIONINE AKTUBHOCTh XOJMHAIPTHMUECKUX CHCTEM TOJIOBHOTO
Mo3ra (meHTpayibHbie XoMMHUIUTHKN) (JIutBuHenko M.B., 2017). 3aboneBanue umeeT

HeOnaronpusTHbIi mporuo3 (I[Tomuukos B.I'., 2019).

1.1.2 bone3ns [lapkuncona

K 3aboneBanusiM ¢ BEAyIIUM TUIOKUHETUYECKUM-TUNIEPTOHUYECKUM CUHIPOMOM
otHocuTcs Oone3nb [lapkuHcona. bonesnp IlapkuHCOHA - XpOHHWYECKOE MPOTrpPecCU-
pytoiee HeWpojereHepatuBHoe 3aboneBanue [[HC, cBszanHOe ¢ M30UpaTEIbHBIM
nopaxkennem depHod cyOcrtanimu (Mmmapuomkun C.H., 2019). 3aboneBanue
COMPOBOXKIAOIIMMCS (POPMHUPOBAHNEM B HUX MATOJIOTUUECKHM arperatoB Oeika anbda-

CUHYKJIEMHa ¢ O0Opa3oBaHHWEM BHYTPHUKIJIETOUHBIX BKJItOUeHH — Tener Jlepu (JleBun

O.C., u coaBt. 2011).
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Uctunnas ©Oonesnp IlapkuHcona mpexactaBisier coOoil  penkyio  (opmy,
HaclleyeMyl0 IO ayTOCOMHO-JomMuHaHTHOMY Tuny (TammaxoB A.A., 2017). Ponb
HACJIEICTBEHHOCTH B pa3BUTUU OoJie3Hu [lapkuHCcOHa paccMarpuBaiach e€lie ¢ Hadana
XX Beka (Mmnapuomkun C.H., 2019). BrisiBnena cBsizp Oosiesnu I[lapkuHcoHa ¢
noJIMMOpGU3MOM TI'eHa, OTBETCTBEHHOrO 3a TPaHCHOPT Helpomenuaropa nodaMuHa.
UeTkas ceMeliHas OTSATOMICHHOCTh MOXKET HE MPOCIIEKUBATHCS B CIIydae PEIIECCUBHOTO
HACJICIOBAHMsI, TIPU HU3KOW TICHETPAHTHOCTH T€HA, a TaKXKe MPU MPEKICBPEMEHHOM
rubeny nanueHTa J0 pPa3BUTUA KIMHUYECKHX MposBieHui Oose3Hb IlapkuHcoHa
(boukoBa H.II., 2012). Jlo 15 % Bcex ciydaeB OOYyCIOBIEHO MEpPECTPOHKaMU B
pa3nuuHbIX TreHax. HacnmeactBennas ¢opma 3a0ojeBaHHs dYalle MpeAcTaBieHa
IOBEHWIbHBIM TMAPKUHCOHW3MOM, C paHHUM Je0rToM cuMmnToMOB 10 60 Ier, ¢
BBIpOXEHHOW TMporpeccueld 3a0ojeBaHUs W IUJIOXMM OTKIMKOM Ha TEparuio
npenaparaMu MpeaecTBEHHUKaMH TIOTTaMUHA.

N3BecTHO OKOJO 18 TeHOB, HApYIIEHHS B CTPYKTYpe KOTOPBIX MPHUBOIAT K
pazBututo Oomesnu Ilapkuucona. Hawmbomee pacmpoCTpaHEHHBIMH — SIBISIFOTCS
u3MeHeHus: komuitHocTh (uyucina komui renoB) PARKI1 (SNCA), PARK2, PARKS
(UCHL1), PARK6 (PINK1), PARK7 (DJ1), PARK8 wu ATPI3A2, a Takke
onHonykJieotuanbie 3ameHbl A30P B rene SNCA u G2019S B rene LRRK2.

[lo KIMHUYECKOMY TEUEHHUIO TMPHUHATO BBIAEIATH cieayromue (opmer (LlTox
B.H., 2013): runokuHeTHKO-pUrHaHo-apoxatenbtas (60-70 %); akuHETHKO-pUTHTHAS
dopma (15-20 %) u nposkarenbHas dpopma (5-10 %).

OnuroOpaauKuHE3Ms! SBISETCS BEAYIIUM CHHApOMOM mpu Oomnesnu [lapkunco-
Ha, TPEJCTABIACT COOOW 3aMEIJICHHOCTh ABW)KCHHUU BCIICACTBHE 3aTPYIHEHHS HX
TUTAHUPOBAHMS, UHUIIMMPOBAHUS | BbinoiHeHus (JlutBunenko, M.B., 2018).

Tpemop xapakTepusyercst HU3KOW 4acToTon Kojebanuii (4-6 ') u Habnrogaercs
y 75 % manuentoB. [[pokanue Oojiee BBIPAKEHO B MOKOE€ M HAYMHAETCS OOBIYHO C
OJIHOM CTOPOHBI B KUCTH. [Ipy aKTUBHBIX JIBIKEHUAX TPEMOP YMEHBIIAETCS — UMEET
TUIl CTaTHYECKOro TpeMopa. IIpu TacCHUBHBIX ABMKCHUSAX OTMeYaeTcs (HEeHOMEH

«3y04aTroro Koseca», PUTHIHOCTb CKEJIETHOM MYCKYJIaTypbl XapaKTepHu3yercs
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PaBHOMEPHBIM TOBBIIIEHUEM TOHYCA - «IUIACTUYECKHUH TrurnepToHycy. dopmupyercs
103a «IIPOCUTENS — M3-3a MPEO0IaaHms MBIIIEYHOTO TOHYCA B MBIIIIIAX-CTHOATENSIX
(JIurBunenko, 1.B., 2018).

Hemotopubie cumntomsbl 0ose3nn [lapkuHCOHA MOTYT pa3BUBATHCA 3a0JIT0 10
Manudectammu motopubix (Litvan 1., 2012; Svenningsson P., 2012). Otmeuarorcs
OCOOEHHOCTH JIMYHOCTH Yy TAIMEHTOB C HAYaJIbHBIMU TMPOSBICHUAMH OOJIC3HU
[Tapxkunacona (bormanos P.P., 2016). Moryr ObITh HapymieHHS CHA Yy TAIUCHTOB C
oonesnpto Ilapkuncona (JlutBunenko U.B., Kpacakos U.B., Tuxomupora O.B., 2011).
Pa3BuBarorcs ncuxuueckue Hapymenus npu bII (Homens M.P., SAxno H.H., 20009;
Archibald N. K., 2011). Psx ydeHbix oOpamaioT BHMMaHHE Ha TaJUIIOUUMHALUU Y
nanueHToB OosesHpto Ilapkuacona (JlutBunenko M.B., boitko D.B., Kymukor A.H.,
Hemun I1.C., 2016; Davidsdottir S., 2005). 3aboneBaHue CKJIOHHO K IPOTPECCHUpPO-
BaHUIO, B HEKOTOPBIX CIy4YasiXx CUMIITOMBI IIJIOXO MOJAI0TCS KOPPEKIUU JOPaMUHIPTU-
YECKUMU MpernapaTaMy, CTOMKO M 3HAYUTEIbHO CHUXKAIOT KA4€CTBO KU3HU MAlMEHTOB,

npuBojs kK uHBanuau3anuu ([lomuukos B.I'., 2021).

1.1.3 DcceHIMaNbHBIN TPEMOp

Occennuanehpiii  Tpemop (OT) — mporpeccupyromee 3aboneBanue [IHC,
OCHOBHOE MPOSIBJICHUE 3a00JIEBaHUS CBS3aHO C MOCTYPATbHO-KHHETUYECKUM TPEMOPOM
PYK, HOT, TOJIOBBI, B PSIJIC CIy4acB COMPOBOXKAACTCSA HEMOTOPHBIMH cuMnToMamu (LOUIS
E.D., Ferreira JJ., 2010). HMmeer MecTo MEIICHHO TMPOTPECCHPYIOIIIEE,
n00pOKaYECTBEHHOE TeUCHHE, OJHAaKO B 15 % ciyuaeB oTMeYaeTcsl pa3BUTHE TAKEION
unBaauau3anuu namuenTa (HvizdoSova L., 2020). OT nebrotupyer B Bozpacte 40 neT u
YBEIMYHUBACTCS C BO3PACTOM, PACIPOCTPAHEHHOCTh cocTaBisieT okojo 4,0 %, nmocturas
21,7 % B Bo3pacte 95 net u crapme (Clark L.N., Louis E.D., 2015). Jle6tor DT umeer
OuMoIaTbHOE pachpenesieHne — nepBbii nuk npuxoautcs Ha 20 - 40 yer, BTOpoit - Ha
65 net (omucanbl ceMeiHbie popmbl DT ¢ Hayanom 3abojieBaHusI B BO3pacte 6 JieT).

Breigensitor renernueckyio (cemeiHyio) u cropanudeckyto Gopmer OT. CemeitHblit
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xapakrep BoisiBisieTcs B 1/2 ciyuaeB DT (boukosa H.I1., 2012).

AHanu3 ceMEeNHBIX CIIy4YaeB yKa3blBaeT Ha ayTOCOMHO-IOMHWHAHTHOE HAaCIeNo-
BaHME C BapuabesIbHOM MEHETPAHTHOCTHIO U IKCIPECCUBHOCTHIO TeHa. B psane cemeit
OTMEYeH (PEHOMEH aHTHUIIMMALUU, T. €. 3a00JIeBaHHE B MOCIEAYIOMUX MOKOJCHHIX
nebroTupoBasio B Oosiee MOJIOAOM BO3pacTe M HUMeENo 0ojiee BBIpaXEHHYIO (opMmy.
Borpoc BO3HMKHOBEHUS CHOpagudyecKux (opM OCTalOTCs 10 KOHIA HEM3y4YeHHBbIM. B
natorene3e DT ormeuaror 3amHTepecoBaHHOCTh ['AMK-epruueckux cucrem cpenuH-
HBIX CTPYKTYp rojioBHOro mo3ra u mosxkeuka (I'onoskun B.U., 2014; Clark L.N., Louis
E.D., 2015).

3abosieBaHNEe MPOSBISETCS JBYCTOPOHHUM TPEMOPOM B PYyKaX, KMHETUYECKOTO
w/wim noctypansHoro Tumna (IlItox B.H., 2013). Tpemop uamie orMedaercs B 00eux
pyKax, OJJHAKO €ro aMIUIUTy/a B OJHOM PyKEe MOXKET ObITh BBILIE, YEM B Apyroil. Takum
00pa3oM, CHMMETPUYHOCTD JAposkaHust ObiBaeT oTHocuTensHOU (Tutoa H.B., 2019).

[TocTypanbHBIl TPEMOpP PyK MMEET MEHBIIYI0 aMIUIUTYAY, YeM KUHETUYECKOe
npoxanne. Yacrora ocrmnisaiuii npu DT coctasiser 6-10 ['m (Mskotasix B.C., 2010).

Bo3MmokHBI KOJIeOaHns AMINIUTYAbI TPEMOPA B TCUCHHUC TH:.

1.1.4 TopcuoHHass TUCTOHUS

TopcruoHHast TUCTOHMSI — PEKOE Mporpeccupyromiee 3a00aeBaHne IEHTPATbHON
HEPBHOM CUCTEMBI, BCTpeyarolieecs: ¢ yactoton 3-4 ciaydas Ha 100 ThICSIY HaceleHUs U
umeromiee 13 renernueckux dopm (Jinnah H.A., 2015; Norris S.A., 2020). [uctonus
XapaKTepU3yeTCss HEPAaBHOMEPHBIM IOBBIIICHUEM MBIIICYHOTO TOHYCa B OTICIBHBIX
JacTSAX TeJIa U Pa3BUTHEM (PUKCHPOBAHHBIX MATOJOTHYECKUX 1103, B HOTAX M pyKaxX, Iee
u Tyjiosuiie (Albanese A., 2019; Sharma N., 2019). B naToreHese AMCTOHUN OTMEYAIOT
Kak HeiipoMmeTabonnyecKue, Tak U HacheacTBeHHbie npuunHbl (bemoycosa A.A., 2020;
Jinnah H.A., 2017). TeueHnue AUCTOHWU OTHOCHUTEIBHO JOOPOKAYECTBEHHOE, OJHAKO
MOTYT HPUCOCAUHUTHCS MAPKUHCOHOIOI00HBIC CUMIITOMBI: «IMCTOHHYECKHIT» TPEeMOp,

sameiieHHocTh aBmwkeHui (Batla A., 2018; Vegda M., 2020). [uctoHus OOBIYHO
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pa3BHBaeTCS BO B3pOCIOM Bo3pacTe (cpeaHuil Bo3pact 39 yer), TpOsBISAACH JHOO
dokanbHON mgucTOoHWeH, mbo (wame) mnapkuHcoHusmoM (Shetty A.S., 2019).
[lepBuuHbie qUCTOHWU 1O dopMe nesaT Ha ¢okaabHbIe U cermMeHTapHbie (TumepbaeBa
C.JL., 2012; Novaretti N., 2019; 3axapoB J[.B. 2021). ®dokanbHas IACTOHHS
3aXBaThIBACT TJIABHBIM OOpa3oM HIDKHIOI UENIOCTh, IIEI0, TJa3a W TYJOBUIIE
(Tommauésa B.A., 2017; Bertram K.L., 2016; Conte A., 2019; Defazio G., 2019). B
PEIKHUX CIydasX BOBJICKAIOTCS PYKH, HOTH, MBIIIIBI TIOTKH, TOPTaHH | S3bIK (3asuioBa
3.A.,2012). D10 NpUBOIUT K Pa3HOOOPA3HBIM HAPYIICHUSIM: 3aTPyIHECHHE OTKPBIBAHHSI
U 3aKphIBaHMS PTa, HENPOU3BOJIBHOE BBICOBBIBAHME sA3bIKa, Onedapocmasm,
3aTpyJqHEHHE TJIoTaHus, cracthueckas kpusories (Tommauesa B.A., 2018; Raoofi S.,
2017). Moxer HaOmogaThes IepepasrMOaHKe TYJOBMINA, CYJAOPOIM MBIIII] HOT,
crubanne w cymuHanus crtombl (Torres-Russotto D., 2008). IlapkuHCOHW3M MpH
JUCTOHUM TIPOSIBIIIETCS MBIIICYHOW PUTHIHOCTBIO, OpaJMKUHE3WeH, MIapKaroen
MOXOJKON U HEYCTOMYUBOCTHIO, KOTOPAsi MOXKET ObITh PE3KO BhIpAXKEHA, U IPUBOJIUTH K
HaApYIICHUSIM ITOXOJKH M YacThIM CIOThIKaHWsM. HaOmromaercs Tpemop B mokoe (Rice
J., 2017). Pexxe HaOMOIAIOTCS KOMIIGHCATOPHBIC MPUEMBl YMCHBIICHHUS JIMCTOHHH,
MUOpUTMUM, MUOKIIOHYC u xopes (Pablo-Fernandez E., 2017). B cnydasx, korma
3a00JIeBaHNE XapaKTepU3yeTCsl MpeoOsaaHeM CHMITOMOB MapKUHCOHM3MA, OHO
HpOTrpecCUpyeT MEIJICHHO W 0OBIYHO He npuBoaAMT K mHBanuam3anuu (Rajan S., 2019).
BoabmMHCTBY OOJIBHBIX, Y KOTOPBIX Pa3BUBAIOTCS MUCTOHUS MBIIII YEIFOCTH, IEK U
A3bIKa, a TaKKe INICHHas JUCTOHMSI, YTPOXKAIOT OIMACHBIC HJISi KU3HU OCJIONKHEHUS:
WHOEKIUHU, aCTUPAIIMOHHAs] THEBMOHUS, CTPHIOP TOPTaHH, KOTOPBIE MOTYT IMMPUBECTH K
npexaespemennoit cmeptr (ABcetiniea T.10., 2018; Cysoposa B.A., 2018; Raoofi S.,
2017). IManmeHTsl MOTYT HPEABSBIATh JKATOOBI Ha OOJCBON CHHIPOM MPH (POKATHHOMN
MmblieyHoit nucronun (CyBopoBa B.A., 2018). OTmedaroTcsi MCUXOCOMATHYECKUE
paccTpoiicTBa npu nepBukanbHoi quctonnn (M3maiinosa W.I'., 2018; Canoyxuna H.H.,
2018; Camymms M.A., 2019). V nmanueHTOB ¢ TOPCHOHHOW TUCTOHHEW MOTYT OBITh
Hapymenus cHa (Hertenstein E., 2016). Cpennsist npoo/KUTEIBHOCTh 3a00JICBaHHS

coctaristet 13-16 ner (["onyoes B.JI., 2007).
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Topcuonnass auctonusi ¢ myrtanusmu reHa TAF1 (pacmonoxkenue: Xql3.1),
komupytomero 6emok TAF1 ¢ monekynspasiM Becom 250 kJIA — dakrtop, accoruupo-
BaHHBIA ¢ Ocnkamu, cBs3biBaronumucst ¢ TATA6okcom PHK-nomumepassr 11 (Madeo
G., 2016). /lnarHo3 CTaBUTCS Ha OCHOBAaHWU XapaKTEPHBIX CHMIITOMOB M JIAHHBIX
Jy4eBOW IMarHOCTHKHU TOJIOBHOT'O MO3ra (MOpaXXeHUE MOCTCUHANITUYECKUX PEIENTOPOB
CTpUaTyMa W MPECUHANTUYECKUX PEIENTOPOB HUTPOCTPUAPHON CHUCTEMBI), a TaKKe
JAHHBIX CEMEMHOro aHaMmHe3a. MOJEKyJIApHO-TeHETHYeCKas: JUAarHOCTUKa I03BOJISIET
NOATBEPIUTH nuarHo3 (ooHapyxeHue mytanuu TAF1). [IpenBapurenbHbie pe3yabTaThl
MUWIOTHOTO HMCCIIENOBaHMUS YKa3blBalOT Ha Hanmuuue npu T/l Hapymenuin oOOHSHUS,
MIO3TOMY IPH JTUATHOCTHUKE MOXET IMTOMOYb Takke mpoBepka odonsaus (Prudente C.N.,
2018).

Huddepenumanbuplii 1UarHo3 mpoBoasT ¢ Oose3nbio [lapkuHCOHA, ceMeHHbIM
ACCEHIMAIBHBIM  TPEeMOpoM,  jJ0(da-3aBUCUMOM  JUCTOHUEH U  CHHAPOMAMU
«mapkuHcoHm3M-Tutrocy (Trompetto C., 2019). IlpoBeneHue npeHaTaabHON TUATHOCTHU-
KM BO3MOKHO B CeMbsX, rie BeisiBieHa mytauus TAF1. T/III nacnemyercst peecCuBHO,
CUEIJIEHO ¢ X-XpPOMOCOMOW; MO3TOMY PEKOMEHIYETCA T€HETUYECKOE KOHCYJIbTUPOBA-
Hue. Myxuunnsl ¢ T/II nepenator MyTamuio BCEM CBOUM JOYEPSIM, HO HE CHIHOBBSIM, a
YKEHILUHBI-HOCUTEILHULIBI MEPEIal0T MYTAIMI0 CBOUM JETAM C BEpoATHOCTHIO 50 %
(3anmsosa 3.A., 2012). PaaukansHoro jeueHus He cymecTByeT (Anukuaa M.A., 2019).
Ha3znauaroT jexkapCcTBEHHBIE MpenapaTrhbl, KOTOPbIe MPUHOCIT JUIIbL BPEMEHHOE WJIU
yactnuHoe obOneruenue (dpyxkuuuna O.A., 2020; Ucromuna A.C., 2020; Mittal S.O.,
2019). [lucroHWuecKue THUIEPKUHE3bl OKa3bIBAIOT BIMSHUE Ha (DYHKIMOHAIBHOE
coctosiuue OonbHbIX (Merz R.I. et al., 2010). YV OoJbHBIX BO3HUKAIOT TPYAHOCTU C
camoobOciyxuBanuem (I"oyoes B.JI., 2007). MosxeT HapyIIaThCs KEBaHUE, TJIOTAaHHE,
peub U pa3BuBaeTCs PyHKIMOHAIbHAS clienoTa. HacunbCcTBEHHBIE IBUKEHUS TIPUBOIST
K TICHXOJornueckuM HapyireHusm (Zurowski M., 2013). TIporHo3 3aBUCUT OT TEUCHHSI
3a0oneBanus. [Ipy HamTU4YMKM TOJBKO CUMITOMOB MapKWHCOHWU3MA MPOTHO3 JIydYIle, a
€CJIM TApKUHCOHU3M COUYETACTCS C PA3BUTHEM JTUCTOHUU MBIIII] YETIOCTH, 1IEK, S3bIKa U

1€, TO IPOTHO3 HEOJIATOMPHUATHBIN - 0OBIYHO OOJIBHOM MPU ATOM MPUKOBAH K TTOCTEIH,
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a MPOJIOJDKUTEIIBHOCTh €ro KU3HU cokpamaercs (Anukuaa M.A., 2019).

1.1.5 OnuBonoHTOLIEpEOETsIpHas IeTeHepaIus

OnuBonoHToLEpeOensipHas AereHepalys BIepBble Oblla onucaHa JexepuHoMm u
Tomacom B 1900 rogy. B mocneayroniem ObUTH BBIJIEIEHBI HECKOJIBKO (OPM JaHHOU
NaTOJIOTUH, OOBEAMHEHHBIC B €IUHYIO TPYIIy 3a00JIeBaHU, MOJYYUBIIYIO Ha3BaHHE
«OJIMBOIIOHTOLIEPEOCIUIIPHBIE  A€TEHEpallun». OJTO HACIEACTBEHHOE 3a00JIeBaHUE,
KOTOpOE€ CBS3aHO C HEHpOJEreHepaTuBHbIM IMporeccoM B crpykrypax [IHC: B
MO3K€UYKE, HIKHUX OJIMBaX U MOCTE TOJIOBHOTO MO3ra. Y NalMEHTOB HaOIIOJaeTCs
IIPOTPECCUPYIOINA MO3KEUKOBBI CUHAPOM B COYETAHUU C DIKCTpAlUpaMUIHBIMU
HapylLIEHUSIMA U IICHXWYECKUMHU PacCTpoMCTBaMH. B HacTosimiee BpeMs W3BECTHBI 36
Pa3IMYHBIX T€HHBIX MYTAllUi{, BHI3BIBAIOLINX OJIMBOIOHTOLIEPEOEIIAPHYIO JIET€HEPALUIO.
Bone3snp MoXkeT pa3BUThCs 1H000M Bo3pacTe. [IoMuMO aTakcuu U TUIEPKUHE30B MOTYT
BBISIBJIATHCSI HAPYUIEHUSI BBICIIUX (DYHKLIMNA TOJOBHOIO MO3ra: HapylIE€HUsI BHUMaHUS,
MBILUIEHUS], TaMATH. AYyTOCOMHO-PELIECCUBHBIE aTaKCUU OOBIYHO pa3BuBarorcs a0 20
net. Kak npaBuio, 3tu GopMbI SIBISIOTCS 00JIee TSHKENbIMU U MHBATMIU3UpYOMMU. B
EBpone m CeBepHOl AMEpHKE CaMblM pPACHPOCTPAHEHHBIM BapUAHTOM SIBISETCA
atakcuss @puapenxa. J[MarHo3 MOXHO MOATBEPAUTH T'C€HETUUYECKHUM HCCIIEIOBAHUEM
KpPOBH.

B HacTosiee BpeMs oJMBOMNOHTOLIEpeOeUIsipHas aTpodusi, CTpUATOHUTpaIbHAS
nereHepauns u cunapom Illas-/Ipeiipkepa paccMaTpuBarOT B COCTABE MYJIbTH-
CUCTEMHOIN aTpoduu, KOTOpas TMPOSBISETCA MPOTrPECCUPYIOIIUM HeWpoaereHepa-
THUBHBIM IIPOLIECCOM C MOPAKEHUEM IMUPAMUIHON CUCTEMBI, MO3KEYKa U BEr€TaTUBHOU
HEpPBHOU cHCTEMBI. K KIIMHMYECKHM NPOSABIEHUSM MOKET OTHOCHUTBCS apTepuajbHas
TMIIOTEH3Us, HapylieHne (QyHKIMHA Ta30BbIX OpPraHOB, aTaKCHsA, TIOCTYpaJIbHbIC
HaApYyIICHUs U MbILICYHAs pUrHIHOCTb. Myxuunsl 6osneror MCA B /1Ba pasa yaiie, 4yeM
»keHIMHbL. CpeHui Bo3pacT AebroTa 3a00ieBaHus OKOJIO 53 JeT.

Beigenstor aBa tuma MCA, uxX BbIJICJICHHE NPOU3BOJAUTCA HAa OCHOBAaHHH
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npeobsiaaroX HavanbHbIX CUMOTOMOB: MCA-MO3KEUKOBBIM THUI XapaKTepU3YeTCs
Pa3BUTHEM ATAKCHH U IOCTYPaAIbHON HEYCTOMYHUBOCTH.

MCA-napKuHCOHU3M UMEET CXOXKECTh ¢ Oone3Hbto [lapkuHCOHa, 0JTHAKO TpEMOp
4aCTO OTCYTCTBYET M IUIOXO MOAIAETCS JICUCHUIO ITPENapaTaMHy JIEBOIOIIBI.

MCA — 3T0 CHHYKJIEHMHONATHs, BbI3BaHHAs OTJIOKECHHEM CHUHYKJIEHHA, HEUpO-
HAJIBHOTO M IJIMAJILHOTO O€JKa, KOTOPbIl 00pa30BbIBAET HEPACTBOPUMBIE (PUOPHUILIBI U
dopmupyer Tenpra JleBu B IMTOIUIa3ME OJUTOACHAPOTIMONUTOB. JlereHeparus
HEHPOHOB BO3HHUKAE€T B PA3JIMYHBIX OTAENaX TOJOBHOI'O MO3ra, OOBEM M CTEHECHb
IIOBPEXKJECHUS BEIIECTBA MO3ra OIPEACISIOT IEPBbIE KIMHUYECKUE TPOSBICHUS
3a00JIeBaHUS.

Huarnoctuka MCA BkiIroyaer B ce0sl KIMHUYECKOe oOcienoBaHue (Berera-
TUBHbIE HApPYIICHUS IUIIOC NApKUHCOHU3M WM MO3KE€UKOBBIE HApYIIECHHs, ci1adbo
KOppeKTHpyeMble mpuemMoM JieBoaonsl), MPT-uccnenoBanue ronoBHOro Mosra,
aBTOHOMHBIE TeCTbl. MPT BBISABIIAET XapaKTEpHbIE U3MEHEHUS B CPETHEM MO3r€, MOCTY
i mozxkeuke. [lpu MIBG-ckanupoBanun He OOHApYKHMBAKOTCS HAapYyIICHUS
MHHEpBalUU cepaua (OCKOJbKY NMPU MHOXECTBEHHOM CHUCTEMHOH aTpoduu mnopaxe-
HUS 3aTPAarMBarOT IpPEraHrIMOHAapHbIE BOJIOKHA). BereratnBHbIE NpPOOBI BBISABISIOT
TE€HEPAIM30BAHHYI0 BET€TATUBHYIO HETOCTATOYHOCTD.

JInarso3 CTaBUTCS HAa OCHOBE KIMHMYECKHUX AaHHbIX. JleueHume — cummromar-
MYECKOE, BKIIOYAIOUIEE YBEIMYECHHE MNOTPEOJICHUS >KUIKOCTH, HOIIEHHE KOMIpEec-

CHOHHOTO OeJbsi U MPUMEHEHHE COCYA0CYKMBAIOIINX JICKAPCTBEHHBIX MTPEMapaToB.

1.1.6 Boxesur Buascona-Konosanona

bonesnp Bunbcona-KoHoBanoBa wim rematonepeOpaibHas TucTpodust — peakoe
3a00JIeBaHUE, XapaKTepU3yeMoe HapyIIeHHEM MeTa0ojiu3Ma MeIu U W30BITOUHBIM €e
HAKOIJICHUEM B OpraHax-MUIICHSIX, TPEUMYIIIECTBEHHO B MEUYEHU W TOJOBHOM MO3TE,
HaclieayeMoe 1o ayrocomHo-penieccuBiomy tumy (I'ymsesa C.E., 2012, Bruha R.,

2011). Yacrota Bctpeuaemoctu coctaniseT 1: 30000-100000 nacenenus. 3aboneBanue
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BbI3BaHO Mytanuen B reHe ATP7B (13914—q21), Oenok Meap-TpaHCHOPTHPYIOIIAs
AT®daza P-tuma oOecrneymBaeT BBIBEIEHHE MEIU C JKEIYBI0 M BKIIOUYEHHE MEOU B
nepynormnasmut (boukosa H.II., 2012).

Tunuuna knuHudeckas MaHudectanus B Bo3pacte oT 5 g0 40 nmer. Paznuuarot
BUCIIEpATIbHYIO (OpMY, NMPU KOTOPOH HMMEET MECTO MPEUMYIIECTBEHHOE MOpaXEHUE
NEYEHU, U HEBPOJIOTMYECKYI0 (GopMy, MpU KOTOPOH K MEYEHOUHBIM CHUMITOMAaM
MPUCOEANHSIOTCS HEBpoJorTuueckue paccrpoiictsa (Anapeena 1'.0., 2014).

Bapuantamu nopaxkeHusi Ie4eHH SIBISIIOTCSI CTeaTo3 (CTearorenaTuT), OCTPbIA U
XpOHUYECKH renaTut, nuppos nedenu (Bacunses F0.H., 2018; Cztonkowska A., 2018;
Sandahl T.D., 2020). Ilopaxenue neuenn npu BBK compoBokmaercss MOBBIICHHOM
YaCTOTOM TeMOJUTHYECKHX SMU30/10B (IIpu 3ToM mpsimast peakuust KymOca (ompene-
JICHHE HEMOJHBIX AHTHAPUTPOIMTAPHBIX AHTUTEN) OTPHUIATENbHA), TUIEPCITICHU3MA,
TPOMOOLIUTONIEHUH; AKTUBHOCTh aMUHOTpaHC(epa3 KpPOBU OTHOCHUTEIBHO HEBBICOKAs
(I'ynseea  C.E., 2012). Otmedaercss  MOBBIIICHUE  aKTUBHOCTH  ramma-
TIIyTAMIJITPAHCIICTITUAA3bl M BBIPAKEHHOE HApyIIeHHE OEIKOBO-CHHTETHUECKON
GyHKIUU TTeYeHU, 0COOCHHO CBSI3aHHOE C CUHTE30M O€JIKOB cBepThIBaHUsI KpoBH (Bruha
R., 2011). OcHOBHBIMM HEBPOJOTHMYECKHMMH CUHApoMamMu npu bB sBiswoTcs:
TMIMEPKUHETUYECKUI CHUHAPOM  (IpOXKATENbHBIA, TUCTOHWYECKUH) ¥ aKWHETHKO-
PUTHIHBIN, a TaK)Ke€ KOMOMHAIMS JaHHBIX CUHIAPOMOB (Schilsky M.L., 2022).

['unepkuHe3 MMeEeT OPOKaTEIbHBIM THUI U MPEACTABISIET COOON HEperyJspHbIi
TPEMOpP B MPOKCHUMAIIBHBIX OT/AENIaX PyK MO THUIy «B3Maxa KpbUIa», MOXET ObITh
kuHeTHueckuil i noctypanbHbiii (Mmmapuomkun C.H., 2011). ¥V tpetn 00apHBIX
HaOmogaeTcss (okanbHAas WM TEHEpalu30BaHHAS TUCTOHHUSA (OpoMaHAMOyIspHas,
cnacTudeckas kpusoriesi, koHeuHoctel) (Cztonkowska A., 2018). Penko BcTpedaroTcs
TUKH M XOPEHYECKHH TUIEPKUHE3. AKWHETHKO-PUTHIHBIA CHHIPOM, TMPEACTAaBICH
Opamu- ¥ ONWUTOKMHE3WEW, HapyIICHHEM TMOXOJAKH (IIapkaromiasi, MEIKUMHU
CEMEHSIIIMMHU IIaXXKaMH), PUTHAHOCTBIO MBI, THUXOW MOHOTOHHOM 3aTyXarouien
peusto  (Mskotueix B.C., 2010). Koopaunatopusle Hapymenuss npu bBK

MIPE/ICTABIICHBI TMHAMUYECKON aTakCcuel (MHTEHIIMOHHBIN TpemMop, 00Jiee BhIPpayKEHHBIN
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B pyKax, 4eM B HOrax, JUCMETpHs, aauaJOXOKHWHE3, CUHAPOM XOJIMCa) U CTATHUKO-
JokoMoTopHbIMH paccTporictBamu (I'ycesa E.U., 2010).

PaHHMM HEBpPOJIOTMYECKUM CHUMIITOMOM MOXET OBITh TU3apTPUs CMENIaHHOTO
xapaktepa (TMIIOKMHETHYeCKas, aTaKCU4yecKas, CIIacTUYEeCKas)) U CHUMITOMBI TCEBIO-
oyns0apHoro cunapoma (Ckopomenr A.A., 2016). Pexxe compoBoxkaarot pazputue bBK
SMUJICIITUYCCKUE TPHUMAIKd (IPOCThIE M CJIOXHBIC MapIUalbHBIE C BTOPHUYHOM
TeHepaln3aIeil Wik TEeHepaJn30BaHHbIE TOHHWKO-KiIoHMuYeckue) (Bruha R., 2011).
[Topaxxenue neyenu u [IHC yacTo coderaercss ¢ reMopparuueckuM CHHAPOMOM, a Y
KEHIIUH — C HapyIIeHHEM MEHCTPYaJbHOro IMKJIa (BTOPHUYHAS aMeHOpes WIH
OJIMTOMEHOpEs),  HEOJAronpHUsATHbIM  aKyIIEPCKUM  aHaMHE30M  (TIOBTOPHBIMH
CaMOIIPOU3BOJILHBIMUA abopTamMu, OECIUIOAUEM M BHYTPUYTPOOHOW CMepThiO Iu1oAa B |

tpumectpe) (Ferenci P., 2019).

MexaHu3MBlI, COIIPOBOKIAOIIUC ITPOICCC HGﬁpOILGFCHGpaHI/II/I

1.2.1 HetipoBocnanenue

HacnenacTBeHHble dKCTpanmupaMuHbIE OOJIE3HM XapaKTePU3YIOTCS IpoTpec-
CUpYIOIIe HEMpOHAIbHOW NUC(YHKIIMEH W/UIM yTpaToil HamOoJiee BOCIPUUMYHUBBIX
HeiiponoB (JIoo3un C.B., 2020; Ransohoff R.M., 2016). B mHacrosmee Bpems
aKTyaJIbHBIM HAIPaBJICHUEM SIBIISICTCS U3yY€HWE BHYTPUOPTAHHBIX YCIOBUN, KOTOPHIE
BO3HHMKAIOT Ha (hOHE Tpoliecca HEHpOJaeTeHepalud | TIONCKA TEPareBTUICCKUX TyTeH
Bo3aciicTBus Ha oTH mpoueccel (Jlomatmna E.B., 2016). K HumM oTHOcCSTCS:
MOBBIIICHHOE COJCp)KAaHWE B HEPBHOM TKAaHW aKTUBHBIX (OPM  KHUCJIOPOJA,
MUTOXOHJPHAIIbHAS TUCPYHKIUSA, SKCAHTOTOKCHYHOCTh, UMMYHOTCHHOCTD, aKTHBAITUS
MHUTOT€H-aKTUBUPYEMbIX MPOTECHMHKHMHA3, HelpoBocnanenue u anonto3 (Pamnep .M.,
2006). K daktopam pucka pa3BUTHS HeHpOAEreHepalii OTHOCHUT THIIEPrOMO-
nucrenHeMuto (JIo63zun B.1O., 2015). U3BecTHO, 4TO HapyuieHne GyHKIUOHUPOBAHUS

MUTOXOHJPHUA BJICUET 32 COOOM pa3BUTHE MOIIHEHMINIETO OKHCIUTEIHLHOTO CTpecca
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(Dabidi R.V., 2013). YcraHoBjeHO, 4TO I MAIMEHTOB ¢ Ooyie3Hpio [lapkuHcoHa, B
OTINYHE OT OONBHBIX C ACCEHIMATBLHBIM TPEMOPOM, XapPaKTEPHO IOBBIIIICHUE YPOBHS
nakTara (0e3 pa3BUTHs JIaKTaTaIM103a) U upyBara kposu (Mypyxkesa 3.M., 2017).

Hekortopsle Tmpolecchl yK€ BO3MOKHO PEryJHpOBaTh, HampuMep OJI0KaIoi
IIIyTaMaTHBIX PELENTOPOB, KOTOPBHIE AKTUBU3UPYIOTCS B IMATOJOTHMYECKHUX YCIOBHSX.
N3y4aroTcs MeXaHW3Mbl BO3AECHCTBHS HA KACKAJIbl C yYaCTHEM MHUTOTE€H-aKTUBUPYEMOM
nporenHkuHa3oi (Gurgis F.M., 2014).

ITpoueccel Bocniasiennss B [THC xopoiro m3ydeHsl pU UHCYJIBTE U ayTOUMMYH-
HBIX 3a0oneBanusax HepBHOW cucrembl (Wang N., 2014). Ha panneit cramuun
BOCMAJICHUSI OTMEYAETCS JKCIPECCHS MOJICKYJ aIre3ud B  IUPKYJIUPYIOIINX
JEUKOLIUTaX U COCYOUCTOM 3HJIIOTEIUHU, KOTOpas 3alyCKaeTCs 4epe3 HECKOJIbKO YacOB
MOCJIE Pa3BUTHUS UIIEMUYECKOTo Iporecca. Bbixo OMOIOrMUEeCKH aKTUBHBIX BEIIECTB
U3 30HBI UIIEMUU B MUKPOIUPKYJISATOPHOE PYCIIO MPUBJICKAIOT JICUKOIUTHI, CIIOCOOHBIE
NPUINNATh K SHAOTEJNI0 U MUTPUPOBATh U3 KPOBU B BEIIECTBO TOJOBHOTO MO3ra
(Ieroun B., 2011). Ocobast poib B aKTHBAIIMK IPOIECCOB BOCHAICHUS OTBOJIHUTCS
HelpoHaM rimanbHoro npoucxoxaeHus (Bhat S., 2017). Asnssce B [ITHC nepBuyHbIMU
UMMYHO3(p(eKTopaMu OHU COCTaBIAIOT OKosio 20 % Bceld riauu. YCTaHOBIEHO, YTO
BBICOKOIM(PepeHIIUPOBAaHHbBIE HEWPOHBI U TJIMAJIbHBIE KIIETKH, AaKTUBHUPOBAHHBIC
JICWKOITUTBI MOTYT MPOJYIUPOBATh IIMTOKUHBI U XxeMOKuHbI (Bap M., 2013). Baxnyro
pOJIb B Ka4eCTBE MEAMATOPOB BOCHAJICHUS UIPAIOT MPOBOCHAIUTEIbHBIC ITUTOKUHBI
(dbaktop Hekposza omyxoneit-o (TNFa), MJI-1, MJI-6). OHu oTBedaroT 3a mepexom OT
paHHel (a3l IKCAUTOTOKCUYHOCTH K (paze BocmajeHus. Y MAIMEHTOB C MHCYJIBTOM
YCTaHOBJICHA 3aBUCHMOCTh MHTpaTeKanbHOW KoHueHTparuu WNJI-1, NJI-6 u pasmepos
uH(papkra. Y manueHToB ¢ 00Jie3HbIO ['€HTMHITOHA OTMEUAIOT MOBBIIICHHBIM CUHTE3
utokuHoB (Dobson L., 2016). BaxkHyto poib B pa3BUTUH HEHPOBOCIIAJICHHUS OTBOIST
B3aUMOJECHUCTBUIO HEPBHOM M MMMYHHOM CHCTEM 4Y€pE3 B3aUMOACHCTBUE MUKPOTJINH,
KOTOPOH BBITIOJHAIOT (PYHKIIMIO PE3UICHTHBIX MakpodaroB IEHTPaIbHOW HEPBHOU
CHCTEMBI U y4acTByeT B nojyiep>kanuu romeocrasza [{HC (T"orosnesa B.C., 2019).

Psan aBTOpOB cuMTaroT, 4TO INpPU HEUPOJAETEHEPALMM CTPANAeT IIyJ KIETOK
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aCTpPOrJMaJbHOM NPUPOJBI. YCTAHOBJIEHO, YTO AaCTPOLMTHI TOJIOBHOTO MO3ra,
Y4aCTBYIOIIIME B MIPOIIECCE TIIM03a, CEKPETUPYIOT MPOBOCHANUTENbHBIE TUTOKUHBI (MJI-
1, WJI-6, ®HO-a), peryaupys UMMYHHBIH OTBET Ha JIOKaJbHOM ypoBHe (MopryHoB
A.B., 2014).

OTMeueHOo, YTO TMpHU HEHUPOJEreHepaTUBHBIX 3a00JIEBAHMIX, BKIIOYas OOJIE3Hb
[lapkuncona, 60sne3ub ['eHTHHTTOHA, O0NE3Hb AJblreiiMepa U OOKOBOM aMUOTpPO(U-
yeckuil ckiepo3, B cTpykrypax [[HC Bo3HuKaloT MeTaboJMyYecKue HapyUICHUS U
UMMYHHBIE CJIBUTH, KOTOpbIE MNpUBIEKAIOT T-1MMGOIUTE.. MOHOIUTH aKTUBUPYIOT
rIMajgbHble Makpodaru, IPOUCXOAUT KOMMPOBAHUE aHTUTECHOB, MOTYYEHHBIX M3 TKaHU
TOJIOBHOTO MO3ra.

[Tpu Gone3nu IlapkuHCcOHa cuHaNTHYECKUI O€lOK ajb(a-CUHYKIEHUH, KOTOPBIH
HaKaIIuBaeTcsl B CTPYKTypax substantia nigra, IpUBOJIUT K U30BITOYHOMY HAKOIUICHHIO
TSDKEJION 1enu (eppuTHHA B HEUPOTJIMK U TOBBIIIAET HEWPOTOKCHYHOCTH, 3aMBbIKas
nopounbiii kpyr (Canskos B.H., 2022).

I0.K. Komnera (2020) B skcnepuMeHTaIbHON Mojenu OoJe3HH AJblreiimepa
nokasajga, 4TO HapylIeHUs HeMporeHe3a B THNINOKAMIIAJbHOW OOJAacTH CBSA3aHBI C
HapyLIEHUEM JIOKAJIBHOTO MUKPOOKPYKEHUs, 3a cueT HapyleHus skcrpeccnn NLRP3
MH(pIaMMacOM, U3MEHEHHON aKTUBHOCTU ACTPOLMTOB U HAJIUYUS MPOBOCHAIUTEILHOTO
nurokuHa WNJI-1. BeneacTBue mporiecca HeWpOBOCHAICHUS BO3HHMKACT IHENBIA KacKas
NAaTOJIOTMYECKUX HApyLIEHUM, KOTOPBIA MPOSBIAETCS CHUKEHUEM BBDKHMBAEMOCTHU
HEHPOHOB U OTPaKAETCSI HA CKOPOCTU HeMpoHanbHOU AuddepentmpoBku. OTMEYSHBI
MophodyHKIIMOHATBFHEIE WM3MEHEHHUS acTpouuTOB, mnonaarieHue cekpeuuu VEGF,
CHIW)KEHUE JIAKTaT-MPONYLUPYIOIIEd AaKTUBHOCTHU M HApPYIIEHHE CHUHAITUYECKON
tpancaykuuu B CA3 u CAl 3onax runmnokamia (Komiesa H0.K., 2020).

Crpyktyper IHHC, B KOTOpBIX MNpPOUCXOAST JE€T€HEpPATUBHBIE MPOIECCHI,
CTAHOBSATCSI HWMMYHOKOMIIETEHTHbIMM U MPOSBISIIOT WMMYHHYIO PEaKTHBHOCTD.
W3BecTHO, 4YTO HEpBHas TKaHb HKMEET OCOOCHHOCTH COOCTBEHHOM HMMYHHOMN
MUKpocpenbl. Tak M3BECTHO, YTO OTCYTCTBYIOT MHOTHE KJIETKH, KOTOpbIE TPEOYIOTCS

it umMmyHHoro otBera B HepBHoM Tkanm I[HC (bsp M., 2013). Bo-nepsbix,
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remMaTosHuepainyeckuii  6apbep YMEHbIIAET HWMMMIPALMI0O MaKpOMOJIEKYJT U
MMMYHHBIX KJIETOK JI0 HEOOXOAMMOr0 MUHUMYyMa. BO-BTOPBIX, HE TPOUCXOJUT CHHTE3a
OMOAKTUBHBIX ITUTOKWUHOB U XEMOKHHOB, KOTOPbI€ MPUBJICKIN Obl M aKTUBU3UPOBAIU
UMMYHHBIE KJIETKH. DKCIPECCHSI MOJIEKYJI [NIABHOTO KOMILUIEKCA THCTOCOBMECTUMOCTH
oueHb HU3Kad. CuTyanus MEHSETCS NPHU NaTOJOTMYECKUX YCIOBUAX. B3aumoneiictBue
MEXKJy MMMYHHOM M HEPBHON TKAaHbIO IPU BOCHAJIUTEIBHBIX W JIET€HEPATHBHBIX
npoueccax B I[HC Beaer K axkTMBAlMM HWMMYHOJIOTHYECKH PEJIEBAHTHBIX TI'€HOB.
VYcTaHOBIEHO, YTO KU3HECTOCOOHBIC, (PYHKIIMOHAIILHO AKTHUBHBIE HEHPOHBI MOTYT
o0ecnieunBaTh KOHTPOJIb UMMYyHHOTO oTBeTa B I[HC, mpenorBparas uHaynupoBaHue
UMMYHOJIOTHYeCKH pelieBaHTHBIX reHoB (Ransohoff R.M., 2016). Takum oOpazom,
HOBPEXACHUE HEHPOHOB W/WJIM U3MEHEHUE UX (DYHKIIMOHAIBHON aKTUBHOCTU MTPUBOJUT
K 3aIlyCKy Ipoliecca BocnaieHus. OTMeueHo, 4To B 30HaX HEHPOHAJIBHOM JAereHepanuu
JaK€ HEBBIPAKCHHBIE IPOBOCIAIUTEIBHBIE CUTHAIBI OKAa3bIBAIOT CTUMYJIMPYIOILEE
JEHCTBHE Ha IIPOLIECC CHHTE3a XEMOKHHOB U BOCHAJIUTENBHBIX HEHPOMEINATOPOB.

B.®. ®oxun u coaBTopsl (2022) BBIABUIM BIHUSHUE PAKTOpPa HEKPO3a OMYXOJIH-CL
(PHO-0) Ha opraHM3anui0 HEWPOHHBIX CETed W KOTHUTUBHBIC (YHKIMH OOJIBHBIX
XPOHUYECKON HINEMUEN MO3ra. YCTAaHOBJIEHO, YTO B HEUPOBACKYJISIPHOM €IUHULIC
rOJIOBHOTO MO3ra Ha (JOHE HEHpOBOCHAJIEHUS! ACTPOLMTHI MPOAYLUUPYIOT OKCHUJ a30Ta,
Opu 3TOM HauOoyiee YYBCTBUTENBHBIMH K OKHCIUTEIBHOMY CTPECCYy SIBIISIFOTCS
BeIcOKOM B (hepeHnmpoBannbie Heliponsl (CtenpMmarryk E.B., 2022).

Pan HacienCTBEHHBIX SKCTpaNUpaMUIHBIX 3a00JeBaHUM yxkKe H3y4yaeTcs cC
MO3UIIMK UCClIeIoBaHus pouecca Bocnanenus B ctpyktypax [IHC. Tak y narueHnToB ¢
0one3Hbto [lapkrHCOHA BBISIBIIEH MOBBIIICHHBINH ypoBeHb HHTEpiaeiikunoB NJI-1P3 u NJI-
6 u Huskui ypoBenb MJI-1RA, xak B CHIBOPOTKE KPOBH, TaK M IepeOPOCTIMHAILHON
xunkoctu (Munroxuna W.B., 2015). ITpu apoxatensHoi ¢opme Oosie3nn [TapkuHcoHa
BBISIBJICHA KOPPEJALUS MEXIY BBIPAXEHHOCTHIO CHUMITOMaMHU OOJIE3HH M YPOBHEM
OCHOBHOI'O TMPOTHUBOBOCHAIUTEIFHOTO I[UTOKMHA — wuHTepelikuHa-10 (MunroxuHa
1.B., 2013).

I[pyroe HCCICAOBAaHNC BBIABUIIO MOBBIIIICHHBIN YPOBCHBb ITPO-BOCHAIINTCIIBHBIX
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uUTOKMHOB - NJI-6 n MJI-8 B KpoBM Ha MPEKIMHUYECKON CTaAUU XOpeu | eHTUHITOHA
(Bjorkqvist M., 2008). KomiiekcHOE HCCIIeIOBAaHUE IMUPOKOTO CIEKTPa BOCHAIATEb-
HBIX U ayTOUMMYHHBIX MapKepOB B KPOBU HCCIEAYyEMbIX Ha MPEKIMHUYECKON CTaauu
Oosie3HW ['@HTUHITOHA BBISIBUJIO 3HAYUTEIBHYIO TE€TEPOTCHHOCTh HMMYHHBIX
nokasareneir  (AnmpocoBa JI.B., 2022). BsigBiieHO [JOCTOBEPHOEC IOBBIMICHUE
aKTUBHOCTHU JIEHKOLU-TApHOM 3J1acTasbl U anb(da-1 mporeasHoro mHruOutropa Ha oHe
CHWKEHUS ypoBHA ayToanTuTel K S100b 11 ocHOBHOMY O€lKy MUeNTMHA y TIAITMEHTOB Ha
npekIuHrYeckor ctaauu 6onesun ['entunrrona (Auapocosa JI.B., 2022). D10 roBopuT
O TOM, YTO MPOUECCHl HEHPOBOCHAIEHUS B CTPYKTYypax TOJOBHOIO MO3Ta BO3HUKAIOT
3310Ir0 A0 >Kajo0 M YCTAaHOBKHM JHAarHo3a, 4YTO TOJTBEPXKAAET HEOOXOIUMOCTh
U3YYEHUS ATOTO MPOIecca U pH Ipyrux GopMax HACIEACTBEHHBIX SKCTPAITUPAMUTHBIX
3a00J1eBaHUM.

[lepcrieKTUBHBIM HAMpaBIIEHUEM, [0 HAIIEeMy MHEHHIO, MOXXET OBbITh M3Yy4YCHHE
MpoIECCa HEWPOBOCHAJIEHUS MU IOWCKA NyTel MEIUKAMEHTO3HOTO BO3JEHCTBUSL Ha

BBIPA’KCHHOCTD 3TOI'0 ITATOJIOTHUYCCKOI'O IIpoIecca.

1.2.2 Arnorrros

Amnonto3 — 3TO pa3HOBUIHOCTh KIJIETOYHOM TruOenu, XapakTepu3yrolencs
ONpeAeIeHHBIMU MOP(OIOTUYECKUMHU OCOOCHHOCTAMHU. DTa (hopMa KIETOYHOU CMEpPTH
HeoOxoauma JUIsi  (OPMHUpPOBAaHUS MPABUIBHOM  CTPYKTYpbl M HaJUIEXKAIEro
(GyHKUMOHUpPOBaHUS HEpBHOM cucteMmbl. llpouecc amomrTo3a CONpOBOXKIAET U
JiereHepalys. HEHpPOHOB MpU  MPOrPECCUPYIOMIMX — 3a00jieBaHUSAX —  OOJE3HHU
Anprreitmepa, Oone3nn [lapkuHcoHa, Oone3nu ['eHTHMHITOHa W psia JAPYTHUX
HelponerenepatuBHbIx 3a0oseBanuii (Ghavami S., 2014). UsBectHO, uyTO THOEIH
HEHpOHOB, HaOmIOJaroNIasiCs MpU HEHpoAereHepalnuy, HMEET XapaKTepHbIE IS
arornrTo3a YepThl. OTO CBA3AHO C 3alyCKOM OOHIMX MOJIEKYJISPHBIX KacKaloB H
BBIJICJICHUIO OEJIKOB, PEryJHPYIOIINX aKTUBHOCTH 3Toro mpoiecca (Ransohoff R.M.,

2016). B Toxke BpeMs OTMEYEHO, 4TO (DHU3HMOJIOTHYECKHU amonTo3 Ooyiee OBICTPHI
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npoliecc, B TO BpeMsi kKak Ha (oHEe HeillpojereHepanuy anonto3 0osiee MPOTSHKEH IO
Bpemenn (Sathiya S., 2013). B nHacrosmiee BpeMs MOXHO TOBOPHUTH O JOCTATOYHO
YEeTKOM [MOHMMAaHUHU, YTO KOHIIEHTpaluu OEIKOB aronro3a B KpPOBU MAIMEHTOB
HEHpOIereHEPaTUBHBIMKI 3a00JICBAaHUSAMHU YKa3bIBAIOT HA TSHKECTh W BHIPAKEHHOCTH
ocHoBHoro 3aboneBanus (D'Orsi B., 2015). Tak no manasiM M.I". CokosoBoii (2018)
OTIpPEJIENICHO, YTO OeJIOK anonTo3a pS3 MMeeT BHICOKME KOHIIGHTPALMU B IJIa3Me KPOBH
y TALUEHTOB C HACIEACTBEHHOW MAaTOJIOTMEN HEPBHO-MBILIEYHON CHUCTEMBI. Y JIETEU C
HACJICICTBEHHBIMH 3a00JI€BaHUSMU OKCTPANMPAMUIHOM CHUCTEMBI M Y JIeTed C
TSDKETBIMEA (hOPMaMU JIETCKOTO-IIepeOpaTbHOTO Mapajnva TakKe OTMEUYAIOTCS BHICOKHE
nokazarenu Oenka pS3. Ilporecc amonTo3a MOMKET peaM30BBIBATHCS KaK dYepes
MHUTOXOH/IPHAIIbHBINA TyTh, TaK U 4epe3 aktuBaiuio kacrmas ([lomskosa JILA., 2016). B
TOKE BpEMs aKTHBU3UPYIOTCS OCJIKU aHTHAIONTOTHYECKOM 3aluThl, Hampumep, Bel2,
KOTOPbI HMEET BBICOKHE KOHIICHTPAllUM HE TOJBKO B IUIa3ME€ KPOBU JETeHl C
HACJICJICTBEHHOM HEPBHO-MBIIIEYHON MATOJIOTHEH, HO U Yy JIETeH C HACIEICTBEHHBIMU
aevikomuctpo-pusmu  (CokomoBa M.I'., 2015, 2016). B skcmepuMeHTax ¢
WHTPAHUTPAIBHBIM BBEJCHHEM JUIONOIUCAXapUI0B OaKTepUabHON CTEHKH KpbICaM
BBISIBIJIM ~ aKTHBAIlMI0O  MHUKPOTJIWH, THOETh,  HEHPOHOB ®W  0oOpa3oBaHUE
CUHYKJICMHIIO3UTUBHBIX ~ BKJIIOYECHWH B YEpHOH  CyOCTaHIIMM,  aCTPOIIUTHI
XapaKTEPU30BAINCH TMOBBIIIEHHOW JKcrpeccue ranogubpusuisipuoro o6enka GFAP,
BUMEHTHHA, Oenka C3 KOMIUIEMEHTa, akBamopuHa-4 W KOHHEKcHMHA-43. M3meHeHus
COCTaBa TJIMM TIPU BBEACHUM JIMIIOMOJIMCAXAPHUIOB OaKTEPUAIBHOW CTEHKU aBTOPBI
OOBSCHSIOT M3MECHCHUSMH HEWPOTIIMOBACKYJISIPHBIX B3aMMOJICHCTBHA M CUUTAIOT, YTO
JTaHHbIC (YHKIIMOHAIBHBIE W MOP(OJOTHYECKHE TMEePECTPOUKH AaCTPOTJIMA MOTYT
CIY)KUTh MPUUMHON TIOBpekaeHus uépHoii cyocTanimu (Boponkos JI.H., 2022). Baxxuo
YYHUTHIBATh TIOJIYYCHHBIC TAHHBIC O POJIM arloNTo3a B HEHPOJACTeHEpaTHBHOM TpoIlecce,
TaK KaK 3TO MOXET OTKPBHITh HOBBIC MHIICHU [JIsi JIEUCTBHS JICKAPCTBEHHBIX
npenaparoB. B Hacrosiiee BpeMs HaAUMHAET CKJIAAbIBATHCS MOHUMAHWE B3aUMOCBSI3EH
OeKoBOro MeTaboyiM3Ma M PeryJUpOBaHUS BbDKMBAHUS KICTKH Ha (POHE pazIUIHBIX

CHUI'HAJIbHBIX KaCKaJa0B B HeﬁpOHe IIpH aIIOIITO3C.
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1.2.3 Heitporpoduueckue HakTopsl

Hetlipotpodunbl — 3T0 OelKH, NPUHUMAIOIINE AKTUBHOE y4acTHE B Pa3BUTHH,
pocre, muddepeHIMPOBKE B BEDKUBacMOCTH HepBHOU TKaHHU (Bap M., 2013; CokooBa
M.T'., 2015). OHU MOTYT CHHTE3MPOBATHCSA BO BCEX CTPYKTypaxX HEPBHOW CUCTEMbI —
KaK IeHTpaIbHOM, Tak u nepudepudeckoit (Yuicon K., 2015). Co BpeMeHU OTKPBITHS
Putoii JleBu MoHTanpumHN niepBOro HeliporpoduHa — (akropa pocra HepBa (Levi-
Montalchini R., 1987) ¢ kaxxIbIM ro1oM Mbl y3HaeM HOBbI€ Tpoduueckre (HakTOpbl U UX
coiictBa (Gibon J., 2017). OnpenenceHa poiib pOCTOBBIX MOJUICHTHIHBIX COCAMHCHHMA
B MexaHusMme miaactuuHoct [[HC 'y OosbHBIX HACIEICTBEHHOW MaTOJIOTUEn
nepudepudeckoro apurarenbHoro Heiipona (Jlo63un C.B., 2017). Cpenu Heiporpodu-
yeckux (pakTopoB HamboJiee u3yueHbl (GakTop pocTa HepBa U (HaKTOp POCTa FOJIOBHOTO
mo3ra (CokomoBa M.I'., 2014; He Y.Y., 2013). Usyyenue HeHpOTpOPHUCCKUX
(baKkTOpOB MPOJIOIKAETCS C TTO3UIMU MX MCIIOIB30BAHMS B TEPANIEBTUUECKUX HEIIAX IS
JICYCHHS PA3IMIHBIX, B TOM YUCJIE U HEUpOJCTeHepaTUBHBIX, 3a0oneBanuii (I"aBpmioBa
C.U., 2017; Martocchia A., 2014; Tiwari S.K., 2018). IMosBnsttoTCS aHHBIC, KOTOPBIC
TOBOPAT O BIUSHUU HEUPOTPO(YUHOB HA HEUPOAETCHEPATUBHBIA MPOLECC U 3TO
BJIMSTHEC MOYKHO pacCMaTpuBaTh Kak yHHBepcaabHbIH Mexanu3Mm (Cokosoa M.I". 2014,
2018; lulita M.F., 2017). bBbputo yCTaHOBJIEHO, YTO CHMIATHYECKHE HEHPOHBI,
JWIIEHHBIE (DakTOpa pocTa HEpBa, CTAHOBWINCH HEXH3HECTIOCOOHBIMHU BCIIEICTBUE
aKTUBAIIMKM TATOJOTUYECKOTO KackKajga B MUTOXOHIPHSIX C ydacTheMm Oelka aromnTo3a
Bax (D'Orsi B., 2015). NccnenoBanus MOCISAHNUX JIET B OKCIIEPUMEHTAX MOKa3aJIH, YTO
HEHPOTPOPUHBI W HEUPOINENTU[bI, BBIACISIEMbIE BO BpEMs HOPMaJIbHOW KU3HE-
NESATETbHOCTH HEWPOHOB, TMPEMSATCTBYIOT CHUHTE3y BOCHAIMUTEIBHBIX IIUTOKUHOB
(Linnerbauer M., Rothhammer V., 2020). Heiiporpoduueckuii (HakTop TOJIOBHOIO
MO3ra, IOCTaBJICHHBIN YK30COMOM B YYaCTOK MO3ra C MPOIECCOM BOCIAJICHUS, CHIDKAI
akTuBHOCTH Makpodaro (Yuan D., 2017). B Toxxe BpeMs ux MOXKHO paccMaTpUBATh
KaK MapKepbl penapaTuBHO-AecTpyKTUBHOTO Tiporiecca B IIHC y nereit, O0ibHBIX

JETCKUM IIepeOpaIbHBIM TApAIMuOM U CHHAPOMOM THUIIEPAKTUBHOCTU U HAPYIIEHHOTO
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BuuManus (CokosnoBa M.I., 2015; Scassellati C., 2014). AKTHBHOCTb TJIMAJbHBIX
KJIETOK B peaju3allid WMMYHHBIX PEaKIUid HaXOAUTCS I0J CTPOTUM KOHTPOJIEM
HEHPOXMMHUYECKON cpelibl HEpBHOW TKaHUW. Penentopsl, yepe3 KOTOpbIe PEaTn3yroT
CBOC JEWCTBME HEHPOINENTHAbI, HEHpOMEAMaTOpbl M HEHUPOTPO(UHBI OOBIYHO
SKCIIPECCUPYIOTCS Ha TITHalbHBIX KieTkax (Sun X.L., 2014).

Heiiporpodunbl: dakTop pocrta HEpPBOB M HeWpoTpodudeckuii  (aktop
TOJIOBHOTO MO3Ta MOTYT BIMATh Ha (pyHKOHMIO B-kieTok, a Takke Ha ¢GyHKOuO T-
KJIETOK M, B YaCTHOCTH, UTPAIOT POJb B MHUTpallMUd MakpodaroB B o4aru BOCIHAJICHUS
(Linker R., Gold R., Luhder F., 2009). Otme4eHO, 9TO CHMXEHHE dKcnpeccud TrkA-
pPEIEenTOpOB MPUBOAUT K CHIDKCHHIO CHHTe3a (DakTopa pocTa HEpBa HEHPOHAMH H
CIOCOOCTBYET MOAIEPKaHUI0 XpoHHUeckoro BocmaneHus (Minnone G., De Benedetti
F., Bracci-Laudiero L., 2017).

['muaneubiil HelipoTpoduueckuit pakrop (THTD) onun u3 Hambosiee BaKHBIX
(bakTopoB, MPUHUMAIOIIMNA Yy4YacTHE B Tpollecce BBDKUBAHUS, TU(PEpeHIIMPOBKE U
HOJIICPYKAHUIO TONYJIAMK KieTok HepBHOH cuctembl (Kypakmna A.C., I'puropneBa
B.H., 2016; Coxomnoa, M.I'. 2018). B mocneanue roasl WACT aKTHBHOE H3YYECHHE
['HT® kak BO3MOXHOIO YYacCTHHKA IIATOJOTMYECKMX KAaCKaJOB IpU HAPYIICHHSIX
paboOThl HEPBHOW CHCTEMBI, B TOM YHUCJIC MPHU HEUPOJETCHEPATUBHBIX M COCYIUCTHIX
3aboseBanusx HepBHo# cuctembl (Kapraseix 1.A., Cokonos A.B., 2018). B octpeitmieit
CTaQAMM TEMOPPAruyecKoro WHCYJIbTa YYEHBIE PETHCTPUPOBAIHM CTATUCTHYCCKHU
3HaunMoe Bo3pactanue coaepxkanus [HT® (Tonyoer A.M., I'peuko A.B., 2020).

VY cTaHOBIEHO, YTO YpOBEHb LIMTOKMHOB y OOJBHBIX ¢ Oosie3Hbo [lapkuHcoHa
KOppEIUpyeT CO CTENEHbI0 MporpeccupoBaHusi 3abosieBaHusi: coaepkanne ®HO-a B
JMKBOPE y OOJIBHBIX C OBICTPHIM TEMIIOM MPOTPECCUPOBAHUS BBIIIIE, YEM Y TIAITUEHTOB C
MEJUICHHBIM TIpOrpeccupoBaHreM, a KoHmeHtparus WJI-13 B kpoBu BbImIe, 4eM Yy
NAIMEeHTOB C YMEPEHHBIM M MEIJICHHBIM TeMiioM nporpeccupoBanus (Karpenko M.N.,
2018). ¥V manumenToB ¢ Oone3npio IlapkuHcOHa OOHapykeHa CBsA3b ypoBHs IL-10 B
KPOBU W TSKECTH TpeBord W aenpeccur, ypoBHsS PHO-a B KpoBHM W BBIPAKEHHOCTH

koruutuBHOrO Aeduiuta (Dursun E., 2015).
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Bce  BblIIEIEpEYMCIEHHOE  JA€T  OCHOBAaHME  IOJIaraTh, 4TO, M3ydas
BHyTpHOpranusle Mexanusmbl B IIHC mnpu HeliponereHepaunuu, CONOCTABISIS POJIb
Pa3IMYHBIX MEXaHU3MOB, KaK aKTUBALlMH, TaK U 3aIlMUTHI OT allONITO3a B HEPBHOM TKAHH,
Mbl CMOXXEM MOHSTh KakKhe MEPONPHUATHS HEOOXOAUMO NPOBOJAUTH ISl AKTHBALUU
HHJIOTEHHBIX 3alIUTHBIX MEXaHU3MOB U MOJACpPKaHHUS META0O0JIMYECKONW aKTUBHOCTHU

HCﬁpOHOB, npoajicBaA CPpOK KU3HHU HCPBHLBIX KJIICTOK.

1.3 I{H&FHOCTHK& HaCJICACTBCHHBIX 3KCTpPAITUPpaMUIHBIX 3a00JIeBaHMI

JlmarHocTuka HACJIEICTBEHHBIX SKCTPAMMPAMUIHBIX 3a00JICBAaHUIN HE SBISAETCA
CJIOKHBIM BOIPOCOM JUIsl TIPAKTHKYIOIIEro HeBposiora. MHorue 3a0ojieBaHUsl HUMEIOT
MaTOTHOMOHUYHBIE CUMIITOMBI, KOTOPBIE BBISIBISIOTCS TIPH TIEPBOM OCMOTpE MallMEHTA.
ITpu Oose3nu [lapkuHCOHA oOTMedaeTcs ONUrOOpPaJUKUHE3Ms, 1033 «IPOCUTEI»,
TUTIOMUMUS, CTATUYECKUI TPEMOp, PETPOITYIbCHU U Tporyiibeuu U T. 1. (Homens M.P.,
2009; JIuteunenko U.B., 2012; Jlesun O.C., 2015; AxmerxanoB B.K., 2016; Borauesa
B.A., 2017). Ilpu OGone3nu BuibcoHa B 3aBHCHMOCTH OT (OpPMBI 3a00JICBaHHS
OTMEYAIOTCS] THIEPKUHE3bl IO TUIy «B3Maxa Kpbuia», Koibhna Kaiszep-PnenmHepa,
neueHounble cumntombl (Konosamor H.B., 1960; Ckopomenr A.A., 2016). bone3ns
['eHTUHITOHA TMpeAcCTaBlieHa BBIPAKEHHBIM TMIIEPKUHE30M XOPEUYECKOTo THIla C
HapyleHussMu 1noBefeHus U addextuBHbiMU paccrpoiictBamu (CenuBépcroB HO.A.,
2015; Mnmnmapwormkun C.H., 2018). DcceHIMaIbHBIA TPEMOpP  MPOSBISIETCS
THIIEPKUHE30M B TUCTaNbHBIX oTaenax pyk (Mmmapuwomkwn C.H., 2011). TopcuonHas
JUCTOHUSI BBIpaKEHA TUIEPKMHE30M TYJOBHINA C TMpeodiiajaHueM TOHUYECKOTO
xommnonenta (Nomuk B.A., 2007).

Jlarnee TMalMeHTHl HAIMPABISIFOTCS HAa KOHCYJIbTAIIMI0 B MEIUKO-TEHETUYECKYIO
KOHCYJIbTAlIMIO JJII TPOBEIEHUS MOJIEKYJSIPHOM JMAarHOCTUKM M TOATBEPKIACHUS
kauHryeckoro auartHosa (Mmrapuomkun C.H., 2017; JlutBunenko U.B., 2018).

B Toxe Bpems mam@eHTaM C HACJEACTBEHHBIMH JKCTpalipaMHUIHBIMU

3a001€BaHUSIMHU BCCraa IIpoOBOIAT HGﬁpOHCHXOJ’IOFH‘—IGCKOG TCCTUPOBAHUC  IJIA
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ONpeJeNeHus]  BbIp@KEHHOCTH  ap@(EKTUBHBIX W  MHECTHMUYECKMX  PacCTPOMCTB
(JTutBuurenko M.B., 2007; Kmomnukos C.A., 2012; JluxaueB C.A., 2017; KoBaneHko
A.Il., 2018; Ucromuna A.C., 2020).

[lariueHTaM C HACIEICTBEHHBIMU DKCTPANUPAMHUIHBIMU  3a00JCBaHUSIMHU
NPOBOJAT HEHPOBH3YAIM3AIMIO CTPYKTyp rosioBHoro mo3ra (Mmmapuomkun C.H.,
2011; TI'ynsea C.E., 2012; Baceukun C.B., 2018; Zoons E., 2011). Merousl
CTPYKTYPHOU HEUPOBU3YATM3AIUH TTO3BOJISIOT BBISBUTH W OICHUTH BHIPAKEHHOCTH U
JIOKAIU3alMI0 aTpOPUUECKUX U 1EepeOPOBACKYIISIPHBIX U3MEHEHUNW MO3TOBOM TKaHU Y
nanueHToB ¢ Ooiyie3Hpio AubnreiiMepa (JlutBunenko M.B., 2019). Hcnoaw3yrorcs
METO/Ibl HEHPOBM3YATW3AMK W IS JICUYCHUS HACICICTBEHHBIX ADKCTpPAITUPAMHUIHBIX
3a00JIeBaHUN — KCIIOJIb3yeTCsl (POKYCUPOBAHHBIN YIbTpa3ByK moj; KoHTpoiem MPT B
KaueCcTBE  HOBOW  HEWHBA3WBHOW  TEXHOJOTHH  XHUPYPTHUYECKOTO  JICUCHUS
scceHimabHoro tpemopa (I'amumosa P.M., 2022).

Metonpl HelipoBuzyanuzanuu ¢ uydyeHueM ¢MPTn-naTrrepHa y mamueHTOB C
0one3npro [lapkMHCOHA MMOMOTAIOT IMOWCKY HEHPOBHU3YAIM3AIMOHHBIX OMOMAapKEepOB
HeipoaereneparuBraoro mpouecca (Ceauséperos H0.A., 2014). BritoueHue IpOTOHHOM
MarHUTHO-PE30HAHCHON CTIEKTPOCKONHH B JHMATHOCTHYCCKUN AITOPUTM MPU OOJIC3HU
[TapkuHCOHA TO3BOJIIET JOOWUTHCS TOYHON MPWIKU3HCHHOW AMATHOCTUKH Pa3TUIHBIX
¢dopm aToro 3abosneBanus Ha paHHux ctamusax (Trortun JILA., 2006). Texuomorus MPT-
MOP(POMETPHUN MOMKET KOJMYECTBEHHO OIEHUTH aTPOPUUCCKUEC MPOIECCHI B PA3IMYHBIX
00JacTsX TOJOBHOTO MO3ra M MOXHO PacCMaTpUBaTh ITOT METOJ JUIsl ONMpESICHUS
CTEIICHH U BBIPAXKCHHOCTH Mporiecca Heiipoaerenepanuu (FOquna E.H., 2013).

Metonbl  HEWpOBU3YyadU3allMM  WCHONB3YIOTCA i AuddepeHuuanbHOMu
JMAaTHOCTUKM  KOTHUTWMBHBIX  HAPYIICHHWH, KOTOpbIE  MOTYT  CONPOBOXKIATh
IPOTPECCUPOBAHUE HACJICICTBCHHBIX AKCTpanuPaMHUIHBIX 3a00yIeBaHUI
(Omunaxk M.M., Emenun A.10O., JIo63un B.1O., 2012).

B Hacrosiiee Bpems i OIEHKM CTPYKTYp TOJIOBHOTO MO3Ta CTajd
UCITOJIB30BaTh TAaKWE METOJAbl KaK OJHO(POTOHHAS HMHUCCHOHHAS KOMIThbIOTEpPHAsS

Tomorpadus, TO3UTPOHHO-IMUCCUOHHAsT TOMOTpadusi, TpaHCKpaHUaabHas cCOHorpadus
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B  B-pexume, MP-uccneqoBanusi rojioBHoro mMo3ra B pexume  SWI,
HelpoMenaHnHYyBCcTBUTENbHAs MPT.

Onenka 3puTenbHOro aHanuszaropa npu bIl  BkiIrowaeTr wuccienoBaHue
CTPYKTYPHO-(DYHKIIMOHAJIBHOTO COCTOSIHMSI PA3IUYHBIX HEHPOHAJIbHBIX DJIEMEHTOB
rjia3a; TOJIUHBI CETYATKH, KOJUYECTBO TAHTIIMOHAPHBIX KJIETOK, COCTOSIHUSI HEPBHBIX
BOJIOKOH 3pHTeIbHOTO HepBa (ABetucos C.0., 2022).

B mnocnenHee BpeMs MHOTO HCCIEJOBAaHMM TOCBSIEHO JHATHOCTHUKE
3pUTEIbHBIX HAPYIICHUH Y TAlUMEHTOB C SKCTPalUPaMUIHBIMU 3a00JIeBaHUSIMHU.
N3ydaercs maToreHe3 (GOpMUPOBAHUS 3PUTEIHHO-TIPOCTPAHCTBEHHBIX HAPYIICHUN MPH
MOBPEXKIACHHOM IcuxudeckoM pa3sutuu (JIurBurenko M.B., 2016, 2017). Ontudeckas
KOTEpEeHTHasi ToMorpadusi mpUMEHSIeTCS U IS JUATHOCTUKH JIEMHUEIMHU3UPYIOIINX
3aboneBanuii (boiiko D.B., 2010).

[TpoBoausoch yriyOJIEHHOE HCCIEAOBAaHUE 3pEHUsl y MalMeHTOB C XOpei
['eHTHHITOHA, OMNpEENIeHbl BEIYIIUE CUMITOMBI TJIa30[BUTATEIbHBIX HAPYLICHUN Yy
npemanudectHeix HOcutenei (Ceerozapckuii C.H., 2018). VcciaenoBanus 1BETOBOTO
3peHUs] U KOHTPACTHOM UyBCTBUTEJIBHOCTH Yy IMAallMEHTOB C XOpeel MOKET paccMaTpu-
BaThbCSi B KauecTBE OHMOMAapKepoB Ha JOKIMHUYECKON CTaguu 3a00JIeBaHUS
(Cseto3apckmii C.H., 2019).

OpHako 5TH HWCCIEAOBAaHHUS MAJOYHCICHHBI M HE HOCAT CUCTEMAaTHYECKUN
xapaktep. Ho yem Gombliie ccneoBaHui 0 COCTOSTHUU CTPYKTYP TOJIOBHOTO MO3Ta Mpu
pa3NUYHBIX  HEUPOJETCHEPATUBHBIX  3a00J€BAaHUAX, TEeM OOJIbIIE  TOSBISETCS
BO3MOYKHOCTh TTOHUMaHUS BHYTPHUOPTAHHBIX YCJIOBUH W KOPPEKIIMH TATOJOTHYECKHUX
KacKaJloB /I COXPAHEHUS ONTHUMAIBHBIX YCJIOBHHM >KU3HEACATEIILHOCTH HEPBHOU

TKaHH.
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['JIABA 2. MATEPHUAIJIbBI 1 METO/IbI

2.1 XapakrepucTrka o0cieJ0BaHHBIX OOJIBHBIX

B nuccepranimoHHOE MCCIEAOBAaHME BOILLIM MAUWEHThI C HACIEICTBEHHBIMU
AKCTpaNMpaMUIHBIMU 3a0ojieBaHusiMH 60 yenoBek B Bo3pacTe oT 18 mo 78 ner,
KeHIUH — 28, myxunH — 32. ['pynmy cpaBHEHUS COCTaBWIM 15 MalnueHTOB C
nuarsozoM 6ose3Hb Bunbcona-Konoranosa. 30 310poBBIX JOOPOBOJIBIIEB (PKCHIIMH —
18, MmyxunH — 12) cocTaBIIsIM KOHTPOJILHYIO TPYIITy B Bo3pacte oT 25 g0 70 Jer.

OOcnenoBaHo 75 mNaMEHTOB CTAl[MOHAPHOTO OTHAEJEHUS HEBPOJIOTHH H
MOJIMKJIMHUYECKOTO  IeHTpa  (eiepadbHOTO  TOCYJApPCTBEHHOTO  OFOJIKETHOTO
0o0pa3oBaTEIBLHOIO  YUpexXJeHUs  Bbicliero  oOpazoBaHus  «CeBepo-3amaaHblid
rOCYyIapCTBEHHbIM  MEIULUHCKUMKA  yHuBepcurer umeHu WM.  Meunukosa»
MunucrepctBa 3apaBooxpanenus Poccuiickoit deneparuu ¢ 2018 mo 2022 roasl ¢
LHEeIbl0  TMOATBEPXKIEHUA  JMarHo3a,  OOCIENOBaHMS,  MPOXOXKIAEHUS  Kypca
KOHCEPBATUBHON TEpANUM U TUHAMUYECKOTO HAOIIOICHUSI.

Kaxxnprii matpieHT ObUT TPOUH(POPMHUPOBAH O MPOBOJUMOM HMCCIIEIOBAHUH U 1Al
nucbMeHHOe HH(popMHUpoBaHHOE coryiacue. MHpopmupoBanHoe cornacue (hopma u
cojiepKaHne) ObUIO YTBEPXKICHO Ha 3acelaHHU JIOKAILHOIO 3THYECKOI0 KOMHUTETA
dbenepaabHOrO0 TOCYJAPCTBEHHOTO OKOKETHOTO  00pa30BaTEIbHOTO  YUPEKACHUS
BbIcIIeT0  oOpa3zoBanust  «CeBepo-3amafHblii  TOCYJAPCTBEHHBIM  MEIUIIMHCKUN
yHuBepcuteT umenu .M. MeunnkoBa» MuHucrepeTBa 3apaBooxpaneHus Poccuiickoi
®enepanuu ot 22.11.2018 r.

[TaniueHThl OCHOBHOW TPYIIIIBI UMEIM JAMAarHo3 0ose3Hb ['eHTHUHTTOHA, OOJE3Hb
[TapkuHCOHA, 3CCEHIMATBHBIA TpPEMOp, TOPCUOHHAS JUCTOHUS, MYJIbTUCUCTEMHAas

arpous (Tabmmua 1).
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Tabnuma 1 — HacnenctBeHHbIe SKCTpanupaMuaHbIe 3a00J€BaHUS

Jomns
3aboneBanue Koz Hueno malHenTos MalKeHTOB
MKB-X (n=60)

(%)
0o7ne3Hb ['eHTUHTTOHA G10 22 37 %
ACCEHUIHMAIBHBIN TPEMOP G25 14 23 %
6one3sb [TapkuHCOHA G20 12 20 %
TOPCHOHHAS TUCTOHUS G24 8 13 %
MYJIBTUCUCTEMHAs aTpodust G10-G14 4 7%

Cpenu HacleACTBEHHBIX JKCTpaMUpaMUIHBIX 3a00J€BaHUM 00CIIeIOBaHHBIX
NaIlMEeHTOB TMpeoliananyd 3a00JeBaHus C BEAYIIUM THIEPKUHETUYECKU-TUTIOTOHU-

YCCKUM CHHIAPOMOM, IMMPOUCHTHOC COOTHOIICHHNC HO30JIOTH MpCACTABJICHO HA PUCYHKC

1.

m Lonezar | eHTHUHTTOHA DcceHITUATTHFHBIIT TpeMOop
B Lomnezur ITapkimHcoHA B TopcumoHHAsA JIUCTOHIISA
MCA

Pucynok 1 — Ctpykrypa 3a001eBaHHi1 B OCHOBHOM TpYIIIIE.

Cpenu o6cnenoBanHbIX 60 TAIMEHTOB OCHOBHOM IpymHibl peobiiaganu

xeHiuHbl (62 % xenmuH, 38 % myxunH) (PucyHok 2).
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HKEHLWWMHDbI B MYXYMHbI u u

Pucynox 2 — Pacnipeenenne manueHTOB OCHOBHOM TPYIIIIHI TIO TTOJTY

I[JII/ITGJIBHOCTI) 3a00JICBaHHS MaluCHTOB Ha MOMCHT OCMOTpa COCTaBHJIa OT 1

roma mo 15 mer. CpemHuii BO3pacT Cpead IMAIMEHTOB OTICIBHBIX HO30JIOTHH OBLI

Pa3IN4YCH U JOCTUT'A]I 78 ner Yy manycHTa ¢ JUAarao3oM 00JIe3Hb HapKPIHCOHa (PI’ICYHOK

3).
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MapKWHCOHa FeHTUHITOHA Tpemop AWNCTOHMA

Pucynoxk 3 — Cpennuii BO3pacT marueHTOB OCHOBHOW TPYIITIBI
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2.2 MeTtoan! ucciienoBaHus

B xonme paboThl MPOBOAMIIUCH: KIMHUKO-HEBPOJIOTHYECKUNA OCMOTP, KIMHUKO-
71a00paTOPHOE UCCIIENOBAHUE CHIBOPOTKM KPOBH NAIMEHTOB, HEUPOIICUXOJIOTHYECKOE U

HeHpoo(dTaTbMOIOrHYeCKOe 00CIeI0BaHuE.

2.2.1 KIIMHUKO-HEBPOJIOTUYECKUN METOL

OnenuBanuch >kanoObl TAIMEHTOB, JaHHbIE aHaMmHe3a (Bo3pacT jaelroTa
3a00NieBaHus, Tepamnus), KOTOpbIe MOATBEPKIAINCH JaHHBIMH BBIITUCOK W3 APYTUX
MEUIMHCKUX YUYPEeXKJIEeHUH ¢ (UKCUpOBAIMCH B KapTe manueHta. lIpoBeneH
HEBPOJIOTHYECKHI OCMOTp, OIpeAeNieHa TSDKECTh JBUTATEIbHBIX HApYyIICHUH TI0
TPaJAUIIMOHHOMY TUIaHy: OOIIEMO3TOBBIE CUMIITOMbBI, YEPEITHO-MO3roBasi WHHEpBaIl4,
nBUTaTENNbHAs cdepa, YyBCTBUTENbHAA c(epa, KOOpAWHALIMS JBUKEHUN, dKCTpanmupa-
MUHBIC CHMIITOMBI, BET€TATHBHBIC CHUMITTOMBI, BBICIITHE KOPKOBBIe PpyHKIMHU (OnuHAK
M.M., 2009; Muxaiinenko A.A., 2012; Ckopomer; A.A. u coasrt., 2017).

ITo mxane ODSS INCAT onenuBaiack CTENEeHb WHBAIUAW3AINN NAIIUEHTOB
(Dyck P.J. et al., 1997). Inarno3 BII ycranaBnuBaincst mo kputepusiMm ooOmectBa bIT
Bemukoopuranuu (Hughes A. J., Daniel S. E., Kilford L. et al., 1998). Ctagus BII no
Metony XeH-Apa B mogudukaruu (Lindwall et al., 1988).

Bce manueHThl mpoXoauian TeCTUPOBAHUE KOTHUTHUBHBIX (PYHKIIUN TIO IIKaJaM:
rocnutanpHas wkana tpeoru u aenpeccuu (HADS) (Ilpunoxenue A) um KpaTkou
omneHkn ncuxuyeckoro craryca (MMSE) (Ilpunoxenue b), Tak ke oleHHBaIach
CTeleHb MHBAIMIM3AIMN TIPU TOMOIIK MoauduiupoBaHHo# mikansl Paukuna (Modified
Rankin Scale — mRS) (ITpunoxenue B), nBurarenbHblC HapyNICHHE OLECHUBAIN IO
uHnexkcy moounbHocT PuBepmuar (Rivermead mobility index - RMI) (mpunoskenue
D).

YpoBeHb TPEBOTH U JETPECCUU OIEHUBAJICS MO TOCMUTAIBHON IIKajge TPEBOTH U

nernpeccun  (HADS) (Ilpumoxenune A), 0-7 06amioB MOXKHO CUHTaTh HOPMOM



39

(TocTOBEPHO TPU3HAKK TPEBOTH M ACTIPECCHH OTCYTCTBYIOT), 11 0GaymioB u BhIIIE -
O3HAYaeT KIMHUYECKH BBIPAKXEHHYIO TPEBOTH WM Jenpeccuio (0amibl CyMMHUPYIOTCS
JUTSL KQKJIOTO MPU3HAKA OTIIEIBHO).

JIist  OIEHKM KadyecTBa JKWU3HM W CTCIICHH WHBAJWAW3AIMNA TAIlMECHTOB
UCIO0Jb30Bajgach MoauduupoBannas mkaina Pankuaa (Modified Rankin Scale — mRS)
(ITpunoxxenne B). Ilo MRS 0 OamnmoB — pgBurareinbHas aKTUBHOCTH ITOJHOCTBIO
coxpaHeHa, 5 0alIoB — JBHUTaTelbHAS AaKTMBHOCTH HAPYIIICHA, MAIMEHT HYXXIACTCS B
MIOCTOPOHHEM YXOJI€.

Jlnst wiccriemoBaHUs aMATH U TICUXUYECKOTO CTaTyca: KpaTKas ITKaja OICHKH
ncuxuueckoro craryca (MMSE) (Ilpunoxkenune bB) ucmosnb3yercs s CKpPHHHHTA
BO3MOYKHBIX KOTHUTHUBHBIX HApYIICHWH, B YaCTHOCTH, IeMEHIUU. MTOroBwiii OGam
MOJIy9aeTCsl TP CYMMHUPOBAaHWUM  pE3yJIbTaTOB IO KaXJIOMYy U3 ITyHKTOB.
MakcumanbHOe KOJM4ecTBO cocTaBisieT 30 6amioB, YTO COOTBETCTBYET ONTUMATBLHOMY
COCTOSIHUIO KOTHUTUBHBIX (QYHKIIUH.

JIBuraTenpHas aKTHBHOCTH OIICHUBAJACh 10 MHACKCY MOOWILHOCTH PuBepmuar
(RMI) (ITpunoxenue I'), mpH MOJOKUTEILHOM OTBETE Ha BOMPOC NpHCBauBaeTcs 1

OaJ1, MaKcuMalibHas cymma 15 6anios.

2.2.2 KiimanKo-1abopaTOpHBIN METOT

VY Bcex mamueHToB uccnenyeMeix rpynn (N = 105) Obutn ompeseneHsl YpOBHU
oenkoB BocnaieHus (daktop Hekposza omyxonu-o (PHO-o), wunHTepneikun-1,
UHTEpJICHKUH-0), JIHAIBHOTO HEHPOTPOPUIECKOTO dakTopa (T'HT®D),
HelipoTpodudeckoro Qakropa rojgoBHoro Mosra (OPI'M), OGenkoB, peryiupyromimx
ammonto3 (Oemok pS53, Oemok Bcl2) ummyHOdepMeHTHBIM MeTOIOM B oOpasiax
CBIBOPOTKU KpoBH. [Ipon3Boauiu 3a60p BEHO3HOUM KPOBH HATOILIAK B YTPEHHUE Yachl B
ooveme 10 mn. Ucnonw3zoBanu Hadopsl ¢upmbel RayBiotech, Inc B coorBeTcTBUM €

HHCTPYKIHAMU ITPOU3BOJIUTCIIA.



40

[Toporoseie BenmuuuHbl onpeneneHus:. ®HO-a - 8,1 nr/mm; WUI-1 — 4,9 nr/m;
NJI-6 — 7 rr/mi; 6enkoB pS3 u Bel2 cootBerctBenno 0,33 E/mi u 0,5 ar/mi, THT® — 5
rr/mi1, @PI'M — 20 nr/mi.

2.2.3 Helipohu3nonoruueckuii MeTo1

OnTuyeckas KorepeHTHas TomMorpaus — HCCIEI0BAHHE, KOTOPOE HCIOJB3YIOT
JUIsL MCCleIoBaHus MOPGOJIOTHH MEePEHEr0 U 3aJHET0 OTPE3KOB TJa3HOro s0JIOKA.
MeTon 1o3BOJSET BBISIBUTD, 3aIUCATh U KOJIUYECTBEHHO OLIEHUTh COCTOSIHUE CETYATKU
U 3pUTENBHOTO HepBa. Merogom ontudeckoi korepeHtHoit Tomorpaduu (OKT) Obu10
IPOBEJICHO JI€TalIbHOE UCCIIEI0OBAaHUE 3PUTEIBLHOIO HEPBA M CETUATKU IJIa3HBIX SI0JIOK y
60 manmenToB. HelipoBusyannsanus ceTYaTKHU U 3aJHETO OTPE3Ka ria3a MpoBOAUIACH C
UCIIOJIb30BAHUEM HU3KOKOTCPEHTHBIX JIyueid MH(ppaKkpacHOro cBeta (umHa BOJIHBI 830
HM). OLEHHBAJIKCH CIICAYIOIIUE IOKa3aTenu: OOIIas TONIIMHA CJOS TaHTIHO3HBIX
kieTok ceryaTku (OTCIK); Tommunaa HepBHBIX BoJokoH ceTtyatku (THBC); Tommumaa
ceryatk B MakyaspHoi 3oHe (TCM3) (Pucynox 4, Pucynok 5, Pucynok 6).
Hopmanenbeie 3Hauennss mnokasarenedn OTCI'K, THBC u TCM3 mnpencraBineHbl B

Tadmie 2.

Tabnuua 2 — [lokazaTenn oNTUYECKON KOTepeHTHOM ToMorpaduu

IToka3zareinb Hopma, M = m (Mxm)
TOJIIIIMHA CJIOS T'aHTJIMO3HBIX KJIETOK CETYATKH 96,3+ 7,3
TOJIIIIMHA HEPBHBIX BOJIOKOH CETYATKHU 110,4 + 235
TOJIIMHA ceTyaTku ((hoBeosia) 215,22 +11,2

HccnenoBanue mpoOBOIUIOCH MPUOOPOM ONTHYECKUN KOTEPEHTHBIA ToMoOTrpad

«RTVue-100 XR» (Optovue, CIIIA).
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ONH/GCC OU Report
Right / OD

Optic Nerve Head Map

N

Left/OS

L TSNIT Symmetry Plot
i | 8 = g
— — * o NDE companson for patent age < 1§ on exam date L
Pucynox 4 — Ilporokon ouenku JI3H, CHBC, ranriamo3Horo Komiuiekca
(Optovue)

[Tpumeuanue: 1 — kapTa TONMHUHBI TAHTIMO3HOTO KOMITIEKCA; 2 — CXEMaTHIECKOES
nzoopaxenue J[3H, kapra u mokazarenu Tomuasl CHBC; 3 — panuanbasiii ckan JI3H;
4 — MakynspHBIA ckaH; 5 — mokaszatenu toiammasl CHBC; 6 — nmokasarenu JI3H; 7 —
MOKa3aTeid  TOJIIMHBI  TaHTJIMO3HOTO  KOMIUIEKca; 8  —Tpaduk  TOJIIUHBI

nepunanuysspaoro CHBC komnblieBoro ckana guameTpom 3,4 M.
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Pucynok 5 — [Iporoxoin ouenku JI3H u CHBC o6oux rna3

[Ipumeuanue: 1 — kapra 3Hauumbix usmenenniit CHBC; 2 — kapta TOMIIUHBI

Ring thickness 0.10 mm

0S

CHBC,; 3 — mapamerps! JI3H; 4 — nokazarenu Tonmuusl CHBC B 4 kBagpaHTax;

5 — mnokazarenu TtommmHel CHBC B 12 cermedntax; 6, 7 — rpaduK TOJIIUHBI
nepunanwuisipaoro CHBC konbiieBoro ckana auametpom 3,4 MM; 8 — paguanbHBINA

ckaa JI3H; 9 —mokazarenu tommuuael CHBC (cpemHmii mokasatenb, CTaHIApPTHOE

OTKJIOHEHHE, NHJEKC aCHUMMETPUN )
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Pucynok 6 — IIpoTokon ucciaemnoBaHusi TOJIIUHBI CIOSI TAHTIMO3HBIX KIETOK
cetyatku (OTCI'K) o6oux rna3z

Kputepusamu uckiatoueHuss ObLIM 3HauYMMble OQTaJIbMOJIOIMYECKUE MNaTOJIOTH-
YECKHE COCTOSAHHMS (BO3pacTHas MaKyJjoJereHepalus, rayKkoMa, peTHHOIIU3UC, PETH-

HaJIbHBIE KUCTBI U JIP.).

2.2.4 MonexkyIsipHO-TEHETUYECKOE UCCIEN0BAHNE

MonekynsipHO-TEeHETHUECKOE HCCe0BaHne ObUIO MPOBEACHO Yy 48 maimeHToB.
[Tpu BI" npoBoanIOCHk MCCe0BaHHE METOIOM MoJUMepasHoi renHoi peakiuu (ITLP),
cexkBenupoBanus B rene IT15 (HTT) u ¢pparmentHoro ananmuza 1 sx3ona rena HTT.
BreisiBasiiocs  konumdectBo I[AI-moBTopoB (B HOpMe He Oonbmie 36). Ilpu BB
UCITIOJIB30BAIM MeTOJT MysbTunpaiMepHoit [1LP merexkmuu dacTeix WHCEpUUA/ nenenuit
B reHe ATP7B, cekBenupoBanue ¢parmentor rena ATP7B mno Cenrepy, mis
amruiidukanuu - onpeneiaeHubix  gparmentoB JJHK wucnonb3oBancs merox TILIP.

TopcruoHHass AMCTOHUA — METOAOM ImpsiMoro cexkBeHupoBanus reHa GCHI, rena
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THAPI1, rena SPR. MonekyJapHO-TEHETUUECKOE HCCIEAOBAHUE HACCEHIIUAIBHOTO
Tpemopa mpoBoamwiock IIIP-uccnemoBannem Ha xpomocome 3013 rensr - FETIL,
ETM1; 2p24.1 ren - ETM2 u 6p23 ren - ETM3. Ilpu OGone3nu IlapkuHcoHa
uccienoBaymch redpl: PARKS (LRRK2 myramus G2019S), PARK?2 (Parkin), PARKY
(DJ1) wucnonwp3oBanicss OUArHOCTUYECKHM (parMEeHTHBIM aHaldu3 C MPUMEHEHUEM
MOJIMMEPA3HOM WEMHOM peakiuu Npu paHHUX @opMax OO0JIe3HH, C ATUIMHYHBIMU
MPOSIBJICHUSIMU U PE3UCTEHTHOCTHIO K MPOBOAUMOM TEpamuu JIEBOJIOINOM, a TaKKe MpH

HAJIMYUH CEMEHHOr0 aHaMHe3a 3a00JICBaHuUS.

2.2.5 CtaTHCTHYECKOE HCCIICIOBAaHUE

Jlis mpoBeneHUs CTaTHCTUYECKOM OOpabOTKH pe3yslbTaTOB HCIOIh30BANIACH
nporpamma STATISTICA for Windows (StatSoft Inc, Bepcust 10 — CIIIA). Co3naBa-
Jach 3JEKTpoHHas 0a3a maHHbIX mporpammbl Microsoft Excel 2010. Cratuctuueckast
o0paboTka NPOBOAWIACH C YYETOM pPEKOMEHAAIMW JJi1 MEIUKO-OMOJIOTHYECKUX
uccienoanuii (FOukepoB B.U., I'puropseB C.I'., Pe3Banunes M.B., 2011). Ilpu
CPaBHEHHU KOHTPOJHHOM M OKCIIEPUMEHTAIBHOW TPYII HCIOIH30BAIM MapaMeTpu-
yeckue (t-kpurepuit CThIOJEHTA ISl ABYX HE3aBHUCHUMBIX BBIOOPOK) M HEmapameTpu-
yeckue (kpurepuilt MaHH-YUTHH) METOJbI CTATUCTHYECKOTO aHain3a, ObLIT MPOBEICH

KOPPEJSILIMOHHBIN aHanu3 (paHrosas koppensuus CnupMena).
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I''TABA 3. PE3VYJIbTATDBI

3.1 PCSYJIBT&TI)I KIIMHUKO-HCBPOJIOTHYCCKOI'O O6CJI€I[OBaHI/I$I

[TarmeHTs! HACIEICTBEHHBIMU SKCTPANUPAMUIHBIMU 3200JI€BaHUSMU TPEIbSIBIIS-
JU KaJoObl Ha CKOBAHHOCTb, YXYAILIEHUE IOXOJKH, HACHWIbCTBEHHBIE JBM)KECHUS B
pyKax, HOTrax, JIUIIe, [Iee U TYJIOBHUIIE, HEYCTOMUYHUBOCTD, CTA00CTh B HOTAX, HAPYIIICHUE
OCAaHKH, IEPUOJUYECKOE IPOKAHUE B PYKaxX, HEIMPOU3BOJIBHOE IBWKECHUE YEIIOCTHIO,
CIIFOHOTEYEHHUE, TSAHYIIHE 00JIM B TOSICHUYHOM 0051aCTH, OBICTpast yTOMIISIEMOCTb.

B HeBposorm4eckoM cratryce y MalUeHTOB OCHOBHOW rpynmbl (N=60) Obun
BBISIBJICHA YAaCTOTA BCTPEUYAECMOCTH ClieaAyrommux cumitoMoB (Tadmuma 3):

- 00IIEeMO3roBbIE CUMIITOMBI (TOJIOBHass OOJIb JABSILETO XapakTepa, acTeHHS,
IMOIIMOHAJIbHAS JTAOUITBHOCTB);

- paccTpOWCTBA YyBCTBUTEIBHOCTH 110 ITIOJIMHEBPUTUYECKOMY THUILY;

- HapylIeHWs B JABUTATENbHOU cepe (TpemMop CTaTUYECKUU, TPEMOp AMHAMU-
YECKUM, PUTHIHOCTb, HACWIBCTBEHHBIC IBWKCHHUSA, HaApYyLICHUE pPEYH, HAPYIICHUE
X0lbObl, OpaJMKWUHE3Ws, TMOCTypajbHasi HEYCTOWYMBOCTh, T103a  «IIPOCUTENS,
nIapKaronias nNoxXoAKa, THIOMUMUS, CUMIITOM «IOJYIIKW, TEPUOIUYECKHNE KPATKOBpPE-
MCHHBIC 3aCThIBaHUs, cCUMIITOM Mapu+, peiekchl OpaIbHOTO aBTOMATU3Ma, aTAKCHH);

- HapyLICHHWs BEreTaTUBHOM WHHEPBAIlMM, THUIOCMHUSA, HApyLIEHHs CHA,

raJuTIOLUHALINH.

Tabnuna 3 — HeBponorndeckue CHMITOMBI y MTAIIMEHTOB C HACJIEICTBEHHBIMHU

OKCTpalupaMuJIHbIMU 3a00J1eBaHUSIMU

Cumnrom Honst BctpeuaemocTH (B %)
1 2
roJIOBHAas 00JIb JABSIIET0 XapaKTepa 12 %
aCTEHUS 29 %
HYMOITMOHAJIbHAS JTAOWIBHOCTD 58 %
TPEMOP CTATUYECKUIL 27 %




46

ITponomxkenue TadauIb 3

1 2

TPEMOP TMHAMUYECKUI 15 %
PUTHITHOCTh 35 %
HACUJIbCTBEHHBIC JBUKCHHUS 100 %
U3MEHEHHUE PEeYn 44 %
HapylIeHUE X0 1bObI 62 %
OpaIuKUHE3Us 27 %
MOCTypaJIbHasi HEYCTONYMBOCTD 18 %
11032 «IIPOCUTEISN 26 %
niapKaroniasi moxoJiKa 26 %
TUTIOMUMMS 27 %
CHUMIITOM «TIOJYIIKHY 18 %
MEePUOJINYECKUE KPATKOBPEMEHHbBIE 3aCTHIBAHUS 18 %
cumnrtoM Mapu+ 16 %
pediekchl OpaJbHOTO aBTOMAaTH3Ma 28 %
aTaKCHs 5%

HapyUIEHUs] BET€TATUBHON MHHEPBALIUU 17 %
TUTIOCMHUS 18 %
HapyIlICHUs CHa 15 %
TraJUTIOIMHAIIAN 5%

3.1.1 KJ’II/IHI/IKO-HGBpOHOI‘I/I‘-IeCKaSI XapaKTCPUCTHKA ITAaTUCHTOB C 00JIC3HBIO

I'enTHITOHA

VY 22 manmeHToB ¢ 00ye3HBI0 ['@HTUHTTOHA CpeHUI BO3pacT cocTaBisut 46 + 7
roja. JlnmurenbHOCTh 3a00aeBanus — 7/ £ 1 roa, JIMTENBHOCTH Tepanuu — 1 + 2 roma. Y
6 manmeHtoB (27 %) XOpewuYecKuid THIEPKUHE3 ObLI YMEPEHHO BBIpAXKCHHBIH, 16
naneHToB (72 %) wuMenw BBIPAKCHHYIO CTCICHb JIBUTATCIBHBIX HAPYIICHHUH
(ITpunoxxenne B). V 18 mamuentoB ¢ BI' Tonyc Obi1 HuM3KMii, y 4 OblIa OTMEUYEHA
purnanas ¢opma. Ilo mkane (HADS) (ITpunoxenue A) nauuentsl BI' umenu: jerkyro
creriedb TpeBoru — 4 (18 %), ymepennyro — 7 (32 %), Beipakennyo — 11 (50%)
(ITpunoxxeane A). VYV 3 mamueHTOB OTMedYalach CYOKIMHUYECKH BBIpaKCHHAs
nenpeccus (14 %), y 9 (41 %) — knmuaudecku BeipaxkeHHas. [To mkanre MMSE Obuin
BbIsiBIICHBI y 13 maruenToB (59 %) ferkve KOTHUTHMBHBIC HapyIieHUs, y 9 manueHToB

(41 %) ymepennbie korautuBHble Hapyiienus ([Ipunoxenune B). Ilo mkane Pankun 1
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0ay1 UMeJI Bcero — 3 manueHTa, 2 6auta — 11 mamuenToB, 3 Oajiiga — 5 manueHToB, 3
narmenta umenun 4 Oamwta (Ilpwroxenwme B). Wnapexc Pusepmuar 36,4+5,4

(ITpunoxenue I').

3.1.2 KinnHuKo-HEBpOJIOTHYECKas XapaKTEPUCTUKA MAIMeHTOB 00J1e3Hbt0 [lapkuHcona

Cpemu mnarueHToB ¢ Oose3npro [lapkmbacona (N = 12) ObUIM  BBIACIICHBI
cienyromue (GOpMbI: aKHHETHKO-PUTHIHO-ApokaTeabHas Gopma (85 %), akuHeTHKO-
purunHas Qopma 3aboneBanus (12 %), npoxarempHas Qopma (3 %). Bospact
HaIueHToB ¢ 6oJie3Hbro IlapkuHcona coctapisii (71 + 7 roga) ¢ 1e0r0TOM 3a00JIeBaHUS
(61 + 8 ner). JlnmuTenpHOCTH 0OJIE3HH OT MOMEHTA YCTAHOBJICHHSI JIMArHO3a COCTABIIsIIA
(11 £+ 4 net). Cpok ot Havaja JiedeHus cocTaBysi (8 £+ 3 roja).

Y 5 mnanmueHTOB OBUTM BBIABICHBI OCJIOXHEHHS B BHIAC QIIOKTyallMid W
nuckune3uu. [1o [lkane Pankun 8 manuentoB umenu — 3 6amna (67%), 3 nmanuenta — 2
oamna (25%), u 1 nanuent - 1 6amn (8% ) (Ilpunoxenue B). MoTopHast akTUBHOCTb 1O
unnekcy Pusepmunara cocrapisuia 10 + 3 (Ipunoskenue I'). OOmiast orieHKa CHMITOMOB
BIT — 55,5 + 7,4 6amioB (Ilpunoxenue B). YV manuentoB B 22 % ciaydaeB ObLIO
CYIIIECTBEHHO 3aTpyAHeHO camooOcyxuBanue. [1o mkame MMSE ObutH BBISBICHBI Y 8
naieHToB (66 %) nerkue KOrHUTHBHBIC HapymieHus, y 4 mnamueHtoB (33 %)
ymepeHHble KorHuTuBHble HapyuieHus (IIpunoxenne b). Ilo mkane HADS vy
NalMeHTOB OTMeYasach Jierkas creneHb TpeBoru y 3 (25 %) nmammentoB u B 9 (75 %)

cilyyae CyOKJIMHMYECKHU BbIpaxkeHHas aenpeccust (I[Ipunoxenue A).

3.1.3 Knnauko-HeBpOIOTHYECKas XapaKTEPUCTHKA TAIUEHTOB C 9CCEHIIMATIbHBIM

TPEMOPOM

Cpenu 14 mnamueHTOB C ACCEHIMAIbHBIM TPEMOPOM BO3PacT MAaIMEHTOB
coctaBisit 30 = 7 roga, Bo3pacT nebroTa 3abosieBanus 0wl 28 + 8 roja, IIUTEIbHOCTD

Oone3nn 5 + 3 roga, Bpems tepanuu 4 £ 1 roa. Y 8 (57 %) manueHTOB oTMeEYanach



48

JokanbHas ¢opMma, y 6 (43 %) reHepanusoBaHHas (opma runepkuHesa. CrerneHb
BBIPOKCHHOCTH JBUTATEIIbHBIX HAPYIICHUH Obuta B Buie JieTkux y 60 % manueHToB u
ymepeHHbIX y 40 % maruentoB. [To mkane MMSE Obut BoisiBiieH y 1 manuenTa (7 %)
nerkue KorauTuBHble HapymeHus (IIpwnoxenue b). Ilo mkane HADS y nmanuentos
oTMeuanach Jerkas creneHb TpeBord B 40 % cmydaeB mamuenToB u B 20 % ciyuae
cyOkinmHn4Yecku BeipaxeHHas aenpeccus (Ilpunoxenue A). [1o mkane Paukun 1 6amn —
7 manueHToB, 2 0amia — 4 manueHToB, 3 Oaura — 2 marueHToB, 4 Oamia - 1 mamueHT
umenu o tmkane ([Ipunoxenue B). MoTopHass akTUBHOCTh 1O HMHJIEKCY PuUBepMuUAT

cocraBisuta 12+ 2 (IMpumoxenue I).

314 KHHHI/IKO-HGBPOHOFI/ILIGCKEUI XApaKTCPHUCTHKA ITAIMMCHTOB C TOpCHOHHOfI

JTACTOHUEH

[laniieHTOB ¢ TOPCHOHHOW NHUCTOHUEH TMOJ] HAOMIOJACHUEM OBUIO 8 YelOBEK,
cpenHuii Bo3pact 26 + 4 roja, JlokanbHas ¢opMa HaOmonanach y 5 (63 %) dernosek,
reHepanusoBanHas gopma y 3 (37 %) cinyuaeB. [Ipu jgokanbHOH GopMe OTMEUATHCH
JTUCTOHWYECKAsT 1033, TUMIEPKWHE3bl B PyKaxX W MBI med. B pykax (B Kaxmaoud B
OTIIETBLHOCTH) OTMEYAINCh BBIYYPHBIE HEMPOU3BOJIBHBIC JBIIKEHUS HMMEIONTUE
aTETOUJIHBIN XapakTep. B MpOKCUMAaNIbHBIX OTHAENaX PYK THUINEPKUHE3bl MPOSBISINCH
CHUJIIbHEE, YeM B JUCTAIbHBIX. I[Ipu TeHepanm3oBaHHON (GOpME OTMEYAIHCH
TUIEPKUHE3bl MBI TYJIOBHINA, TUIEPKUHE3bl MBI PYK M HOT, IIIEH, CHa3Mbl
JUIEBON MYCKYJaTyphbl, HapyIIEHUsS pPEUYd, HAPYIICHHE ITOXOJKH, MOCTYpPaTbHBIN
Tpemop. Bo BpeMs may3 Mexay THIEpKHHE3aMH MBIIICYHBIH TOHYC OBLT TOHM)KCHHBIM.
KoruutuBHBIX paccTpoiicTB He BbIABIsUIOCH ([Ipunokenune B). Y Bcex marueHTOB
Ha0JII0/1a71ach AMOIMOHAIBHAS PACTOPMOKEHHOCTD, 0 1kaje HADS Obuta BbIsiBIIeHA
BBIPOKEHHAS IMYHOCTHASI M CUTYaIlMOHHAs! TPEBOKHOCTh Y BBIPAKECHHAS] KIMHUYECKAs
nenpeccust (ITpunoxxenne A). ITo mkane Pankun 1 6amr — 6 mamuenTos, 2 Oamia — 2
nanueHTa, 3 6aia v Bbllle ManueHToB He Habmoaanock (Ilpunoxenne B). MoTtopHas

aKTUBHOCTH 10 MHAekcy PuBepmunr cocrabmsia 13 + 1 (Ipunoxkenwue I).
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3.15 KHI/IHI/IKO-HCBPOJIOI‘I/I‘ICCKEUI XapaKTCPpUCTHUKA ITallUCHTOB C MYJIBTI/ICI/ICTCMHOﬁ

aTpodueit

Cpemn 4 manmentoB ¢ MCA BO3pacT ManuMeHTOB COCTaBIsUT 62 + 3 Tofa,
JUTUTEILHOCT, Oonie3Hn 8 + 3 roma, Bpems Tepanuu 4 = 1 rox. Y maluUeHTOB
Ha0JI01aJ1Iach YMEPEHHO BhIpaKEHHAs! aTaKCHsl C HAPYIICHHEM KOOPUHAIIUMH, XOIbO0bI U
noJ/Iep KaHusl paBHOBecHs. | WmepkuHe3bl ObUTM B BHIE Tpemopa B pykax. CremeHb
BBIPQKCHHOCTHU JIBUTATEIBHBIX HApYIICHWA MMeNna yMepeHHbIH xapaktep y 2 (50 %)
MAIMCHTOB W BbIpaKeHHBbIM xapaktep y 2 (50 %) mamwentoB. Y 1 manueHTa
MIEPUOINIECKHA BO3HUKAI HETIPOU3BOJILHBIC IBIKCHHS B TYJIOBUIIE CKPYUUBAIOIIETO U
BpamateapHoro xapaktepa. Y 2 (50 %) manueHTOB Mpeo0sagasd  CHMITTOMBI
HApYIIEHUS CTPUATOHUTPATBLHON CHCTEMBI: OIpPEACsIach MBIIICYHAs PUTHIHOCTD,
OpaauKUHE3Us, TTOCTypaJIbHbIE HApYIICHUS U BBIpAXKEHHAs IU3aPTPUS C JIPOXKAIIUM
npousHomieaueM cioB. Y 2 (50 %) manueHTOB mpeoOnagaid  MO3KEUYKOBBIC
HapYIIEHUs, KOTOpPBIE NPOSBIBUIMCH aTaKCHUEH, JUCMETPUCH, IUCANATOXOKHHE30M,
HapyIIEHUEM KOOpJAWHAIIMM JBUKEHUS, HUCTAarMOM, OTMEYalach CKaHIWpOBaHHAas
peyb. [IpencraBieHHbIe HapyIICHUS YKa3bIBAIOT Ha MOPaKCHUE
OJIMBOITOHTOIIEPEOCIUIAPHBIX CTPYKTYp AKCTpalMpaMUIHOW CHCTeMBbl. BereratuBHas
HEJI0OCTaTOYHOCTh OTMEYANIACh Y BCEX MAI[MEHTOB B BUJIE OPTOCTATHYECKOM TUTIOTEH3HUH,
HapyIIeHUs MOYCHCIYCKaHUsS, 3allOpOB WM JIPEKTWIbHON mucyHkimu. [lo mkame
MMSE O6butd BbISIBIEHBI y 3 TAIMEHTOB YMEPEHHbIE KOTHUTHUBHBIC HapYIICHUS
(ITpunoxxenune b). Ilo mxane HADS y Bcex manueHTOB oOTMeYanach BbIpaKCHHas
CTENEHb TPEBOTU U KIMHUYECKas BoipaxkeHHas aenpeccus ([Ipunoxenue A). [1o mkane
Paukun 1 u 2 6ama orcyrcTBoBain, 3 6amia — 1 manueHT, 4 6aiia - 3 marueHTa UMEH
no nanHou wkane (ITpunoxenue B). MoTopHass akTUBHOCTh IO MHJAEKCY PuBepMuar
cocrarisiia 7 + 3 (Ilpunoxenue I).

Pesynbratet MPT-006cnenoBanuii TOJIOBHOTO MO3ra MOATBEPXKIATU MOPAKECHHE
OJINBOITOHTOIIEPEOCIUIAPHBIX CTPYKTYP: BH3YaIM3UPOBAIIMCH aTpoPUIEeCKUe MPU3HAKH B

BUJIC «YIUIOMICHHS» MOCTAa M TPOJOJTOBATOTO MO3ra, aTpodus 4epBsS W TMOJyIIapul
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Mo3keuka. OTMevanoch MOBBIIIEHHE WHTEHCUBHOCTU curHaia Ha T2-BU ot mocta u
Oenoro BeIECTBAa MO3KEUKA, BBIABISJICS CHMIITOM «KpecToBoil Oymoukm». B 40 %
CllyyaeB OTMEYaJIOCh CHIDKEHHE HHTEHCHBHOCTM curHama Ha T2-BU ot
JopcoJiaTepaIbHBIX OTAEIOB CKOPIIYIBI, OMPEACIISICS TUIIEPUHTCHCUBHBIN CUTHAN Ha

T1-BU B Buse 00601Ka BOKPYT JaTEPATbHBIX OTAEIOB CKOPIYIIHI.

3.1.6 Knunauko-HeBpoJornyeckas XapakTepruCTUKa MaMeHToB ¢ 00Je3HpI0 Bunbcona-

KonoBasiosa

Bospact manmentoB ¢ Oone3npto Bunmbcona-KonoBamoBa Owsim 28 + 7 rona,
JUTUTEILHOCTD 3a0oJieBaHus 7 + 2 roja, JIuTeabHOCTh Tepamuu 6 = 1 rox. Cpenu 15
nanueHToB ¢ BB B 5 (33 %) ciyuasx aBurareiabHbBIC HApYIICHHS HOCHJIM XapakTep
JIETKUX paccTpoicTB, y 7 mamueHToB (47 %) ObLTH BBISBICHBI YMEPCHHO BBIPAYKCHHBIC
u B 3 (20 %) ciyuaeB BbIpakeHHBIH XapakTep. DopMmbl 3a0o0sieBaHHS OBLIH
NPEJCTABICHBL:  JAPOKATEILHO-PUTHAHOW opmoit y 7 mamuentoB (47  %);
nposkatenbHoi - 6 (40 %) marMeHTOB U KOPKOBO-3KCTpanupaMuaHoit gpopmoit B 2 (13
%) ciyuasx. ITo mkame (HADS): naruenTs! ¢ BB umenu: jgerkyio crerneHb TpeBoru — 3
(20 %), ymepennyto crenenb - 8 (53 %), BeIpaxkeHHyIO cTeneHb - 4 (26 %) ciydaen
(ITpunoxxenue A).

CyOKJIIMHHYECKH BBIpaKEHHas jenpeccus orMmedanach — 6 (40 %), xauHUYeCKH
BeipakeHHas — 9 (60 %). [To mkage MMSE Obutn BbisiBiieHsl B 3 (20 %) ciyuacs
JIeTKMEe KOTHUTHBHBIC HapyiieHus, B 8 (53 %) ymepeHHbIe KOTHUTHBHBIC HAPYIICHHUS U
BeIpakeHHbIC B 4 (27 %) cnydaeB (Ilpunoxenue b). [To mkane Pankun 1 6amn — 0
MMaInyeHToB, 2 Oamna — 2 manmeHTa, 3 Oajijga — 6 manueHToB, 4 Oajuta -7 TaIMeHTOB
umenu no wmkane (Ilpunoxxenune B). MotopHast akTUBHOCTB 1O MHJIEKCY PuBepmuaTa

coctarisiia 8 + 2 6amna (Ipunoxenune I).
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3.2 MoieKyasipHO-T€HETUYECKOE HCCIIeIOBAaHNE

MonekynsapHO-TeHETUYECKOE UCCe0BaHUE ObLIIO MPOBEEHO y 48 MallUEeHTOB: y
nanueHToB ¢ 6oje3npio ['entunrrona 6sut0 BbLsiBIeHO CAG-moBTopoB B rene HTT:
36-39 mostopoB (N=10), 40-49 moBtopoB (n=8), OGoiubiie 50 moBTOpOB (N=4); Yy
NAIMEHTOB C CCEHIIMAIBHBIM TPEMOPOM ObLT BBISIBJIEH ayTOCOMHO-IOMUHAHTHBIN TUIT
HacnenoBanust B jokyce ETMI1 nHa xpomocome 3ql3 (n=7); B nokyce ETM2 Ha
xpomocome 2p24.1 (n=3) u B nokyce ETM3 nHa xpomocome 6p23 (n=2). Y nanueHToB
TOPCHOHHON ITUCTOHHEW ayTOCOMHO-JIOMHUHAHTHBIA THIT HACICIOBAHUS MYyTalus B
aokyce TORIF na xpomocome 9q34. Ilpu Oone3nu IlapkuHcoHa: neneuusi B reHe
LRRK?2 na xpomocome 12ql12 (PARKS) (n=8), nymnukauus B rene PARKIN Ha
xpomocome 6q25.2-27 (PARK2) (n=3) u aymmkarnuu resa PARK?7 (DJ1) B nokyce
1p36 (PARKY7) (n=1). [Ipu 60one3nu Bunbscona-KonoBanosa - ayToCOMHO-PEIECCUBHBIIN

tun, myTtanus reia ATP7B na 13 xpomocome.

1.3 JlanHbIe 1a0OPaTOPHOTO UCCIICIOBAHUS

Pe3ynbTaThl 1a00paTOPHOTO UCCIEIOBAaHUS CHIBOPOTKHA KPOBU Ha COAEpKaHUE:
®HO-a, WJI-1, WJI-6, 6enkoB pS5S3 u Bcel2, THT® u ®PI'M y mnanueHTos,
MPEACTABIAIONINX pa3inyHble Ho3osornueckue ¢opmel HOII3 mnpeacraBieHsl B

Tabmie 4.

Tabnuua 4 — 3HaueHust 0ETKOB BOCMAJIEHUs, allONTO3a U HEUPOTPO(UHOB B CHIBOPOTKHU

KpoBH y naureHToB ¢ HOII3

IToka3zarens
cpenHee bI' bII oT T | MCA | KOHTpOJIb p
3HA4YCHHE, IT/MI
1 2 3 4 5 6 7 8
NnJI-1 14,21 | 16,44 | 853 | 11,32 | 19,42 3,50 p <0,005
NJI-6 13,31 | 16,33 | 10,32 | 12,41 | 18,31 5,80 p <0,005
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[Tponomxkenue Tadauib 4

1 2 3 4 &) 6 / 8

®HO-a 70,51 | 80,70 | 46,42 | 60,72 | 94,88 15,40 p <0,005

benox Bel2 89,25 |13024| 145 | 5432 | 1340 | 12 | p<0,005
(Hr/™mo)

Benok p53 (E/mn) | 654 | 793 | 100 | 395 | 886 | 0,75 | p<0,005

®PI'M (mr/mn) 17320 | 16133 | 18275 | 17643 | 13991 | 27358 p < 0,005

I'HT® (mr/mn) 367,3 | 423,4 | 350,5 | 364,2 | 496,2 235,3 p < 0,005

KonmenTparuu 6ei1koB, ydacTByomux B mnpoiecce BocnaneHuss (PHO-a, NJI-1,
NJI-6), 6enxos amonto3a u HeiporpodunoB (PPI'M u THT®) B ChIBOPOTKE KpOBH
MAlMEHTOB  HACJECACTBEHHBIMH  DKCTPANUPAMUIHBIMU  3a00JICBAaHUSIMU,  HUMEJHU
CTaTUCTHYECKU 3HAYMMBI pa3jiMyusi B CPaBHEHUE C KOHTPOJIbHOM rpymmoi (p < 0,005),
YTO TIO3BOJIJIO B JaJbHEHINIEM YUYWTHIBAs, HACICACTBCHHBIH XapakTep pPa3BUTHS
3a0osieBaHul, nopaxkeHue ooOied Mopho-(hyHKIMOHATBLHON CHCTEMBI — JIKCTpamnupa-
MUTHOW CHUCTEMBI, OOBCIMHHUTH JAHHBIX MAIMCHTOB B CIMHYIO OCHOBHYIO TPYIITY JIJIS

NPOBEICHUS TaTbHEUIIIETO U3yUeHHS MOTydeHHbIX NaHHbIX (Tabmmma 5).

Tabmuma 5 — Coaeprxanue BocnanuteabHbix (PHO-a, NJI-1, MJI-6) 6enkoB B

ceIBOpOTKe KpoBH (rir/mi), Me[Q25; Q75]

benox OcHoBHas rpymrma KontpoubHas p
rpymnmna
NnJI-1 14,00 [8,53; 19,42] 3,50 [2,15; 4,75] p < 0,005
NJI-6 14,31 [10,32; 18,31] 5,80 [4,33; 7,25] p < 0,005
OHO-a 70,70 [46,42; 94,88] 15,40 [10,17; 20,55] p < 0,005

Conepxanve OENKOB, YY4acTBYIOIIUX B Mpoliecce amonTo3a (O0emok pS3, 6ernok
Bcl2), B CBHIBOPOTKE KpOBH TAI[MEHTOB HACJICACTBEHHBIMU DKCTPAITUPAMUIHBIMU
3a00JICBaHUSMU, BBISBHII JOCTOBEPHBIC PA3JIMUMS 110 COACPIKAHUIO OCIKOB aIronTo3a B

OCHOBHO# 1 KOHTpoJbHOU rpymme (p < 0,005) (Tabnuua 6).
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Ta6muma 6 — Coneprkanue OEIKOB arornTo3a, B CBIBOPOTKE KPOBU MAITUEHTOB C

HACJIEJICTBEHHBIMU AKCTpANUPaMUIHBIMU 3a001eBanusIMu, Me[Q25; Q75]

Benoxk OcnoBHas rpynmna | KoHTposbpHas rpymnmna p
benok Bcl2 (ur/mn) 89,25 [44,5; 134,0] 1,2[0,1; 2,3] p <0,005
Besok p53 (E/mn) 49,3 [10,0; 88,6] 0,7510,1; 1,4] p < 0,005

KoHnuentpanus ¢akropa pocta roJ0BHOIO MO3ra B CBIBOPOTKE KPOBH y OOJIbHBIX
HACJICACTBEHHBIMH  DKCTPAUPAMUIHBIMA  3a00JICBaHUSAMH  OblJIa  CTAaTUCTUYCCKHU
sHaunmo Hike (16133 + 2142), yem B KoHTpoabHOM Tpymme (22718 + 4640).
KoHneHTpamuss TiamaisHOTO HEeWpoTpoduyueckoro (akTtopa B CBIBOPOTKE KPOBH Y
OOJBHBIX HACJICCTBEHHBIMU SKCTPAMMPAMUIHBIMU 3a00JI€BaHUAMH OblJla CTATHUCTH-
YecKd 3HauyuMo Bbime (423,2 + 73,2), yueM B KOHTpojbHOUW rpymme (211,3 + 24.4)

(Tabauna 7).

Tabmuua 7 — KoHueHnTpanuss HeilpoTpoduueckux (pakTopoB B I1a3Me KPOBU

MAIMEHTOB C HACJIEACTBEHHBIMH SKCTpanupaMuIHbIMU 3a00ieBanusaMu, Me[Q25; Q75]

benox OcHoBHas rpymrma KourpoubHas p
rpynmna
OPI'M (1ir/mo) 16133 + 2142 22718 + 4640 p <0,005
[HT® (nir/mo) 423,2+73,2 211,3+ 24,4 p <0,005

3.4 Pe3ynbTaThl ONTHYECKON KOTEPEHTHOM ToMOTpaduu

OKT 6suto BemonHeHOo y 30 mammentoB. OtmedeHo, yto mokasarenu OTCIK,
TCHBC u TCM3 y manMeHTOB HACJIEACTBEHHBIMH JKCTpPAIUPAMUIHBIMHU 3a00JIeBa-

HUSIMH HE MMEIOT JJOCTOBEPHBIX Pa3IHUMil B cpaBHEHHE ¢ rpymmoit koutposs (Tabmumia

8).
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Ta6nuna 8 — [lapaMeTpbl oNTHYECKON KOrepeHTHON ToMorpaduu y 00IbHBIX

HACJICACTBCHHBIMHU KCTPAITMPaAMUIHBIMU 3a00JIeBaHUSIMHU

OcHoBHas rpynna | KontponbHas rpynna
IToxazatenb (HM) (n = 30) (n = 30) p

Tonuuna ceTsaTky B 275,56 + 17,43 287,57+ 12,33 | p=0,575891
MAaKyJIIPHOU 30HC

Obmast TosmmHa cios 93,14 + 12,54 95,41 + 11,70 p=0,895152
I‘aHFJII/IOHapHI)IX KJIICTOK

Tomuuisa HEpBHEX 102,15 + 14,34 103,60 £ 11,52 | p=0,937435
BOJIOKOH CCTUYATKHU

IIpn cpaBHenum nokaszarener TCM3 3Hauenue t-xpurepus Creromenra: 0,56,
pasznuuus cratuctTruuecku He 3HauuMbl (p = 0,575891). OTCI'K - 3naueHue t-kpurepus
Creronenta: 0,13, paznuuus cratuctuyecku He 3Hauumbl (p = 0,895152). THBC -
3HaueHue t-kpurepus Crerogenta: 0,08, pa3nuuus CTAaTUCTUYECKU HE 3HAYMMBI
(p =0,937435). Ilpu cpaBHEHHMH TOJIIIMHBI CETYATKH B MAaKYJISIPHOW 30HE, OOIIeH
TOJIIIAHBI CJIOS TAHTJIMOHAPHBIX KJIETOK W TOJIIWHBI HEPBHBIX BOJIOKOH CETYATKHU
MEXy OCHOBHOW M KOHTPOJIBHOM I'PYIIaMU CTATUCTUYECKU 3HAYUMBIX Pa3jIMYHbINA HE
BEISIBJICHO.

Knuanueckoe HabmoaeHHeE.

[Marmentka I1. 31.12.1970 r.p. (53 rona)

Ne amOynaTopnoit kapter 30072 (2019 1.)

Jluarno3: 601e3Hb ['eHTHHTTOHA

XanoObl: Ha HACWIBLCTBCHHBIC JBWKCHUS B pyKax M HOTraxX, B TYJIOBHIIIE,
3aTpyIHCHHE TIPU XOAbOE, 4YacThle TMAJCHUS, TPYAHOCTh IPOU3HOIICHUS CJIOB,
HEBO3MOKHOCTh BBITIOJHATh TOBCEIHEBHYIO padboTy ©0€3 MOCTOPOHHEW MOMOIIIH,
HapylIeHue CHA, I3MEHUYNBOCTh HACTPOCHHSI.

AHnamue3 3a0oneBanus: 001bpHOM cebs cunrtaer ¢ 2015 roma, korma B Bo3pacte 55
JIET BIEPBBIC MOSBUIMCH HACUILCTBCHHBIE JBMKCHUS B PYKaX, MO3)KE OTMEUAIUCh U B
HoTax. V3MeHmjach TOXOJAKa, CTajlla 10 THUIY «IUIAIIYIIeld», HaCHIbCTBCHHBIC

ABWXCHHUA IHOABWINCH B TYJOBHUIIC, CTalla OTMCYATH 3aTPYJAHCHHC B CaMOOGCJIy}KI/I-
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BaHUU. [TosSBUIIOCH pe3Kas cMEHA HACTPOEHUS, MBICIIU O CYHUIIUJE, HAPYLLICHHUE CHA.

AHaMHE3 XU3HH: CIMHCTBEHHBI peOCHOK B CEMbE, POJWJIACH JOHOIICHHOW B
cpok. Pociia m pa3BuBanace B COOTBETCTBUM C BO3pPAacTOM. BOCHHUTHIBAJIaCh MATeEPhIO,
otriia He MOMHUT. CO CIIOB MAllUEHTKU MaTh yMepJia B Bo3pacte 57 JIET OT MHCYJIbTA.
3amykeM, uMeeT 2-X JeTei, xkaino0 Ha 370pOoBbe He MpeabaBisitoT. llepenecna
pagukaneHyto MactdkTomuio B 2004 romy. HaOmiomaeTcss y OHKojora mo MeCTy
KUTEIBCTBA, peruanBOoB HeT. [IpodeccroHanpHBIX BpemHocTe He Obu10. Co coB
NAllMEHTKH HUKTO W3 POJCTBEHHUKOB HE CTpajal TMOJOOHBIMU COCTOSTHUSIMU.
['eneTnyeckoe uccenoBaHue JeTer He MPOBOAUIOCH.

HeBponorudeckuii craryc: B CO3HAaHUHM, KOHTAaKTHA, OpPUEHTHpPOBAHA B
MPOCTPAHCTBE, BPEMEHH M COOCTBEHHOM JMYHOCTH. CO CTOPOHBI UEPEITHO-MO3TOBOM
WHHEpBAIMW: 000HSHUE CHIDKCHO; 3pEHUE COXPAaHEHO, 3padku D=S, okpyrioi ¢hopMsl.
dotopeakiuu (mpsiMasi U COJpYyKeCTBeHHas1) coxpaHeHbl D=S. JIBuxkeHus ria3 B
noysiHoM oObeMe. OTMeuaeTcss TOPU3OHTAIBHBIN KPYMHOPA3MAIIUCTBIM HHUCTarM MpHU
B3rIIsIIe B 00e cropoHbl. KoHBepreHuus cHUKeHa. UyBCTBUTEIBLHOCTH Ha JIUIE HE
HapymieHa. [lanpmanus BpIXo/la TOYEK TPOMHUYHOTO HepBa Oe30oie3HeHHa. JKeBaHue
coxpaneHo. Jlumo ©6e3 rpyOoil acumMmerpun. OTMeEHaIOTCS DJIEMEHTHI JIETKOU
IA3apTpuu. SA3bIK 10 cpeaHeit TuHuu. OTMEYaroTCs HACUJILCTBEHHBIC MOAEPTUBAHUS B
MBIIIAX JIMIA, M0 TUIy «TPUMac» M HACUJIbCTBEHHBII MOBOPOT TOJIOBBI BIPABO.
['noranue u poHaIUs COXpPAHEHBI.

JlBuratenpHas cdepa: mape3oB HeT, Tiyookue pedaekcsl D=S, Heckomabko
OkHBJIEHbI. OTMEYarOTCsl HACWJILCTBEHHBIX ABMIKEHUSI B pyKaX, HOTaX, TYJIOBHILE W
rosioBe (Pucynok 7). Tonyc D=S, cumwken (rumotonus). [laTomorndyeckux pediiekcos
HeT. UyBCTBUTENBHBIX PACCTPOMCTB HE mMpeabsaBiseT. KoopauHaropuele mpoObl: Mpu
MaJblIEHOCOBOM MpoOe MpOMaxuBaHUE C JBYX CTOPOH, ISITOYHO-KOJICHHas TMpoda c
TUcMeTpHelt ¢ nByx cTtopoH. B mo3e PomOepra neycroitunBa, nmajgaer B cTopoHsl. [Ipu
X0/b0€ OTMEUAIOTCsl  DJEMEHTHl  «TaHIYIOIIeH» MOXOoAku. DOU3HOJOTUYECKUE
OTHpaBJCHUs B HOpME. MEHUHTHAJIbHBIX 3HAKOB HET. DMOIMOHAIBHO JaOWiIbHA, HE

KPUTHYHA K CBOEMY COCTOsIHMIO. Ha BOMpOCHI OTBEYAET OJHOCIONKHO C 3aJI€PHKKOM.
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Omnenka korHUTHBHBIX QyHKIMI: MMSE — 27 6amnoB (Ilpunoxkenue b), rocniuranpHas
mIKajla TPEeBOTM W Jenpeccuu (TpeBora — 7 OamwioB, gemnpeccus — 9 0amioB)
(ITpunoxxenne A); momudunupoBanHas mkana Psukun — 2 6amna (Ilpunoxenue B);

unnekc Pusepmunr - 11 (Ilpunoxenue I).

Pucynok 7 — IManuentka I1. (Ne amGymnaropnoit kaptet 30072, 2019 1.)

JlaHHBIE MOJEKYJISPHO-TEHETUUECKOro uccienoBanus ot 25.09.2020: B mepBoit
ammenu  tena  HTT  ompenensiercs 42 CAG  moBtopa, Bo BTopoir — 17.
Pedepentnrie 3nHauenus: 6-26 CAG mnoBtopoB — HopMma, 27-35 CAG moBTOpOB —
ymeperHoe ypenmmuenue, 36-39 CAG moBTOpoB — yMmepeHHas skcmaHcus, Oosee 40
CAG noBTOpOB — BeIpa)K€HHAsl SKCIIAHCHSI.

JlanHple JTa0OpATOPHOTO HCCICNOBAHUS CBHIBOPOTKM KpoBU marmenta [1.

Ipe/ICTaBIICHBI B TabuIie 9.
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Ta6muna 9 — [Nokazarenu ®PT'M, ®HO-a, BCI12, p53 B chiBopoTKe KpoBU nanueHTa I1.

(Ne amOymmaroproit kaptel 30072, 2019 1.)

n OPI'M | THT® | ®HO-a | WNJI-1 NJI-6 BCI-2 p53
AHHCHT (r/mr) | (or/mr) | (or/mr) | (nr/mr) | (or/mr) | (ar/mon) (E/™mn)
[Manwmenr I1. | 15466,4 | 380,4 | 67,2 18,3 25,4 125,3 41,4

Jannbie odrarpMonoruueckoro odcienoBanusi manueHTku 1. mpeacTaBieHbl B

tabymre 10.

Tabmuna 10 — JlanHbIe 0dTanbMoIorHueckoe oocnenopanue namuenTa I1. (Ne

amOynaTopHo# kaptel 30072, 2019 1.)

[loka3arenn

[IpaBbIi1 ra3 ‘

JleBBIN 1123

JlanHbIE OCMOTpa

Hapy»xHbIi1 0CMOTp: BEKH,

CJIE3HBIEC OPTaHBI, HOpMa HOpMa
KOHBIOKTHBA, pOrOBHIIA
BHyTpeHHnI1 0CMOTD:
MepEIHss KaMepa, paTyKKa
pea pa, panyxka, HOpMa HOpMA

3pavoK, XpPYyCTAIIUK,
CTEKJIOBHIHOE TEJIO

JIvcK 3puTenbHOrO HEpBa

0JIeTHO-PO30BBIN, CPETHUX
pa3MepoOB, OKPYIJIBIN, €
YEeTKUMH KOHTYypamu, J/]] -
3/10

0JIeTHO-PO30BBIH,
CpPEIHUX Pa3MEpOB,
OKpYIJIBIH, C YETKUMU

KoHTypamu, D/]1 - 3/10

MakynsipHasi 00J1acTh

0€e3 BUAUMOI MaTOJIOTUHU

0€e3 BUAUMOI MaTOJIOTUHU

30Ha COCYUCTBIX apKaj

ceTuaTka 0e3 BUAUMOU
MaTOJIOTUHU, COCYIbl U3BUTHI,
COOTHOIIIEHHE a:B

ceTuaTka 0e3 BUIUMOU
MaToJIOTHUU, COCYIbI
W3BUTHI, COOTHOILICHHUE

OJTMHAKOBOE a:B OJJMHAKOBOE
OnTHrueckas KOrepeHTHast ToMorpadus
TCM3 (am) 287,4 287,2
OTCI'K (am) 92,5 92,3
THBC (am) 102,5 102,3
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OnTuyeckas KorepeHTHasi ToMorpadusi MaKyJIsipHON 00JacTH.

OD: wMakynspHblii penbed COXpaHEH, TOJIIMHA CETYaTKH B HOpPME, IO
3oHanpHOMY cTanaapty ETDRS mnorpannuHoe yBennyeHUE TONIIUHBI CETYATKU BO
BHYTPCHHEM BEpPXHEM U BHYTPCHHEM HWXHEM CEKTOpax, B 30HE (POBEOJIBI W BO
BHYTPEHHEM HOCOBOM CEKTOPE - TOJIIMHA CETYATKH YBEJIMYEHA, TUCTOJOTMYECKUUI
npouiIb 0€3 MAaTOIOTUH, MAKYJIAPHBI 006eM 8,02 Mm>,

OS: MakynspHBIA penbed COXpaHEeH, TOJIIMHA CETYaTKh B HOpME, TIO0
3oHanpHOMY cTanfapty ETDRS norpannyHoe yBenudeHHE TOIIIUHBI CETYATKU B 30HE
¢dboBeosIBI W BO BHYTPEHHEM HOCOBOM CEKTOpPE, THCTOJOTHYECKH mpoduias 0e3
IATOJIOTUH, MAKYJIAPHBIA 00beM 7,88 MM3,

OnTuyeckas KorepeHTHasi ToMorpadus o01acT IMcKa 3pUTEIbHOTO HEPBA.

OD: auck 3pHUTETRHOTO HEpBa CPEAHHX pPa3MEpPOB, HAKIOH IUIOCKOCTH JIHCKa
3pUTEIIBHOTO HEpPBA K IUJIOCKOCTU CETYATKH YMEPEHHbBIM, OTHOIICHHWE ILUIOIIAAH
sKckaparuu K romaau aucka 0,18. I'opusonrtansras /1 = 0,43; BepTukanbHas J/[] =
0,48. ILmomans u 00beM HEHPOPETUHAIBHOTO MOSCKA B MPEACIax HOPMBI C TCHACHITUCH
K YMEHBIICHUIO €ro pa3MepoB. TonmmHa clios HEPBHBIX BOJOKOH B Ipeaenax
CPEAHECTATUCTUYECKON BO3PACTHOW HOPMBI.

OS: nmucK 3pUTEIBLHOTO HEpBa CPEAHUX Pa3MEPOB, HAKJIOH IUIOCKOCTH JTUCKA
3pUTEIIBHOTO HEPB K IUJIOCKOCTM CETYATKU YMEPEHHBbIM, OTHOIIEHUE ILUIOMIaaH
sKkckaBanuu K Tromaau aucka 0,17. T'opuzonTtansaas J//] = 0,41, seprukanpras D11 =
0,50. ITnomanp 1 00beM HEHPOPETUHAIBHOTO TOSICKA B MpeJieiaX HOPMBI ¢ TCHICHITUCH
K YMEHBIICHUIO €ro pa3mepoB. TojdIIMHA CJIOS HEPBHBIX BOJOKOH B Ipejenax
CpEIHECTaTHCTUIECKOH Bo3pacTHOM HOpMBI (PucyHOK 8).

Huarnos: [IpecOuornus, rurepMeTporus ciiadoil CTeneHu, HadallbHasi BO3pacTHas

Karapakra, anruonarus ceryatku OU. Makynonatus OU.
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3D Disc Report OU w/ Topography 3D OCT-2000FA plus(Ver.8.30) Print Date : 18.11.2020 6 TOPCON

ID : 952572 Ethnicity : Technician :
Gender : Female Fixation : OD(R) Disc / OS(L) Disc
Name Serana Becumcom [romessa DOB :31.12.1960 Age : 569 Scan : 3D(6,0 x 6,0mm - 512 x 128)
OD(R) Image Quality : 39 mode : Basic(1.1.0) mode : Basic(1.1.0) Image Quality : 37 OS(L)
Capture Date : 18.11.2020 Capture Date : 18.11.2020

SuperPlx 1-200 Thickness Map RNFL Color photo Color photo Thickness Map RNFL  SuperPixel-200
- # ._‘ 3 —.

| = am [ = = m
(%) 100 100  200pm 1 5 (%)
RNFL Circular Tomogram RNFL Circular Tomogram

— OD(R)
RNFL thickness 08(1)

N
BNFL Symmety  91%

Average thickness RNFL(pm)
108 Total Thickness 104

130 Superior 129
140 Inferior 138

_

128111152 133”0114
85 114
65 67 75 74 60 60
75 79
139]49131 150]47118
Dlsc Topograph

2,12 Disc Area (mm?) 2,03
0,35 Cup Area (mm?) 0,37

7 4 Rim Area (mm?) 1,66 ,
0,17 C/D Area Ratio 0,18 |
, 0,41 Linear CDR 0,43 ‘ ,
NG 0,50  Verical COR 0.48 \

0,02 Cup Volume  (mm3) 0,02
0,58 Rim Volume  (mm3) 0,53

1,54 Horizontal D.D  (mm) 1,45 Horizontal Tomog
1,78 Vertical D.D (mm)y 1,74
— OD(R)
10 R/D Rallo oS(L)
o.sl =
00 —
T S N I T
Disc margin Cup margin Disc parameters are determined at the reference plane height of (OD
(R):120/0S(L):120) um from the RPE plane in this version
Comments : Signature : Date :

Pucynok 8 — Pe3ynbTaThl ONTHYECKOW KOT€peHTHOM ToMorpaduu nanueHTku I1.
(Ne amOymatophoit kaptet 30072, 2019 1.)
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B HeBpoOrMYecKOM cTaTyce BBIJCICHBI CIEAYIONINEe CHHIPOMBI: CHHIPOM
JBUTATEIHHBIX PACCTPOUCTB B BUJE THUICPKUHETHUUECKH-TUITOTOHHMYECKOTO CHHIPOMA
(73%) ¥ rUNOKMHETHYCCKU-THIIEPTOHHYECKOro cuuapoma (27%) ciaydaeB; redaliru-
geckuii cuHapoMm (12%), acTteHO-HeBpoTHUeckudd cHHIpoM (29%), cuHIpOM
YyBCTBUTEIBHBIX PACCTPOUCTB MO MOJIMHEBpUTHYEeCKOMY Tuny (7 %), oTMedanuch
KorHuTHBHBIE (63%) wu HeWporcuxojoruueckue paccrpoiictBa (76%). YpoBeHb
BBIPOKEHHOCTHU BBISBICHHBIX PACCTPOUCTB y MAIMEHTOB HACIICICTBEHHBIMU JKCTPAIlU-

PaMHUIHBIMHA 3a00JICBaHUSIMH MMpCACTABJICH HA PUCYHKC 9.

100! [iBUTaTe/IbHble PaccTpoiicTBa KorHMTMBHueé)@capoﬁcma = addeKTUBHbIe paccTpolicTaa
90
80
70
60

50

40 35

BblpaskeHHOCTb (6annbi)

30

20

10

0 = == == == = == = ==

BonesHb MapKMHCOHA  IcceHUManbHbIN TopcMOHHaA bonesHb MCA
Tpemop AMCTOHMA [eHTUHrTOHa

Pucynok 9 — BwIpaXeHHOCTh BEIyMIMX CHMITOMOKOMIUJIEKCOB Yy TMAallMEHTOB
HACJIEICTBEHHBIMH 3KCTPAMUPAMUTHBIMU 3200JIEBAHUSIMU

Haubonee BbiCOKHE 3Hau€HUs B OAJNIbHOM M3MEPEHMHM TaKWX HapYyLIEHUW Kak
JIBUTaTEJIbHBIE PAaCCTPOMCTBA, KOIHUTUBHBIE M HEHMPOIICUXOJOTHMYECKHE HAPYILICHUS
BBISIBJICHBI Y TAIIMEHTOB 00JI€3HbIO [ €eHTUHITOHA.

Otmeueno, yto koHueHTpanuss @HO-o B masme KpoBU y OOJIBHBIX OCHOBHOM
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rpynIibl 1 IT'pyIIibl CpaBHEHUA UMCIOT JOCTOBCPHO BBICOKHEC ITOKA3aTCJIM B CPAaBHCHHH C

rpymmoi kouTpois (p < 0,005) (Pucynox 10).

®HO-aneda, nr/mn

i
L

4
L

70,51

11,1

AN\

Meynnal MNpynna 2 MNoynna 3

Pucynox 10 — Conmepxanue akxropa Bocnanenuss PHO-anbha B mia3me KpoBH
NAlMEHTOB MCCIEIYyEMBIX TPYII, *** - paznuuus MeXIy TIpylniaMyd CTaTUCTHYECKH
3HaunMbl npu p<0,005

Konuenrpanuu untepneiikuios MJI-1 u NJI-6 B mnazme kpoBu y 00cCieyeMbIX
OCHOBHOM TPYIIIBI U TPYIIIBI CPAaBHEHHMS MMEIOT JOCTOBEPHO BBICOKHME IIOKA3aTEIN B

CpaBHEHHUU ¢ rpymmoi koHTpos (p < 0,005) (Pucynok 11, 12).
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UN-1, nr/mn

L
L

4
-»

10,48

= u]

[=4]

2,03

Mpynmnal MNpynna2 Mpynna 3

Pucynok 11 — Copepxanue untepneiikuaa MJI-1 B mia3Me KpoBU MaliMeHTOB

UCCIICYeMBIX TPYII, *** - pasmuuus MEXAy I'PYNIIaMH CTaTUCTHYCCKHA 3HAYUMBI MPH
p<0,005
WUN-6, nr/mn
d* % %
s ok %
1B
15,75

5,23

Mpynnal MNpynna2 Mpynna 3

Pucynok 12 — Conepxanue untepieikunoB MJI-6 B mia3me KpoBH MallM€HTOB
UCCIENYEMBIX TPYII, *** - pa3nuuus MexIy rpylrnaMu CTaTUCTUYECKH 3HAYUMMBI MPU
p=<0,005
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Konnenrpauuu OenkoB amonto3a p53 u Bcel2 B mmasme kpoBu y OOJBHBIX
OCHOBHOM TPyNIbl U TPYIIbI CPAaBHEHHUS UMEIOT JOCTOBEPHO BBICOKME MOKAa3aTeld B

cpaBHeHHUU ¢ rpymmnoi kouTpos (p < 0,005) (Pucynok 13, Pucynok 14).

P53, E/mn

L 3

4
E 3

3,13

Mpynnal Npynna2 Mpynna 3

Pucynok 13 — Copepxanue Oenka amomnrto3a pS53 B Iuia3Me KpPOBH MAIlUEHTOB

UCCIIEMYEMBIX TPYII, *** - pa3nuuus MeXJy rpyliaMi CTATUCTUUYECKH 3HAYUMBI MPU
p<0,005



64

Bcl2, Hr/mn

* & k

L
L

111,11

MNoynnal Mpynna 2 Mpynna 3

Pucynok 14 — Copaeprxanue Oenka armonro3a Bel2 B mimasme KpoBH MaldeHTOB
HCCICAYCMBIX I'PVIIII, el pasiinduAa MCXKAY I'pylIlaMu CTATUCTHUYCCKH 3HAYHMMBI IIPHU
p=<0,005

[Ipu npoBeleHNM CPaBHUTENBHOIO aHanu3a 1o KoHueHTpauuu OPI'M B mnazme
KPOBH MAIIMEHTOB UCCJEAYEMBIX TPYII ObUIO BBHISBJICHO, YTO HAUMEHBIIINE 3HAYCHUS

OIPEICIISIOCH Y TAIMEHTOB OCHOBHOM TpyIibl (PucyHok 15).
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®PIM, nr/mn
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25541,67
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Mpynnal MNpynna2 Mpynna3

Pucynok 15 — Coaepxanue Heiiporpoduna @PI'M B miazMe KpoBH MallMeHTOB
UCCIENYEMBIX TPYII, *** - pa3nuuus MeXIy TrpyllaMH CTaTUCTHYECKU 3HAYUMBbI PU

p<0,005

AHanM3 JaHHBIX MO ypoBHIO coaepxkanuss HT® B mmazme KpoBH NAlMEHTOB
UCCJIEMYEMbIX TPYII BBISBWI, YBEIUYCHHE KOHIICHTPAIUM JTAHHOTO HEHpoTpoduHa B

OCHOBHOI rpymme u B rpymnmne cpaBHenus (p < 0,005) (Pucynok 16).
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THT®, nr/mn

* % K

L ]
*

445,68 438

198

Mpynnal pynna2 pynna3

Pucynok 16 — Conepxanne Heiiporpodura 'HTD B mmazmMe KpoBH MalMEHTOB
UCCIIEMYEMBIX TPYII, *** - pa3nuuus MeXIy rpyliaMi CTaTUCTUYECKH 3HAYUMBI MPU
p=<0,005

Takum o00pa3oM, MOXKHO KOHCTaTHUpPOBaTh, YTO B KPOBU MAIMEHTOB C
HACJIEJICTBEHHBIMH 3KCTPANMpPaMUIHBIMU 3a00JIeBaHUSIMU HaOMroAaeTcsl aucOanaHc
comepkanusi B Oenka PHO-o, maTepnekuunoB WMJI-1, WMJI-6 m OenkoB amomnTo3sa,
KOTOPBIX JTOCTOBEPHO BbIIIE, YeM B KOHTposbHOU rpymme (p < 0,005). Ormeuaercs
NOBBIIIEHUE KOHUEHTpauuu HehporpopuHa [HTD u cHMWKEHHE KOHLEHTpaluu
Heliporpopuna DPI'M, kortopelii Takke wnMmeeT HaubOojee HHU3KHE TOKa3aTelnu Y
NAlMEHTOB C HACJIEACTBEHHOU (OPMOI MOpa)KeHUsl SKCTpANUPaMUIHON cucTeMBbI (p <
0,005).

Knuanueckoe HabmoaeHune

[MaruenT K. 01.10. 1945 r.p. (78).

Hctopus 6one3an Nel19336 (2019 1.)

Huarno3s: 6one3ns [lapkuHcoHa, napokarenbHO-puruaHas dopma, Il cragus mo
XeH u Ap.

XKanoObr: TpemMop B pyKax, 3aTpyJHEHHE H IIATKOCTh TMIPU  XOJkOE,
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3aMeJIEHHOCTh JABWKEHUH, 3aTpyIHEHHE WHUIMAIIMU NIEPBOTO Iara, 4acTble MajeHus
pu X0p0€, CHUKEHHE MaMATH, 00111ast c1aboCTh.

AnamHe3 3a0oJieBaHMs: OOJBHBIM €0 CUMTAET OKOJO 22 JIeT, KOorja BIEPBBIC
NOSIBUJIACh JIPOKb B IPaBOl pyKe, TPEMOpP B NPABOM KHUCTH IO THILY «CKATbIBAHUS
nuItoaby. O0paTtuiics 3a MOMOIIBI0 K HEBPOJIOTY, ObLI BBICTABIICH JUArHo3: 00Je3Hb
[lapkuncona, apokarenbHass ¢opma | cragus mo Xen u Sp, HazHayeHa Tepamnus.
[locTeneHHO TpeMOp CTall YBEJIWYMBATHCS, MOSBHIOCH JIPOKAHHE B JIEBOM pYKE.
[loctenenHo  mosiBWJach — MIapKaromias  MOXOJKa, Hayajlach  MOCTypaibHas
HEYyCTOWYMBOCTD, 3aTPyTHEHHE MHHUIMALIMKU MEPBOro mara, OOJbHOW 0€3 MOCTOPOHHEN
MOMOILIM HE MOT MEPEBEPHYTHCS B IMOCTEIH, CAMOCTOATEIBHO MEPECTAl BCTaBaTh CO
cTyna uiau kposatu. [losBriiack oOuias cinabocTh, apTepralbHOE JAaBICHHUE, YaCTO HIKE
90/60 mm. pr. cr. [laumeHT cram OTMEYaTh HaApyLIEHHWE MNaMsITH Ha OJKanime
COOBITHS, YAaCTO 3a0bIBAJ IPUHUMATh HEOOXOUMBIE MPEnapaThl, NOSIBUIOCH JPOKAHUE
B T0JIOCE, PEeuYb CTaja HEBbIpA3UTEJIbHA, CO BPEMEHEM CTall MaJOOOILUTENbHBIM U
O0e3uHMUMAaTUBHBIM. OJHOKPAaTHO OTMEYEH BIMU30]l 3PUTEIbHBIX TaJUTIOLMHALIMNA:
YBUJIEN B KOMHATE TABHO YMEPILETO POACTBEHHUKA.

AHaMHe3 JXKM3HU: POJUJICS JOHOIICHHBIM B CPOK, 2 peOeHKOM B cembe. Poc u
pa3BUBAJICS. B COOTBETCTBMM Bo3pacTy. OOpa3oBanme Bwicuiee, n10 60 meT pabortan
WHXeHepoM Ha 3aBojie. Okomno 20 5eT cTpanaer runepToOHUYEcKor OoJe3nbo. Jpyrux
XpPOHUYECKH 3a00JIeBaHUII HE HMMeeT. BpeaHble NMPUBBIYKA OTPUUAET, aNIEPIHUU HE
HaOmoaanock. [IpodeccrnonanbHbIX BpeTHOCTEH HE OBLIO.

HeBponoruueckuii cratyc. B CO3HAaHUHM, KOHTaKTy JIOCTYNE€H, HO BOIPOCHI
OTBEYAET MPAaBWIbHO, HO He cpa3y. OpHUEHTHPOBaH B MPOCTPAHCTBE, BPEMEHU U
coocTBeHHOW JMYHOCTU. CO CTOPOHBI YEPENHOMO3TOBOM MHHEPBALMU: THUIIOCMUS;
3peHue CHUXEHO; ria3uble menu D=S, 3pauku D=S, okpyrnoit popmbl. DoTopeakiuu
(mpsiMasi U coApyKeCTBeHHas1) coxpaHeHbl D=S. J[BmkeHHS TJia3 B MOJTHOM OOBEME.
OTmeuaeTcsi TOPU3OHTAJIBHBIA MEJIKOPAa3MAIIMCThI HUCTAarM IMpH B3MJIsSLIE B 00€
ctopoHbl. KonBepreHuus oTcyTCTBYyeT. YyBCTBUTEIBHOCTh Ha JIMIIE COXpaHEHa,

najgbnanusl BhIXOJAa TOUYEK TPOMHMYHOTO HepBa Oe30osie3HeHHA. JKeBaHUE COXPAaHEHO.
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Jluno 6e3 rpybOoit acummerpun. OTMEYaeTCss TUIIOMUMUSA, TPEMOp MOAOOPOIKA.
Huzaptpus, nuconwus, 3aeMeHTh aucharun. Peduexcsl opaipbHOr0 aBTOMAaTH3MA!
JaJI0HHO-TI0I00pOA0UHBIN pediiekc Mapunecky-PanoBuua, X000TKOBBIN, Ha30J1a0HaAIb-
HBIH.

JiBuratenbHas cpepa. OrMmeuaercs onurodpaaukunesusi. CUIOBBIX Mape30B HET.
['my6okue peduekcsl ¢ pyk u HOor D=S, oxunenbl. OTMe4aeTcss B MOKOE TPEMOp B
pyKax Mo TUITY «CKaThIBAaHUS MAIIOIELY. TOHYC B pykax D=S, moBsIiieH mo 3xcTpanupa-
MUJTHOMY (TUIACTUYECKOMY) THUIly, (DEHOMEH «3y0uaToro koisieca» YyBCTBUTEIbHBIX
paccTpoicTB He TpeabsBisieT. KoopauHaTopHbie MPOOBI: BBHIMOIHSIET HE YBEpeHHO. B
no3e PomOepra HeycToiuuB, nagaeT B CTOpoHbL. [Ipu Xx0ap0€ oTMeUaroTes 3aTpyIHEHUS
WHULIMAIMU TIEPBOTO IlIara, IIapKarolias MOXO0AKa, Nponyiabcud. PU3NOIOTHYECKHE
OTHPABJICHUS: CKJIOHHOCTh K 3ariopaM. MeHUHTealbHbIX 3HAKOB HET.

Onenka KOTHUTUBHBIX (yHkimit: MMSE — 21 06ami, rocmnuralbHas IIKaia
TpeBOTH U Jienpeccuu (TpeBora — 10 6amnos, nenpeccus — 4 6amna) (Ilpunoxkenue A,
[Ipunoxenue b), MogupuuupoBanHas mkana Psnkun — 3 Oamna (Ilpunoxkenue B),
unjexc Pusepmunr — 9 6amnos (Ilpunoxenue I).

MPT-uccnenoBanue ToOJIOBHOTO MO3ra — IOJIMOYAaroBble W3MEHEHUs Oeoro
BEILIECTBA COCYJIUCTOrO rene3a. Hapyliiienue CTpyKTypbl YepHOU CyOCTaHIIUU CPEIHETO
Mmosra. HapyxHasi 3amectutenbHas ruapornedanus.

JlaHHble J1a0OpPaTOPHOIO MCCJIEAOBAaHUS CBHIBOPOTKM KpoBu mamueHta K.

npeacTaBiieHbl B Tabuie 11.

Ta6nuna 11 — [Nokazarenu ®PTM, THT®, ®HO-a, BCI2, p53 B cbIBOPOTKE KPOBU
narenta K. (/6 Ne19336-2019)

®OPI'M | THT® | ®HO-a | WNII-1 NJI-6 BCI2 p53

IlamnenT
1 Ir/Mr r/mMr r/mMr IIr/Mr /Mo HI/MUIT E/Mn

[Tanuent K. 14221,0 | 420,31 94,42 19,40 29,3 132,5 68,0

OdranpMonoruyeckuii OCMOTp NpeIcTaBieH B Tabuuie 12,
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Ta6muna 12 — Jlanusie odTaabMonoruueckoro odcenoBanus namueHta K.

[loka3zareinp [IpaBbIii rna3 JleBbIli rna3
Hapy»xHbIi1 0CMOTp: BEKH,
CJIE3HBIE OPIaHBbl, HOpMa HOpMa

KOHBIOKTHBA, pOTrOBUIIA

BHyTpenHui1 ocMoTp:
nepeHss KaMepa, paayKka,
3pavoK, XpyCTAIIHUK,
CTEKJIOBHIHOE TEJIO

HOpMa HOpMa

0JIeTHO-PO30BBIH, CPEAHUX | OJICTHO-PO30BBIN, CPETHUX

a3MepOoB, OKPYIJIbIH, C a3MepOoB, OKPYIJIbIH, C
JICK 3pHTENLHOTO HEpBa quKI/IMFI/)I K(’)HT}II)SI(:MI/I, é/I[ ‘-IIC)TKI/IMI;)I K(,)HT}II)g;MI/I, é/I[
- 3/10 - 3/10
MakynspHasi 00J1acTh 0e3 BUAMMOM natosiorud | 0e3 BUIMMOM MaTOJIOTMu
ceTyaTka 0e3 BUIUMOn ceTyatka 6e3 BUIUMON
30Ha COCYUCTHIX apKasl MATOJIOTHH, COCY bl MATOJIOTHH, COCY bl
M3BUTHI, COOTHOLIEHUE a:B | U3BUTHI, COOTHOIIICHHE a:B
OJIMHAKOBOE OJIMHAKOBOE
OnTHueckast KorepeHTHasi ToMorpagus
TCM3 256,2 aM 256,3 am
OTCI'K 88,5 HM 88,3 HM
TCHBC 97,5 um 97,3 um

Anamnesis morbi: B anamHe3e mMuonus ¢ 13 ner, moiab3yercs oukaMu IS Jaiu
OU sph -2,5.

Status oculorum vis OD 0,2 ¢ koppekiueit sph -2,75 cyl -1,25 ax 180 = 1.0 BI'[]
22 (nmHeBMO), maxumeTpus 519.

Status oculorum vis OS 0,1 ¢ xoppekuueirt sph -3,25 = 1.0 BI'J] 20 (mHeBMO),
naxumerpus 523.

[Tonst 3peHust 0o0OMX TJla3 OPUEHTHUPOBOUHBIM MeTojaoM 1o JloHaepcy He
WU3MEHEHBI.

OnTuyeckas KorepeHTHasi ToMorpadusi MakyJIsipHON 00JacTH.

OD: wMakynspublii penbed COXpaHEH, TOJIIMHA CETYaTKH B  HOpPME,

TUCTOJIOTHYECKUI TPO(uUIh O€3 MaTOJI0THH, MaKyJIIPHBIH 00beM 7,49 Mm3,




70

OS: MakymsipHbBIi  penbed COXpaHEH, TOJIIMHA CETYaTKU B HOpPME,
TUCTOJIOTMYECKU TIPOQuUIIL O€3 IAaTOIOT|H, MaKyJIApHbIA 00beM 7,44 MM>,

Ontuueckas KorepeHTHas Tomorpadus o0JacTu IUCKa 3pUTEIIBHOTO HEPBA.

OD: auck 3puUTENHLHOTO HEpBa CPEAHMX pPa3MEpPOB, HAKIOH IUIOCKOCTH JHCKa
3pUTEJIBHOTO HEpBa K IUIOCKOCTH CETYATKH YMEPEHHBIM, JKCKaBalMs B IIpejenax
HOpMBbI. OTHOIIEHWE TUIOMIAM SKCKABallUM K IUIOMIAJM JUCKAa TOpPU3OHTAIbHAs
3/]1=0,20, Beptukansuas 9/J1=0,16. [Inomans u 00beM HEHPOPETUHATHLHOTO MOSCKA B
npezenax HopMbl. ToJIuHa ¢10s HEPBHBIX BOJIOKOH CHMKEHA B HOCOBOM KBaJIpaHTe.

OS: nmucKk 3pUTETBLHOTO HEpBAa CPEAHUX Pa3MEPOB, HAKIOH IUIOCKOCTH JIUCKA
3pUTEIBLHOTO HEpBa K IUIOCKOCTH CETYATKM YMEPCHHBIH, JKCKaBalMsl B Mpeaenax
HOpMBI. OTHOIIIEHHE TUIOMIAAX SKCKaBaluM K Iuiomanu aucka 0,19 ropuzoHTanbpHas
O/]1 = 0,43, BeptukanbnHas I/ = 0,42. [Inomanas u o0beM HEHPOPETUHAIBHOTO MOSICKA
B IIpezenax HopMbl. TOJIIMHA CII0OS HEPBHBIX BOJIOKOH CHHKEHAa B HOCOBOM M BEpXHEM
kBagpanTax (PucyHok 17).

Knvanueckwii nmuarHo3: HadadbHas BO3pacTHAs KaTapakTa, THIEPTOHUYECKAS
AQHTUOTIATUS CEeTYATKH, JCCTPYKIUS CTEKJIOBHUIHOTO Tejla, IPECOMONUsS, MHUOMUS

cpenneit crerenn OU.
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3D Macula Report OU DOCT-00FApSVera%)  PrrtDale: 0622021 # TOPCON
ID: 111459 Etrvicly : Techniclan :
) Gender : Male Fleation : OD(R) Macula | OS(L) Macula
Name : Buktop Bacmasesiy Kusix D0B:01.10.1000 Age:81  Soan:30(6.0x 6,0mm-612x 126)
OD(R) | image quaty : | 24| mode :Bsiot.1.0) OS(L) | ymage Oual}yzm mode :Bask(1.1.0)
Caplure Date : 06 1 Caplure Dale : 06.022021
Retinal thickness map ILM - RPE / Red-free Retinal thickness map ILM - RPE / Red-free
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Retinal thickness ILM - RPE(ym)
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]
ness wm) 2762
Conler Thickness ~ (um) 268

Total Volume mmy 7,81
u-mgmp RPE Surface

: S
a-.
| |
Signature : Date |

Pucynok 17 — Pe3ynbrarhl onTH4eckoi KorepeHTHOH ToMmorpaduu naruenta K.
(/6 Ne19336-2019)

1 6 % 0N

Average Thickness  (ym) 27,2
Conlor Thickness ~ (pm) 241
Total Vokme (m?)

Comments :

[Ipn npoBeneHUM CpPABHUTENBHOIO aHajin3a MOJIYYEHHBIX JIaHHBIX METOIOM
KOTepEeHTHON ONTHYeCKOW ToMorpadguu ormeueHo, uro mnokaszatenb OTCI'K (mxm) y
NAlMEHTOB HCCIEAYyEeMbIX TpPYNIl HMMEET JOCTOBEPHBIE pA3IMuUig C KOHTPOJbHOMN
rpynnoi, a nokazarenu THBC u TCM3 y 00ibHBIX HAcieICTBEHHBIMH SKCTpamnupa-
MUJHBIMU 3200JI€BaHUSIMU HE UMEIOT IOCTOBEPHBIX Pa3iNuuii B CpaBHEHHUE C IPYMHION

kouTpous (Pucynok 18, Pucynok 19, Pucynok 20).
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Pucynok 18 — Pe3ynbTaThl ONTHYECKOW KOTEPEHTHOUM ToMorpaduu MOKa3aTelb
OTCI'K (MKM) y aIlMEHTOB MCCIIETyEMBIX TPYIIIT

TCM3, MEMm
e 291,04
290
2BB
286
284,64 284,68
284
282
280
Mpynnal rpynna2 Mpynna3

Pucynok 19 — Pe3ynpTaThl onTH4yeckoil KOrepeHTHOW ToMmorpaduu mokazaTellb
TCM3 (MKM) y NalMEHTOB UCCIEAYEMBIX IPYIII
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THBC, mrm

105

100,82 100,82

Mpynnal Mpynna2 Mpynna3

Pucynok 20 — Pe3ynpTaThl ONTHYECKOW KOT€PEHTHOW TOMOrpaduu MoKa3aTellb
THBC (MKkM) y Malii€HTOB UCCIIEAYEMbIX TPYIII

Onnako OblIa BISIBIICHA TEHJICHIIMS K CHIDKCHUIO OMPEACIsIEMbIX MTOKa3aTenen y
MaIMEHTOB OCHOBHOM I'PYIIIIbI MOKUIIOTO BO3pAcTa.

BcenenctBue 3toro ObUT MPOBEIEH KOPPEISAIMOHHBIN aHanu3 (paHroBas Koppe-
s CimpMeHa) pacCYMTaHHBIA IS Maphl MokaszaTeliell Kod((UIMEHT pa3roBOp
koppemsiuu CrimpMeHa yka3aH Ha rpaduke Mexnay nokasaremsmu OKT u Bo3pacTom
MAIMeHTOB | TpyMImbl, TaK Kak Cpeay MAIlMeHTOB JAaHHOW Tpynmbl 16 OONBHBIX ObLTH
nanueHTsl crapiie 60 mer w3 HuUx 12 wmenu aumarHo3 Oone3Hp IlapkuHcoHa u 4
nanueHToB — MCA. bbuia BbIsSIBJI€HA CUJIbHAS OTpHUIIATEIbHAS CBSI3b MEXIY JaHHBIMU

OTK u Bo3pactom namuentoB 1 rpymmsl (Pucynok 21, Pucynok 22, PucyHok 23).
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Pucynok 21 — I'paduueckasi olleHKa CBSI3U MEX]y BO3PAacCTOM MAIMEHTOB B 1
rpynne u 3sadyeHueM OTCI'K (Mxm) o ganasim OKT
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THBC, mkm
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r=-0.9821; p = 0.0000] ‘ | b o | )
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S0

BO3pacT, rog

Pucynok 22 — I'paduyeckas oneHKa CBSI3M MEXKIY BO3PAcTOM IMAlMEHTOB B 1
rpynne u 3sayenueM THBC (mxm) o nanabeim OKT
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Pucynok 23 — I'paduueckasi olleHKa CBSI3U MEX]y BO3PAaCTOM MaIMEHTOB B 1
rpynne u 3HayeHueM TCM3 (mxm) o nanabiM OKT

CormocTaBieHle JaHHBIX KIMHUKO-HEBPOJIOTMUYECKOTro, J1abopaTopHOro Hccie-
JIOBaHUSI W PE3YJIbTATOB ONTHYECKOM KOTepEeHTHOW ToMorpaduu Yy OOJBHBIX
HACJICJICTBEHHBIMU IKCTpANUPAMUIHBIMU 3a00JICBAHUSIMU BBISIBIJI CUJIBHYIO KOPpEJIs-
IIUOHHYIO CBs3b Mexay KoHueHTpauusimu WJI-1, NJI-6 1 ®HO-o 1 KoHIEHTpaIruen
['HT®, 6bu1 npoBeeH KOPPENSIIIUOHHBIN aHanu3 (paHroBast koppessius CrnupMeHa)
paccUMTaHHBIN JIJIS TAphI MTOKa3aTene K03 GUIUeHT pa3roBop koppensiuu CriupmeHa

yKa3aH Ha rpaduke Mexay nokaszareasimu (Pucynok 24, Pucynok 25, Pucynok 26).
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Scatterplot: V-1, nr/man vs. THT®, nr/mn (Casewise MD deletion)
Correlation: r = 82126
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Pucynok 24 — I'paduueckas oueHKa CBs3Uu Mexay KoHueHTpauuerd WJII-1 wu
['HT® y marueHnToB 1-0i1 rpynmbl

Scatterplot: VI1-6, nr/man vs. THT®, nr/mn (Casewise MD deletion)
Correlation: r = 78125
520 T - - - . — -
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Pucynok 25 — I'paduueckast ormeHka cBsi3M Mexay KoHueHtpauuenn WMJI-6 u
['HT® y narueHnToB 1-oi1 rpynibl
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Scatterplot: ®HO-anbda, nr/mn vs. THTO®, nr/imn (Casewise MD deletion)
Correlation: r = 78770
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Pucynok 26 — I'padudeckast orieHka cBs3u Mexay koHeHTpanueit ®HO-anbda u
['HT® y maruenToB 1-oi rpynmsl

Ha pucynke 26 mnpuBoAuM guarpaMmy paccesHus, OTPAKAIOIIYI0 KOPPEISIIUIO
nokazarened ®HO-anbpa u 'HTD B ocHoBHOU rpynme. M3 rpaduka BUIHO, YTO
MEXIy TIEPEMEHHBIMH TPUCYTCTBYET cuibHas koppensaus (r=0,78770 mpu p<0,005),
TO ecTh y nanuentoB HOII3 Ha Beicokux KoHueHTpaiusax B kpoBu ®HO-anwha Oynem
0’KHMJaTh BBICOKMM ypoBeHb [ HT®. DTOT pe3ynbTaT MOATBEPKIAAET HAIILY THIIOTE3Y O
B3aumocBsizn  Mexay PHO-anedpa w THT® y mnammentoB HOIII3. Beicokue
koHueHTpanuu [ HT® yka3piBatOT Ha aKTUBHOCTH TVIMAJIBHBIX KJIETOK TOJIOBHOIO MO3Ta,
KOTOpbIE CIOCOOHBI CHHTE3UPOBATH IIUTOKUHBI, 3aMycKas M MOAJIEPKHUBasi IMPOIECC
BocnajeHus B ctpykrypax LTHC.

BoisiBiieHa cuibHAs OTpULIATENbHAS KOPPENALMOHHAs CBSI3b MEXAY YpPOBHEM
konneHrpaiuu 'HT® u nokazarensmu OKT (OTCI'K, TCM3, THBC) y nairueHToB ¢

HACJICJICTBEHHBIMU 3KCTpanupamMuaIHbiMu 3a0oneBanusamu (Pucynok 27, Pucynok 28,
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Pucynok 29).
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Pucynok 27 — I'paduyeckas olieHKAa CBSI3U MEXKITY
nokasaresnieM OTCI'K (MxM) y nanneHToB 1-0i rpynimsl
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Pucynok 28 — I'padumyeckas oreHKa CBSI3U MEXKIY
nokazatesnieM THBC (Mkwm) y martueHToB 1-0#1 rpymimbl
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Pucynokx 29 — I'padmueckas oreHka cBsizu Mexnay konmeHtparueid [HTD u
nokazaresnieM TCM3 (MKM) y mariueHToB 1-0if rpymiibI

YV nauumentoB ¢ HOII3 BbIABI€HA CUIbHAsA KOPPEISLUMOHHAA CBSI3b MEXKAY

ypoBHeM KoHieHTparuu ®PPI'M u pannueimu mokazateneidr OKT (OTCI'K, TCM3,
THBC) (Pucynok 30, Pucynok 31).
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Pucynox 30 — I'paduueckas omeHka CBsi3M MeXay KoHieHtpanued OPI'M wu
nokazareneM OTCI'K (MkM) y maruenToB 1-oii rpynnsl npu npoBenennu OKT
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Pucynox 31 — I'padudeckas omeHka CBs3M MEXIy KoHmeHTpanued OPI'M wm
nokasaresnieM THBC (mMxkMm) y manuentoB 1-oii rpynimsl npu nposeaennn OKT

Ha pucynke 32 mpexacraBieHa [guarpaMMma paccesHHUs, OTpakaromias
koppemsinuio nokazarened OPI'M u THT®. U3 rpaduka BUIHO, UYTO MEXIY
NEPEMEHHBIMU TPUCYTCTBYET CHJIbHAs OTpHLareibHas koppemsiuus (r=-0,8248 mnpu
p=<0,005), To ecth pu HU3KUX 3HaUeHUsIX OPI'M Oynem oxugaTh BHICOKHH ypOBEHb
['HT®. Bepuo u obparHoe: y marnueHTOoB ¢ Hu3kumu 3HaueHusiMu [HT® Oyner
HaOmonatbes Beicokuit GPI'M. DTOT pe3ysbTat NOATBEPAKAAET HAILY TUIIOTE3Y O POJIU
OPI'M, KOTOpPBIM JOJKEH IMPOTUBOJECHCTBOBATH MPOLECCY BOCHAIECHUS B CTPYKTypax
[MHC, HO T1py €r0 HU3KKUX KOHLUEHTPAUUIX TPOUCXOAUT aKTUBALUS TJIMATBHBIX KJIETOK,

KOTOPbIC CITOCOOHBI CHUHTC3UPOBATh IUTOKHWHBI.
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Scatterplot: ®PI'M, nr/mn vs. THT®, nr/mn (Casewise MD deletion)
Correlation: r = -,8248
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Pucynox 32 — I'padudeckas omeHKa CBs3M MEXTy KoHIeHTparmedn OPI'M wm
koHueHTpauerd [ HT® y marmenToB 1-oi rpynmnsl

YuuTeiBas, 4YTO KOPPEJSIUMOHHBIN aHanmu3 Mexay mnokazarensiMu OKT wu
BO3PACTOM MAIMEHTOB | TPYNIbl BBISBWI CWIBHYI) OTPUIIATEIBHYIO CBSI3b, ObLI
MIPOBENICH KOPPEJSIIIMOHHBINA aHanu3 Mexay ¢gakropamu [HT® u ®PI'M ¢ Bo3pactom
narrenToB 1 rpynmsl (Pucynok 33, Pucynok 34).

Ha pucynke 33 mpencraBiaseM amarpaMMy —pacCesHUS, OTPAKAIOIIYIO
KOppEJALIMIO TIOKa3aTeJaed BO3pacTa NAaUMEHTOB B OCHOBHOW rpynne u ['HT®. U3
rpaduka BHAHO, YTO MEXIy IEPEMEHHBIMH TPHUCYTCTBYET CHUJIbHAS KOPPEISIIUS
(r=0,80326 mpu p<0,005), To ecTb y MAIMEHTOB IOXXHJIOIO BO3pacTa MbI OyaeM
OKHJIaTh BBICOKHI ypoBeHb [ HT®. DTOT pe3yabTaT NOATBEPKAAET HALTY THIOTE3Y O
poiu 'HT®, KOTOphIA UMEET TEHACHLUMIO K YBEIUUYCHUIO KOHUECHTPALIMU Y TTAIMEHTOB
HOII3 npu pnurensHOM TeueHUHW O0Je3HU U Ha (poHe crapeHus: opraHuzma. Beicokue
koHUeHTpauu [ HT® yka3piBarOT Ha aKTUBHOCTH TVIMAJIBHBIX KJIIETOK FOJIOBHOI'O MO3ra,

KOTOpPLIC CITOCOOHBI CUHTC3UPOBAThL HHUTOKHUHLI, 3aIlyCKasd W IMOAJACPKHBAA ITPOLIECC
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BocnajieHus B crpykrypax [IHC.

Scatterplot: BozpacT, rog vs. THT®, nrimn (Casewise MD deletion)
Correlation: r = 80326
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Pucynok 33 — I'padudueckas omeHka cBsizm Mexay koHieHtpanuedn 'HTD wu
BO3PACTOM ITAIlUEHTOB 1-OM rPymIIbI

Ha pucynke 34 npeacraBieHa AuarpaMMa pacCestHusl, OTpaXkaromias KOppesiuio
noKasarelsield Bo3pacTa MalMeHTOB B ocHOBHOU rpymnne u ®PI'M. U3 rpaduka BuaHO,
YTO MEX]y IEPEeMEHHBIMH NPHUCYTCTBYET OTpHIlaTeNbHas koppessiiusa (r=-0,7851 npu
p<0,005), TO ecTb y HaUMEHTOB MOXKWJIOIO BO3pacTa Mbl OyleM OXWIaTh HHU3KHM
ypoBeHb @PI'M. DTOT pe3ynbTaT NOATBEpKAAET Hally runoresy o ponu OPI'M,
KOTOPBIM MMEET TEHACHUMIO K CHWKEHHMIO KOHLEHTpauuu y nauueHtoB HOIII3 mpu
JUTUTEIIbHOM T€4eHUH 00JIe3HU U Ha (hoHE cTapeHus opranu3Ma. Huzkue KoHLEHTpanuu
®PI'M yka3blBalOT Ha CHU)KEHHE (PU3HUOJIOTUYECKON (YHKIMOHAIBHOW aKTUBHOCTD
HEHPOHOB TOJIOBHOI'O MO3ra, KOTOpble HE CHnocoOHbl cuHTe3upoBaTth OPI'M B
JOCTATOYHOM KOJMYECTBE M 3AlMINATH HEWPOHBI OT MATOJOTMYECKHX KacKaloB,

BOo3HUKatomux npu HOII3.
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Scatterplot: BozpacT, rog vs. ©PT'M, nr/mn (Casewise MD deletion)
Correlation: r = - 7851
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Pucynok 34 — T'paduueckas oneHka CBS3M MexIy kKoHueHTpauueit ®PI'M u
BO3PACTOM IIAIIMEHTOB |-O¥ rpynmel

AHanu3 MoJIy4eHHbIX KIMHUKO-TA00PATOPHBIX JAHHBIX IO COJEPKAHUIO OEIKOB,
YYaCTBYIOIIMX B IPOLIECCE AaIloONTO3a W BOCHAIEHUS OTPaXarT IAaTOJIOTUYECKUE
npouecchl B [IHC y manyieHToB ¢ HaciaeICTBEHHBIMH 3KCTpanUpaMHUIHBIMU 3a00J€eBa-
HUSIMU U HE SIBISIIOTCS Ho3ocneuuduunbiMu. Ha pucynke 35 npearaercsi marorexe-
THYeckass cxeMa (OpPMHUPOBAaHMS TMpollecca HEUpOBOCHANIEHUS Yy MAlUEHTOB

HACJICJICTBEHHBIMU SKCTpanupaMHuIHbIMU 3a00seBanusamMu (Prucynok 35).
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[lechexTb! WM HapyLIEHUA B HACNEACTBEHHOM annapare Helipokos LIHC

HapyLuetue dyHKkwIv W/uni moenb HeipoHOB JKCTPaNMpaMMIHON
CUCTEMbI

. :

AKTVBaLYIS NOLECCa anonTo3a CHiokeHHe CAHTe3a HeipoTpODHHa
ToBbILIEHHbIH CHKTE3 BenKos (parTopa pocra [on0BHOMD Ho3fa
!
' !
1p53 - 1 Bel2 | OPIM

AKTUBALWS FMUANBHON HEPBHOI THaHM
MoBbILWEHHbIA CHHTE3 FMMANBHOTO HEAPOTPOGMYECKOTD (akTopa

A \J
1 THTO _»  Crres umormqos Bruakie Ha rmitansHyio
W1, 1 UN-6, 1 OHO-anbha HEPBHYIO TKaHb

l l

He#posocnanerue B cTpykTypax LIHC

- TaTonorvyeckoe BO3REICTBIE Ha COXPAHHbIE (DYHKUMOHANbHbIE
HEMPOHbI

NMporpeccupoeaHmne HacnencTrBeHHOro satoneeaHma aKcTpanupamMmmaHoOm cncremsbl |

\
Hapywenue dyHKkww wn rmens COXpaHHLIX dYHKLMOHANbHbIX
HE/POHOB AKCTPANUPaMIZHOM CHCTEMDI

Pucynox 35 — Anroput™m QopmMupoBaHus Tpoiiecca HEUPOBOCHAICHHS Y
MAIMEHTOB HACJICICTBEHHBIMUA JKCTPAUPAMUJIHBIMUA 33a00JICBAaHUSMU C  YYETOM
BBISIBJICHHBIX [TaTOI€HETUYECKUX MEXaHU3MOB
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I''TABA 4 OBCYXXIEHUME IIOJIYVUHEHHbBIX PE3VJIbTATOB

B HacTtosimiee BpemMss JOCTUTHYT IPOTpecC B TMOHWMAHUUA  OCHOBHBIX
MATOTCHETUYECKNX (PAKTOPOB, BBI3BIBAIONINX HACJICACTBEHHBIC JKCTPATMPAMHUTHBIE
3a0osieBaHusl. DTU 3a00J€BaHUS SBIIAIOTCS T€TEPOTEHHBIMU, MPEACTABICHBI IBUTATEIb-
HBIMUA HapyLICHHUSIMHU, KOTOpPbIE HMEIOT MPOTPECCUPYIOIIEE TEUEHHE U BBICOKYIO
CTENEHb MHBAIMAM3ALMU. VIHTEpECHO OTMETUTh, YTO 00Jie3Hb | €HTUHITOHA y4YEHbIE
paccMaTpuBalOT Kak MOJENb g HM3Yy4eHHs] HEWpOJlereHEepaTHBHBIX 3a00JeBaHUN
(Unnapuomkun  C.H., 2016). OTo 1O3BOJISIET BBISIBICHHBIE OWOMOJICKYJISPHbBIC
NATOJIOTMYECKUE KAacKaJbl CPaBHUBAaTh M 0000IIATh C JAPYTMMH HACIEICTBEHHBIMHU
AKCTpanUpaMUIHBIMU 3a00JI€BaHUSIMH.

B pesynbpTaTe NpoBENEHHOTO HUCCIEAOBAaHUS OBLUIM TMOJYYEHBI M IPOAHATHU3U-
POBaHBl PE3YNbTAThl KIMHUYECKOTO, JTA0OPATOPHOTO M HEUPOPU3UOIOTHYECKOTO
uccienoBanuif. C 0JTHOM CTOPOHBI, OBLIO MOJIYYEHO MOATBEPKACHHUE O PO (PAKTOPOB
HEHPOBOCMAJIEHUSI B Pa3BUTUU HEHUPOJEreHEPAaTUBHOIO IpOIecca Yy MAalUeHTOB C
6one3nbto [lapkrHCOHA, KOTOPOE HE UJET B pa3pe3 ¢ COBPEMEHHBIMU JIAaHHBIMU JIPYTUX
yueHbIX. Tak y nanueHToB 0oJie3Hb10 [TapkHMHCOHA B CIMHHOMO3IOBOM JKUJIKOCTH ObUIH
oOHapykeHbl BocniaymTenbHble ¢aktopbl (MJI-6, NJI-10), KoTopble 0 MHEHUIO YYCHBIX
yKa3bpIBaJId Ha ObICTpoe mporpeccupoBanue Oosesnu [lapkuncona (Karpenko M.N.,
2018). B Toxe Bpems nannbie o Hammune ®HO-o u GenkoB amomnros3a (pS3 u Bel2) y
MAIMEeHTOB C JApYruMu (opMamMu HACJIEACTBEHHBIX SKCTpANMpaMUIHBIX 3a00JIeBaHUMN
paHee NpeICTaBICHO He ObLIO.

Y OonpHbix ¢ HOII3 He3aBUCMMO OT maroreHe3a 3alyCKAalOTCS MEXAHU3MBI,
AKTUBU3UPYIOIIUE TPOLIECC HEHPOBOCIAJIEHUS B CTPYKTYpax roJIOBHOIO MO3ra, KOTOpoe
MPOSIBIIIETCSI B TOM 4YHCJe MOBbIIeHHBIM cuHTe3oM PHO-a, WJI-1, NJI-6 u Genkos
armonTo3a p53 u 6enka Bel2. JlanHoe uccnenoBanue BBISIBUIIO AU3PETYIAIUIO CHHTE3a
HeriporpopuHoB HT® u ®PI'M, koTOpoe mposBIIsIETCS TOBBIINIEHUEM KOHIIEHTpAITU!
['HOT B miasme kpoBu u cHmkennemM OPI'M y manumentos ¢ HOII3. M3BecTHO, uTO

®HO-0 MOXET y4acTBOBaTh KakK B MpolleccaxX, 3alyCKallIMX aronTo3, Tak U
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NpEensTCTBOBAaTh KJIETOYHOM TuOenu. B maHHOM cnyuyae HaOmoAaeTcsi couyeTaHue
BHYTPHUOPTaHHBIX (DaKTOPOB, KOTOPHIE CIIOCOOCTBYIOT JasibHEHINe ruleian HepBHOU
TkaHu — 910 runepnpoaykuus DOHO-o u Huzkuit cunte3 OPI'M, kortopsiii B
(U3MONOTUYECKUX YCIIOBUSAX W aJeKBaTHBIX KOHIIGHTPAIUSAX TIPOTUBOACHCTBYET
BIIMSHUIO BOCHAJIMTENBHBIX HHUTOKMHOB. E.Dursun u coat. (2015) ormevanu
CHIDKGHHME KOHIIeHTpamuu Hehporpopuna OPI'M y mnanueHToB ¢ 00JIE3HBIO
Anpureiimepa u 0Oone3npto I[lapkMHCOHAa W yKa3bplBaJud Ha B3aUMOBIMSIHUE 3TOTO
daxTopa ¢ NJI-6 u ansda-2 makporiaoOyauHoM (02M).

Heo0xoaumMo OTMETUTh, YTO BBISIBICHHBIC U3MEHEHHSI CO CTOPOHBI KOHIIEHTpa-
uun  HeiporpopunoB HT® u ®OPI'M npu Ttakux 3a0oneBaHUsX Kak Oo0Je3Hb
['eHTUHITOHA, ACCEHIMAIbHBIN TpeMop, TopcuoHHas AUCTOHUS U MCA He TOJIBKO
YTOUHSIIOT TATOJIOTUYECKHE KACKaIbl, YYacCTBYIOIIME B HEUPOJECTEHEPATUBHOM
IPOLIECCE, HO U OTKPBIBAIOT BO3MOYKHOCTb TE€PANMU ITUX 3a0ojeBaHuil. M3BeCTHO, 4TO
['HT® sBnsercs MOIIHBIM CTUMYJSATOPOM BBDKMBAaHUS HEHWPOHOB B LIEHTPAJIbHOU
HEpBHOU cucteme. B Toxke Bpems y oOCiIeIOBaHHBIX HAMH IMMALIMEHTOB MPOTrPECCUPO-
BaHME 3a00JIeBaHMS MPOUCXOAUT Ha (OHE TMOBBIMICHUS TIUAIBLHOTO HEUpOTpOdu-
yeckoro Qakropa B 1miazMe KpoBH. buonormdeckass aktuBHOCTh ['HT® peanuzyercs
yepe3 peuentop ¢ TUPO3UHKMHA3HOM akTMBHOCTBEO Ret. Opnako mus  ero
GyHKIMOHUPOBaHUS TpeOyeTcsl accolualus ¢ MHOTOKOMIOHEHTHBIM PEIeNTOPHBIM
KOMILUIEKCOM, Ha3biBaeMbIM perientopom cemeiictBa THT® (GFRa). Oty peuentopsl
BCTPOCHBI B KJIETOUHYIO MEMOpaHy HEHPOHOB TOJIOBHOTO MO3Ta, B TOM YHUCJIE aKTUBHO
IKCIIPECCUPYIOTCS Ha nodaHudpruueckux HeipoHax. [lo Hamemy MHeHUIO, yTpaTa
HEUPOHOB DJKCTPAIUPAMHUIHOW CHUCTEMBI NPUBOAUT K CO3JAHHUIO CHUTYallMH, KOTJa
cunresnupyemblii [HT® He uMeeT peuenTtopHOM MHILIEHW M HAKAIUIMBAECTCS B TKaHU
rOJIOBHOTO MO3ra, B OOJbIlIed CTENEHUW aKTHUBU3UPYS TJIMAJIbHbIE KIETKH U
MOJJEPKMBAsI BBICOKUM YPOBEHb UMMYHHOI'O OTBeTa. He cilyyaiiHO y4eHbIX BHUMAHUE,
koTopbix npubiiek [HT® kak Genok, KOTopsiii MOkeT u3neunBarh bll, 6maromapst ero
BO3JICMCTBUIO HAa HUTPOCTpUaibHble DA HEUPOHBI HE MOIYYWIIA MOJIOKUTEIbHBIX

pesyabraroB y mamuentoB ¢ BII (Gash D.M. et al.,, 2020). bbuin [0CTUTHYTBHI
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3HAQUMUTENbHBIE pe3ynbTaThl Ha Moaensx bII ¢ ucnonb30BaHMEM TIPBI3YHOB, HO
TEPANEBTUYECKUX NPEUMYIIECTB Yy MalUMeHTOB ¢ bIl B KIMHWYECKHMX HCHOBITAHUAX
noinydyeHo He Obw10. Ilocne BBemeHus BbicOkMX 1103 [HT®D dyepes uHby3HOHHBIC
KaTeTepbl, YIy4IlIeHUsl B JABUTATEIbHOU cdepe MalKUeHTOB He HaOmoaanochk. MOXHO
OOBSCHUTH JaHHBIM (QeHoMeH HaiuuueM aib(pa-cuHykiaenHa B SNpc HelpoHax
naueHToB ¢ BIT (Alessandro T. et al., 2016) u TeM caMbIM OTCYTCTBHE pEaKIMHA Ha
tepanuto ¢ npuMeHennem ['HT® y mamuenrtos ¢ bII.

[ToBbiienne koHmeHtpauuu ['HT® MoxHO paccmarpuBaTh Kak 3allUTHBIN
MEXaHU3M CO CTOPOHBI OPraHU3Ma, HO OH HE MOXET ObITh pPEeaTM30BaH B MOJHOW MeEpe
M3-32 OTCYTCTBHUSI >KM3HECIOCOOHBIX pELENTOPOB-MUIICHEH Ha TMO3JHEH CTaauu
HeHpoJlereHepalliy, CHIDKeHHs cuHTe3a Heutpotpopbhuna OPI'M  u  Bbicokux
MoKa3aTeaed HUTOKUHOB.

D. Yuan u coagt. (2017) npoaeMoHCTpUpOBaK IN VIVO, 94TO 3K30cOMbI M¢ TOCIIE
BHYTPUBEHHOTO BBEJICHUS MEPECEKAIOT reMaTodHIedannyeckuii 6apbep U JOCTaBISIOT
B MO3T TPy30BOM O€JOK, KOTOPBIA COAEPKUT HeHpoTpoduueckuili GakTop roJIOBHOIO
Mo3ra. JlocTaBieHHBIA 3K30COMOM B Yy4acTOK Mo3ra ¢ Ipoueccom Bocnajgenuss @PI'M
CHWXan akTUBHOCTh MakpodaroB (Yuan D., 2017). CnemoBaTenbHO, 3TH JIaHHbBIC
MOXHO B JTaJIbHEHMIIIEM HMCIO0JIb30BaTh U KaK (DaKTOpbI, YKa3bIBAIOIIUE HA aKTUBHOCTH
[aTOJIOTMYECKOTO MpoLecca M KaK MapKepbl Ui  OLEHKM TEPANEBTUYECKOTO
BO3JICHCTBH.

OnTtuyeckas KorepeHTHas ToMorpadus y OOJBHBIX HACJIEICTBEHHBIMU
AKCTPANMUPAMUIHBIMU 3a00JICBAHUSMH BbBISIBUJIA WU3MEHEHHS B CETYaTKE TJIA3HOTO
s10JI0Ka, KOTOpPbIE KOPPEIUPYIOT C BbIcOKOM KoHIeHTpauueit ®HO-a, cHukeHuem
koHneHTparuu OPI'M u qmuTenbHOCTBIO 3a00IeBaHuUs, TTOATBEPKAas TAKUM 00pa3oM,
YTO JIaHHBIC (PAKTOPHI CIIOCOOHBI JCMCTBOBATh HA KOJMYECTBO T'aHTJIMOHAPHBIX KJIETOK
M B JAIbHEHIIEM MOXHO HWCIOJb30BaTh JTH IapaMeTpbl ISl JUHAMUYECKOTO
HAOJIOICHNS TIAIIMEHTOB. YYEHBIE OTMEUAIOT B3aMMOCBSI3h MEXKIYy W3MEHEHUSMH Ha
CETYaTKe, @ UMEHHO CHWKEHUU €€ TOJIIIMHBI U U3MEHEHUEM TOJIIIMHBI ONPEAETIECHHBIX

Y4aCTKOB KOpBI rojioBHOro Mo3ra y mamueHToB BI1 (JlutBunenko M.B., 2016). Tak,
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OTMEYEHA KOPPEISALMOHHAS B3aUMOCBS3b M3MEHEHHUs TOJIIMHBI BHUCOYHOTO CEKTOpA
HWKHEr0 KBaJpaHTa CETYATKU C TOJIIMHOW BEpPXHEH TEMEHHOW HM3BUJIMHBI, a TaKkKe
psna Apyrux IokaszaTesne (TONIMHBI BepxHell mnoiycdepsl nepudoBea, BEpXHETO
KBaJIpaHTa nepudoBea ¢ TOJIIMHONW BEpXHEH 3aThUIIOYHOW M3BUJIMHBI, psAJa Y4aCTKOB
nepudoBea co cpelHed W BepxXHEH JOOHBIMU HU3BWIMHAMH, 30HOW OOOHSTEIbHOMN
00po37pl) y MalMeHTOB 0o0sie3HbI0 [lapKMHCOHA ¢ KOTHUTHMBHBIMU HAPYLIICHUSAMH H
3pUTEIIBLHBIME paccTpoiicTBaMu (MILTIO3MH, rajunonuHanun) (Jlureuaenko M.B., 2016).
B mnpoBeeHHOM HaMHM HCCIENOBAaHUM HE NPOBOJMIIOCH CPABHUTEIIBHOTO AaHAIU3a
naHHeIX OKT u MPT ronoBaoro mosra. OgHako cpely MauueHTOB OCHOBHOM IpyNIbl
ctapuie 60 yet, KoTopble UMenu AuarHo3 6ose3ns [lapkuncona 1 MCA HaGmroganuch
0osiee BbIpR)KEHHbIE U3MEHEHUSI CO CTOPOHBI TOJIIMHBI CETYATKH, TOJNIIMHBI HEPBHBIX
BOJIOKOH CETYATKH M CJIOSl TAHTJIMOHAPHBIX KJIETOK B CTOPOHY CHVKEHHS MOKA3aTENE.
C nHaie TOUKH 3peHust y nanueHToB ¢ 6oie3Hbto [lapkuncona u MCA u3MeHeHus Ha
CETYATKE MOXKHO PacCMaTpHUBaTh KaK OTPAXKEHUE JUINTEIbHOTO HEUPOJAETEHEPATUBHOTO
nporecca B cTpykrypax [IHC nHa ¢doHe BO3pacTHBIX M3MEHEHHUH, OTPAKAIOUIUXCS Ha
pereHepaTUBHOM (YHKIMM BCEro OpraHu3M. BbIsBIIeHHas KOppPENALMOHHAs CBSI3b
MEKy YPOBHEM cozepkaHus B CIBOPOTKE KpoBU I HT®, ®PI'M u noxkaszarenenn OKT
y nanuenToB HOII3 crapiie 60 et moarBepkaaeT poib HelpoTpohuueckux (HakTopos
KaKk B TpOIIECCE€ pPEreHepaldyd HEpPBHOM TKaHU, TaK U B OOECHEUYEHMM 3alllUuTHBIX

MEXaHU3MOB B ITPOIECCE HEHPOIereHEepaITny.
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3AKJIIOYEHUE

DKCTpanupaMuIHbIe 3a00J1€BaHUs MPECTABISAIOT CO00M TPYIIy T'eTepOreHHBIX
3a00JIeBaHUN C MOPAKEHUEM SKCTPANUPAMHIHON CUCTEMBI U Pa3BUTHEM MOTOPHBIX
(IBUTaTENbHBIX) U HEMOTOPHBIX PACCTPOMCTB. MOTOpHBIE HApPYIICHUS XapaKTEpPHBI
JUIsL BCeU TpyMNIbl 3a00JIEBaHUM TIPU MOPAKEHUH IKCTPAUPAMHUIHON CHUCTEMbl M Ha
pPaHHMX dTarax MOTYT OBITh BBHIPAKEHBI OAHUM CHUMIITOMOM, HAallpUMEP TPEMOPOM, YTO
3arpynnsieT auddepeHnnanbHy0 TUarHOCTUKY KOHKPETHOM HO30JI0TUYECKONH (OpPMBI.
HacneactBeHHbple 3KCTpanupaMHUIHbIE 3a00JI€BaHUS XAPAKTEPU3YIOTCS HAIMYUEM
MyTalMy B T€HETUYECKOM amnmnapare, NpUBOSAIIEH K HapyLIEHUIO (yHKIHOHUPOBAHUS
DKCTpAMPaMUJAHOW CUCTEMBI M B 3aBUCHMOCTU OT CTENEHHM MYTAllUd T€HA MOTYT
MaHudecTupoBaTh B JIIOOOM  Bo3pacte. PacmpocTpaHeHHOCTh  3a00JI€BaHMUIA,
OTHOCSIIMXCS K TPYIIE HACJIEICTBEHHBIX IKCTPAIMPAMUIHBIX, COCTABIISIET B CPEIHEM
Menee 10 yenoBek Ha 100000 HaceneHus, MOATOMY MX MOYKHO OTHECTH K PEIKUM
3a0oneBanussM. Ha aHHBII MOMEHT MATOr€HETUYECKOW Tepauu MPU HACIIEICTBEHHBIX
HKCTPANUPAMUIHBIX 3a00JIEBaHUSAX HE CYIIECTBYET, OHM SIBISIOTCS MaJIOKypaOesbHbI-
MU, TOCTOSIHHO ITPOTPECCUPYIOIIUMHU, OBICTPO MPUBOJIAT K MOTEPE TPYAOCIIOCOOHOCTH U
BBIXO/ly HA UHBAJIUJTHOCTb.

PanHsis nuarHocTuka 3a00JieBaHUs C OMPEJCICHUEM MeHETUYECKOTO MOBPEXkKIe-
HUS TIOMOXKET B YCTAaHOBJIEHMM TOYHOIO KIMHMYECKOTO JMarHo3a, OJHAKo 0e3
NOHUMAaHUsS MAaTOJIOTMYECKUX IMPOLECCOB, MPOXOIAIIUMX B CTPYKTypax 3SKCTparupa-
MUJHOM CHCTEMbI, HEBO3MOXHO MOAOOpaTh MPABWIbHYIO TEpaNui0 U JaTh MPOTHO3
TeueHuto 3aboneBaHus. B xonme mnpoBeaeHHOW pabOThl ObUIM TOJTYYEHBI JIaHHBIE
KJIMHUYECKOro TOoJuMOp(duU3Ma ABUTATEIbHBIX PACCTPOMCTB, MPU HACIEICTBEHHBIX
AKCTpanupamMuaIHbIX 3a001eBaHusAX. BbiaeneHo 2 Beylux CUHIPOMA: THIIOKMHEUYECKH -
TUTNEPTOHUYECKUNA W TUMEPKUHETHUYECKUI-TUIIOTOHNYECKuil. B xome paboTei, ObLIH
OTMEUYEHbI ¥ HEMOTOPHBIC MPOSBICHUS, OHU ObUIM TPE/CTABIEHbl KOTHUTUBHBIMHU U

ad(HEeKTUBHBIMU PACCTPOICTBAMHU.
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N3ydenne pony HEWpPOBOCIHAIEHUS IMPU HACIEACTBEHHBIX SKCTpArUpaMUIHBIX
3a00JIEBaHUSAX B XOJI€ NPOBEIECHHOM padOThl MO3BOJIAJIO JaTh OLEHKY Pa3BUTHIO
HEHpOJIereHEPaTUBHOTO TIpoliecca U JIA0OPATOPHO MOATBEPIUTh HalW4yue (HaKTOpPOB
HEWPOBOCIAJICHUS y TAIMEHTOB C HACJIEICTBEHHBIMHU IKCTPANMPAMUIHBIMU 3a00JeBa-
HUSIMH, BHE 3aBHCUMOCTH OT T€HETHYECKOrO MOBPEXKIECHUSA. B KpOBH MalMEHTOB C
HACJIEJICTBEHHBIMHM 3KCTpANMpPaMUIHBIMU 3a00JIeBaHUSIMU HaOroAaeTcss aucOanaHc
comepxanausi B Oenka PHO-o, maTepnexkmnoB WMJI-1, WMJI-6 um OenkoB amomnTo3sa,
KOTOPBIX JOCTOBEPHO BHINIEC, 4eM B KOHTpoibHOU Tpynne (p < 0,005). Otmeuaercs
MOBBIIIICHHE KOHIIEHTpanuu Heporpopuna ['HTD u cHWKEHHE KOHILIEHTpALUU
HeliporpopuHa PPI'M, KoTOpbI Takke HMEET Hauboyiee HU3KHE I[OKa3aTelnu y
MAIMEHTOB C HACJIEACTBEHHOM (OPMOI MOpaKEHUsI SKCTPAITUPAMUIHON CUCTEMBI (p <
0,005). Tlony4yeHHBIC MaHHBIC O IOBBINICHUM KOHIICHTpPAIIMK OCJIKOB BOCHAJICHUS -
®HO-a, UJI-1, NJI-6 u 6enkos anonro3a pS3 u 6enka Bel2 moxkHo paccmaTpuBaTh Kak
MpOSIBJICHHE HEWpoBOCHalieHWsi Ha (oOHE Ipollecca Heupoaerenepanuu. B xone
BBITIOJTHEHHOT'O HCCJIEI0BaHUs, BBISICHUJIACh WHTEpPECHAas 3aKOHOMEPHOCTh: COOTHO-
menue HeiporpohunoB ['HTD u DPI'M, kotopoe mposiBIsSETCS IOBBIIIEHUEM
koHneHTparuu 'HOT B mnasme kpoBu u cHmwkennemM OPI'M. IlpoBeaennbie nadopa-
TOpPHBIE UCCIEAOBAHUSI TO3BOJUIM YTOYHUTh OJWH M3 MEXAHU3MOB pPa3BUTHUS
MaTOJOTUYECKOT0 KacKaJa HEHpOBOCHAJIEHUS, KOTOPBIA MOKET SIBJSTHCSI YHUBEPCAIb-
HBIM JIJISI BCEX HEUPOAETCHEPATUBHBIX 3a00JIeBaHUM, a TaK:KE€ OTKPBHITh BO3MOXKHOCTh K
HOBOM Tepamuu JaHHBIX 3a0oJjieBaHM. BpIsBlIeHa CUIbHAs KOPPENAIMOHHAS CBS3b
Mexay ypoBHeM OenkoB Bocranienus - ®HO-a, NJI-1, NJI-6 u xonnentparueit THTD
(r = 0,9231; p = 0,0000). B Toxe BpemMss UMEET MECTO CHJIbHAs OTPHIIATECIIbHAS
KOppeJsLUOHHas CBs3b Mexy KoHueHtpamueit THT® u ®PI'M (r = - 0,9367; p =
0,0000). D10 yka3plBaeT Ha TO, 4YTO NAPEHXMMATO3HbIC IJIMAJIbHBIE Makpodaruy,
BeipabateiBatomue ®HO-a, NJI-1, NJI-6 ctumynupytor cuate3 [HTD actporuramu
JUISL  3alMUThl  (DYHKITMOHAJIBHBIX HEWMPOHOB TOJOBHOTO MO3Ta, BbI3BbIBas (azy
HEUPOTPOPUIECKOTO OTBETAa, B KOTOPOM 3aJCHCTBOBaHbI MEXaHU3MbI BBIPAOOTKU

HelpoTrpodpudeckux hakTopoB u npexae scero ®PI'M pyHkimonanbHpIMU HEMpOHAMU
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rOJIOBHOIO MO3ra, a MUMEHHO HEMPOHAMHU BXOJSIIMX B COCTAaB 3KCTpAlMpPaMHIHON
cuctembl. OmHaKo rudenh GyHKIIMOHATBHBIX HEHPOHOB WU UX HapyIIeHHAS (YyHKIIHAS
HE TIO3BOJIIET B JOJDKHOM MeEpe peanu3oBaTh JaHHBIM 3allUTHBIA MEXaHH3M,
BcheACcTBUE dToro HaOmomaercs aedurur DPI'M  u  mpopomxaeTcss mporecc
HEWpOAECTEHEPALINH.

OnTuyeckass KOrepeHTHas ToMOrpadusi J1aeT BO3MOKHOCTh MHCTPYMEHTAIBHOTO
HaOMIOIEHUsT 3a pa3BUTHEM M TEYeHHEeM HelpozereneparuBHoro mporecca B [[HC.
Cy1iecTByeT MHOXKECTBO padOT € JIOKa3aHHOW KOPPETSALUOHHON 3aBUCUMOCTBIO MEXK]TY
M3MEHCHUSIMU Ha CEeTYaTKe TJia3a (CHWKEHHE TOJIIUHBI OMNPEEICHHBIX 30H) MpH
ONTUYECKOM KOTEPEHTHOW ToMorpaduud ¢ CHUXKEHUE TOJIIUHBI OMpPEACIEHHBIX
Y4aCTKOB KOpbI rojoBHOro Mosra npu MPT. B xoxe mpoBeneHHOro HUCCIeI0BAHUS
yAaa0Cch yCTaHOBUTH, 4TO mnokazarenn OKT y nanueHToB ¢ HAcieACTBEHHBIMH
HKCTpANUpaMUIHBIMU 3200JI€BAaHUAMH UMEIOT CUIIbHYIO OTPUIIATEIbHYIO KOPPEIISIIMOH-
HYIO CBSI3b MEXIy BbIcCOKOM KoHmeHTparueidn ®HO-a, WUJI-1, NJI-6 u THOT. Takum
00pa3oM BBISIBJIEHO, YTO YEM BhbIIIE€ YpOBEHb OenkoB anonrto3a u ['HT®, tem meHblie
nokazarenu OKT ceruarku riasa. B Toke BpeMmsi BBISIBIIEHA CUJIbHASI CBSI3b MEXKAY
koHUeHTpammern OPI'M wu mnokazarenssmu OKT mnammentoB ¢ HOII3. Jlanubie
M3MEHEHUS TTOATBEPKAAI0T HATMYNE HEUPOBOCIIAJICHUSI U MOTYT OBITh UCTOJb30BAHEI B
KaueCTBE OJJHOTO M3 KPUTEPUEB HAOIIOJCHUS 32 PA3BUTHEM MATOJIOTMYECKOTO MpoIecca
y JAHHBIX MMAIMEHTOB.

N3yuenue (akTopoB, CHOCOOCTBYIONIUX Pa3BUTHIO HEUPOBOCHAICHUS TpU
HOII3, mo3BOJISIET yTOYHUTH MEXAaHW3Mbl HEUPOAETEHEPALMU CTPYKTYp TOJIOBHOTO
MO3ra W paclIMpseT TPaHUIbl MATONEHETUYECKOTO JICUEHUs JAHHBIX MAlUEeHTOB. B
IPOBEICHHOM JIMCCEPTALlMOHHOM HCCJIEJOBAHUM BBISIBIICHBI U3MEHEHUS CO CTOPOHBI
UMMYHHBIX TiporieccoB B [THC, otmeuena nucperyssiius HelipoTpodruueckux ¢hakTopoB
[HT® u ®PI'M npu HACIEACTBEHHBIX DKCTPAMUPAMHUIHBIX 3a00JI€BAHUAX, MPEIIOKE-
Hbl OMOMAapKephbl ISl OIICHKA aKTUBHOCTH HEUPOBOCHAICHUS W TPOBEICHO HEHPO-
O TaJIbMOJIOTUYECKOE HCCIEOBAHUE, KOTOPOE€ MOXKHO HCIIOJNIb30BaTh B KadecTBE

HHCTPYMCHTAJILHOTO MCTOAAa B IMPOHCCCC AMHAMHYCCKOTI'O Ha6J'HOI[eHI/I$I IHanucHTOB C
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HOII3. B xoze npoBeieHHOTO UCCIE0BaHuUs ObUIO MOKAa3aHO, YTO B HE3aBUCHMOCTH OT
HO30JI0THYeCKOW (opMbI 3a00JIeBaHUs, MAIMEHTHI C HACIEACTBEHHBIMH JKCTpamnupa-
MUIHBIMU 3200JI€BaHUSAMHU UMENTH OOIINIl MEXaHU3M Pa3BUTHsI HEHPOBOCIIATICHUSI.
JlanbHeliee M3ydyeHUE BBISBICHHBIX MATOJOTHYECKUX MPOIECCOB IO3BOJIHUT
pa3pabotath cxemy JiedeHus nanueHtoB HOII3 ¢ ywyetoM wumeromierocst mporuecca
HelipoBocniasieHusi. CHMKEHUE aKTMBHOCTU HEMPOBOCHAJICHUs, IO HAIIEMYy MHEHMIO,
MOJKET CHOCOOCTBOBAaTh yIYUIICHHIO (YHKIIMOHATBHOTO COCTOSIHUSA  CTPYKTYD
IKCTPAMPAMUIHON CHUCTEMbl U CHHU3UTH CKOPOCTH IMPOrPECCHpPOBAaHUS 3a00JICBaHMUS
JAHHBIX TAIMEHTOB W OJIATONPHUATHO CKa3aThCsl HAa MX KAueCTBE KU3HHU, TO3BOJUT

YBCIIMYUTH IICPUO] CaM006CJ'IY)KI/IBaHI/I$I " COHH&HBHOﬁ AKTHUBHOCTH.
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BbIBO/IbI

1. YV mnanueHTOB HACJEICTBEHHBIMH SKCTpanmupaMUIHBIMU 3a00JCBaHUSMU
BBISIBIICHO BBICOKOE COJCp)KaHME B IUIA3ME KPOBH BOCHAIHUTENBHBIX ITUTOKWHOB:
dakropa Hekposa omyxojeit-a (70,70 nr/mn [46,42; 94,88]), UJI-1 (14,00 or/mia [8,53;
19,42]) u W-6 (14,31 nr/mna [10,32; 18,31]) (p<0,005), cBumeTenbCTBYIOUUX 00
W3MCHEHUH B PETYJISIIUU IMMYHHBIX 0TBeTOB B [{THC.

2.  TloBslennpie ypoBHH OenkoB amonto3a pS3 (49,3 E/ma [10,0; 88,6]) u
Bcl2 (89,25 wr/mn [44,5; 134,0]) B 1wa3mMe KpOBHM NAIlMCHTOB HACJICICTBEHHBIMU
sKcTpanupamMuaabiMu 3a0oneBanusMu (p<0,005) yka3pIBalOT Ha BBICOKYIO aKTHBHOCTb
Ipolecca arnonTo3a.

3. BbIsBiI€HO N3MEHEHNE HEUPOTPOPHUECKOI PEryIsIui: OTMEUYECHO TOBHIIIICHNE
KOHIICHTPAIIMH TJIHAILHOTO HelpoTpoduueckoro daktopa (423,2 nr/mia [350,0; 496,4])
(p<0,005) u cHWXKEHHE COoaepKaHUsl HelpoTpoduHa dakTopa pocTa TOJIOBHOTO MO3Ta
(16133 nr/mum [13991; 18275]) (p<0,005) B mia3smMe KpoBH y MAIMEHTOB C HACJICACTBCH-
HBIMH SKCTPAITMPAMUTHBIMU 3200JICBAHUSMHU.

4. OrmpeneseHo CHWKEHUE MOKa3aTelel ONTHYECKON KOrepeHTHON ToMorpaduu:
TOJIIIIMHBI CETYATKH B MAKYJSIPHOW 30HE, OOIICH TOJIIMHBI CJIOS TaHTIHMOHAPHBIX
KJIETOK W TOJIIMHBI HEPBHBIX BOJOKOH CETYaTKW Y TAIMCHTOB HACIEACTBCHHBIMU
SKCTpaUpaMUIHBIMU 3a0ojieBanusMu crapme 60 jet (p<0,005), xoTopsie Koppeu-
PYIOT C TIOBBIIIEHHBIMH KOHIIEHTpAIMsiMH OenkoB amonrto3a (p53 u Bcel2) (r = 0,88760
npu p < 0,005), muTokuHamu ((hakTopa Hekpo3a omyxosnei-o, MJI-1, JI-6) (r = 0,75760
npu p < 0,005) u "Heriporpoduueckumu paktopamu (THTD u ®PI'M) (r = - 0,9822 npu
p <0,005) u (r =0,9705 mpu p < 0,005) COOTBETCTBEHHO.

5. BbIsBiICHHAs CHIIbHAS KOPPEIISAIMOHHAS CBS3b MEXIy YPOBHEM KOHIICHTPAIIMU
TJIMATFHOTO HeWpoTpoduueckoro (akTtopa W KOHIICHTpalueld OEKOB BOCIAJICHUS
(dbakropa Hekposa omyxomneii-a, MJI-1 u WJI-6) (r = 0,78770, r = 0,82126, r = 0,78125
npu p < 0,005) u amonTo3a (p53 u Bcl2) (r = 0,73450 mpu p < 0,005) yka3biBacT Ha

aKTUBHOCTH TJIMAJIBHBIX HEHPOHOB Ha (POHE HEUPOJETEHEPATUBHOTO IIpolecca M
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MO3BOJISIET pacCcMaTpUBATh TMOBBIIIEHHBIM CUHTE3 TJMAJIBHOTO HEUPOTPOPUUYECKOTO
¢dakTopa u OETKOB BOCHIAJICHUSI B KaueCTBE IMAarHOCTUYECKUX KPUTEPHEB HEHpOBOCHa-
JIEHUs. TPU HACIEACTBEHHBIX HKCTpamUpaMHUIHBIX 3a0ojeBaHusAX. Pa3paboTaHHBIN
aNropuT™ (popMHpOBaHHS TMpoliecca HEUPOBOCMAICHUS Yy TMAIlMEeHTOB HACIEACTBEH-
HBIMH OJKCTPalUPaMUIHBIMU 3a00JIEBAHUSMH C Y4Y€TOM BBISBJICHHBIX MaTOTCHETH-
YECKUX MEXaHU3MOB, MOXET ObITh HCIIOJIB30BaH ISl MPOBEICHUS KOPPUTHPYIOLIEH

TEepanuu.
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[TPAKTUYECKHUE PEKOMEH/JJALINHA

1. B kadecTBe IMAarHOCTHUYECKUMHU KPUTEPHUEB MpOIlecca BOCHAICHUS B CTPYKTY-
pax TOJIOBHOTO MO3Ta Yy TAlMEHTOB HACIEICTBEHHBIMU 3KCTpalnvupaMUIHbIMU
3a00JIeBaHUSIMA HEOOXOJMMO YUMUTHIBATh KOHIICHTPALIMM B CHIBOPOTKE KpOBU Oeika
®HO-a (Bbrme 46 nr/miu), WJI-1 (Beime 8 nr/mi), WJI-6 (Bbime 16 mr/mi), OenkoB
anorrro3a pS3 (Bemmre 10 E/mm) u Bel2 (Boimie 44 ar/mi), THT® (Beime 350 nir/mon) Ha
dbone konnenTparuu GPI'M (amxke 18000 mr/mo).

2. TTarmmentam ¢ HOII3 pexomMeHA0BaHO MPOBOAUTH UMMYHOJIOTHYECKOE UCCIIe-
JoBaHKUe KpoBU c omnpenenenuem oenka ®HO-o, UJI-1, NJI-6, 6enkoB anonrto3a pS3 u
Bcl2, THT® u ®PI'M nna oueHKH YpPOBHS BOCHAJEHHUS B CTPYKTypaxX TOJOBHOIO
Mo3ra.

3. Onrtuyeckass KorepeHTHass ToMorpadus I1enecoo0pa3HO HCIHOJIb30BaTh Kak
METOJ JAMUHAMUYECKOTO HAOIIOJCHUSI TMAallMeHTOB HACJEICTBEHHBIMU JKCTpamnupa-
MUJITHBIMU 3200JICBaHUSMH.

4. 'V mainueHTOB HACJIEICTBEHHBIMU SKCTPANMUPAMUIHBIMU 3a00JICBAaHUSIMU C
YY4E€TOM CHIKEHHSI COZIepKaHUsl KOHLIeHTpauuu HelipoTtpodpuna ®PI'M pekoMeH10BaHO

MPOBOJUTH KypChl HEUPONPOTEKTUBHONW META00JINYECKON TEPAMHH.
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ITEPCIIEKTUBEI JAJIBHEUIIIE PASPABOTKU TEMBI

N3yuyenue ¢akTopoB, CHOCOOCTBYIOUIMX MPOTPECCUPOBAHUIO HEWpoereHepa-
TUBHOTO TIporiecca y OOJBHBIX HACJEICTBEHHBIMU SKCTpanmupaMuIHBIMU 3a00JieBa-
HUSMH, KOTOpBIC, IO HAIIeMy MHEHHIO, SIBJISIOTCS YHU(MUUHUPOBAHHBIMU U TIOHMCK
MEJMKAMEHTO3HBIX IpEnapaToB, KOTOpble OyAYT BIMSATH HA BbBISBIICHHBIE MATOJOTH-
YECKHUE KacKaJlbl, MOXKET CHU3UThH TEMIT POTPECCUPOBAHNUS HACIIEICTBEHHOIO 3a00JIeBa-

HUA U 6y,ZIeT CITocoOCTBOBATH IMPpOAJICHUIO IICPpHUOda CaMOO6CJ'Iy}KI/IBaHI/ISI IHanucHTA.
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IMTPMJIOKEHMA

[Ipunoxxenue A

['ocniuraneHas [lkana Tpesoru u denpeccun (HADS)

[lNocnuranpHas 1mkana tpeBoru u aenpeccun HADS (The hospital Anxiety and
Depression Scale Zigmond A.S., Snaith R.P.) pa3paboTtana asst nepBHYHOTO BBISBICHUS
JIENPECCUU U TPEBOTU B YCIOBUAX oOmeMeauuuHckord npaktuku. lkana HADS s
OTIpe/IeTICHUS] YPOBHS TPEBOTH U JICMIPECCUU HE BBI3BIBACT 3aTPYAHCHUN y MAIlMEeHTa U
He TpeOyeT TPOAODKUTEIPHOTO BPEMEHM Ha 3allOJIHEHWE W HHTEPIPETAIUIo
pesynbratoB. lllkana HADS npennaznayeHa Juist TOro, 4ToObl IOMOYb Bpady JIydlle
MOHSITh SMOIIMOHATIBHOE COCTOSIHIE U CAMOYYBCTBHE MAIIMCHTA.

KaxxnoMmy yTBep»A€HHIO COOTBETCTBYIOT 4 BapuaHTa oTBeTa. Bribepure TOT U3
OTBETOB, KOTOPBIA COOTBETCTBYET Bamemy COCTOAHMIO, a 3aT€M NPOCYMMHPYHTE

0aJuUThI B KaXKI0U YaCTH.

Yacts | (ouienka yposus TPEBOI'N)

1. 51 ucbpITHIBAIO HATIPSDKEHUE, MHE HE 1O cede
3 - BCce BpeMs
2 - 9acTo
1 - Bpemst OT BpeMeHHU, HHOT A
0 - coBceM HE MCTIBITHIBAIO
2. 51 uCHBITBIBaIO CTpax, KaKETCA, YTO YTO-TO YXKACHOE MOXET BOT-BOT
CIIYIHTHCS
3 - OMpeneIeHHO ATO TaK, H CTPaX OYCHb BEJIUK
2 - 1a, 9TO TaK, HO CTpaxX HE OUYCHb BEIIUK
1 - mHOTAA, HO 9TO MEHS HE OECITOKOUT
0 - coBceM HE UCTIBITHIBAIO
3. becnokoiHbIE MBICTU KPYTATCS Y MEHS B TOJIOBE
3 - IOCTOSIHHO
2 - OOJIBIIYIO YaCTh BPEMEHU
1 - Bpemst OT BpEMEHH U HE TaK 4acTo
0 - TOJILKO MHOT 1A
4. 51 merko MOTy IPHCECTh U PacCIaOUThCs
0 - onpenesieHHo, ATO TaK
1 - HaBepHO, 3TO TakK
2 - IUILIb U3PEIKA, 3TO TaK
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3 - COBCEM HE MOTY
5. 5 ucnBITEIBaIO BHYTPEHHEE HAMIPSHKCHHUE UITH IPOXKD
0 - coBceM He HCTIBITHIBAIO
1 - nuaornoa
2 - 9acTo
3 - 0YCHB YacTO
6. Sl UCTIBITHIBAIO HEYCHUIYUBOCThH, MHE ITOCTOSIHHO HY)KHO JIBUTAThCS
3 - ompeneneHHo, ATO TaKk
2 - HaBEpHO, TO TaK
1 - U B HEKOTOPOH CTENEHH, 3TO TaK
0 - coBceM HE UCTIBITHIBAIO
7.V MeHs ObIBaeT BHE3AITHOE YYBCTBO MAHUKH
3 - OYCHB YaCTO
2 - IOBOJILHO YacTO
1 - He TaK yX 4acTo
0 - coBcem He ObIBaeT

Yacts I (ouenka yposus JIETIPECCUN)

1. To, 4TO IPUHOCUIIO MHE OOJIBIIIOE yIOBOJIBCTBUE, U CEHYAC BBHI3BIBACT Y MEHS
TaKOE e TyBCTBO
0 - ompeneneHHo, ATO Tak
1 - HaBepHOE, 3TO TaK
2 - TAIIb B OYCHBb MAJION CTENEHH, 3TO TaK
3 - 3TO COBCEM HE TaK
2. 4 cnocoOeH paccMesIThCS U YBUAETh B TOM WJIM MHOM COOBITUM CMEILIHOE
0 - ompeneneHHo, 3TO Tak
1 - HaBepHOE, ITO TaK
2 - I B OYEHb MAJION CTENEHH, 3TO TaK
3 - COBCEM HE CrocoOeH
3. 4 ucnpIThIBaRO 60IPOCTH
3 - COBCEM HE UCTBITHIBAIO
2 - OYCHB PEJKO
1 - uHoT 1A
0 - mpakTUYeCKH BCe BpeMsI
4. MHe KaxeTcsl, 4TO 51 CTAJl BCE J€NaTh OYCHb MEIJICHHO
3 - MPaKTUYECKHU BCE BPEMsI
2 - 4acTo
1 - nuaormoa
0 - coBcem HeT
5. 51 He ciexy 3a CBOEM BHELIHOCTBIO
3 - ompeeIeHHO, ATO TaK
2 - 51 HE YJIEJISII0 ATOMY CTOJIBKO BPEMEHH, CKOJIBKO HYKHO
1 - MOXeT OBbITh, 51 CTAJ MEHBIIIE YACIATh STOMY BPEMEHH
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0 - g cimexy 3a co0oil Tak ke, Kak U paHbliIe
6. S cumTaro, yTo MOM Jela (3aHATHUS, YBICUCHHS) MOTYT IIPHHECTH MHE YyBCTBO
YIOBIICTBOPCHUS
0 - TOYHO TaK ke, KaK 1 OOBIYHO
1 - 1a, HO HE B TOH CTCIICHH, KaK PaHBIIC
2 - 3HAYUTEIHLHO MEHBIIE, YeM OOLITHO
3 - COBCEM TaK HE CUMTAIO
7. S Mory TMOJy4YuTh YIOBOJIBCTBHE OT XOPOIIEH KHWUTH, paguo- WIA
TEJICTTPOTPAMMBI
0 - vacto
1 - uHorma
2 - penKo
3 - OYCHB PEAKO

KaxnaoMmy yTBEpXKIEHUIO COOTBETCTBYIOT 4 BapuaHTa OTBETA, OTpakarollue
rpalaliii BBIPAKEHHOCTU TMpPU3HAKA W KOJUPYIOIIHUECS IO HApPaCTAHUIO TKECTH
cumntoma ot 0 (oTcyTcTBHE) 10 3 (MaKCUMallbHAS BBIPAKEHHOCTD).

NHrtepnperanus pe3ynbTaToB:

[Ipu wuHTEpnpeTal Pe3yiabTAaTOB YUYUTHIBACTCS CyMMAapHBIM IOKa3aTellb IO
KaXJI0M MOJIIKAaJe, TPU ATOM BBIACISIOTCS 3 00JIaCTH €ro 3HaUeHUM:

0-7 — HOpMa (OTCYTCTBHE JIOCTOBEPHO BBIPAKEHHBIX CHMIITOMOB TPEBOTH W
JIETIPECCUN ),

8-10 — cyOKJIMHMYECKH BBIpAXXKEHHAsI TPEBOTa/IETIPECCHs,

11 u BbIIIE — KIMHUYECKU BBIPXKEHHAS TPEBOTa/CTIPECCHS.
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[Tpunoxenune b

Kpatkas mikana orneHku ncuxudeckoro craryca (MMSE)

KpaTkass mikama OIIGHKH TICHXMYECKOoro craryca (anria. Mini-mental State
Examination, MMSE) wucnonb3yercss A CKPUHHMHTa BO3MOXXHBIX KOTHHTHBHBIX
HapyIlEeHUH, B YaCTHOCTHU, JEMEHIUU.

[Ikama ObuTa paspaborana B 1975 r., B mociemyronue rojibl B Hee ObUTH BHECCHBI
n3MeHeHusi. MMSE Takike ucnosib3yroT AJi OLEHKH U3MEHEHUN, TPOU3O0IIEIIINX MTPU
pa3BuTHU 00JI€3HU JTUOO MO BO3JACHUCTBUEM TEPAITHH.

JI1st mpoXoxKAeHUs TecTa OOBIYHO HE0OX0AuMO 0K010 10 MUH, B X0OJi€¢ KOTOPBIX
MIPOUCXOJIUT KpaTKas OlIEHKa apu(METUUECKUX CIIOCOOHOCTEN UeoBeKa, ero MmaMsTH U
OpHUEHTHUPOBAHMUS.

HToroBeIii 6alil BEIBOIUTCS IMTyTEM CYMMHPOBAHUS PE3YJIBTATOB MO KAXKIOMY U3
NYHKTOB. MaKCUMaJbHOE KOJMYECTBO, KOTOpPOE MOXHO HaOpaTb B 3TOM TeCTe,
coctapisier 30 OaIOB, YTO COOTBETCTBYET ONTHUMAIHHOMY COCTOSSHHIO KOTHUTHBHBIX
byHKIIHA.

Yem HIDKE UTOTOBBIN Oy, TeM 00Jiee BBIPAKEH KOTHUTUBHBIN TeUITHT.

Pe3ynbTathl TECTA MOTYT TPAKTOBATHCS CIASAYIOIINM 00pa3oM:

28-30 6anIoB — HET HAPYIIEHUH KOTHUTUBHBIX (DYHKIIHIA;

24277 6aninoB — MpeIEMEHTHBIE KOTHUTHBHBIC HAPYIIICHHUS,

20-23 Gamina — 1eMEeHITUs JIETKON CTEIeHH BBIPAKCHHOCTH;

11-19 GanioB — AEMEHITUST YMEPEHHOW CTENEHU BBIPA)KEHHOCTH;

0—10 0au10B — TsXKEas IEMEHIIUA.



127

[Ipoba OrieHka
1. OpueHTHUpPOBKA BO BPEMEHHU: 0-5
HazoBute naty (4ucio, Mecsll, ToJl, IeHb HEJIeTU, BpeMs ro/ia) )
2. OpueHTUpPOBKa B MECTE: 0-5
I'me mMb1 HaxoguMmcs? (cTpaHa, 00J1acTh, TOPOI, KITMHUKA, ITaXK)
3. Bocmpusitue: 0-13
[ToBTOpHUTE TpH ClIOBA: KapaHall, I0M, KOoTeika
4. KonieHTpalys BHUMAHUS U CUET:
Cepuiinbiii cuet ("ot 100 otHATh 7") - NISATH pa3 ambO: 0-5
[Ipousnecute cioBo "3eMis" HA000POT
5. IMamsaTe 0-3
[TpunomuuTte 3 cioBa (CM. TyHKT 3)
6. Peus:
[Toka3piBaeM pydyKy M 4achl, CHPAIIMBAEM: "'KaK ITO 0-3
Has3pIBaeTcs?"
[Tpocum noBTOpUTH Npeoxkenue: "Hukakux eciau, 1 win HO"
Brimonaenne 3-3TarmHol KOMaHIbL:
"Bo3bmuTe paBoit pykoit IMCcT OyMaru, CIOKUTE €r0 BJIBOE U 0-3
ITOJIOKUATE HA CTON"
Urenue: "[Ipoutnte U BHINOJIHUTE"
1. 3akpoiite rnasa 0-2
2. Hanumure npeyioxenne
3. Cpucyiite pucyHoK (*cm. HIKE)
0-1
OO0uuit 6amt: 0-30
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[Tpunoxenue B

MoaudunupoBannas mkaita Paukuna (Modified Rankin Scale — mRS)

Hoxrop JlxoH PaukunH u3 xinuHuku Ctooxui, I'nmasro, B 1957 r. pazpaboran
NATUOAMNIBHBIA  YHUBEPCANbHBI ~ MHCTPYMEHT  OLEHKM  HE3aBUCHUMOCTH |
WHBAJIMN3AIMA HEBPOJIOTMUYECKUX TMAaIlMEHTOB, Jajee HMEHEM JTOro Bpaya ObLia
Ha3BaHa pEaOWINTAIMOHHAS IIKala, AKTUBHO WCHOJB3YIOMIAsCS B MEIUIIMHCKOM
peabmiuTalnum U celyac.

MonupunrpoBanHas mikaia Psukuna (Modified Rankin Scale —
MRS) npeTepriena psa U3MEHEHHH, MOSBHICS HYJICBOW Oamul ISl «OCCCHMITTOMHBIX
MaIKUEeHTOB, KpaiHss MoauduKaiys mkansl 0pu1a B 2008 T.

[IIxama P3HKHHA TT03BOISIET OIIEHUTH CTETICHDb MHBATA A3

0. Het cuMnitoMoB.

1. OTcyTcTBHE CYIIECTBEHHBIX HAPYIICHUW >KU3HEACATEIBHOCTH, HECMOTPS Ha
HaJMYME€ HEKOTOPHIX CHMIITOMOB: CIIOCOOCH BBINOJHATH BCE ITOBCEIHEBHBIC
00513aHHOCTH.

2. Jlerkoe HapylieHUE KU3HEAESITEILHOCTH: HECITIOCOOECH BBIMOJIHATH HEKOTOPbHIC
NpeXHHEe OOS3aHHOCTH, OJIHAKO CIHpPABJISIETCS C COOCTBEHHBIMU jJeflaMu  0e3
MMOCTOPOHHEW TOMOIIIH.

3. YMepeHHOe HapyllIeHUEe KUZHEIEATEIbHOCTH: TpeOyeTcss HEKOTOpasi MOMOIIb,
OJIHAKO CITOCOOEH XOUTh 03 MOCTOPOHHEHN MTOMOIIIH.

4. BelpaxkeHHOE HapyIIEHUE >KU3HEIEATEIHHOCTH: HECTOCO0eH XOAWTHh 0e3
MOCTOPOHHEN TOMOLIM, HECHOCOOEH CHPaBIATBCA CO CBOUMH  (DU3HMUYECKUMU
NOTPeOHOCTSIMU 06€3 TOCTOPOHHEH TOMOIIIH.

5. Tsxenoe HapyIIeHUE KU3HEACATEIIbHOCTH: IPUKOBAH K MOCTEINH, HeAepKaHUe

MOYH U KaJyia, TpeOyeT MOCTOSHHOM MOMOIIM ¥ PUCMOTpA MepcoHaIa.

IlepBas crenensb npeamnoyaraeT OTCyTCTBUE MPU3HAKOB MHBAIUIHOCTH, OOJIBHON

B COCTOSIHUU BBITIOJHATH 0€3 MOCTOPOHHEH MOMOIIM BCE JEHCTBUS MO yXOAY 3a COOOi.
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OnHaKo 3TO HE UCKIIOYAET Y OOJBHOIO HAJWYMsI MBIIIEYHOM CIa0OCTH, PacCTPONUCTB
YYBCTBUTEIHLHOCTH, HAPYIICHUNH pEUYH HIIM IPYTHMX HEBPOJOTUYECKUX (PYHKIHMH. DTH
HapyLICHUs BBIPAKEHbl B HE3HAUUTENBHOM CTENEHW U HE BEAYT K OTPaHUYEHUIO
AKTUBHOCTH.

Bropasi crenenb npeanosaraeT HaJlu4uue JIETKUX IPU3HAKOB MHBAIUIHOCTH, HO
O0JIbHOM B COCTOSIHUM YXa)KHMBATh 3a cOOOM 0e3 moctopoHHel nomouu. Hanmpumep, He
MOJKET BEpHYTbCSI K TMpexHell pabore, HO cmocoOeH oOcmyxkuBaTh cebs 0e3
IIOCTOPOHHETO MPUCMOTpA.

Tperbs CTeNneHb MPEIOJaracT yMEpEHHO BBIpaKCHHbBIE pU3HAKU
WHBAJIMIHOCTH, OONBHOW HYKIAETCSA B HEKOTOPOM IMOCTOPOHHEH MOMOIIM IIpH
OJIEBaHUH, TUTUEHUUYECKOM YyXOJi¢ 3a cOOOM; OOJBbHOM HE B COCTOSIHUM BHSTHO YMTATh
WIM CBOOOJHO OOMIATBCA C OKpyXaromuMU. bBOJbHON MOXET M0JIb30BaThCs
OPTOINEINYECKUMHU MPUCTIOCOOTICHUSIMU WU TPOCTHIO.

YerBeprasi  CcTemeHb NPEANOaraeT HaJW4YMe€  BBIPAKEHHBIX  IPU3HAKOB
WHBAJIMJIHOCTH. bBOJBHON HE B COCTOSSHUM XOJIUTh M yXaXXKHUBaTh 3a co0oil 0e3
IIOCTOPOHHEN MTOMOILHY, OH HYXJAETCSI B KPYIJIOCYTOYHOM IPUCMOTPE U B €XKETHEBHOM
NOCTOPOHHEN momomu. I[Ipy 3TOM OH B COCTOSHUM CaMOCTOSTEIbHO WIIM IpU
MUHUMAJIBHON MOMOIIM CO CTOPOHBI BBINMOJHATH KAKYIO-TO YacTh MEPONPHUATHN TIO
YXOy 3a COOOM.

IIsaTasi creneHb NpeaIoNaraeT CUIbHO BBIPAKEHHBIE NMPU3HAKA WHBAJIMIHOCTH.
BonbHON NpuKOBaH K MOCTENIH, HEONPSTEH W HYXKJIAeTCs B IOCTOSHHOM YXOJie U

HAOJIFOIEHUH.
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[Tpunoxenune I

Wuaexc mobunsaocTr Pusepmuat (Rivermead mobility index - RMI)
Mertoarka npeaHasHaueHa sl KITHHHYECKOM OIIEHKH MOOMIIBHOCTH TAIlMEHTa.
3Ha4YcHUE UHJIEKCA MOOHJIBLHOCTH PHBEpMHII COOTBETCTBYET CymMMe  0alljioB,

IMOJIYUCHHBIX 3a Kﬂ)K,ZII)Iﬁ IIOJIOKUTEIbHBIM OTBET B OTHOIICHUM JaHHOT'O ITallMCHTA.

Ne || HaBbeIk Onenka

1 [ToBopoTt B mocrenu MoskeT moBepHYThCS CO CIIUHBI Ha OOK 0€3 MOMOIIH.

ITepexon B monoxeHue

2 cuns MoxeT caMOCTOSATENIBHO CECTh Ha Kpail OCTeNH.

3 PaBHOBecue cuas Moxer cunets Oosiee 10 cex. Ha Kparo MOCTENH.
CamocTrosTenbHOe MoxeT BCTaTth ¢ JII00O0Tro CTyla MeHee 4eM 3a 15 cek u

4 BCTaBaHUE CTOATH OoJiee 15 cek MOXKHO C TOMOUIBIO.

5 CamoctosarenbHoe ctosaue | Cam ctout 6osee 10 cex 6e3 omopsl.

Cam, MOXET ¥ C MaCCUBHOM OMOPOii, MepeMeniaeTcs ¢
6 [lepemenienune KpOBaTH Ha CTYJ U 00paTHO.

Cam, He BO3OpOHSIOTCS MPUCTIOCOOJIEHUS (XOAYHKH,
7 Xoasba Mo KOMHATe OpTe3HbI U T.J.), MOKET NMpoiiTu 60see 10 MeTpoB.

be3 nmocropoHHeEN MOMOIIY MOYXKET MPEOIO0JIETh
8 IToaneM 110 JIEecTHUIIE JIECTHUYHBIN MPOJIET.

MoskeT XOAUTh MO TPOTyapy 0€3 MOCTOPOHHEH.

9 Xonpba BHE KBapTUPbI ITOMOLIH.

Xonawrba o komHaTe 6e3 Mosket nipoiitu 60see 10 meTpoB B kBapTHpE 0€3
10 | mocobwuii KaKuX-1100 MocoOuH.
11

[ToguaTtue mpeamMeToB ¢ MoskeTt npoiiTi 60see S METPOB, MOTHATH MPEAMET U
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nojia BEPHYTHCS.

Xonab0a BHE KBaPTHUPHI 110
12 | mepecevyeHHON MECTHOCTH MoxeT caMm XOOUTh 10 TPaBe, FPaBHIO.

CaMOCTOSATEIbHO MOKET 3alTH B BaHHY (IYILIEBYIO),

13 | IIpuem BaHHBI MTOMBITHCS] I BBIMTH.
[logbem u criyck Ha 4 Mosxet 6e3 mocoOuii (B TOM YKCIIE MIEPHIT) TIOTHATHCS
14 | crynenu Ha 4 CTYINEHU U CILyCTHTbCS.

Mosxet npobexatb 6osee 10 MEeTpoB HE TPUXpaMbIBast
15 | ber 3a 4 cekyHbI (MOKHO OBICTPOI XOH00I).

3HaueHHE UHJIEKCA MOXKET COCTaBIATH OT 0 (HEBO3ZMOXKHOCTH CAMOCTOSITEILHOTO
BBITIOJTHEHUS KaKUX-JTMOO MPOU3BOIBHBIX IBUKEHUN) 10 15 (BO3ZMOKHOCTH MPOOEKaTh

10 meTpoB).



Crucok MManncHTOB
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Ne i/ damunus Ne kapThI Ne n/mm Pamunus Ne xapThI
1 A-os C.10. 28937 39 K-sx B.B. 19366
2 A-oB J1.IO. 11687 40 K-au E.A. 16202
3 A-Ba A.A. 3455 41 K-ox E.B. 9619
4 A-es P.H. 26914 42 K-ox H.B. 12738
5 b-es A.1. 13400 43 K-yx B.B. 8485
6 b-Ba JI.P. 29201 44 K-a U.H. 214959
7 b-oB D.0. 40522 45 K-Ba A.A. 2815
8 b-na U.A. 5260 46 K-na JI.B. 34772
9 b-un @.T. 4208 47 JI-na T.®. 25361
10 B-oB AL 1203 48 M-oB M.A. 74061
11 B-pa JL.T. 213285 49 M-Ba IL.A. 16147
12 I-a C.T. 233763 50 H-TtE.C. 3409
13 [-0a O.P. 3531 51 H-na B.A. 26472
14 I'-Ba D.IL 3534 52 H-oB B.1. 17122
15 I'-un C.B. 2193 53 H-sa JL.W. 197760
16 -0 B.A. 15154 54 I1-oB B.H. 14354
17 J1-oB B.1. 2720 55 I1-ax B.3. 24298
18 JI-Ba MY, 24961 56 I[1-oB H.B. 40561
19 K-Ball. 3652 57 I1-8a T.B. 40560

20 XK-es M.Y. 3105 58 I1-eB A.B. 2792
21 3-o0B B.E. 11107 59 I1-un N.A. 141436
22 3-uit E.A. 5553 60 I1-sa H.B. 30072
23 3-oBa B.B. 11858 61 P-ep O.I'. 11272
24 N-moB A.I11. 31944 62 P-sa H.H. 40562
25 1-a B.B. 161970 63 P-sa E.M. 2556
26 1-Ba B.M. 10690 64 C-Ba T.A. 15331
27 N-sa JL.E. 122550 65 C-as E.C. 2648
28 N-xo C.B. 167047 66 C-Ba O.H. 18247
29 N-es I.H 6361 67 C-Ba O.A. 17252
30 U-oB U.A. 2826 68 T-e X.W. 28532
31 H-oB P.C. 32015 69 ®-oB M.B. 29626
32 K-Ba A.T. 26688 70 ®-ko 3.B. 12237
33 K- E.A. 124541 71 @-uH A.A. 2199
34 K-Ba B.K. 23010 72 X-oB A.B. 16531
35 K-Ba C.B. 9643 73 I1-i1 A.E. 3379
36 K-Ba T.M. 9928 74 Y-ka T.C. 11288
37 K-oB P. b. 12737 75 [I-yk A.B. 36554
38 K-na T A. 10669
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AKT BHEAPEHU S

B JIe4eOHBIN IIpoliecc HeBpomormdyeckoro oraeneHus Ne 2 (12-3) OompHHuEI uMm. Ilerpa
Benukoro XiWHUKKA (eneparbHOrO TOCYAapCTBEHHOTo OMOKETHOro 00pa3oBaTENhHOTO
yupexJeHus BRICIIero oopazosanus «Cepepo-3anaaHbiii rocy1apCTBEHHBIN METUITMHCKHH
yauBepcuter uM. V.M. MeunukoBay MuHucTepcTBa 3apaBooxpaHeHus Poccuiickoi
denmepanmy  pe3yNbTATOB  KaHAWOATCKOM  auccepraumud Ha TeMmy: «KiamHHKO-
IaTOreHeTH4ecKast IUArHOCTUKA HelpoBoCIaleHUs IIpu HaClle/ICTBEHHBIX
SKCTpanUpaMUIHbIX 3a00seBaHmAx» acnupanTa lllapypoBa Baguma Anexcanaporuya.

Mgl, HMXKETIOANMCABIIMECH, KOMHCCHSI B COCTaBe: IpeJcenarellh — 3aMeCTUTENb
ITIaBHOTO Bpada 10 Tepanuu l'omoHOoBa B.B. M HM.0. 3aBeayromiero HEBpPOJOTHYCCKUM
ormeneHueM Ne 2 (12-3) Bpau-HeBponor ®@omuna E.b. ymocTtoBepsem, 910 pe3yiIbTaThL
Auccepraluyy Ha TeMy: «KiMHHKo-IaToreHeTH4ecKas JUarHOCTHKA HeMpOBOCHAICHUS TIPH
HACIIE/ICTBEHHEIX  OKCTpanWpaMMIHBIX 3aboneBaHuax» acnupanta Illasyposa B.A.
xadenpel HeBposormr uM. akan. CH. [laBungenkoBa BHedpeHEBI B leueOHyio paGoTy
HeBponoruyeckoro oraeneHust Ne2 (12-3) Gonpruusl um. Iletpa Bemuxkoro.

3aMecTHTeNb [IaBHOIO Bpaya [0 Teparuu .~ I'omonoga B.B.

Ct /o
1 7 omuHa E.B.

/ F "
A S
g

P

H.o. 3aBenyroimero HEBpoJIOTHUECKUM oTaeneHneM Ne2 (12-3)
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AKT BHEJPEHMU I

B JIe4eGHBIH IpoLece KIMHUKO-IUarHOCTHIECKOTO MEHTPpa KIHMHAKE uM. D.3.9ixBansna
(emepasbHOro TOCYZapPCTBEHHOIO OHO/DKETHOTO 0Opa30BATENBHOrO YUPEXKACHH BHICIIErO
obpazoBanus «CeBepo-3ana bl IOCYIapCTBEHHBIN MeUIUHCKHNA YHUBEpcHTeT uM. V..
Meunukosa» MunucTepcTBa 3apaBooxpanenus Poccuiickoit ®emepanuu pes3yiibTaToB
KaHTUIATCKOH  juccepraudd  Ha TeMy: «KIMHUKO-IIQTOreHETHYECKasm IMArHOCTHKA
HEHpPOBOCHIANCHN TIPU HACIECTBEHHBIX KCTPAIPaMUAIHEIX 3a00JeBaHMAXY» ACIUpaHTa
HasypoBa Bagnma Anexcanaposuya.

Mpl, HUKETIOMIIMCABIINECS, KOMHCCHA B COCTaBe: MPEACENATENs — 3aMECTHUTENDb
MIaBHOTO Bpaya MO KIMHMKe UM. 2.D. Dixpanpga Manymwmaa E.A. ¥ 3amecTHTeNb
[JIaBHOrO Bpava no repanuu [ omonosa B.B. ynocrosepsieM, 9To pe3ynsTarhl JUCCEPTALUHN
Ha  Temy.  «KIMHHKO-aTOreHeTHMYecKas  QUATHOCTHKA  HEWpOBOCHANEHMS  1IpU
HACJIEJICTBEHHBIX ~OKCTpanupaMuAHBIX 3aboseBaHusAx» acmupanta Illasyposa B.A.
xadenps! - Heponorky uM. axkan. C.H. JlaBuneHkoBa BHeApeHBl B NeueGHyI0 paboTy
KIMHUKO-AHATHOCTHYECKOTO LIeHTpa KIHHUKY UM. 0.0, DHXBaiIna.

3aMecTuTeNb [NIaBHOTO Bpava
KIMHHKe HM. 5.9, DHXBaibaa Manymnna E.A.

3aMecTHTENb [VIaBHOIO Bpaya 110 Teparuu ["omonosa B.B.
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AKT BHEAPEHM S

B yuebGHBIM mpomecc Kagenpsl Hepponorumu uM. akan. C.H. JlaBuIeHKOBa TepameBTUYECKOTO
dakyipTeTa (enepaIbHOTO TIOCYAapCTBEHHOIO OHOJUKETHOTO 00pa3soBATENBHOIO yUYPEIKIACHUL
BoIcIIero oOpasoBanmsa «Cemepo-3anajHeli rOCYHapCTBEHHBIN MEIUIMHCKAN YHUBEPCHTET HM.
MN.H. Meunnkosay MuHHCTEpCTBa 3apaBooxpaHenust Poccuiickoii @enepanuy pesyabTaToB
KaHOMOATCKOM  JMccepTarui  Ha  TeMy:  «KiMHMKO-IaroreHeTHdyecKas — JIHATHOCTHKA
HelfpoBOCIIA/ICHHsST UpPH  HACIEACTBEHHBIX OKCTPalMpaMHHBIX — 3a00NeBaHHAX»  aCIHpaHTa
[IIarypora B. A.

MBI, HIDKETONMCABIINECS, KOMUACCUI B COCTAaBe: NpeAcenarens - NeKaH TepaleBTHIECKOIo
dakyisrera 1.M.H. npodeccop Pasnarosckuit K.I1., 3apenyromuil Kapeapoil HEBpOIOrHU UM. aKa[.
C.H. Jasunenkosa I.M.H. joreHT ongobun B.B. u 3apexyrommi yueOHoH 4acTeio Kadeapst
uaeponoruy uMm. akad. C.H. JlaBumenkoBa K.M.H. 3yeB A.A. yIOCTOBCPSACM, YTO PE3YNLTATHI
JUCCePTalliK 0YHOTO acnupanTta Kadenps! Hepponorun uM. akan. C.IH. JlapuneHkoBa Ha COMCKaHUC
VUeHOM CTemeHH KaHauJaTa MeaunuHCKMX Hayk Illasyposa B.A. Ha Temy: «KImMHMKO-
NATOTCHETHUCCKAd JIMArHOCTUKA HEHPOBOCHATEHUS IIPH HACHIEACTBEHHBIX 3KCTPallMpaMEIHBIX
3a00JICBAHMAX» BHEJPEHBl B Jekimu Kadenpsl HeBposoruu uMm. akax. C.H. Jasupenxosa mis
Bpauei-caymaTene MUKIOB OOIIEro yCOBEPLUIEHCTBOBAHIA, IIPOYECCHOHANLHON MEPEnoArOTOBKH
[0 CIENMaIBHOCTH  «HEBpoJorus», Tema: «llaTomorus  3KCTpanMpaMMAHOH  CHCTEMBI.
[TapkunconmsMy; «BTOpHMUHEIM mapkuHCOHH3MY; «l'emarouepeOpanpHas  QUCTPOQUA», U
NpaKTHYeCKHe 3aHATHA I CTYJCHTOB M KIMHHYECKUX OPAMHATOPOB IO TeMe: «3aboseBaHus
HKCTPANHUPaMUIHON HEPBHON CUCTEMEBD».
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