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CITMCOK COKPAIIIEHUIA
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— DCCEHLIMAIBHBIN TPEMOP



BBEJIEHHUE

AKTyaJ'IBHOCTI) TEMBI UCCIICAOBAHUSA

HacneacTBenHbie skcTpanvpaMuHbie 3a001€BaHUsI — 3TO TPyIIa reTepOoreHHbIX
OoJie3HEH IIEHTpPaJIbHOM HEPBHOM CHUCTEMBI, C MPEUMYIIECTBEHHBIM MOPAKEHUEM
KCTpanupamMuaHod U Mo3zxkeukoBoil cuctembl (Mmnapuomkun C.H., VBanoBa-
Cmonenckas W.A., 2019, 2021). bonesnp ['entunrrona, Oone3np I[lapkuHcoHa,
TOPCUOHHAsA JUCTOHUSA, ACCEHLUMAIbHBIM TpeMop, Oone3nb Bunbcona-KonoBanora
XapaKTepU3yIOTCs PA3TUYHBIMUA TUNIAMU HAPYIIEHUW JBUKEHUW U OOBEAUHSIOTCS B
MUpOBOM JsuTepaType TepMuHOM «movement disorders» (Rajan S., 2019).
JIBUratenbHble PacCTPOMCTBA HEPEAKO COMPOBOXKIAIOTCA TSXKEIBIMUA HapyUICHUSIMHA
MHecThyeckux ¢yHkuuid u ncuxuku (JlutBunenko U.B., EMenun A.YO. u np., 2017;
Nnnapuomkun C.H., 2018; Svenningsson P., 2012; Zurowski M., 2013; Cztonkowska
A., 2018, 2022). HacnencTtBeHHbIE dKCTpanupaMHuaIHbe 3a00J1€BaHUsI O HACTOSIIETO
BPEMEHHU OCTaIOTCA MaJOKypaOeIbHBIMU, HMMEIOT MPOTPECCUPYIONIEE TEUCHHUE U
MPUBOJAT OOJIBHBIX K TsKenoi creneHn uHBamauzanuu ([lomuukoB B.I'., TlenuHa
I'.0., IIpoxopoB A.A., 2017, 2022). B HacTosiliee BpeMsl IOCTUTHYT MpPOrpecc B
MMOHMMAaHUU OCHOBHBIX MAaTOI€HETUYECKUX (PAKTOPOB, BHI3BIBAIOIIUX HACJICACTBEHHBIC
skcTpanupamuaabie 3a0oneBanus (Berunnosa A.C., Kankaesa M.P., Mymxupu H.M.,
Wnnapuomikun  C.H. 2023, 2024). AKTUBHO W3y4YaeTcsl BKJIaJ Pa3IU4YHBIX
MaTOJOTUYECKUX KAaCKaJlOB, KOTOpPbHIE 3aIlyCKAlOTCS TEHETUYECKH OO0YCIIOBICHHOU
rubenpl0 HEWPOHOB B IEHTPAJIBHOW HEPBHOW CHUCTEME TIPU HACJIEACTBEHHBIX
3aboneBanusax (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 pa3pabOTaHHOCTH TEMBI

YcraHoBlIeHA ~ POJb ¢bakTopoB, MPOBOLMPYIOIIMX  BOCIHAJICHUE W
CIIOCOOCTBYIOIIMX pa3BUTHIO 3a0ojieBaHUM HepBHOM cuctembl (JIutBuHenko W.B.,
Emenmun A.1O. u np., 2017, 2022; Kapueckasa A.E., Ilatommua O.B., Illaposa E.B.,
Oxnuna JI.B., TutoB O.1O., 2023). OT™MeueHa poJib IKCAUTOKCUYHOCTH U IMOBBIIIEHHON
akTuBaluu  rayramaTtHeix  NMDA-penentopoB 1npu  06oje3Hu  ['eHTHHITOHA
(KmommaukoB  C.A., 2020, 2022). BeisBnmen — aucOanaHC — HEHTPaTbHBIX
HEHpOTpaHCMUTTEPOB npu  TopcuoHHOW nuctoHun (bemoycoBa A.A., 2020).
AKTyaJbHBIM HalpaBJICHUEM OCTaeTCs M3ydeHue (akTopoB, CIIOCOOCTBYIOMIMX TUOENN
HEUPOHOB IIEHTPAIIBHOM HEPBHOM CHUCTEMBI, CpPEId KOTOPBIX MOMXHO OTMETHUTh
BocnajeHue. HeilpoaereneparuBubii mporecc B IIHC mnpuBoauT K akTUBAIUU
UMMYHOJIOTHYECKH PEJICBAaHTHBIX F€HOB, KOTOPhIE 00BEIUHAIOT UMMYHHYIO U HEPBHYIO
cuctemsl (Klionsky D.J., 2022).

B HepBHOW TKaHMW [1a)K€ HEBBIPAXKEHHBIE MPOBOCHAIUTEIBHBIE CUTHAJIBI
CTUMYJIMPYIOT CHUHTE3 BOCHAJIUTEIBHBIX MEIMATOPOB M BBICBOOOXKIIEHHE XEMOKHHOB
(Thier S., Lorenz D., 2019). B To e BpeMmsi, U3BECTHO, YTO KU3HECITOCOOHBIC HEHPOHBI
MPENATCTBYIOT 3allyCKy HWMMYHOJOTHYECKH pEJIEBAHTHBIX T'€HOB, a CTUMYJISLUS
BpOXKJIEHHOro uMMyHHoro otBera B I[HC wmoxer BbI3bIBaTH  BBIPAOOTKY
HelipoTpodudyecknx (akKTOpOB, CHIIKAIOIIMX YpPOBEHb BOCHAJCHHUSA, oOOecIeunBas
BoccTaHoByieHue HepBHOM TkaHU (Ross O.A., Conneely K.N., 2020).

YTouHeHnue (akTOpOB, BIMSIONMIMX Ha TMPOIECC BOCHAJICHUS B CTPYKTypax
TOJIOBHOTO MO3ra Ha (JOHE MPOrPECCHUPOBAHUS HACIEICTBEHHBIX SKCTpPANUPAMUIHBIX
3a00JIeBaHUN U ONpEAeNICHUE IUAarHOCTHYECKUX KpPUTEpHEB, OyIeT CcrocoOCTBOBATh

pa3pabOTKe HOBBIX METOJIOB JICUCHUS TSHKETIEHITNX 00JIe3HEH.



Llenp uccinemoBanus

YIy4dlmnTh JUAarHOCTUKY IPOLIECCa HEMPOBOCHAIEHUS B CTPYKTYypax I'OJIOBHOTO
MO3ra IpH HACIEACTBEHHBIX JKCTpalNMpaMUIHBIX 3a00JI€BaHUIX C ONpPEACIICHUEM

AUArHOCTHYCCKHUX KPUTCPHUCB.

3ajgauy UCCIIEIOBAHUA

1. OnpenenuTh KOHLIEHTpalUUU OEIKOB BocmalieHUs ((pakTop HEKpO3a OMyXoJei-
0, UHTepielkuHa-1, uHTepneilkuHa-6) B  IUIa3M€ KPOBH C  IOMOILBIO
UMMYHO(pEPMEHTHOTO aHAJIN3A.

2. OueHuTh aKTUBHOCTH IpOIIEcca aloNTo3a y MAalMeHTOB HAaCJEICTBEHHBIMU
HKCTpANUPaMHUIHBIMU 3a00JI€BaHUSIMU 110 YPOBHIO cojiepkaHus OenkoB arnonTo3a (p53
u Bcl2) u B muta3Me KpoBu ¢ TOMOIIBI0 UMMYHO(PEPMEHTHOI'O aHAJIU3A.

3. OmpenenuTb YpOBEHb INIMAJIBHOTO HeWpoTpoduueckoro (¢dakropa u
HelipoTpoduyeckoro (akropa TOJIOBHOTO MO3ra B IUJIa3ME€ KPOBU TMAIMEHTOB C
MOMOIIHI0 UMMYHO(GEPMEHTHOTO aHaIN3a.

4. YTOUHUTHP U3MEHEHUS B CETYAaTKE Yy TMAallMeHTOB HAacCJIEeJCTBEHHbIMU
IKCTpANUpaMHUIHBIMU  3a00JIEBaHUSMA HA  OCHOBE TMPOBEACHUS  ONTUYECKOU
KOTE€PEHTHON TOMOTrpaduu TJIa3HOTO S0JI0Ka.

5. BbIsIBUTH  OUMArHOCTHYECKHE  KPUTEPUU  HEHPOBOCHMANCHUA  TIpU
HACJICJICTBEHHBIX OSKCTPANMUPaMUIHBIX 3a00JI€BAaHUSIX C YYETOM JaHHBIX KIWHUKO-

HEBPOJIOTHYECKOT0, TAO0OPATOPHOTO U HEHPOO(DTATHMOJIOTHYECKOTO UCCIICIOBAHUS.

Haquaﬂ HOBHM3HA UCCICOAOBaHUA

Jloka3zaHO HajaMuue Ipolecca BOCHAJIEHHUS B CTPYKTypax TOJIOBHOTO MO3ra y

MManrCHTOB HACJICACTBCHHBIMUA 3KCTpPAIIMPaMHUIHBIMHA 3a00J1€BaHUSAMU IIpu IIPOBCACHNHA



KOMIUIEKCHOTO  KJIMHHUKO-HEBPOJIOTHYECKOTO,  HEHUpOO(dTATIbMOJOTMYECKOTO U
7a00paTOPHOTO HCCIEOBAHUS C OMPEICICHHEM KOHIICHTpAIMU OEJIKOB BOCIIAJICHUS,
aronTo3a, riIuajbHOro HelpoTpoduueckoro dakropa U HelpoTpoduueckoro ¢akropa
rojioBaoro mo3ra (p < 0,005).

BeisiBUIM M3MEHEHHE KOHIIGHTpallMM B IIa3Me KpPOBU OEJIKOB BOCHAJICHUS
(dbakTOp HEKpo3a OMyXoJIeH-0, HHTepJeHKrHA- 1, HHTEpJICHKUHA-6) 1 OEJIKOB amomnTo3a
(p53 u Bcl2) Ha oHe BBICOKOTO YpOBHS TNIMAIBHOTO HEHPOTpOo(dUUYecKoro ¢pakropa u
HU3KOM KOHIICHTparui HelpoTpoduueckoro axkropa roJoBHOTO MO3ra y IMaIllME€HTOB
HACJICICTBEHHBIMH SKCTPAMMMPAMUTHBIMH 3200JICBAHHUSIMHU.

VY CTaHOBIIEHO HalMYUE U3MEHEHUM CETYAaTKH TJIa3HOTO s0JI0Ka y MaIMeHTOB C
HACJICJICTBEHHBIMU JKCTpalUpaMHUIHBIMKE 3a0o0yieBaHUSIMHU cTapiie 60 jeT B Bule
CHIDKCHHS TTOKA3aTeNICH TOJIIMHBI CJIOS TAHTIMOHAPHBIX KJIETOK CETYATKH, TOJIIIUHBI
CEeTYATKH B MaKyJSIPHOW 30HE W TOJIIHWHBI HEPBHBIX BOJOKOH CETYATKH C ITOMOIIBIO

METO/1a ONTUYECKON KOTePEHTHOM ToMOorpadum.

TGOPCTH‘IGCKEUI " IIPAKTUYICCKAA 3HAYUMOCTDb UCCIICAOBAHUA

Y  nmanueHToOB  HACJNEACTBEHHBIMU  JKCTpPANMUPAMHUAHBIMU  3a00JI€BaHUSMHU
BO3HHUKAET BOCHNAJIEHUE B CTPYKTypax TOJOBHOIO MO3ra, KOTOPOE€ MPOSIBISAETCS
MOBBIIIIEHHBIM CUHTE30M IJIHAJIBHOTO HeHpoTpoduueckoro ¢akTopa, YBEIMUYCHUEM
KOHIIEHTpaIuu ¢akTopa HEKpo3a OMyXoJiei -0, HHTepiaeiHkuHa-1 1 uHTepiaeikuHa-6.

BoiBIeHO  WM3MEHEHUWE  HEUpOTpo(UUECKOW  peryiasiuMd y  [alHUeHTOB
HACJICJICTBEHHBIMU JKCTpPANUPAMUIHBIMU 3a00JICBAHUSIMU B BHJIC€ CHI)KCHUS YPOBHS
HelpoTpodudeckoro ¢pakTopa roJJOBHOTO MO3ra M IMOBBIIICHUS KOHIICHTPAIIMM OCIIKOB
anonTo3a (p53 u Bcl2).

Y cTaHOBJIEHO, YTO U3MEHEHHs HA CETYATKE TJIa3HOTO sI0JI0Ka B BUJIE CHIDKCHUS
MOKa3aTeyleld TOJIIMHBI CJIOS TaHIVIMOHAPHBIX KJIETOK, TOJIIMHBI CETYaTKU B
MAaKyJISIpHOM 30H€ M TOJIIMHBI HEPBHBIX BOJIOKOH CETYATKU BO3HUKAIOT MpHU

JUTUTEIbBHOM TEYCHHH OO0JIe3HW Ha (POHE MPOTPEecCCHUPOBAHMS HEUPOETEHEPATUBHOTO



3a00sieBaHuUsl LIEHTPAJIbHON HEPBHOM CHCTEMBbI y MalMEHTOB cTapiie 60 JeT, KOTopbie
MOXHO HCHOJIb30BaTb B  KAayeCTBE JUArHOCTUYECKMX MapKepoB  Mpollecca

HCﬁpOBOCHaHCHI/ISI.

MGTOI[OJ'IOI‘HH N MCTOIbI HCCIICIOBAaHU

B npouecce HaydyHOro HccieqOBaHUS MPOBOJMIICA AHAIW3 OTEUYECTBEHHBIX U
3apyOeKHBIX PabOT, MOCBAIICHHBIX W3YYEHUIO MPOOJIEMbl MaTOreHe3a U TUAarHOCTUKHU
HACJIEICTBEHHBIX AKCTpANMpaMUAHBIX 3200JIEBaHUN M pOdM (PAKTOPOB BOCHAICHHS U
HEHPOTPOPUHOB B POLIECCE HEUPOIETEHEPALIIH.

JUig pelieHust 3ajad JIUCCEPTAlMOHHOIO MCCIEeN0BaHMs ObUl MpOBeIEH cOOp U
aHaIM3 Kajno0 MalUEeHTOB, OLICHKAa HEBPOJIOTMYECKOrO CTaTyca, YpPOBHEH (aKkTOpoB
HEKpOo3a OIyXoJei-0, WHTepieiknHa-1, MHTepieHKkuHa-6, TIIHaTbHOTO HEUpPOTpodu-
yeckoro (¢akropa M HehpoTpoduyeckoro (akropa TOJIOBHOTO MO3ra B CBhIBOPOTKE
KPOBH U pe3yJIbTaTOB HEHPOO(DTATEMOIOTHYECKOT0 UCCIIETOBAHU.

[Toy4yeHHbIC pe3ynbTaThl MOJABEPTATUCH CTATUCTUUYECKOMY aHATHU3Y.

OOBEKT UCCleI0BaHNs — MAallMEHThl C HACJIECTBEHHBIMU IKCTpPanUpaMUIHBIMU
3aboneBanusiMu  (n=60), Tpymnma cpaBHEHUs TMalMEHTH 0o0yie3Hbl0 BuiibcoHa-
KonoBanoga (n=15), KOHTpoJIbHas TpyIIa 310pOBbie JOOPOBOIBIEI (n=30).

[Ipeamer wuccineqoBaHUs — OIEHKAa IIpoliecca BOCHAJIEHUS B CTPYKTypax

I'OJIOBHOI'O MO3ra U BBISIBJIICHHUC (l)aKTOPOB, BJIMAIOIMIKUX Ha €T'0 dKTHBHOCTD.

OcHOBHBIC IMOJIOKCHHA, BBIHOCHUMBIC HaA 3aIlIUTY

1. VY manueHToB ¢ HACJEICTBEHHBIMU 3KCTPAUpPAMHUIHBIMU 3a00JIEBAHUSIMU
OTMEYaeTCsd W3MEHEHUE B perysiiui HMMYHHbIX oTBeToB B I[HC Bciencreue
NOBBIIICHHOTO CHHTE3a IIUTOKMHOB (paKTOpa HEKpO3a OMyXoJiei-0, MHTepieikuHa-1,
UHTEpJIEUKNHA-6 Ha (POHE BBICOKMX KOHIIEHTPALMHA TIUAIBHOTO HEHpOTPOPHUUECKOro

dakTopa u 6enkoB anonTo3a (p53 u Bel2).
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2. [ToBbIlIEHNE AKTUBHOCTH BOCHAIMTEIbHBIX LUTOKMHOB ((hakTOpa HEKpO3a
OITyXOJIEH-0,, UHTEPJICUKNHA-] U MHTEpIIEHKNHA-6) CBA3aHO C HapyLIEHUEM B CUCTEME
peryisnun HEHUPOTPOPUHOB: YBEIUYCHHE KOHILIEHTpALUH IJIMAJIBHOTO
HelipoTpodudeckoro (akTopa W CHHKEHHE KOHLEHTPALUU HEHPOTPOPUIECKOTO
(akTOpa roJI0BHOTO MO3Tra, CIOCOOCTBYIOIINX aKTUBALUN HEHPOTIIUH.

3. W3MeHeHns1 ceTyaTKH TIJIa3HOTO sI0JI0Ka B BMJIE CHIDKEHHUS IOKa3aTesen
TOJIIMHBI CI0S TaHIIMOHAPHBIX KJIETOK CETYATKH, TOJILIUHBI CETYATKU B MAaKYJSIPHOU
30H€ M TOJIIIMHBI HEPBHBIX BOJIOKOH CETYATKM BO3HUKAIOT NPU JJIMTEIBHOM TEYEHUU
00J1e3HN y TAIMEHTOB C HACJIEICTBEHHBIMU SKCTPAIUPAMHUIHBIMU 3a00JIEBAHUSAMU, YTO

MOXET SABIIATHCS MAPKEPOM MPOrpeCCUpOBaHus aereHepatusHoro npouecca B [THC.

CrerneHn AOCTOBCPHOCTHU U anp06au1/m PE3YJIbTATOB NUCCICAOBAHUA

CreneHb JOCTOBEPHOCTH W OOOCHOBAHHOCTH PE3YJIBTATOB HCCIIECOBAHUS
MOATBEPAKAAIOTCSI HEOOXOAMMBIM OOBEMOM BBIOOPKH, aJICKBATHO IOCTaBJICHHBIMU
HeassMH W 3aJa4yaMy, T[pPaMOTHBIM CTaTUCTUYECKUM aHAIM30M. Marepuanisl
JIMCCEePTALMK JTOJOKEHBI M 00CYK/I€HBI Ha MEXyHAPOIHBIX KOHTPECCaX U €XKETrOHbIX
HAay4YHO-TIPAKTUYECKUX KOH(EpPEHIUAX: HaydHas KOH(MEpeHIIHs «MeaunuHa u
OOIIIECTBO B JIMOXM MHpa M BOWHBI: acmekThl B3aummojencTBus» (Cankt-IletepOypr,
2020), Konrpecc ¢ mexayHapoaubiM yuactueM XXII «JlaBUIEHKOBCKUE YTEHUS
(Cankr-IlerepOypr, 2020), XXVII Bcepoccuiickoli KOHPEPEHIIMH MOJIOJBIX YYSHBIX
"AxTyansHble TpoOaemMbl ounomeauruubl - 2021"  (Canxt-IlerepOypr, 2021), 9-as
HAay4YHO-TIpAKTUYECKass  KOH(PEpPEHIMs  MOJIOABIX  YYEHBIX U  CIEIUAJUCTOB
«TpancnsimonHas meaunuHa: oT Teopuu K mpaktuke» (Cankt-IletepOypr, 2021),
Bcepoccniicknii  TEpaneBTUYECKUM  KOHIPECC € MEKIYHApPOIHBIM  y4acCTHUEM
«botkunckue urenus» (Cankrt-IlerepOypr, 2021, 2022, 2023), XXIV mexayHapoaHas
MEJIUKO-OMOJIOTHYECKasi ~ Hay4yHas  KOH(EpEHIHMs  MOJOJBIX  HCClenoBaTesei
"dyHnaMeHTalnbHas HAayKa M KJIMHAYECKas MeAauluHa. YenoBeK W ero 340poBbe"

(Cankt-IlerepOypr, 2021, 2022, 2023), Konrpecc ¢ mexayHapoaabiM ydactuem X XIII
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«/laBunenkoBckue ureHus» (Cankt-IlerepOypr, 2021), HKOOumneiinas Hay4HO-
npakTHueckas KoHdepeHmus, mocBsiieHHas 10-neturo ob6pazoBanus PI'BOY BO
C3IMY um. MN.MU. MeunukoBa MunzapaBa Poccun «lIpodunaktuyeckas u
kinHndeckass — MmemunuHa — 2021»  (Camkr-IlerepOypr, 2021); Konrpecc ¢
MexayHapoaubiM ydactueM XXIV «JlaBugenkoBckue urenusi» (Cankr-IlerepOypr,
2022), XXIV cwe3n ¢usmnonoruyeckoro ooOmectBa um. W.II. TlaBnoa (CaHkT-
[TerepOypr, 2023), Konrpecc ¢ mexayHapoaHbiM ydactueM XXV «JlaBUIEHKOBCKUE
yrenusi» (Caunkrt-IlerepOypr, 2023); Konrpecc neBpoisioroB Cankrt-IlerepOypra u
Cesepo-3amanHoro denepaibHoro okpyra PO ¢ mexayHapoaasiM ydactueMm (CaHKT-
[TeTepOypr, 2023).

OdunmanbHas anpobarusi pe3ysbTaTOB JUCCEPTAIMOHHOTO  HCCIIEIOBAHUS
IIPOBE/ICHA HA 3acelaHuu NpoOeMHON Kkomuccuu «HepBHbIE U cuxudyeckue 00NIe3HN»
(denepanbHOrO TrOCYAAPCTBEHHOTO OMOKETHOIO 00pa30BaTENbHOIO  YUPEKIACHUS
BbICIIETO  oOpaszoBanus  «CeBepo-3anmafHbli  TOCYJApCTBEHHBIM  MEIUIIMHCKUN
yHuBepcuteT nmenu .M. MeunukoBa» MuHunctepeTBa 3apaBooxpaneHus Poccuiickoi

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

Buenpenue pe3ynbTaToB pabOThl B MPAKTUKY

Pe3ynbTaThl IUCCEPTALIMOHHOW pabOThl, HUMEIOIIME HAYYHO-TPAKTUYECKOE
3HAYCHHUE, UCIIOJIB3YIOTCS B JICUCOHO-TMArHOCTUYECKOM IIPOIECCe Ha HEBPOIOTHUSCKUX
otneneHusax ®I'bOY BO «C3I'MY um. U. . MeunukoBa»y M3 PO, I'bY3 «I'ocniutanb
JIUIsS. BETEPAHOB BOMH», BHEJIPEHBI B Y4YEOHBIN mpoliecc Kadeapbl HEBPOJOTHH UMEHU

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

[Ty6nukarumn

[To Teme muccepranroHHON paboThl ObUIO OnMyOaMKOBaHO 11 Hay4yHBIX padoT, B

TOM 4YHCJI€ 3 CTaTbU B XYypHaJIaX, PEKOMEHJIOBAHHBIX BpICIIEl aTTeCTallMOHHOM
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KoMHccueld mpu MwuHUCTEpCTBE HAyKW M BBICHIETOo oOpa3zoBaHus Poccuiickoi

denepanum.

JInuHoe Y4aCTHC aBTOpa B BBIIIOJIHCHHUH UCCICAOBAHNUA

ABTOp COBMECTHO C HAyYHbIM PYKOBOJHUTEJIEM Y4YacTBOBaJI B (DOPMUPOBAHUU
HAay4YHOU TUIIOTE3bl, AU3aiiHA UCCIICIOBAHMS, ONIPEACICHUN 1IEJIM U 3a/1a4, COCTABJICHUE
aHAIMTUYECKUX aHKET, B coope U 00paboTke HAOpaHHOTO MaTepHalia, MHTEPIpPETALUN
MOJIYYCHHBIX JAHHBIX. ABTOpPOM JIMYHO TPOBEICHBI aHAIM3 0030pa MUPOBOU W
OTCUYECTBEHHOW JUTEpaTypbl, MNyOJHUKAIUU CTaTeil, MOATOTOBKA JHUCCEPTAIlUU U
aBTopedepara. COBMECTHO CO CHEHHAIUCTAMU IO JIADOPATOPHOW JHArHOCTUKE
MPOBOAWICS aHadu3 U OOCYXJEHHE pe3yJbTaToOB.  AHAJIM3UPOBAIMCH JIaHHbBIC
MCCIICIOBAHUSI CETYATKU TJla3a MAlMEHTOB U MPEICTABUTENEH KOHTPOJIBHON TPYMIIBI
METO/IOM OoNTHYecKoi korepeHTHoi Tomorpaduu (OKT).

ABTOp CaMOCTOSITEIBHO OCYIIECTBIISUI MAaTEMAaTHYECKYI0 M CTAaTUCTHYECKYIO
00paboTKy pe3yJbTaToOB, AaHAJIU3UPOBAN IOJYYEHHBIE JIaHHbBIE, Cc(HOpMyIUpOBaI
BBIBO/IbI, PAKTUYECKUE PEKOMEHAAIMHU, HANMCall TEKCT JUCCepTaluu U aBTopedepara,
MOATOTOBUJI Claiiabl jyisi anpobanuu U 3amuThl. bonee 90% coctaBun oOnuil BKIa

ABTOpPa B BBIIIOJJHCHHOC ITUCCCPTAMNOHHOC NCCICAOBAHUC.

O0BeM U CTPYKTypa JUCCEPTALNH

JluccepTanioHHOE MCCle0BaHNe U3JI0KEeHO Ha 134 cTpaHMIIax MAITMHOMUCHOTO
TEKCTa, COJEPKUT BBEJECHUE, YETHIPE IJIaBbI, BBIBOJBI, IPAKTUYECKUE PEKOMEHJIALNH,
NPUJIOKEHHUS, CIHCOK JHUTepaTyphl, BKmouaromed 221 wucrounmk, u3 HEX 122
oTteuecTBeHHBIX U 99 3apyOexubix. PadoTa comepxkut 12 tadmuil u wntoctpupoana 36

PUCYHKAMU.
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['JIABA 1. OB30P JIMTEPATYPEI

1.1. HacnencrBeHHble 3KCcTpanupaMuHbie 3a00ieBanus (001Ias

XapaKTEPUCTHKA)

HacnencTBeHHble SKCTpanmupaMuHble 3a00J€BaHUS IPEACTABISAIOT  COOOU
FETEPOreHHYI0 TPYIITy, OCHOBHBIM KJIMHUYECKUM NPOSBICHUEM KOTOPOH SIBISIIOTCS
Hapymenus newkenus (I'ycesa E.W., 2009). O0beauustoT 3T 3a00JI€BaHKS HECKOJIBKO
(akTOpoB: BO-NIEPBBIX O3THU 3a00JIEBaHUS MMEIOT HACJIEICTBEHHBIM XapakTtep u
BO3HHMKAIOT BCJEACTBUE MYTallMd B TE€HETUYECKOM amnmapare W HapylleHus B
JaJbHENIIEM CUHTE3a ONPEJCICHHBIX O€IKOB HEOOXOIUMBIX JUIsl (YHKIIMOHUPOBAHMS
ctpykryp LIHC; BO-BTOpBIX MOpaxaroTcsi CTPYKTypbl OAHOM MOp(}O-(QyHKIHMOHATBHON
CUCTEMBl — D3KCTpallMpaMUIHOW, B-TPETHUX, OCHOBHBIM KIMHUYECKHUM CHMITOMO-
KOMILJIEKCOM SIBJISIETCS. CHHJPOM JBUTATEJIBHBIX HApPYIICHWH B JIBYX BapUaHTaXx:
TUIIOKMHETUYECKU-TUIIEPTOHUYECKUI U TUIEPKUHETUYECKU-TUITOTOHUYECKUH.
HeoOxoaumMo OTMETUTH TakXke, 4TO 3a00J€BaHUS 3TU HUMEIOT MPOTrPECCHpYIOIIEe
TEUYCHUE, MAITYIO0 KypaOeIbHOCTh U TPUBOIAT K MHBaIUAU3anuu mnanueHTa ([loMHUKOB
B.I'., 2019). HaciienctBeHHbIe 3a00JI€BaHUS SKCTPAMTUPAMHUTHON 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 OTMEYAIOTCS KaK B OCOOCHHOCTSX KIMHMYECKON KapTHHBI, TaK U B
TEX CTPYKTYpaxX SKCTPAUPAMHUIHON CUCTEMBI, KOTOPBIE ITOPAKAIOTCSL.

B QpyHKIMOHMPOBAHUM SKCTPANMUPAMUTHON CUCTEMBI KpOME 0a3abHbIX FAHTJIMEBR
y4acTBYIOT  oOpa3oBaHus, oOnamapomme  obmmmMu  MOpPoPyHKIIMOHATHHBIMU
CBOMCTBaMU — Tajamyc, 4YepHas CyOCTaHIUS, OJMBBI, KpAaCHbIE s/Ipa, PETUKYJSpHas
dbopmanus, sapa JIbtouca, MHTEPCTULMATIBHOE 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
BO3HHMKAIOT TaKHE€ CUMIITOMBI KaK aTeT03, TOPCUOHHAS JTUCTOHMS, XOpEes U MapacrasM.
Btopoit Mopdo-hyHKIIMOHANBHBIN KPYT BKJIIOYaeT - Kopa (6, 8 moie) — cTpuaTym —
NaTUUIYyM — YepHast CyOCTaHIUsl — JIIOMCOBBI Tella — KpacHbIE sijipa — TaJlaMyc — Kopa.
[Ipu mnopakeHun CBsI3ed WIM CTPYKTYp JaHHOTO MOp(}o-(QyHKIIMOHATBEHOTO
oOpa3oBaHuUs pa3BUBaETCs MapKUHCOHU3M, reMudalIn3M, TOPMETOHHS,
Me3eHledanbHble CyIOpOTH, OKYJIOTUpHbIE Kpu3bl. Tpetuit Mopho-PpyHKIMOHATHHBIN
KpYyT 00BbEAMHSIET KOPY FOJIOBHOTO Mo3ra (6, 8 1moje) — cTpuatym — NaJuTiyM — YepHas
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).
Takum 006pa3om, BUIHO, YTO XOTS TaKue 3a00JieBaHUs Kak 00yie3HU ['eHTUHTTOHa
(BI'), scceHImanbHblii TpEMOpP, TOPCUOHHAs JUCTOHUs, Oone3Hb [lapkuncona (BIT) u
oone3nr Bunbcona-KonoBamoa (BBK) sBnstoTCsS OTHEIbHBIMH HO30JOTHYECKUMU
dbopMaMu, HO CTPYKTypHO-MOp(osoruyeckas OOIIHOCTb, HACJIEICTBEHHBIA XapakTep
BO3HMKHOBEHUS JTaHHBIX OOJIE3HEW MO3BOJISIET pacCMaTpHUBaTh UX B €IMHOM (opmare,

n3y4dasd MOJICKYJIAPHBIC IMATOICHCTUICCKHUEC MCXaHHU3MBI.

1.1.1 Bonesus I'eHTHHTTOHA

Bone3ns 'eHTMHITOHA — MEIJICHHO TIporpeccupyloiiee 3aboieBaHue IIEHTpalb-
HOMl HEpBHOW CHUCTEMBl HACJIEICTBEHHOTO TEHe3a, MPEJACTaBICHO KIMHUYECKUMU
CUHAPOMAaMH: TMIEPKHUHE3aMH XOPEUYECKOI'O THUIA, INCUXWYECKUMH HApYLICHUSMHU U
KOrHUTUBHBIMHU paccTpoiictBamu (Mmnapuomkun C.H., 2018; Bates G.P., 2019). bI'
pa3BUBAETCS B PE3YJbTATE YBEIUYECHHUS YHCIA TPHUHYKICOTUAHBIX IOBTOPOB —
IIUTO3MH-a/ICHUH-TYaHWH, PACIOJI0KEHHBIX B mepBoM 3k30He rena (Kimommaukos 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). YBenn4eHHBIN MOJUTITYyTAMUHOBBIN Y4acTOK Oellka TeHTUHTTHHA
U3MEHSET COOCTBEHHYI0 MH(GOPMAIMIO M MPOYHO COCTUHSETCS C JIPYTUMU OelikaMu
(Ross C.A., 2014). B pe3ynbraTte NPOUCXOAUT arperamus OEIKOB, HAPYIIAIOTCS
B3aUMOJICUCTBUSL MEXAYy O€JIKaMH, YTO NPHUBOJUT K AamomnTo3y HEPBHBIX KIETOK
(Mnnapuomkun C.H., 2018).

O6wrun0 BI' nebrotupyer 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
HapyIaeTcss u3-3a TUMEepKuHe30B. OTMeuaroTcsl MCUXUYeckue pacctporctBa npu bl
(KmrorraukoB C.A., 2012). ITanuentam ¢ BI' mpoBoauTcs Tepamusi, HampaBiICHHAs Ha
CHIDKEHHME BbIpakeHHOCTH rHrepkuHe3oB (Mmmapuomkun C.H., 2018). Pexomenno-
BaHbl MpemapaThl, CHIKAIONINE AKTUBHOCTh XOJHMHAIPTMUECKHUX CHCTEM TOJIOBHOTO
Mo3ra (IeHTpayibHble XOMHMHUIUTHKN) (JIutBuHEeHKO M.B., 2017). 3aboneBanue numeet

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

1.1.2 bone3ns [lapkuncona

K 3aboneBanusiM ¢ BEAyIIUM TUIOKUHETUYECKUM-TUIEPTOHUYECKUM CHHIPOMOM
otHocuTcs Oone3nb [lapkuncona. bonesnp [lapkuHCOHA - XpOHHWYECKOE MPOTrpeccu-
pytoliee HeWpojaereneparuBHoe 3aboneBanue I[IHC, cBsizanHOe€ ¢ W30HMpaTEbHBIM
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 (Mmnapmomkun 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 xapakTepusyeTcsi HU3KOH 9acToTol Konebanuit (4-6 ') u nabmomaercs
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
YBEJIMYHUBACTCS C BO3PACTOM, PACIPOCTPAHEHHOCTh cOCTaBisieT okoio 4,0 %, nmocturas
21,7 % B Bo3pacte 95 net u crapme (Clark L.N., Louis E.D., 2015). Jle6tor DT umeer
OuMoIaTbHOE pachpeesieHne — nepBbiil muk 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 (bouxosa H.IT., 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 HUMENo 0Oojiee BBIpaXEHHYIO (opMmy.
Borpoc BO3HMKHOBEHUS CHOpagudyecKux (opM OCTalOTCs 10 KOHIA HEM3y4YeHHBbIM. B
natorene3e DT ormeuaror 3amHTepecoBaHHOCTh ['AMK-epruueckux cucrem cpenuH-
HBIX CTPYKTYp rojioBHOro mo3ra u mo3xkedka (['omoskun 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 JAporkaHust ObiBaeT oTHocuTenbHOU (Tutoa H.B., 2019).

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

Bo3MmokHBI KOJIeOaHns AMINIUTYAbI TPEMOPA B TCUCHHUC THA.

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 Tyiosuiie (Albanese A., 2019; Sharma N., 2019). B naToreHese AMCTOHUU OTMEYAIOT
Kak Heiipomerabonnyeckue, Tak U HacheacTBeHHbie npuunHbl (bemoycosa A.A., 2020;
Jinnah H.A., 2017). TeueHnue AUCTOHWU OTHOCHUTEIBHO JOOPOKAYECTBEHHOE, OJHAKO
MOTYT HPUCOCAUHUTHCS MAPKUHCOHOIO00HBIC 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 gucToHWeH, 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 IepepasruOaHre TYJOBMINA, CYJAOPOTM MBIIII] HOT,
crubanne w cymuHanus crtombl (Torres-Russotto D., 2008). IlapkuHCOHU3M MpH
JUCTOHUM TIPOSIBIIIETCS MBIIICYHOW PUTHIHOCTBIO, OpaJMKUHE3WeH, MIapKaroen
MOXOJKON U HEYCTOMYUBOCTHIO, KOTOPAsi MOXKET ObITh PE3KO BBIPAXKEHA, 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 MpeoOsafaHeM CHMITOMOB MapKUHCOHU3MA, 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
MmblieyHod nucronun (CyBopoBa B.A., 2018). OtmedaroTcsi NCUXOCOMATHYECKUE
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 npo0KUTEILHOCTD 3a00JICBaHHS

coctaristet 13-16 net (["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, cBs3biBaronumucs ¢ 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 TaKXKe
JAHHBIX CEMEMHOro aHaMmHe3a. MOJEKyJIApHO-TeHETHYeCKas: JUAarHOCTUKa I03BOJISIET
NOATBEPIUTH nuarHo3 (ooHapyxeHue mytanuu TAF1). [IpenBapurenbHbie pe3yabTaThl
MUWIOTHOTO HMCCIIENOBaHMUS YKa3blBalOT Ha Hanmuuue npu T/l Hapymenuin oOOHSHUS,
MO3TOMY IPU JTMATHOCTHUKE MOXET IMOMOYb Takke nmpoBepka 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 BO3MOJKHO B CEMbsX, rie BoisiieHa mytauust TAF1. T/III nacnemyercst peiecCuBHO,
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 BEepoATHOCTHIO 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; HUcromuna 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 (PyHKIMOHANIbHAS clienoTa. HacuabCcTBEHHBIE TBYXKEHUS 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 CeBepHON 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
HEPBHOU CHCTEMBI. K KIIMHMYECKHM NPOSABIEHUSAM 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 IJIMAJIHOTO 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 MO3re, 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 MNOTPEOJCHUS >KUIKOCTH, HOIIEHHE KOMIpeC-

CHOHHOTO OeJbsi U MPUMEHEHHE COCYA0CYKMBAIOIINX JICKAPCTBEHHBIX MTPEMapaToB.

1.1.6 Boxesur Buascona-Konosanona

Bonesns Bunbcona-KoHnoBanioBa unu renarorepedpaibHast AUCTPOPUs — peaKoe
3a00jIeBaHUE, XapaKTepU3yeMoe HapyIIeHHEM MeTa0oau3Ma MeIu W WU30BITOUYHBIM €
HAKOIUICHWEM B OpTraHaX-MUIICHSX, MPEHMYIICCTBEHHO B TICYCHU M TOJIOBHOM MO3TE,
HaclieayeMoe 1o ayrocomHo-penieccuBiomy tumy (I'ymsesa C.E., 2012, Bruha R.,

2011). Yacrora Bctpeuaemoctu coctaisieT 1: 30000-100000 nacenenus. 3aboneBaHue
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BbI3BaHO MyTtaruedr B reHe ATP7B (13ql4—q21), 6enok Meab-TpaHCHOPTUPYIOIIAs
AT®daza P-tuma oOecrneymBaeT BBIBEIEHHE MEIU C JKEIYBI0 M BKIIOUYEHHE MEOU B
nepynormnasmut (boukosa H.II., 2012).

Tunuuna knuHuYeckas MaHudectaus B Bo3pacte or 5 1o 40 ner. Pasnuuaror
BUCIIEpATIbHYIO (OpMY, NMPU KOTOPOH HMEET MECTO NMPEUMYIIECTBEHHOE MOpaKEHUE
NEYEHU, U HEBPOJIOTMYECKYI0 (GopMy, MpU KOTOPOH K MEYEHOUHBIM CHUMITOMAaM
MPUCOEANHSIOTCS HEBpoJorTuueckue paccrpoiictsa (Anapeena 1'.0., 2014).

Bapuantamu nopaxkeHusi Ie4eHH SIBISIIOTCS CTeaTo3 (CTeaTorenaTuT), OCTPbIA U
XPOHUYECKHN renatut, uppo3 neuenn (Bacwipes FO.H., 2018; Cztonkowska A., 2018;
Sandahl T.D., 2020). Ilopaxenue neuenn npu BBK compoBokmaercss MOBBIICHHOM
YaCTOTOM T'e€MOJIMTUYECKHUX SIU30/I0B (Mpu »ToM mpsimas peakius KymOca (ompene-
JICHWE HEMOJIHBIX aHTUAPUTPOLMTAPHBIX AHTUTEIN) OTpUIlATEIbHA), TUIEPCIUICHU3MA,
TPOMOOIIUTONICHNH; AKTUBHOCTh aMUHOTpaHC(]epa3 KPOBU OTHOCHUTEIIBHO HEBBICOKAs
(I'ynseea  C.E., 2012). Otmedaercss  MOBBIIICHUE  aKTUBHOCTH  ramma-
MIyTaMWITPAHCIIENTHAAa3bl ¥ BBIPAXEHHOE HapylIeHHE OEIKOBO-CHHTETUYECKOU
GbyHKIUU TTeYeHU, 0COOCHHO CBSI3aHHOE C CUHTE30M OEJIKOB cBepThiBaHUs kpoBu (Bruha
R., 2011). OcHOBHBIMM HEBPOJOTHMYECKHMMH CUHApoMamMu npu bB sBiswoTcs:
TUTIEPKUHETUYECKUM CUHAPOM  (IpOKaTeIbHBIM, JTUCTOHUYECKUH) UM aKUHETHKO-
PUTHIHBIN, a TaK)Ke€ KOMOMHAIMS JaHHBIX CUHIAPOMOB (Schilsky M.L., 2022).

['unepkuHe3 MMeEeT OPOKaTEIbHBIM THUI U MPEACTABISIET COOOM HEperyJspHbIi
TPEMOpP B MPOKCHUMAIIBHBIX OT/AENIaX PyK MO THUIy «B3Maxa KpbUIa», MOXET ObITh
kuHeTnueckuil i noctypanbHbiii (Mmmapuomkun C.H., 2011). V tpetn 00abHBIX
HaOmonaeTcss (pokajibHAasi WM TeHepalM30BaHHas JIUCTOHUS (OpOMaHIuOYJsipHas,
cnacTudeckas kpusoriesi, koHeuHoctel) (Cztonkowska A., 2018). Penko BcTpedaroTcs
TUKA M XOPEUYECKHM THUIMEepPKUHE3. AKWHETUKO-PUTHIIHBIA CHHIPOM, MpECTaBJICH
Opamu- ¥ ONWUTOKMHE3WEW, HapyIICHHEM TMOXOJAKH (IIapkaromiasi, MEIKUMHU
CEMEHSIIIMMHU IIaXXKaMH), PUTHAHOCTBIO MBI, THUXOW MOHOTOHHOM 3aTyXarouien
peusto  (Mskotueix B.C., 2010). Koopaunatopusle Hapymenuss npu bBK

MPE/ICTABIICHBI TMHAMUYECKON aTakcued (MHTEHIIMOHHBIN TpemMop, 0oJiee BhIPaKCHHBIN
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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 pazsutiue 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).

1.2. MexaHu3MBbI, COMMPOBOXKIAIOIIKE MPOLIECC HEHPoIereHepalum

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 SIBJISICTCS M3y4Y€HWE BHYTPUOPTAHHBIX YCIOBUN, KOTOPHIE
BO3HHMKAIOT Ha (hOHE Tpoliecca HEHpOJaeTeHepalud | TIONCKA TEPareBTUICCKUX TyTeH
Bo3aciicTBus Ha oTH mpoueccel (Jlomatmna E.B., 2016). K HumM oTHocsTCS:
MOBBIIMIEHHOE COJIEp)KAaHWE B HEPBHOW TKaHUW AaKTHBHBIX (opM  KucCIopoa,
MUTOXOHJPHAIbHAS TUCPYHKINSA, 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 HMAIMEHTOB ¢ Ooyie3Hpio [lapkuHcoHa, B
OTINYNE OT OONBHBIX C ACCEHIIMATBLHBIM TPEMOPOM, XapPAKTEPHO IMOBBIIMICHUE YPOBHS
nakTara (0e3 pa3BUTHs JIaKTaTaIM103a) U upyBara kposu (Mypyxkesa 3.M., 2017).

Hekortopsle Tmpolecchl yK€ BO3MOKHO PEryJHpOBaTh, HampuMep OJI0KaIoi
rIIyTaMaTHBIX PELENTOPOB, KOTOPhIE AKTUBU3UPYIOTCS B MATOJOTMYECKHX YCIOBUSX.
N3yyarorcs MexaHU3MbI BO3/ICMCTBUS Ha KaCKaIbl C yYaCTUEM MHUTOTEH-aKTUBUPYEMOMN
nporenHkuHa3oi (Gurgis F.M., 2014).

[Ipoueccnl Bocnanenus: B [IHC xopoiio uzydeHsl npu UHCYJIbTE U ayTOUMMYH-
HBIX 3a0oyeBanusax HepBHOW cucrembl (Wang N., 2014). Ha pannHeit craguun
BOCMAJICHUSI OTMEYAETCS JKCIPECCHS MOJICKYJ aIre3ud B  IUPKYJIUPYIOIINX
JEUKOLIUTaX U COCYOUCTOM 3HJIIOTEIUHU, KOTOpas 3alyCKaeTCs 4epe3 HECKOJIbKO YacOB
MOCJIE Pa3BUTHUS UIIEMUYECKOTO Mpolecca. Bbixo OMOIOTMYEeCKH aKTUBHBIX BEIIECTB
U3 30HBI UIIEMUU B MUKPOIUPKYJIATOPHOE PYCIIO MPUBJICKAIOT JICUKOIUTHI, CIIOCOOHBIE
OPWINNATh K DHAOTEIUI0O U MUTPUPOBATh M3 KPOBU B BEIIECTBO TOJIOBHOTO 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 OoKoyo 20 % Bceld rauu. YCTaHOBIEHO, YTO
BBICOKOMU(PGEPEHITUPOBAHHBIC HEUPOHBI W TJIWAIBHBIC KICTKH, AKTHBHUPOBAHHBIC
JICWKOITUTBI MOTYT MPOJYIUPOBATh IIMTOKUHBI U XxeMOKuHbI (Bap M., 2013). Baxnyro
pOJIb B Ka4eCTBE MEAMATOPOB BOCHAJICHUS WUIPAIOT MPOBOCHATUTEIbHBIE HUTOKUHBI
(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 3aBUCUMOCTh MHTpaTeKanbHOW KoHueHTparuu WNJI-1, NJI-6 u pasmepos
uH(papkra. Y manueHToB ¢ 00Jie3HbIO ['€HTMHITOHA OTMEUAIOT MOBBIIICHHBIM CUHTE3
utoknHOB (Dobson L., 2016). BaxkHyto poib B pa3BUTUU HEHPOBOCIIAJICHUS OTBOIST
B3aUMOJECHUCTBUIO HEPBHOM M MMMYHHOM CHCTEM 4Y€pE3 B3aUMOACHCTBUE MUKPOTJINH,
KOTOPOH BBITIOJHAIOT (PYHKIIMIO PE3UICHTHBIX MakpodaroB IEHTPaIbHOW HEPBHOUN
CHCTEMBI U y4acTByeT B nojyiep>kanuu romeocrasza [{HC (T"orosnesa B.C., 2019).

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

OTMeueHOo, YTO TMpHU HEHUPOJEreHepaTUBHBIX 3a00JIEBAHMIX, BKIIOYas OOJIE3Hb
[lapkuncona, 60sxe3Hb ['eHTHHTTOHA, O0NE3Hb AJblreiiMepa U OOKOBOM aMUOTpOGU-
yeckuil ckiepo3, B cTpykrypax [[HC Bo3HuKaloT MeTaboJMyYecKue HapyUICHUS U
UMMYHHBIE CJIBUTH, KOTOpbIE NpHUBIEKAIOT T-1MMGOIUTE. MOHOIUTE AKTUBUPYIOT
rIMajgbHble Makpodaru, IPOUCXOAUT KOMMPOBAHUE aHTUTECHOB, MOTYYEHHBIX M3 TKaHU
TOJIOBHOTO MO3ra.

[Tpu Gonesnu IlapkuHcoHa cuHanTUYeCKU O€lOK aiab(a-CUHYKIEHUH, KOTOPHIH
HaKaIIuBaeTcsl B CTPYKTypax substantia nigra, IpUBOJIUT K U30BITOYHOMY HAKOIUICHHIO
TSOKEJION 1enu (eppuTHHAa B HEHPOIVIMM M MOBBIIIAET HEHPOTOKCHMYHOCTb, 3aMBbIKast
nopounbiii kpyr (Canskos B.H., 2022).

I0.K. Komnera (2020) B skcnepuMeHTaIbHON Mojenu OoJe3HH AJblreiimepa
nokasajga, 4TO HapylIeHUs HeHporeHe3a B THNINOKAMIIAJbHOW OOJAacTH CBSA3aHBI C
HapyLIEHUEM JIOKAJIBHOTO MUKPOOKPYKEHUs, 3a cueT HapyleHus skcrpeccnn NLRP3
MH(}IaMMacOM, U3MEHEHHON aKTUBHOCTU ACTPOLMTOB U HAJIMYUS MPOBOCHAIUTEILHOTO
nurokuHa WNJI-1. BeneacTBue mporiecca HeWpOBOCHAICHUS BO3HHMKACT IHENBIA KacKas
NATOJIOTMYECKUX HapyUIEHUM, KOTOPBIA MPOSBIAETCS CHUKEHUEM BBDKHMBAEMOCTHU
HEHPOHOB U OTPaKAETCSI HA CKOPOCTU HeMpoHanbHOU AuddepentmpoBku. OTMEYSHBI
MophodyHKIIMOHATBFHEIE WM3MEHEHHUS acTpouuTOB, mnonaarieHue cekpeuuu VEGF,
CHIDKECHHE JIAKTaT-IPOAYLUPYIOIIEH AaKTUBHOCTM M HApyLICHHWE CHHANTUYECKOU
tpancaykuuu B CA3 u CAl 3onax runmnokamia (Komiesa H0.K., 2020).

Crpykryper 1IHC, B KOTOpPBIX MPOUCXOIAT JE€TE€HEPATHBHBIE MPOLIECCHI,
CTAaHOBSITCSI HWMMYHOKOMIIETEHTHBIMM UM MPOSIBISIOT HMMYHHYIO PEaKTUBHOCTD.
W3BecTHO, 4YTO HEpBHas TKaHb HKMEET OCOOCHHOCTH COOCTBEHHON WMMYHHOMR
MUKpocpenbl. Tak M3BECTHO, YTO OTCYTCTBYIOT MHOTHE KJIETKH, KOTOpbIE TPEOYIOTCS

it umMmyHHoro otBera B HepBHOoM Tkanm I[HC (bsp M., 2013). Bo-mnepsbix,
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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 MOJIEKYJ INIABHOTO KOMILUIEKCA THCTOCOBMECTUMOCTH
oueHb HU3Kad. CuTyanus MEHSETCS NPHU NaTOJOTMYECKUX YCIOBUAX. B3aumoneiictBue
MEXKJy MMMYHHOM W HEPBHOM TKaHbIO TPU BOCHAJIUTEIBHBIX W JIET€HEPATHBHBIX
npoueccax B I[HC Beaer K akTMBAlMM HWMMYHOJIOTHYECKH PEJIEBAHTHBIX TI'E€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 oOpasom,
MOBPEX/IEHUE HEUPOHOB U/WIIK U3MEHEHUE WX (YHKIIMOHAIHHOW aKTUBHOCTH MPUBOJIUAT
K 3aIlyCKy Ipoliecca BocnaieHus. OTMeueHo, 4TO B 30HaX HEHPOHAJIBHOM JereHepanuu
JIa)K€ HEBBIPAXKEHHBIC MPOBOCHAIUTEIBHBIE CUTHAIBl OKA3bIBAIOT CTUMYJIHUPYIOIIEE
JEHCTBHE Ha IIPOLIECC CHHTE3a XEMOKHHOB U BOCHAJIUTENBHBIX HEHPOMEINATOPOB.

B.®. ®oxun u coaBTopsl (2022) BBIABUIM BIHUSHUE PAKTOpPa HEKPO3a OMYXOJIH-CL
(PHO-0) Ha opraHu3alMi0 HEHPOHHBIX CETCH M KOTHUTHUBHBIC (DYHKIIUH OOJIbHBIX
XPOHUYECKON HINEMUEN MO3ra. YCTAaHOBJIEHO, YTO B HEUPOBACKYJISIPHOM €IUHULIC
rOJIOBHOTO MO3ra Ha (JOHE HEHpOBOCHAJIEHUS! ACTPOLMTHI MPOAYLUUPYIOT OKCHUJ a30Ta,
npyu 3TOM Haubojee YYBCTBUTEIBHBIMH K OKHCIUTEIBHOMY CTPECCY SBIISIFOTCS
BeIcOKOM B (hepeHnmpoBannbie Heliponsl (CtenpMmarryk E.B., 2022).

Psn  HacnmeACTBEHHBIX SKCTpalUpaMUIHBIX 3a00J€BaHUN yKE€ H3ydaeTcs C
MO3UIIMK UCCIIeIoBaHus Tpouecca BocnaieHus B ctpykrypax [JHC. Tak y maiueHToB ¢
0one3nbto [lapkrHCOHA BBISIBIIEH MOBBIIICHHBINH ypoBeHb HHTEpiaeiikunoB NJI-1P3 u NJI-
6 u Huskui ypoBenb MJI-1RA, xak B CHIBOPOTKE KPOBH, TaK M IepeOPOCTIMHAILHON
xuakoctn (Mumoxuna 1.B., 2015). IIpu apoxarensHoii ¢popme Oosiesnn [TapkuHcoHA
BBISIBJICHA KOPPEJSIUS MEXIY BBIPAKEHHOCTHIO CHMITOMAMH OOJIE3HHM W YPOBHEM
OCHOBHOT'O TMPOTHBOBOCHAINTEIBHOTO LUTOKMHA — WHTepielkuHa-10 (MumoxuHa
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 HMMMYHHBIX
nokasareneir  (AnmpocoBa JI.B., 2022). BsigBiieHO [JOCTOBEPHOEC IOBBIMICHUE
aKTUBHOCTHU JIEHKOLU-TApHOM 3J1acTasbl U anb(da-1 mporeasHoro uHruburopa Ha (oHe
CHWKEHUS ypoBHA ayToaHTuTes K S100b 11 ocHOBHOMY O€lKy MUeNTWHA 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 pa3HOBUAHOCTh KJIETOYHOW TuOenu, XapaKTepu3yrolencs
ONpeAeIeHHBIMU MOP(OIOTUYECKUMHU OCOOCHHOCTAMH. DTa (hopMa KIETOYHOU CMEpTH
HeoOxoauma JUIsi  (OPMHUpPOBAaHUS MPABUIBHOM  CTPYKTYpbl M HaJUIEXKAIEro
(GyHKUMOHUpPOBaHUS HEpBHOM cucteMmbl. llpouecc amomrTo3a CONpOBOXKIAET U
JereHepanys. HEHpOHOB TMpU  MPOrPECCUPYIOMIMX  3a00jieBaHUSAX —  OOJE3HHU
Anprreitmepa, Oone3nu [lapkuHcona, ©Oone3nn ['eHTHMHITOHAa W psia APYTHUX
HelpoaereHepatuBHbIX 3a0osieBanuii (Ghavami S., 2014). HssectHo, uTO THOENb
HEHpOHOB, HaOmIOJaroNIasiCs MpU HEHpoAereHepalnuy, HMEET XapaKTepHbIE IS
arornrTo3a YepThl. OTO CBA3AHO C 3alyCKOM OOHIMX MOJIEKYJISPHBIX KacKaloB H
BBIJICJICHUIO OEJIKOB, PErYJHPYIOIIUX aKTUBHOCTH 3Toro mpoiecca (Ransohoff R.M.,

2016). B Toxke BpeMs OTMEYEHO, 4TO (DHU3HMOJIOTHYECKHU amonTo3 Ooyiee OBICTPHI
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npoiiecc, B TO BpeMs Kak Ha ¢(OoHE HelpojereHepanuu anomnto3 0oJiee MPOTSHKEH MO
Bpemenn (Sathiya S., 2013). B nacrosimiee BpeMs MOXXHO TOBOPHUTH O JOCTATOYHO
YEeTKOM [MOHMMAaHUHU, YTO KOHIIEHTpaluu OEIKOB aronro3a B KpPOBU MAIMEHTOB
HEHpOIeTeHEPATUBHBIMK 3a00JICBAaHUSIMU YKA3bIBAIOT HAa TSKECTh U BBIPAKEHHOCTH
ocHoBHoro 3aboneBanus (D'Orsi B., 2015). Tak no manasiMm M.I". CokosoBoii (2018)
OTIpEJIENIeHO, YTO OEeJIOK arnonTo3a pS3 MMeeT BHICOKHE KOHIICHTPALMU B MJIa3Me KPOBH
y TALUEHTOB C HACIEACTBEHHOW MAaTOJIOTMEN HEPBHO-MBILIEYHON CHUCTEMBI. Y JIETEU C
HACJIEICTBEH-HBIMUA 3a00JIEBAHUSIMU IKCTPAUPAMHUIHON CHUCTEMbl Wy JIETel cC
TSOKETBIME (hOpMaM JETCKOTO-IIepeOpaTbHOTO Mapaanda TakKe OTMEUYAIOTCS BBICOKHE
nokazarenu Oenka pS3. Ilporecc amonTo3a MOMKET peaM30BBIBATHCS KaK dYepes
MHUTOXOH/IPHAIIbHBINA MyTh, TaK U 4epe3 aktuBaiuio kacmas (I[lomskosa JILA., 2016). B
TOKE BpEMs aKTHBU3UPYIOTCS OCJIKU aHTHAIONTOTHYECKOM 3aluThl, Hampumep, Bel2,
KOTOPbIi MMEET 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 OaKTepHUAbHON 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 HEWPOTIMOBACKYJISIPHBIX B3aMMOJICHCTBHA M CUUTAIOT, YTO
JTaHHbIC (YHKIIMOHAIBHBIE W MOP(OJOTHYECKHE TEPECTPOMKH aCTPOTJIMA MOTYT
CIY)KUTh MPUUMHON TIOBpekaeHus uépHoii cyocTanimu (Boponkos JI.H., 2022). Baxxuo
YYHUTHIBATh TIOJIYYCHHBIC TAHHBIC O POJIA alloNTo3a B HEHPOJAETEHEPATUBHOM TIPOIIECCE,
TaK KaK 3TO MOXET OTKPBHITh HOBBIC MHIICHU [JIsi JIEUCTBHS JICKAPCTBEHHBIX
npenaparoB. B Hacrosiiee BpeMs HAUMHAET 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 Heiiporpoduueckue hakTopsl

HetipotpoduHbl — 3T0 OeNKH, MPUHUMAIOIINE AKTHBHOE ydYacTHe B Pa3BUTHH,
pocte, nuddepeHnrpoBKe U BEDKMBaeMOCTH HepBHOM Tkanu (bap M., 2013; Cokososa
M.T'., 2015). OHU MOTYT CHHTE3MPOBATHCSA BO BCEX CTPYKTypax HEPBHOW CHCTEMBI —
KaK IeHTpaJIbHOM, Tak U nepudepudeckoit (Ymiucon K., 2015). Co BpeMeHH OTKPBITHS
Puroit JleBu MoHTalpuuHM TIEpBOro HehiporpoduuHa — dakropa pocta Heppa (Levi-
Montalchini R., 1987) ¢ xaxasiM TO0M MBI Y3Ha€M HOBBIC TPOPHUIECKUE PAKTOPHI U UX
coiictBa (Gibon J., 2017). OnpenencHa poiib pOCTOBBIX MOJUICHTHIHBIX COCAMHCHHIMA
B MexaHusme 1actuyHoctu I[[HC y OonbHBIX HaclneACTBEHHOM MaToioruei
nepudepudeckoro apuratebHoro Heripona (JIoosun C.B., 2017). Cpeau HeiipoTpodu-
yecKux (PakTopoB HamboJiee U3ydeHbl (GaKTop pocTa HepBa U (HaKTOp poCTa rOJIOBHOTO
mo3ra (CokomoBa M.I'., 2014; He Y.Y., 2013). Usyyenue HeHpOTpOPHUUCCKUX
(haKTOPOB MPOIOIDKACTCS ¢ TIO3UIUN WX MCIIOJIB30BAHMS B TEPANTCBTHUCCKUX MEIISAX IS
JICYCHHS PA3IMYHBIX, B TOM YHUCJIE U HEMpoJereHepaTuBHbIX, 3a0oneBanuit (I'aBpuioa
C.H., 2017; Martocchia A., 2014; Tiwari S.K., 2018). IlosBistoTcs TaHHBIC, KOTOPBIC
TOBOPAT O BJIMSHUM HEUPOTPO(UMHOB Ha HEUPOAETeHEpPaTUBHBIA NpoOLECC U 3TO
BJIMSIHAE MOYKHO paccMaTpuBaTh Kak yHHBepcalbHbId MexanusM (CokosoBa M.I". 2014,
2018; lulita M.F., 2017). bbputo yCTaHOBJICHO, YTO CHUMIIATHYECKHE HEHPOHBI,
JUIIeHHBbIE (DakTOopa pocTa HEpPBa, CTAHOBWJIMCH HEKH3HECIIOCOOHBIMU BCIICJCTBUE
aKTUBAIIMU TIATOJOTMYECKOTO KacKaJa B MUTOXOHJIPHIX C y4acTHEM OelKa amomnTosa
Bax (D'Orsi B., 2015). NccnenoBanus OCISAHNUX JIET B OKCIIEPUMEHTAX MOKa3aJIH, 4TO
HEHPOTPOPUHBI W HEUPOIENTU/IBI, BBIACISIEMbIE BO BpEeMs HOPMAJIbHOW KU3HE-
NEATETLHOCTH HEWPOHOB, TMPEMATCTBYIOT CHHTE3Y BOCHAIHMTEIBHBIX ITUTOKUHOB
(Linnerbauer M., Rothhammer V., 2020). HeiipoTpoduueckuii (HakTop TOJOBHOIO
MO3Ta, IOCTaBJICHHBIN YK30COMOM B YYaCTOK MO3ra C MPOIIECCOM BOCHATICHHS, CHIDKAI
akTuBHOCTH MakpodaroB (Yuan D., 2017). B Toxxe BpeMs uX MOXKHO paccMaTpuUBaTh

KaK MapKepbl pemapaTuBHO-AecTpykTuBHOro mporecca B IITHC y nereit, O0onbHBIX
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JETCKUM LIepeOpalIbHbIM NapaIiuoM U CUHAPOMOM TUIIEPAKTUBHOCTU U HAPYIIEHHOTO
BauManus (CokosnoBa M.I., 2015; Scassellati C., 2014). AKTHBHOCTb TJIHAJIBHBIX
KJIETOK B peaju3allid WMMYHHBIX pPEaKIUN HaXOAUTCS IOJ CTPOTUM KOHTPOJIEM
HEUPOXUMHUYECKON Cpelbl HEPBHOM TKaHU. Penentopel, yepe3 KOTOpPBIE PEATU3YIOT
CBOE JICHCTBHE HEHPOMENTUIbl, HEHpPOMEIUaTopbl © HEUpOTPOPHUHBI OOBIYHO
SKCIIPECCUPYIOTCS Ha TTHalbHBIX KieTkax (Sun X.L., 2014).

Heitporpodunsr: ¢akrop pocta HEpBOB H HeWporpoduueckuid  (paxkTop
TOJIOBHOTO MO3Ta MOTYT BJIMSATH Ha (DyHKIMIO B-KkileTok, a Takke Ha ¢GyHKuuo T-
KJIETOK W, B YaCTHOCTH, MUTPAIOT POJIb B MUTPALMU MaKpo(aroB B OYard BOCIHAJICHUS
(Linker R., Gold R., Luhder F., 2009). OtMe4eHO, 9TO CHMXEHHE dKcnpeccun TrkA-
pEeLEenTOpOB NMPUBOAUT K CHIDKEHUIO CHHTE3a (pakTopa pocTa HepBa HEMpoHaMH U
CIIOCOOCTBYET MOJEPKAHUIO XpoHUYeckoro BocnajeHuss (Minnone G., De Benedetti
F., Bracci-Laudiero L., 2017).

['muaneubiil HelipoTpoduueckuit pakrtop (CHTD) onun u3 Hambolsiee BaKHBIX
(akTOpoB, MPUHUMAIOIIMK YyYacTHE B NPOLIECCE BBDKUBAHUS, IU(DPEpEeHLMPOBKE U
HOJJICPKAHUIO TOMyJsiiuK KieTok HepBHOU cuctembl (Kypakuna A.C., I'puropnena
B.H., 2016; CoxomoBa, M.I'. 2018). B mocneanue rojapl WACT aKTHBHOE H3YYCHHE
['HT® kak BO3MOXHOIO YYacCTHHKA IIATOJOTMYECKHUX KAaCKaJOB IpU HaPYLICHHSIX
paboThl HEPBHOW CUCTEMBI, B TOM YHWCJE NMPU HEHPOAETEHEPATUBHBIX U COCYIUCTBIX
3abosieBanusAx HepBHO# cucteMbl (Kapraseix M.A., CokosoB A.B., 2018). B ocrpeiimeit
CTaJlMd TEeMOPPArM4ecKOro MHCYJIbTa YYEHbIE PETUCTPUPOBAIN CTATUCTHUYECKH
3HaunMoe Bo3pactanue coaepxkanus [HT® (Tonyoes A.M., I'peuko A.B., 2020).

VY cTaHOBIEHO, YTO YpOBEHb LIMTOKMHOB y OOJBHBIX ¢ Oosie3Hbo [lapkuHcoHa
KOppeIMpYyeT CO CTENEHBI0 MporpeccupoBaHus 3aboineBanus: coaepxkanne OHO-a B
JUKBOPE Y OOJBHBIX C OBICTPHIM TEMIIOM MTPOTPECCUPOBAHUS BBIIIE, YEM Yy MAIUEHTOB C
MEJICHHBIM TporpeccupoBaHueM, a KoHueHTpauus WJI-1B B kpoBu BbIlIE, YeM Yy
NAIMEeHTOB C YMEPEHHBIM M MEIJICHHBIM TeMiioM nporpeccupoBanus (Karpenko M.N.,
2018). Y maunmenToB ¢ Oone3npro [lapkuHCcOHA OOHapykeHa cBs3b ypoBHs IL-10 B

KPOBH M TSKECTU TPEBOTU U Jernpeccur, ypoBHd PHO-a B KpoBU M BBIPAKEHHOCTH
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KoruuTuBHOrO Aedumura (Dursun E., 2015).

Bce  BblICiepeunCIIEHHOE  JaeT  OCHOBaHHE  IojlaraTth, YTO, H3ydas
BHyTpuopranueie Mexanusmbl B IITHC mnpu HedpomereHepaluu, COIMOCTaBJIsAS POJIb
pa3IMYHBIX MEXaHU3MOB, KaK aKTHBAIIMH, TAK M 3all[UTHI OT allolTO3a B HEPBHOM TKaHH,
MBI CMOKEM IIOHATh KaKH€ MEPOIPUATHS HEOOXOOUMO IMPOBOAUTH IS AKTHBAIMH
SHIOTEHHBIX 3all[MTHBIX MEXAHW3MOB M IOIAEP:KaHUS META0O0IMUYECKOW aKTHBHOCTH

HeﬁpOHOB, npoJJIcBas CpoOK KNU3HU HCPBHBIX KJICTOK.

1.3 /lnarnocTtrka HacJIeACTBEHHBIX SKCTpANMPaMUIHBIX 3a00JI€BaHUN

JlnarHocTrka HaCJEJACTBEHHBIX JKCTPANMMPAMUIHBIX 3a00JIEBaHUI HE SIBISETCS
CIIO)KHBIM BOTIPOCOM [JIsl TIPAKTHKYIOIIET0 HeBposiora. MHorue 3a00JieBaHUS MMEIOT
MaTOTHOMOHUYHBIE CUMIITOMBI, KOTOPBIE BBISBJISIOTCS MIPHU MIEPBOM OCMOTpPE MAI[MEHTA.
[Ipu OGonesnu IlapkuHCOHA OTMEUaeTCs OJUTOOPAIUKUHE3US, 1032 «IPOCUTEIS,
THIIOMHUMHS, CTATHYECKUI TPEMOP, PETPOITYIILCUH U TIporrysibeuu U T. 1. (Homens M.P.,
2009; JInteunenko U.B., 2012; Jlesun O.C., 2015; AxmerxkanoB B.K., 2016; borauesa
B.A., 2017). Tlpu Oone3nu BuiabcoHa B 3aBUCUMOCTH OT (OpMBI 3a00JIeBaHHUS
OTMEUAIOTCS TUIEPKUHE3bl 10 TUMY «B3Maxa Kpbuiay, koibla Kaitzep-dneininepa,
neuenounsie cumnrombl (Konosamos H.B., 1960; Ckopomen A.A., 2016). bone3us
['eHTHHTTOHA TMpEACTaBiICHA BBIPAKEHHBIM THUIIEPKUHE30M XOPEHUYECKOTO THIA C
HapymeHussMu toBeneHus u addextuBHbiMu paccrpoiictBamu (CenmuBépcroB HO.A.,
2015; MWmnapuwomikur C.H., 2018). DOcceHIualbHBIA TpEeMOp  MPOSBISECTCS
THIIEPKUHE30M B TUCTANbHBIX oTaenax pyk (Mmmapuwomkwn C.H., 2011). TopcuonHas
JUCTOHMSI BBIPAKEHA TUIEPKUHE30M TYJIOBUIA C MpPeodsiaJaHueM TOHUYECKOTO
xomnonenTa ("omuk B.A., 2007).

Jlanee manMeHTHl HANPABISIIOTCS HA KOHCYJBTAIMIO B MEIUKO-TEHETHYECKYIO
KOHCYJIBTAIIMIO JUIsl TIPOBEACHUS MOJICKYJISIPHOM JIUArHOCTUKH M TIOATBEPIKIACHUS
kiauandeckoro auarnosa (Mmiapuomkun C.H., 2017; JIutBunenko 1.B., 2018).

B Ttoxe BpeMia ImamueHTaM C HACICACTBCHHBIMHU  OKCTpallupaMHUJIHBIMHA
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3a00JIeBaHUSIMA ~ BCEI/la NPOBOJSAT HEUPO-TICUXOJOTMYECKOE TECTUPOBAHUE IS
ompeieNeHus]  BhIpaXCHHOCTH  ad(EKTUBHBIX W  MHECTHYECKHMX  PAaCCTPOMCTB
(JTmrBunenko M.B., 2007; KmomuukoB C.A., 2012; JluxaueB C.A., 2017; KoBajeHko
A.I1., 2018; Ucromuna A.C., 2020).

[laiueHTaM ¢  HACJIEACTBEHHBIMU DKCTPANUpPAMHUIHBIMU  3a00JE€BaHUAMHU
NPOBOJAT HEHPOBH3YAIM3AIMIO CTPYKTYyp rojioBHoro mosra (Mmmapuomkun C.H.,
2011; T'ynsea C.E., 2012; Baceukun C.B., 2018; Zoons E., 2011). Merousl
CTPYKTYPHOU HEWPOBU3YAIU3alUK MO3BOJISIOT BBISIBUTH U OIICHUTH BBIPAKEHHOCTH U
JIOKAIM3aII0 aTPOPUIECKUX U IIePeOPOBACKYIISIPHBIX U3MEHEHUN MO3TOBOW TKAHH Y
nanueHToB ¢ Ooiyie3Hpro AunbnreiiMepa (JlutBunenko M.B., 2019). Hcnoas3yrorcs
METO/Ibl HEMpPOBU3YaTU3AlMK W Ui JICYCHUS HACIIEICTBEHHBIX HKCTpPATUPaAMHUIHBIX
3a00JIeBaHUN — UCIOJIB3YeTCs] (POKYCUPOBAHHBIM YIbTpa3ByK mojJ KoHTpoiem MPT B
KauecTBE  HOBOM  HEHWHBA3WBHOW  TEXHOJOTHU  XUPYPrUUYECKOTO  JICUCHUS
scceHIabHoro tpemopa (I'anmumona P.M., 2022).

Metonbl HelpoBu3yanuzauuu ¢ udydyeHneM (GMPTn-narrepHa y manueHTOB C
Oone3npto [lapkMHCOHA MOMOTAIOT TMOWCKY HEHWPOBU3YAIM3AIMOHHBIX OMOMapKepOB
HelpoaereneparuBHoro mpornecca (Cemuséperor H0.A., 2014). BrimtoueHue npoTOHHOM
MarHUTHO-PE30HAHCHOM CHEKTPOCKONMHUHU B JUArHOCTUYECKHUI aJIrOpUTM MpU 00JIe3HU
[TapkuHCcOHA TO3BOJIIET JOOUTHCS TOYHON MPWIKU3HEHHOW AMATHOCTUKHU Pa3TUYHBIX
¢dbopM 3Toro 3aboneBanus Ha panHux ctamusax (Trotun JI.A., 2006). Texuonorus MPT-
MOP(POMETPUN MOXKET KOJMYECTBEHHO OIEHUThH aTPOPUUYECKUE MPOIECCHI B PA3IMYHBIX
00JIacTSIX TOJOBHOTO MO3ra U MOXKHO pacCMaTpuBaTh ATOT METOJ JJis ONpeeieHUs
CTEIICHH U BBIPAXKCHHOCTH Mporiecca Helipoaerenepanuu (FOmuna E.H., 2013).

MeTtonpl  HEWpOBU3YyaIW3allMM  UCIHOJB3YIOTCS s auddepeHImanbHon
JTUAarHOCTUKM  KOTHUTWMBHBIX  HAPYIICHWH, KOTOpBIE  MOTYT  COINPOBOXKIATh
MPOTPECCUPOBAHUE HACJIE/ICTBEHHBIX AKCTpATTUPAMUTHBIX 3a00sieBaHUI
(Omunaxk M.M., Emenun A.10O., JIo63un B.1O., 2012).

B HacTtosimiee BpeMsi i1 OLEHKH CTPYKTYp TOJOBHOTO MO3Ta CTallH

HUCIIOJIBb30BaTh TaKHC MCTOJbI KakK OI[HO(I)OTOHH&SI OMHUCCHOHHAA KOMIIBIOTCPHAA
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Tomorpadus, NO3UTPOHHO-AIMUCCUOHHAsT TOMOrpadusi, TpaHCKpaHUaidbHas coOHorpadus
B B-pexume, MP-uccienoBanus TrojoBHOro mo3ra B pexume  SWI,
HepoMenaHuHYyBCcTBUTENbHAA MPT.

Onenka 3putensHOro anamusatopa unpu bIl  Bkiarowaer wuccienoBaHue
CTPYKTYPHO-(DYHKIITMOHAJIBHOTO COCTOSIHUSI PA3JIUYHBIX HEHPOHAIBHBIX 3JIEMEHTOB
rjia3a; TOJIIUHBI CETYATKH, KOJUYECTBO TAHTIMOHAPHBIX KJIETOK, COCTOSIHUSI HEPBHBIX
BOJIOKOH 3pHTeabHOr0 HepBa (ABetrcoB C.0., 2022).

B mocnenHee BpemMsi MHOTO HCCIENOBAaHUN TOCBSIIIEHO JUArHOCTUKE
3pUTEIBHBIX HAPYIMICHWH Y TAIMEHTOB C OKCTPAMPAMUIHBIMU 3a00JICBaHUSMU.
N3ygaeTcs maTorene3 GOopMHUPOBAHUS 3PUTEITHLHO-TIPOCTPAHCTBEHHBIX HAPYIICHUN TPHU
MOBPEXKICHHOM INcuxudeckoM pas3Butud (JIutBunenko M.B., 2016, 2017). Ontuyeckast
KOTEpEeHTHasi TOMOTrpadus TMpUMEHSETCS W I JUATHOCTUKH JIEMHUCITHHU3UPYIOMIHX
3abonesanuii (boiiko D.B., 2010).

[IpoBosunoch yriayOJeHHOE UCCIIENOBaHUE 3pEHUS y TAIMEHTOB C XOpei
['eHTHHTTOHA, OMpPECIICHBl BEIYIIHE CHMITOMBI TJIa30/IBUTATEIBHBIX HAPYIMICHUNH Y
npeMmanudectHoix Hocutenel (CBerozapckuii C.H., 2018). McciemnoBanus I1BETOBOTO
3peHUs W KOHTPACTHOW YYBCTBUTEIBHOCTH y TMAITUEHTOB C XOpeeH MOXKET paccMaTpH-
BaThbCsi B KauecTBE OHMOMapKepoB Ha JOKIMHUYECKOM CTaguu 3a00JieBaHUS
(Cserozapckmii C.H., 2019).

OpHako 5TH HWCCIAEAOBAaHWS MAJOYHCICHHBI M HE HOCAT CUCTEMaTHYCCKUU
xapaktep. Ho yem 6osbIiie ucciieioBaHuii 0 COCTOSIHUU CTPYKTYP TOJIOBHOTO MO3Ta Mpu
pa3sTUYHBIX ~ HEUPOJCTCHEPATUBHBIX  3a00JCBAaHUAX, TEM OOJIBIIIC  TOSBIISETCS
BO3MOYKHOCTh TTOHUMaHUS BHYTPHUOPTAHHBIX YCIOBUH W KOPPEKIIMH TATOJOTHYECKHUX
KAacKaJlOB i COXPAHEHUS OINTUMAJBHBIX YCIOBHM >KU3HEACSATEIHLHOCTU HEPBHOUN

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

2.1 XapakrepucTrka o0cieJ0BaHHBIX OOJIBHBIX

B nuccepranimoHHOE MCCIEAOBAaHME BOILLIM MAUWEHThI C HACIEICTBEHHBIMU
SKCTpanupamMuaHbIMU 3a0oneBanusmu 60 dyenoBek B Boszpacte oT 18 go 80 mner,
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 10 78 Jer.

OOcnenoBaHo 75 mNaMEHTOB CTAl[MOHAPHOTO OTHAEJEHUS HEBPOJIOTHH H
MOJIMKJIMHUYECKOTO  IeHTpa  (eiepadbHOTO  TOCYJApPCTBEHHOTO  OFOJIKETHOTO
0o0pa3oBaTEIBLHOIO  YUpexXJeHUs  Bbicliero  oOpazoBaHus  «CeBepo-3amaaHblid
rOCyIapCTBEHHbIM  MEIULIUHCKMKW  yHuBepcurer umeHun W.M.  MeuynukoBa»
MunucrepctBa 3apaBooxpanenus Poccuiickoit deneparuu ¢ 2018 mo 2022 roasl ¢
LHEIbI0  TMOATBEPXKIACHUS  JWarfHo3a,  o0OCjelIOBaHUs,  MPOXOXKICHHS  Kypca
KOHCEPBATUBHON TEpANUM U TUHAMUYECKOTO HAOIIOICHUSI.

Kaxxnprii matpieHT ObUT TPOUH(POPMHUPOBAH O MPOBOJUMOM HMCCIIEIOBAHUH U 1Al
nuchbMeHHOe HH(popMHUpoBaHHOE coryiacue. MHpopmupoBanHoe cornacue (hopma u
cojiepKaHne) ObUIO YTBEPXKICHO Ha 3acelaHHU JIOKAILHOIO 3THYECKOI0 KOMHUTETA
dbenepaabHOrO0 TOCYJAPCTBEHHOTO OKOKETHOTO  00pa30BaTEIbHOTO  YUPEKACHUS
BeIcIiero  oOpaszoBanus  «CeBepo-3amagHblii  TOCYJAPCTBEHHBIM  MEIWIIMHCKUM
yHuBepcuteT umenu .M. MeunnkoBa» MuHucrepcrBa 3apaBooxpaHeHust Poccuiickoi
®enepanuu ot 22.11.2018 r.

[TaniueHThl OCHOBHOW TPYIIIIBI UMEIM JAMAarHo3 0ose3Hb ['eHTHUHTTOHA, OOJE3Hb

[TapkuHCOHA, 3CCEHIIMATBHBIN TpeMOop, TOpcuoHHas auctoHus (Tadimna 1).
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Ta6muna 1 — HacnencrBenHble SKCTpanupaMuaHbIe 3a00JI€BaHUS

Jloist
3a0oJjieBaHue MII<<(])3HX Hucno Hflélgl CHTOB MMAaIEHTOB
- (n_ ) (%)
0ome3Hb | eHTHHTTOHA G10 22 37 %
ACCEHIMAIBHBIN TPEMOP G25 14 23 %
6omne3sb [TapkuHCOHA G20 16 20 %
TOPCUOHHAS TUCTOHUS G24 8 13 %

Cpenu HaclEeACTBEHHBIX SKCTpANUpaMUIHBIX 3a00jeBaHUM 00CIeIOBaHHBIX
MalKMEeHTOB TMpeobiiaiany 3a00JieBaHUsA C BEIYIIUM TUIEPKUHETUYECKU-TUIIOTOHU-
YECKUM CHUHIPOMOM.

Cpenu o6cnenoBanHbIx 60 MalMeHTOB OCHOBHOM IpyMIibl Mpeodiaaaiu

xeHuuHbl (62 % sxenmuH, 38 % MyxunH) (Pucynok 1).

38%

KEHLWNMHDbI MYXKYUNHbI u

Pucynok 1 — Pacnipenenenne naifueHTOB OCHOBHOM TPYIIIBI IO MOTY

JlmuTensHOCTh 3a00JICBaHMS TAIMEHTOB HA MOMEHT OCMOTpa COCTaBHiIa OT 1
roga g0 15 mer. CpegHuil Bo3pacT cpeayd MAIMEHTOB OTHEIbHBIX HO30JOTHM ObLI

pasnudeH u gocturan 80 yer y manuenTa ¢ quarao3om 0osesns [lapkuacona (Pucynox

2).



37

90

Bospact nauueHTos 8 ropax

o I=——] B [—=] == E=S

BonesHb BonesHob JCCeHUMaNbHbINA TopcuoHHan BBK
MapkmHcoHa NreHTuHrToHa TPpemop AMCTOHMA

Pucynok 2 — Cpeanauii BO3pacT MaldeHTOB OCHOBHOW TPYTIITBI

2.2 MeTtoan!l ucciienoBaHus

B xome paboThl MPOBOAMIIUCH: KIMHUKO-HEBPOJIOTHYECKUNA OCMOTP, KIMHUKO-
71a00paTOPHOE UCCIIENOBAHUE CHIBOPOTKM KPOBH MAIMEHTOB, HEUPOIICUXOJIOTUYECKOE U

HEUPOOPTaTLMOJIOTUUECKOE 00CIECIOBAHUE.

2.2.1 KIIMHUKO-HEBPOJIOTUYECKUI METO

OnenuBanuch ajaoObl TAIMEHTOB, JIaHHBIC aHamHe3a (Bo3pacT jaebroTa
3a00JieBaHMs, Tepamnusi), KOTOpbIe MOATBEPNKAAINCH JAHHBIMU BBIITUCOK W3 JAPYTHX
MEIUIIMHCKUX YUYpeXJIeHUH W (UKCHPOBAIMCh B KapTe mnanueHTa. IIpoBeneH
HEBPOJIOTUUECKUNA OCMOTp, OIpejeieHa TKECTh JBHUTaTElIbHBIX HAPYIIEHUW MO
TPaIUIIMOHHOMY IIJIaHy: OOIIEMO3TrOBBIE CHMIITOMBI, YEPEITHO-MO3TOBasi MHHEPBAIIMS,
nBUTaTeNbHAs cdepa, YyBCTBUTENbHAA c(epa, KOOpAWHANMS JIBWKEHUN, dKCTpanmupa-
MUJIHBIE CUMITOMBI, BET€TATUBHBIE CUMIITOMBI, BBICIIINE KOPKOBBIE (yHKIMHU (OguHaK
M.M., 2009; Muxaiinenko A.A., 2012; Ckopomer; A.A. u coasrt., 2017).

ITo mkane ODSS INCAT omeHuBanach CTENECHb HWHBAIMAW3ALNM ITAIIUCHTOB

(Dyck P.J. et al., 1997). Inarno3 BIl ycranaBimBaics mo kputepusiMm ooOmectBa bIT
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Bemukooputanuu (Hughes A. J., Daniel S. E., Kilford L. et al., 1998). Ctagus BII no
metony XeH-fpa B mogudukanuu (Lindwall et al., 1988).

Bce marueHTsl mpoxXoauiin TeCTUPOBAHUE KOTHUTHBHBIX (DYHKIMN TIO IIIKaJIaM:
rocnutanpHas mkana TpeBoru u genpeccun (HADS) (Ilpunoxenue A) u Kpatkoit
ounenku mncuxudeckoro craryca (MMSE) (Ilpunoxenue b), Tak ke olleHMBaiIach
CTEIEeHb MHBAIMIU3AIIMN MIPU ITOMOIIY MoauduirpoBanHoi mkainsl Parkun (Modified
Rankin Scale — mRS) (Ilpunoxxenue B), nBurateibHbIC HapyIICHHE OICHHBAIN IIO
unaekcy moounsHoctu PuBepmunar (Rivermead mobility index - RMI) (mpunoxkenue
D).

YpoBeHBb TPEBOTH U JACTIPECCUU OIICHUBAJICS 10 TOCITUTAIBHON IIKaje TPEBOTH U
nerpeccun  (HADS) (Ilpumoxenue A), 0-7 06amioB MOXHO CUHTaTh HOPMOM
(ToCTOBEpPHO TpPHW3HAKH TPEBOTH W JICTIPECCHU OTCYTCTBYIOT), 11 0OamioB u BeIIIC -
O3HAYaeT KJIMHUYECKH BBIPAXKEHHYIO TPEBOTH WIM Jenpeccuio (0amuibl CyMMHUPYIOTCS
JUTSL KQXKI0TO TMPU3HAKA OTNIETBHO).

JIst  OIEHKM KadyecTBa JKWU3HM W CTCIICHW WHBAJWAW3AIMNA  TAIlMCHTOB
UCTONIb30Bajach MoauduunpoBanHas 1mkaina Pankuna (Modified Rankin Scale — mRS)
(ITpunoxkeane B). Ilo MRS 0 OGamwioB — nBurarenbHas aKTHBHOCTH ITOJTHOCTHIO
coxpaHeHa, 5 0alIoB — JBUTaTelibHAsS aKTMBHOCTH HApYIIICHA, MAIUEHT HYXKIACTCS B
MIOCTOPOHHEM YXO/IE.

Jlnst viccrietoBaHUs TTaMATH U TICHXUYECKOTO CTaTyca: KpaTkas ITKaja OICHKH
ncuxudeckoro craryca (MMSE) (Ilpunoxenune bB) wucmonb3yercs mias CKPHUHHHTA
BO3MOYKHBIX KOTHUTUBHBIX HAPYIICHHUIA, B YACTHOCTH, IEMEHITHH.

JIBuraTenpHas aKTHBHOCTH OIICHUBAJIACh MO0 MHACKCY MOOWILHOCTH PuBepmuar
(RMI) (ITpunoxenue I'), mpu MONOKUTEIBHOM OTBETE HAa BOMPOC MpHCcBanBaercs 1

OaJ1, MaKcuMalibHas cymma 15 Ganos.
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2.2.2 KnuHuko-1a00opaToOpHbIA METO/T

VY Bcex mamueHToB uccieayeMbix rpynmn (N = 105) Obutn ompeseneHsl YPOBHU
oenkoB BocmaieHus (daktop Hekposza omyxonu-o (PHO-o), wuHTEpnehkun-1,
UHTEPJICHKUH-0), [IHATBHOTO HEUPOTPOPUIECKOTO dhaxTopa (THT®),
HelipoTpodudeckoro Qakropa rojgoBHoro Mosra (OPI'M), OenkoB, peryiupyrommx
arionito3 (Oemok p53, Oemok Bcl2) mMmMmyHOpEepMeHTHBIM METOJIOM B 00pasiax
CBIBOPOTKHU KpoBH. [Ipon3Boamin 3a00p BEHO3HOM KPOBU HATOIIAK B YTPEHHHUE YacChl B
ooseme 10 mu. Mcnonp3zoBanu Habopsl ¢upmsl RayBiotech, Inc B cooTBercTBUM C
WHCTPYKITUSMU TTPOU3BOUTEIIA.

IToporoBeie BenmuuuHbl onpenenacHus. PHO-a - 8,1 nr/mm;, WUII-1 — 4,9 nr/m;
NJI-6 — 7 ur/mi; 6enkoB pS3 u Bcl2 cootBerctBenno 0,33 E/miu u 0,5 ar/mi, THT® — 5
rr/mia, ®PI'M — 20 nr/mon.

2.2.3 Helipohu3noaoruyeckuii MeTo

OnTuyeckas KorepeHTHasi ToMorpagusi — UCCIEIOBAHUE, KOTOPOE HMCIOJIB3YIOT
JUIsL MCCIIeIOBaHUs MOP(OJIOTMH MEPETHEro M 3aJHEr0 OTPE3KOB TIIa3HOro s0JIOKA.
MeTon 1o3BOJSET BBISIBUTD, 3aIIUCATh U KOJIUYECTBEHHO OLIEHUTh COCTOSIHUE CETYATKH
U 3pUTEIBLHOrO HepBa. MeronoM ontudeckoil korepentHoil Tomorpaduu (OKT) Obuio
IPOBEJICHO JIETalbHOE MCCIIEIOBaHUE 3PUTEILHOTO HEPBA M CETUATKU IJIa3HbIX SIOJIOK y
60 manmenToB. HelipoBusyanusanus ceTYaTKHU U 3aJHETO OTPE3Ka rila3a MpoOBOAUIACH C
UCIIOJIb30BaHUEM HH3KOKOTCPEHTHBIX JydeH MH(ppakpacHoro ceera (juHa BOJHBI 830
HM). OLEHMBAJKCH CIICAYIOIIUE IOKa3aTenu: OOIIas TONIIMHA CJOS TaHTIHO3HBIX
kietok ceryaTku (OTCIK); Tommmuaa HepBHBIX BojiokoH cetdatku (THBC); Tommmna
ceryatk B Makyaspaoi 3onHe (TCM3) (Pucynox 3, Pucynoxk 4, Pucynok 5).
Hopmanbubie 3HaueHus mnokazatesed OTCI'K, THBC u TCM3 mnpencraBieHbl B

Tabmnure 2.
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Ta6nuna 2 — [lokazarenu onTUYECKON KOrepeHTHOU ToMorpaduu

IToxazarenb Hopma, M + m (Mkm)
TOJIIIIMHA CJIOS TAHTIMO3HBIX KJIETOK CETYATKHU 96,3+7,3
TOJIIIIMHA HEPBHBIX BOJIOKOH CETYATKHU 110,4 + 235
TOJIIIIMHA ceTYaTKH ((hoBeosia) 215,22 +11,2

HccnenoBanue mpoBOIMIOCH MPHOOPOM ONTUYECKUH KOTEPEHTHBIH ToMorpad

«RTVue-100 XR» (Optovue, CILA).

ONH/GCC OU Report
Right / OD
Optic Nerve Head Map

m

TSNIT Symmetry Plot

= pemss
. — * Mo NDS companson for patent age < 15 on exam date L
Pucynok 3 — IlIporokon omenku [I[3H, CHBC, ranrimmo3Horo kKomIuiekca

(Optovue)

[Tpumeuanue: 1 — kapTa TONIMIUHBI TAHTIMO3HOTO KOMITIEKCA; 2 — CXEMaTHIECKOEC
nzoopaxenue J[3H, kapra n mokazaremu Tomuabl CHBC; 3 — panuaneasiii ckan J[3H;
4 — makynsapHbIM ckaH; 5 — noka3arenu Toiamuael CHBC; 6 — mokazarenu JI3H; 7 —
MOKa3aTeld  TOJIIMHBI  TaHTJIMO3HOTO  KOMIUIeKca, 8  —rpaduK  TOJIIUHBI
nepunamnmusipaoro CHBC kounbiieBoro ckana guaMetpom 3,4 M.
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§

[T (NFL parameters

ENSTIN average [um]
|Std. deviation [um]
{Inter Eye Symmetry

T

|

;%n_' Left |
Mm%
3B k)|
0.88

Pucynox 4 — IIporokon ouenku J[3H u CHBC o6oux rna3
[Ipumeuanue: 1 — kapra 3HauuMmbix usmenenniit CHBC; 2 — kapta TOJIIMHBI

Age: 6 Eye:  Both | |
OD 16/07/2021 15:40:07 Ql: 1 DISC | BOTH EYES QL: 10 16/07/2021 15:39:04
30 6x6 mm 3 3D 6x6 mm
NFL signification NFL thickness ONH porameters | Right | Leit | MNormal | NFL thickness NFL signification
Dic Area [mm? {221 | 218
‘ ) Rim Area [mm] A8 0.68-1.67 /
|Cup Area [mm?] 00 0.00-1.02
[Rim Volume (] ] 007047
[Cup Volume (mm) 0.00-0.28
Mean Cup depth [mm) 000-0.30
, 000+ 0.58
000+ 0.0 |
,,,,, 1064 | 059
1029 | 078
[ 092 | 085
|"0.06 | 0.08
5
'm
Ring diameter 3.40 mm Ring thickness 0,10 mm Ring iameter 3.40 mm Ring thickness 0,10 mm
30 0 300
) 20 7 250

0S

CHBC; 3 — mapamerps! [I3H; 4 — nmokazarenu Tonmuuael CHBC B 4 kBagpaHnTax;

5 — mnokazarenu TtommmHel CHBC B 12 cermentax; 6, 7 — rpaduk TONILKUHBI
nepunanwuispaoro CHBC konbrieBoro ckana amamerpom 3,4 MM; 8 — paauanbHBINA
ckan JI3H; 9 — mokazarenu tommuuel CHBC (cpemHuii mokasarenb, CTaHIapTHOE

OTKIIOHCHHUC, HHACKC aCI/IMMeTpI/II/I)
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Pucynok 5 — IIpoTokon ucciaemoBaHusi TOJIIUHBI CIOSI TAHTIMO3HBIX KIETOK
cetyatku (OTCI'K) o6oux rna3z

Kputepusamu uckiatoueHuss ObLIM 3HauMMble O(TaIbMOJIOTMUYECKHE MATOJIOTH-
YECKHE COCTOSAHHMS (BO3pacTHas MaKyJjoJereHepalus, rayKkoMa, peTHHOIIU3UC, PETH-

HaJIbHBIE KUCTBI U JIP.).

2.2.4 MonexkyIsipHO-TEHETUYECKOE UCCIEN0BAHNE

MonekynsipHO-TeHETHUECKOEe HCCe0BaHne ObUIo mpoBeaeHo y 60 mamueHTos.
[Tpu BI" npoBoanIOCk MCCeI0BaHKE METOIOM MoJUMepasHoi 1enHoi peakiuu (ITLP),
cexkBenupoBanus B rene IT15 (HTT) u ¢pparmentHoro ananmuza 1 sx3ona rena HTT.
BoisBisiocs  konuuectBo L[AI-moBTopoB (B HOpMe He Oonbuie 36). Ilpu BB
UCITIOJIB30BAIM MeTOJT MysbTunpaiMepHoit [1LP merekmuu gacTeix WHCEpLUA/ nenenuit
B reHe ATP7B, cekBenupoBanue ¢parmentor rena ATP7B mno Cenrepy, mis
ammmnukanuu  onpeneneHasix  (parmentoB JIHK wucnonszoBancs wmeton TILP.

TopcruoHHass AMCTOHUA — METOAOM ImpsiMoro cexkBeHupoBanus reHa GCHI, rena
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THAPI1, rena SPR. MonekyJapHO-TEHETUUECKOE HCCIEAOBAHUE HACCEHIIUAIBHOTO
Tpemopa mpoBoamwiock IIIP-uccnenoBannem Ha xpomocome 3013 rensr - FETI,
ETM1; 2p24.1 ren - ETM2 u 6p23 ren - ETM3. Ilpu OGone3nu IlapkuHcoHna
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 — CIIA). 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 HKCIEPUMEHTAIBLHOW TPYMN HCHOIB30BAIM MapaMeTpH-
yeckue (t-kpurepuit CThIOJEHTA ISl ABYX HE3aBHUCHUMBIX BBIOOPOK) M HEmapameTpu-
yeckue (kpurepuilt MaHH-YUTHH) METOJIbI CTaTHCTHYECKOTO aHayin3a, ObLI MPOBEICH

KOPPEJSILIMOHHBIN aHanu3 (paHrosas koppensuus CnupMena).
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I''TABA 3. PE3YJIbTATDBI

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, NEPUOAUYECKOE JPOKAHUE B PYKaxX, HEMPOU3BOJIBHOE JIBH)KCHHUE YEIIOCTHIO,
CIIFOHOTEYEHHUE, TSIHYIIHE 00JIM B TOSICHUYHOW 0071aCTH, 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 JTAOUIBHOCTB);

- paccTpOWCTBA YyBCTBUTEIBHOCTH 110 ITIOJIMHEBPUTUYECKOMY THUILY;

- HapylIeHWs B JABUTATENbHOU cepe (TpemMop CTaTUYECKUW, 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 aBTOMATH3Ma, 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 %
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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 %
CUMITOM «ITOAYLIKH 18 %
MEePUOJINYECKUE KPATKOBPEMEHHbBIE 3aCTHIBAHUS 18 %
cumnrtoM Mapu+ 16 %
pediekchl OpaJbHOTO aBTOMAaTHU3Ma 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 ['eHTHHTTOHA 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 KnnnHuMKOo-HEBpOJIOTHYECKas XapaKTEPUCTUKA AIMeHTOB 00Je3Hbt0 [lapkuHcona

Cpemu mnarueHToB ¢ Oose3npro [lapkmbacona (N = 16) ObUIM BBIACIICHBI
cienyromue (GOpMbI: aKHHETHKO-PUTHIHO-ApoKaTeabHas Gopma (85 %), akuHeTHKO-
purngHas ¢opma 3abonmeBanus (12%), npoxarenbHas Qopma (3 %). Bospact
HaIUeHToB ¢ 6oJie3Hbo IlapkuHcona coctapisii (73 = 7 roga) ¢ 1e0I0TOM 3a00JIeBaHUS
(50 + 8 zer).

Y 5 nauueHTOB OBbUIM BBISIBJICHBI OCJOKHEHHS B BHAE (QUIOKTyalud H
nuckune3uu. [lo llkane Paukun 8 manuentoB umenu — 3 6amia (67%), 6 manueHToB —
2 6amna (25%) u 2 nanmenta - 1 6amn (8%) (Ilpunoxkenue B). MoTopHasi akTHBHOCTh
no wuHAekcy PuBepmuara cocrapisia 10 + 3 (ITpunoxkenue IN). ¥V nmamuenToB B 22%
ciydaeB OBLIO CYIIECTBEHHO 3aTpyaHeHO camooOcykuBanue. [lo mkane MMSE 6butn
BoisiBiIeHB! y 10 maruenToB (66 %) nerkue KOTHUTHUBHBIC HapylIeHHS, Y 6 MAIEHTOB
(33 %) ymepennbie korautuBHbie HapymieHus ([Ipunoxenue b). [lo mkane HADS y
NaIMeHTOB OTMeYasach Jierkast creneHb TpeBoru y 7 (25 %) nmaumentoB u B 9 (75 %)

cilyyae CyOKJIMHMYECKHU BbIpaxkeHHas aenpeccust (I[punoxenue A).

3.1.3 KnuHuKo-HEeBpOJIOTHYECKas XapaKTEPUCTHKA MAIMEHTOB C ACCEHIIMATLHBIM

TPEMOPOM

Cpemn 14 manueHTOB C OSCCEHIMAIBHBIM TPEMOPOM BO3PACT IMMAI[HEHTOB
coctaBist 30 + 7 roga, Bo3pacT nebroTa 3a0osieBanus Obl1 28 + 8 roja, IIUTEIbHOCTD
Oonesnn 5 + 3 roga, Bpems tepanuu 4 £ 1 roa. Y 8 (57 %) manueHTOB oTMeEYanach
JokanbHas ¢opma, y 6 (43 %) reHepanusoBaHHas (opma runepkuHe3a. CreneHb

BBIPQXEHHOCTH JIBUTATENbHBIX HapylleHUi Oblia B Buie Jerkux y 60 % marueHToB u
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ymepeHHbIX y 40 % naruentos. Ilo mkane MMSE Obut BoisiBiieH y 1 manuenta (7 %)
nerkue KorauTuBHble HapymieHus (IIpumoxenune B). Ilo mkane HADS y nanueHnToB
oTMeuanach Jierkas creneHb TpeBord B 40 % cmydaeB mamuenToB u B 20 % ciyuae
cyOknmHnuecku BoipakeHHas aenpeccus (IIpunoxenne A). 1o mxane Pankun 1 6amn —
7 manueHToB, 2 Oauia — 4 manMeHToB, 3 Oanina — 2 manueHToB, 4 Oanna - 1 manueHTt
umenu o tmkane ([Ipunoxenue B). MoTopHass akTUBHOCTh 1O HMHJIEKCY PuUBepMuUAT

cocraBisuia 12+ 2 (IMpumoxxenue I).

3.1.4 KnuHUKO-HEBPOJIOTNYECKAs XapaKTEPUCTHKA NAIUEHTOB C TOPCUOHHOM

TACTOHUEH

[TarueHTOB ¢ TOPCHOHHOW MUCTOHMEW mMOj HaOmOAeHHEM ObUIO 8 dYenoBek,
cpeanuii Bo3pact 26 + 4 roja, jJokanbHas ¢Gopma Habmonanack y 5 (63 %) yenosek,
renepanusoBanHas gopma y 3 (37 %) cinyuaeB. [Ipu jokanbHOH GopMe OTMEUATHCH
JTUCTOHWYECKAsT 1033, TUMIEPKWHE3bl B PyKaxX W MBI men. B pykax (B Kaxmaond B
OTJICJIbHOCTH) OTMEYAJINUCh BBIYYPHBIE HEMPOU3BOJIBHBIC JBIKCHUS HMEIONIUE
aTCTOUIHBIN XapakTep. B MpOKCHMaBHBIX OTHAENaX PYK THIEPKHUHE3Bl MPOSBISINCH
CHIIbHEe, YeM B JAucTaimbHbIX. [lpum reHepanm3oBaHHOW (opMe OTMEUaIHCh
TUTNEPKUHE3bl MBI TYJIOBHINA, TUIEPKUHE3bl MBI PYK M HOT, IIIEH, CHa3Mbl
JUIEBON MYCKYJaTyphbl, HapyIIeHUS pPEUYd, HAPYIICHWE ITOXOJIKH, MOCTYpPaTbHBINA
Tpemop. Bo BpeMs may3 Mexay TMIepKUHE3aMHU MBIIIEYHBIN TOHYC ObUT TOHMKEHHBIM.
KoruuTtuBHBIX paccTpoiictB He BbIABIsUIOCH (IIpmnokenune B). Y Bcex marueHToB
Ha0JII0/1a71ach AMOIMOHATBHAS PACTOPMOKEHHOCTD, 10 1kane HADS Obuta BbIsiBIIeHA
BBIPOKEHHAS INYHOCTHASI M CUTYaIllMOHHAs! TPEBOKHOCTh Y BBIPAXKECHHAS] KIMHUYECKas
nenpeccus (ITpunoxenune A). Ilo mkane Paukun 1 6amr — 6 manueHnTos, 2 6amia — 2
naiuenTa, 3 6aiia u BbIle manueHToB He Habmonanock (IIpunoxenne B). MoTtopHas

aKTUBHOCTH 10 MHAekcYy PuBepmunr cocrasmsia 13 + 1 (Ilpunoxkenwue I).
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3.1.5 KnnHukKo-HeBpOJIOTHYECKas XapaKTEPUCTHKA MAIMEHTOB

¢ 6one3upio Bunscona-KonoBanosa

Bospact mnammentoB ¢ Oone3nbpto Bunbcona-KonoBamoBa Opm 28 + 7 rona,
JUTUTEIIFHOCTh 3a0o0sieBanus 7 £+ 2 roaa, JmutenbHocTh Teparmu 6 = 1 rox. Cpemu 15
nareHToB ¢ BB B 5 (33 %) ciy4asx aBUTaTENbHBIC HAPYIICHUS HOCWIHM XapaKTep
JICTKMX PacCTPOMCTB, y 7 marueHToB (47 %) ObLIM BBISBICHBI YMEPEHHO BBIPAXKCHHBIC
u B 3 (20 %) ciyuaeB BeIpakeHHBIH XapakTep. DopMmbl 3a0oJieBaHHs OBUIH
NPEJICTABICHBL:  JPOXKATEeIbHO-PUTHIHOW ¢opMoir y 7 mamumentoB (47  %);
nposkatenbHoi - 6 (40 %) manueHTa U KOPKOBO-IKCTpanupaMuaHoi ¢popmoii B 2 (13 %)
ciyuae. [To mkane (HADS): manuentsl ¢ BB uMenu: nerkyro crenens TpeBoru — 3 (20
%), ymepennyio crernenb - 8 (53 %), BeIpakeHHyr0 crerneHb - 4 (26 %) ciydaeB
(ITpunoxxenue A).

CyOKIMHMYECKH BBIpaXKCHHas Jernpeccust orMmevaiach — 6 (40 %), kmuHuYecku
BeIpakeHHass — 9 (60 %). ITo mxaire MMSE Obin BeisiBiieHBI B 3 (20 %) coydacs
JIeTKAE KOTHUTUBHBIC HapylieHus, B 8 (53 %) yMepeHHbIC KOTHUTHBHBIC HApyIICHUS U
BeIpakeHHBIC B 4 (27 %) cnydaes (Ilpunoxenne b). ITo mkame Pankun 1 6amt — 0
MManyueHToB, 2 Oanna — 2 manueHTa, 3 Oawia — 6 manueHToB, 4 Oaya - 7 MallMEHTOB
uMenu no mkane (IIpunoxenne B). MoTopHasi akTUBHOCTh IO MHAEKCY PuBepmuara

cocraisuia 8 + 2 6amta (Ipunoxenue I).

3.2 MoJieKyIsipHO-T€HETHYECKOE UCCIIeIOBaHNE

MosnekynsipHO-TEHETUUECKOE HUCCIIEJOBaHUE ObUIO MPOBEACHO y MAIMEHTOB C
oone3npto ['entunrrona Obutio BbisiBIeHO CAG-moBtopoB B rene HTT: 36-39

noBTopoB (n=10), 40-49 nmoBtopoB (n=8), OGomnbire 50 MOBTOPOB (N=4); y MaIMEHTOB C
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ACCEHIMAIbHBIM  TPEMOPOM  ObUT  BBISIBIICH ayTOCOMHO-JIOMUHAHTHBIN  THUII
HacienoBanusi B Jokyce ETM1 ma xpomocome 3ql3 (n=8); B mokyce ETM2 nHa
xpomocome 2p24.1 (n=4) u B n1okyce ETM3 na xpomocome 6p23 (n=2). Y naiueHToB
TOPCHOHHON JTUCTOHHEW ayTOCOMHO-JIOMHWHAHTHBIA THIT HACICIOBAHUS MYyTalus B
nokyce TOR1F na xpomocome 9q34 (n=8). [1pu 60ne3uu [lapkuHCOHA: Aeeys B TeHe
LRRK2 na xpomocome 12q12 (PARKS) (n=9), nymnukamus B reHe PARKIN Ha
xpomocome 6q25.2-27 (PARK?2) (n=6) u nymnukauuu resa PARK?7 (DJ1) B nokyce
1p36 (PARKY7) (n=1). IIpu 6one3nu Bunbcona-KoHoBaaoBa - ayToCOMHO-PEIECCUBHBIN

tun, mytaius rena ATP7B nHa 13 xpomocome (n=15).

3.3.JlanHble 1a60PaTOPHOTO UCCIIETOBAHUS

Pe3ynbTaThl 1a00paTOPHOTO UCCIEI0BAaHUS CHIBOPOTKH KPOBU Ha COAEpKaAHUE:
®HO-a, WJI-1, WJI-6, GenxoB pS53 u Bcel2, THT® u ®PI'M y namueHToB
NPEACTABIAIONINX pa3inyHble Ho3osornueckue ¢opmbel HOII3 mpeacraBieHsl B

tabmnurte 4.

Tabnuua 4 — 3HaueHus1 OETKOB BOCMAJIEHUs, allONTO3a U HEUPOTPO(UHOB B

CBIBOPOTKH KpoBH y nanueHToB ¢ HOII3

IToka3zarenn
cpeaHee BT BIT ST TA | BBK | «kouTposs p
3HauYeHUE,
/M1
1 2 3 4 5 6 7 8
WJI-1 1421 | 1942 | 853 | 1132 | 1038 | >0 | p<0,005
WJ1-6 1331 | 1831 | 1032 | 1241 | 1575 | >80 | <0005
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[Tponomkenne TaduIbI 4
1 2 3 4 5 6 7 8
15,40

®HO-q 7051 | 9488 | 4642 | 60,72 | 69,55 p < 0,005
benox Bel2 | gq 55 | 1340 | 145 | 5432 11111 % | p<0.005
(ar/muT)
benokp33 | g4 | 886 | 100 | 395 | 5954 | O | p<0.005
(E/mum)
®PIM 17320 | 13991 | 18275 | 17643 | 18040 | 27358 | p<0,005
(ir/mu)
[HT® 3673 | 4992 | 3505 | 3642 | 4382 | 2353 | p<0,005
(ir/mu)

KonnenTparuu 6e1koB, ydacTByromux B mnpoiiecce Bocnanenuss (PHO-a, NJI-1,
NJI-6), 6enxos amonto3a u HeiporpodunoB (PPI'M u THT®) B ChIBOPOTKE KpOBH
MAlMEHTOB  HACJECACTBEHHBIMH  DKCTPAMUPAMUIIHBIMU  3a00JICBAaHUSIMU,  HUMEJHU
CTAaTUCTHYECKU 3HAYMMBI pa3jiMyusl B CPaBHEHUE C KOHTPOJIbHOM rpymmoi (p < 0,005),
YTO TIO3BOJIMJIO B JaJbHEHINIEM YYWUTHIBAs, HACIICICTBCHHBIH XapakTep pPa3BUTHS
3a0oieBaHui,  mopaxxeHue  oOmei  Mopho-GyHKIHOHATBHOM  CHUCTEMBI  —
AKCTPATUPAMHUIHON CHUCTEMBI, OOBCIMHUTD JAHHBIX MMAIMCHTOB B €IUHYI0 OCHOBHYIO

TPYIITY JUIsS IPOBEACHUS TabHEUIIIEr0 U3yUeHHS MOJTydeHHBIX qaHHbIX (Tabnuma 5).

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

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

benox OcHoBHas rpymrma KonrpoubHas p
rpymnmna
NJI-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

Conepxanue O€NKOB, YY4acTBYIOIIUX B Mpoliecce amonTos3a (O6emok pS3, Gernok
Bcl2), B ChIBOpOTKE KpOBM TMAlIMEHTOB HACIEACTBEHHBIMH SKCTPAMPAMUIHBIMU
3a00JIeBaHUSIMU, BBISBIWI JOCTOBEPHBIE PA3IMUUS 10 COACPKAHUIO OEITKOB aromnTo3a 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 rpymma 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

KonmenTtpanus (akropa pocta roJJOBHOTO MO3ra B CHIBOPOTKE KPOBH Y OOJIBHBIX
HACJICICTBEHHBIMU  JKCTPAlMPAMUIHBIMUA  3a00JICBAaHUSIMU  ObUIa  CTATHCTHYCCKH
sHaunmMo Hmwke (16133), wem B kouTponbHON rpyme (27358). KonmeHnrparus
NIMAJIBHOTO  HeHpoTpoduueckoro (akrtopa B CHIBOPOTKE KPOBU Y  OOJNBHBIX
HACJICICTBCHHBIMH  JKCTPANMPAMUIHBIMUA  3a00JICBAaHUSIMU ~ ObLIa  CTATHCTHYCCKH

3HaunMo Bbitre (394,5), uem B koHTposbHOU Tpyte (235,3) (Tabnuua 7).

Tabnuna 7 — Konnentpaiust HeiipoTpoduueckux (pakTopoB B I1a3Me KPOBH

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

benok OcHoBHas rpymma KontponbHas p
rpynmna
®PI'M (1ir/mo) 16133,14 27358,67 p < 0,005
[THT® (rir/mo) 3945 235,3 p < 0,005

3.4 Pe3ynbTaThl ONTUYECKON KOTEPEHTHOM ToMOTpaduu

OKT 6sbuto BeimonHeHo y 30 manueHTOB OCHOBHOW Tpymmbl M 10 manueHToB
rpynmnsl  cpaBHeHud. Otmeueno, yro mnokaszarenn OTCI'K, TCHBC u TCM3 y
NAI[MeHTOB HACJIEJICTBEHHBIMU JKCTpanMpaMUIHBIMU 3a00JICBAaHUSIMU HE HMMEIOT

JIOCTOBEPHBIX Pa3InyMii B CpaBHEHHUE ¢ Tpymoi koHTposs (Tabmura 8).
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Ta6nuna 8 — [lapaMeTpbl oNTHYECKON KOrepeHTHON ToMorpaduu y 00IbHBIX

HACJICACTBCHHBIMHU JKCTPAIIMpaMUIHBIMHA 3a00JIeBaHUSIMHU

['pynma KontponbHas
OcHoBHas rpynna
[Tokazareins (HM) (n = 30) CpaBHEHUS rpyrmna p
B (n =10) (n = 30)
TOMIE CCTHATKIL | Hay 6y 284,68 29104 | p=0575891
B MaKyJIIPHOH 30HE
oOmass  TOJNIIMHA
eaox 91,0 o118 98,04 p=0,895152
TaHTJTHOHAPHBIX
KJIETOK
TOJIIIMHA HEPBHBIX 100,82 100,82 105.0 p=0,937435

BOJIOKOH CC€TYAaTKHU

IIpn cpaBHenum nokaszarened TCM3 3Hauenue t-xpurepus Creromenra: 0,56,

pasznuuus cratuctTudecku He 3HauuMbl (p = 0,575891). OTCI'K - 3naueHue t-kpurepus

Creronenta: 0,13, paznuums cratuctuuecku He 3Hauumbl (p = 0,895152). THBC -

3HaueHne t-kpurepus Creromenta: 0,08, pa3nmuyuus CTAaTUCTUYECKA HE 3HAYUMBI

(p =0,937435). Ilpu cpaBHEHHMH TOJIIIMHBI CETYATKH B MAaKYJISIPHOW 30HE, OOIIeH

TOJIIIMUHBI CJIOA TAHTTIMOHAPHBIX KIETOK W TOJIOWHBI HCPBHBIX BOJIOKOH CCTYATKH

M€Ky OCHOBHOM M KOHTPOJIBHOW IPYIIIAMU CTATUCTUYECKHA 3HAYMMBIX Pa3JIMYHBIN HE

BBIAIBJICHO.

Kimmanueckoe HaOIOIEHUE.

[MaruenTka I1. 31.12.1970 r.p. (53 roxa)

Ne amOynaTopnoit kapter 30072 (2019 1.)

Jluarno3: 601e3Hb [ eHTHHTTOHA

JKanoOwr:

3aTpyHEHHE TIPpU XOAbOE,

qaCTbIC IIaJACHMHA,

Ha HACHUJIIbCTBCHHBLIC JBMXXCHHA B PYKaX MW HOrax, B TYJOBHIIC,

TPYAHOCTb IIPOU3SHOLICHUA CJIOB,

HEBO3MOKHOCTH BBITIOJIHATh TOBCEIHEBHYIO paboTy 0e3 MOCTOPOHHEH MOMOIIIH,

Hapymi€eHue CHa, N'3BMCHYUBOCTb HACTPOCHMUS.
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AHnamue3s 3a0oeBanus: 001bHOM cebs cunutaer ¢ 2015 rona, korma B Bo3pacte 55
JIET BOEPBBIEC MOSBUINCH HACUIBCTBEHHBIE JIBMKEHUS B PYKaX, [T03’KE€ OTMEYAJIUCh U B
Horax. V3MeHunach TOXO0JKa, cTajlla 1O THUIY «IUISIIYIIEH», HAaCUIbCTBEHHbIC
JBIKEHUS TOSBWINCh B TYJOBUUIIE, CTaja OTMEYaTh 3aTPyJIHEHHE B C€aMOOOCTy-
»kuBaHuu. [1osBUIIOCH pe3Kkasi CMeHa HACTPOEHUSI, MBICIIU O CYULIU/IE, HApyIIEHUE CHA.

AHaMHe3 U3HMU: €IUHCTBEHHBIN peOEHOK B CEMbe, POJUJIAcCh JAOHOUICHHOU B
cpok. Pocna m pa3BuBanach B COOTBETCTBMHU C BO3pacToM. BocmnuThiBamack mMaTepblo,
otiia He MOMHUT. Co CJIOB MAlMEHTKU MaTh yMepia B Bo3pacTe 57 JIeT OT MHCYJIbTA.
3amykeM, uMeeT 2-X JAETeH, kajdo0 Ha 370pOBbe HE NPembABISIOT. [lepenecna
pagukaibHyl0 MacTdktomuio B 2004 romy. HaOmromaercs y OHKOJOra MO MECTY
KUTENbCTBA, penuauBoB HeT. I[lpodeccronanbhbix BpegHocTed He Obu10. CoO CllOB
NAlMEHTKH HUKTO M3 POJCTBEHHUKOB HE CTpajal TMOJOOHBIMU COCTOSTHUSIMHU.
['eneTnyecKoe Hccaeq0BaHUE IETEW HE TPOBOINIIOCH.

HeBponornueckuii craryc: B CO3HAHUM, KOHTAaKTHA, OpPUEHTHpPOBAaHAa B
IPOCTPAHCTBE, BPEMEHH M COOCTBEHHOW JHYHOCTH. CO CTOPOHBI YE€PENHO-MO3TOBOM
MHHEpBALUU: OOOHSHHUE CHI)KEHO; 3pEHUE COXpaHEHO, 3pauku D=S, okpyrioil (opMsl.
dotopeaknuu (mpsMas U COAPYKECTBEHHass) coxpaHeHbl D=S. J[BmwxkeHus ria3z B
noJiHOM oObeMe. OTMeuaeTcs TOPU3OHTAJIBHBIN KPYMHOPA3MAaIIUCThI HHUCTArM IpHU
B3rJsiie B 00e cTopoHbl. KoHBepreHuus cHukeHa. UyBCTBUTENBHOCTh Ha JIUIE HE
HapyweHa. [lanbmanus BbIXxo/a TOYEK TPOMHMYHOTO HepBa Oe30ose3HeHHa. JKeBaHue
coxpaneHo. Jlumo ©6e3 rTpyOoit acumMmerpun. OTMEYarOTCS DJIEMEHTHI JIETKOU
IA3apTpuu. SA3bIK 10 cpeaHeit TuHun. OTMEYaroTCs HACUJILCTBEHHBIC MOAEPTUBAHUS B
MBIIIIAX JHIA, MO THUIy «TPUMAcC» M HACHIBCTBEHHBIM IMOBOPOT TOJOBBI BIIPABO.
['moTanue u GpoHAIMS COXPAHEHBI.

JlBuratrenpHas cdepa: mape3oB HET, TiiyOokue pediexcel D=S, HecKombKko
OKMBJIEHbI. OTMEYalOTCsl HACWJILCTBEHHBIX ABUKEHUSI B pyKaX, HOTaX, TYJIOBHILE W
ronoBe (PucyHnok 6). Tonyc D=S, cumwxken (runoronus). [TaTonornyeckux pediekcos
HeT. UyBCTBUTENIbHBIX PACCTPOIMCTB He npeabsBiseT. KoopauHaropHble MpoObl: Mpu

NajgbIIEHOCOBOM Mpo0Oe MpoMaxWBaHUE C JABYX CTOPOH, MSATOYHO-KOJEHHas mpoda ¢
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JTMCMETpUer ¢ AByX cTopoH. B mo3e PomOepra HeycToiunBa, najgaet B cTopoHsl. [Ipu
X0ap0€e  OTMEUAIOTCS  JJIEMEHTBl  «TaHIYIOmEH» MOXOAKH. (DU3NOIOTHYECKUE
OTMpaBlICHUs B HOpME. MEHUHTHAIbHBIX 3HAKOB HET. DMOILMOHAIBHO JIaOWJIbHA, HE
KPUTHYHA K CBOEMY COCTOSIHHMIO. Ha BOMpOCHI OTBEYaeT OAHOCIONKHO C 3aJCPHKKOM.
Onenka KOrHUTUBHBIX QyHKIUNA: MMSE — 27 6amnos (ITpunoxenue b), rocnutanbHas
mIKajla TPEeBOTM W Jenpeccuu (TpeBora — 7 OamwioB, jgenpeccus — 9 0amioB)
(ITpunoxenune A); momupuurpoBanHas mkaita Paukun — 2 6amna (Ilpunoxenue B);

unnekc Pusepmunr - 11 (Ipunoxenue I').

= -,--’

Pucynok 6 — IMTanuentka I1. (Ne amGymnaropnoit kaptet 30072, 2019 1.)

JlaHHBIE MOJIEKYJISIPHO-T€HETHUECKOTO uccienoBanus ot 25.09.2020: B nepBoit
amenn rtena HTT  ompenensercas 42 CAG nostopa, Bo BTopon — 17.
Pedepentnrie 3HaueHms: 6-26 CAG moBtropoB — HopMma, 27-35 CAG moBTOpOB —
ymepenHoe ypenudenue, 36-39 CAG moBTOpoB — ymepeHHas 3kcmaHcus, Oonee 40
CAG moBTOpOB — BEIpaKCHHAS SKCIIAaHCHSI.

JlanHble J1a0OpaTOpPHOrO HCCIEAOBAaHUS CHIBOPOTKM KpoBW mnanueHTta II.
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npejcTaBiieHbl B Ta0uie 9.

Tabnuna 9 — [Nokazarenu ®PI'M, ®HO-a, BCI2, p53 B chiBopoTke KpoBH narueHTa I1.

Mamment ®PI'M | THT® | ®PHO-a| WJI-1 | WJI-6 | BCI-2 p53
H (ir/mr) | (or/mr) | (nr/mr) | (nr/mr) | (or/mr) | (ar/mo) (E/mo)
[MTarment I1. | 15466,4 | 3804 | 67,2 18,3 25,4 125,3 41,4

Jannbie odraipMoioruueckoro odcienoBanusi manueHTku 1. mpeacTaBieHb B

tabmurie 10.

Ta6muma 10 — Jlanusie odTaapMonoruueckoe oocaeaoBanye mamuenTa I1.

ITokaszarensb ‘ [IpaBblii rna3s ‘ JleBbIil rna3

Jannbie ocMoTpa

Hapy»xHbIi1 0CMOTp: BEKH,
CJIE3HBIE OpTaHbl, KOHBIOKTUBA, HOpMa HOpMa
pOroBHUIIA

BHyTpeHHMI OCMOTp: NepeHsIsA
KaMmepa, panyxkKa, 3paqox, HOpMa HOpMa
XpYCTalIMK, CTEKJIIOBUIHOE TEJIO

0JIeTHO-PO30BBIH, 0JIeTHO-PO30BBIH,
CpeIHUX pa3MepoB CpPeIHUX pa3MepoB
JIvcK 3puUTEIbHOTO HEPBa PEHIX P POB, PEAHIX P poB,
OKPYTJIbIH, C YeTKUMHU OKPYTJIbIH, C YETKUMH
koHTypamu, O/J1 - 3/10 | xonrtypamu, D/]] - 3/10
MakynsipHasi 00J1acTh 0e3 BUANMOI naToyioru | 0€3 BUIMMOM MaTOJIOTMU
ceTyaTka 0e3 BUIUMOU ceTuaTka 0e3 BUAUMOU
MaToJIOTHUH, COCY b MIATOJIOTHH, COCYIBI
30Ha COCYUCTBIX apKaj
U3BUTHI, COOTHOIIICHUE W3BUTHI, COOTHOIICHUE
a:B OJIMHAKOBOE a:B OJIMHAKOBOE

OnTuyeckas KorepeHTHasi ToMorpadust

TCM3 (1m) 287,4 287,2

OTCTK (M) 92,5 92,3

THBC (am) 102,5 102,3
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OnTuyeckas KorepeHTHasi ToMorpadusi MaKyJIsipHON 00JacTH.

OD: wmakymspHbIii penbed CoXpaHEH, TOJIIWHA CETYaTKH B HOpPME, TIO
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 yBenudyeHHE TONIMIUHBI CETYATKH B 30HE
¢dboBeosIBI W BO BHYTPEHHEM HOCOBOM CEKTOpPE, THCTOJOTHYECKH mpoduias 0e3
IATOJIOTUH, MAKYJIAPHBIA 00beM 7,88 MM3,

OnTuyeckas KorepeHTHas ToMmorpadusi o01acTi IUcKa 3pUTEIBHOTO HEPBA.

OD: auck 3pHUTETRHOTO HEpBa CPEAHHX pPa3MEpPOB, HAKIOH IUIOCKOCTH JIHCKa
3pUTEIBLHOTO HEpPBAa K IUIOCKOCTH CETYATKH YMEPEHHBIN, OTHOIIEHHUE IIJIOMIA U
sKkckaparuu K romaau aucka 0,18. 'opusonrtansras /1 = 0,43; BepTukanbHas J/[] =
0,48. ILmomans 1 00beM HEHPOPETHHAIBHOTO MOSCKA B TIPEACIIax HOPMBI C TCHACHITUCH
K YMEHBIIICHHIO €ro pa3mepoB. ToNIMHA CJI0S HEPBHBIX BOJOKOH B IMpejenax
CPEAHECTATUCTUYECKON BO3PACTHOW HOPMBI.

OS: nmucK 3pUTEIBLHOTO HEpBa CPEAHUX Pa3MEPOB, HAKJIOH IUIOCKOCTH JTUCKA
3pUTEIBLHOTO HEPB K IUJIOCKOCTH CETYATKU YMEPEHHBIM, OTHOIICHHUE IIJIOIIAIN
sKckaBanuu K Tromanau aucka 0,17. T'opuzonTansaas J//] = 0,41, seprukanpras D11 =
0,50. ITnomanp 1 00beM HEHPOPETUHAIBHOTO TOSICKA B MpeJieiaX HOPMBI ¢ TCHICHITUCH
K YMCHBIIICHHIO €ro pa3MmepoB. TOJIMHA CJIOS HEPBHBIX BOJOKOH B Mpeaenax
CPEIHECTaTHCTUIECKOM Bo3pacTHOM HOpMBI (PUCyHOK 7).

Huarnos: [IpecOuornus, rurepMeTporus ciiadoil CTeneHu, HadallbHasi BO3pacTHas

KatapakTa, anruomnatus ceruatku OU. Makynonarus OU.
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3D Disc Report OU w/ Topography 3D OCT-2000FA plus(Ver.8.30) PrintDate : 18.11.2020 & TOPCON

ID : 952572 Ethnicity : Technician :
Gender : Female Fixation : OD(R) Disc / OS(L) Disc
e DOB :31.12.1960 Age : 59 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 -200 Thickness Map RNFL photo Thickness Map RNFL  SuperPixel-200
R %

[ Jisi]
( 100 v 1 6 (%)
RNFL Circular Tomogram RNFL Circular Tomogram

RNFL thickness  — 020

N
RNFL Symmetry  91%

Average thickness RNFL(um)
108 Total Thickness 104

130 Superior 129
140 Inferior 138

130

128111152

85 114

40
Disc Topograph

2,12 Disc Area % 2,038

0,35 Cup Area (mme) 0,37

177 Rim Area (mm?) 1,66 4

el ird C/D Area Ratio 0,18 |

0,41 Linear CDR 0,43 ‘
< 0,50 Vertical CDR 0,48 \

0,02 Cup Volume (mm3 0,02
0,58 Rim Volume (mm3 0,53
1,54 HorizontalD.D (mm) 1,45
1,78 Vertical D.D (mm) 1,74

RIDRatio  — gg)

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 :

Disc margin Cup margin

Pucynok 7 — Pe3ynbTaThl ONTHUECKON KOT€peHTHON ToMorpaduu nauueHTku [1.
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B HeBpoOrMYecKOM cTaTyce BBIJCICHBI CIEAYIONINEe CHHIPOMBI: CHHIPOM
JIBUTATEIILHBIX PACCTPOMCTB B BHJEC THIIEPKHHETUYCCKU-THIIOTOHHYECKOTO CHHIPOMA
(73%) ¥ TUNOKMHETHYECKU-TUIEPTOHUYECKOro cuHApoma (27%) ciydaes; nedairu-
geckuii cuHapoMm (12%), acTteHO-HeBpoTHUeckudd cHHIpoM (29%), cuHIpOM
qyBCTBUTEIBHBIX PACCTPOWCTB TO TNOJMHEBpUTHYecKOMY THIYy (7 %), OTMedauch
koruuTHBHBIE (63%) 1 Heliporicuxosoruueckue paccrporcTsa (76%).

Otmeueno, yto koHneHtpanus @HO-o B miasme KpoBU y OOJBHBIX OCHOBHOM
TPYIIIBL ¥ TPYIIIBI CPABHEHUS UMEIOT JOCTOBEPHO BBICOKHE ITOKA3aTEeNN B CPABHEHHH C

rpymmoi kouTpois (p < 0,005) (Pucynok 8).

d®HO-anbda, nr/mn

* Xk Xk

70,70

15,40

frpynnal Npynna2 frpynna3

Pucynok 8 — Cogepxanue paxtopa Bocnanennss PHO-anbda B mmazMe KpoBH
NALUEHTOB UCCIIEYEMBIX IPYHI, *** - paziauuns Mexay rpylninaMu CTaTUHCTUYECKU
3HauuMsbl pu p<0,005
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Konnentparnuu unrepiaeiikuaoB UJI-1 u NJI-6 B ma3zme KpoBu y 00CIeayeMbIX

OCHOBHOM TPYIIIBI YU TPYIIIBI CPABHEHUS MMEIOT JOCTOBEPHO BBICOKME ITOKA3aTEIU B

cpaBHEHUH ¢ Tpymmoi koHTpos (p < 0,005) (Pucynok 9, 10).

-1, nr/mn
* ok ok
> <
14,00 * Kk K
i <> >
12
10,38

3,50

&N

frpynnal Npynna?2 frpynna3

Pucynok 9 — Conepxanue nntepaneiikuna MJI-1 B mna3Me KpoBH MalveHTOB

UCCIENYEMBIX ITPYyIII, ***

p<0,005

- pasiindyusa MEXKAY IpyniaM CTaTUCTUICCKH 3HAYUMEBI IIpH
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WUN-6, nr/mn
¥ % %
* *
¥ X X
* *
18
15,75
16
14,31
14
12
10
8
5,80
6
2
0
pynnal Mpynna2 pynna3

Pucynok 10 — Copepxanne unrepneiikunoB NJI-6 B mia3me KpoOBH MalMeHTOB
UCCJENYEMBIX TPYI, *** - pa3nuuus MeXQy rpylniaMu CTaTUCTUYECKH 3HAYUMBbI MPU

p=<0,005

Konmenrpanuu OenkoB amonrto3a pS3 u Bcel2 B mmasme kpoBu y OOJIBHBIX
OCHOBHOMW TPYMIIBI U TPYIIIBI CPABHEHUS UMEIOT JTOCTOBEPHO BBICOKME MOKAa3aTeld B

cpaBHeHuH ¢ rpymnoi koHTpos (p < 0,005) (Pucynok 11, Pucynok 12).



pS3, E/mn
%k Xk Xk
L o 2 4
¥k %k Xk
< 2 4

49,30

0,75

NSNS

Nrpynnal Npynna2 Nrpynna3

Pucynok 11 — Conepsxanue 6enka anmonrosa pS3 B mia3Me KPOBH MAalEHTOB

UCCIICAYEMBIX TPYIII, *** - pasauuus MeX Iy TPyIIIaMi CTATUCTHYECKU 3HAYUMBI [IPH
p<0,005
Bcl2, ur/mn
* ok
K . 4
* ok
<> 2 d
140
120 111,11
100
80
60

1,20

CSENSSSSSS S SSsSSSsS

Npynnal Npynna2 MNpynna3

Pucynok 12 — Conepxanue Oenka anonto3a Bcl2 B mimasme kpoBu manueHTOB

UCCIIEyEeMbIX TpyHH, *** - paznuuusi MeXAy IpylnaMu CTaTUCTUYECKH 3HAUYHUMBI NPU
p=<0,005
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IIpu npoBeleHUU CPAaBHUTENBHOIO aHanu3a 110 KoHueHTpauuu OPI'M B mazme
KPOBHU TAIMEHTOB HMCCICAYEMBIX TPYII OBLIO BBISBICHO, YTO HAWMEHBIINE 3HAYCHUS

OTIPENEISIOCh Y IAIMEHTOB OCHOBHOM rpymibl (PucyHok 13).

DOPIrM, nr/mn

*k ok
s <
* dk K
- -
* koK
° -
30000 27358,67
25000
20000 18040,71
16133,14
15000
0
lNpynnal Npynna?22 Npynna3

Pucynok 13 — Conepxxanune neiiporpoduna ®PI'M B mia3me KpoBH MallE€HTOB
UCCIIEyEeMbIX TPYMH, *** - paznuuusi MeXAy TPyNIaMHi CTaTUCTUYECKH 3HAUYUMBI TPU
p=<0,005

AHanu3 na"HHBIX MO YpoBHIO conepxkanusg ['HT® B nnaszme KpoBM NManueHTOB
UCCJIEIyeMbIX I'PYNI BBISBUJI, YBEIUYEHHE KOHUEHTPALMU JAHHOTO HEUpOTpoduHA B

OCHOBHOWU rpymme u B rpymie cpaBHerus (p < 0,005) (Pucynok 14).
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THT®, nr/mn

% %k ok
. .
% %k X
. *
500
438,41

394,50

235,30

Mpynnal Npynna2 Npynna3

Pucynok 14 — Conepxanue Heitporpodpuna 'HTD B miazme kpoBH HaIMeHTOB
UCCIIEMYEMBIX TPYII, *** - pa3nuuus MeXJy rpyIiaMi CTaTUCTHUYECKH 3HAYUMBI MPU
p=<0,005

Takum 00pa3oM, MOXKHO KOHCTAaTHPOBaTh, YTO B KpPOBU MAIMEHTOB C
HACJICJICTBEHHBIMH OJKCTPANMPaMUIHBIMU 3a00JIeBaHUSIMU HaOMrofaeTcss aucOanaHc
comepxkanuss B Oenka DPHO-a, uatepnexuno WJI-1, NJI-6 u OGenkoB amomnTo3a,
KOTOPBIX JOCTOBEPHO BHINIC, YeM B KOHTposibHOH Tpymme (p < 0,005). Ormeuaercs
MOBBINNICHUE KOHIEeHTpamu Hedporpopuna [HTD u cHwKeHHE KOHIEHTpaIuu
HeliporpopuHa DPPI'M, KoTOpbId Takke HMeEeT Hauboyiee HU3KUE IMOKa3aTelnu y

NAIMEHTOB C HACJIEICTBEHHOU (POpMOI mopa)keHHs SKCTpAIUpPaMUIHONW cUCTEMBI (p <

0,005).
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Knunnueckoe HabmoaeHue

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

Hctopus 60ae3an Ne19336 (2019 1.)

Huarno3s: 6ose3ns [lapkuHCOHA, napokarenbHO-puruaHas dopma, Il cragus mo
XeH u Ap.

XKanoObr: TpemMop B pyKax, 3aTpyJlHEHHE M IIATKOCTh IMpU  XOJk0e,
3aMeJICHHOCTh JIBMXKCHUH, 3aTPyJHEHHE WHUIIMAIIMU TIEPBOrO Iara, 4YacThle MaJICHUS
pu X0Ab0€, CHUKEHUE NaMATH, 00111ast c1aboCThb.

Anamue3 3a0oJieBaHus: OONBHBIM ce0s CUMTAET OKOJO 22 JIeT, KOTJa BIIEpPBbIC
MOSIBUJIACH JIPOKh B TMPABOM pyKe, TPEMOP B TMPABOW KHCTH IO THITY «CKATHIBAHUS
nuItoby. O0paTuiics 3a MOMOIIBI0 K HEBPOJIOTY, ObLI BBHICTABIICH JUArHo3: 00Je3Hb
[lapkuHcoHa, apoxkarenbHas gopma | cragus mo Xen u Sp, HazHaueHa Tepamnus.
[TocTeneHHO TpeMOp CTall yBEIWYUBATHCS, MOSBHIOCH JPOKAHHE B JIEBOM pYKeE.
[loctenenHo  mosiBWJach — IIapKaromias  MOXOJKa,  Hadajlach  MOCTypaibHas
HEYCTOWYMBOCTD, 3aTPy/IHEHHE MHUIMAIIMKM MEPBOro mara, OOJbHOW 0€3 MOCTOpPOHHEN
MIOMOIIM HE MOT MNEPEBEPHYTHCA B IMOCTEIU, CAMOCTOSITENIBHO MEPECTal BCTaBaTh CO
cTyna win kposartu. [losiBriiack 001ast cinabocTh, apTepHaIbHOE JaBICHUE, YACTO HIKE
90/60 mm. pr. cr. [laumeHT craym OoTMEYaTh HaApyILIEHHWE MaMsITH Ha OJKaniue
COOBITHSI, YaCTO 3a0bIBaJ MPUHUMATH HEOOXOIMMBIE MpenapaThl, MOSBUIOCH APOKAHHE
B T0JIOCE, peyb CTajlla HEBBIPA3UTEIbHA, CO BPEMEHEM CTajl MaJlOOOUIUTENbHBIM U
O0e3uHUIIMaTUBHBIM. OJHOKPATHO OTMEYEH OIU30]l 3PUTEIbHBIX TaJTIOIMHAIINNA:
yBUJIENT B KOMHATE JJABHO YMEPIIIEro POJICTBEHHUKA.

AHaMHe3 JXM3HU: POJUJICS JOHOIICHHBIM B CPOK, 2 peOeHKOM B cembe. Poc u
pa3BUBaJCS B COOTBETCTBUM Bo3pacTy. OOpaszoBanue BeIiciiee, 10 60 yer pabortan
WH)XeHEepoM Ha 3aBojie. Okosio 20 JeT cTpajaeT TMIEPTOHUYECKON 00Jie3HbI0. JpyTrux
XpPOHUYECKH 3a00JIeBaHWI HE WMeeT. BpeaHble MPUBBIYKA OTPHUIAET, AJUICPTHU HE
HaOmoanock. [IpodeccrnonanbHBIX BpeTHOCTEH HE OBLIO.

HeBposoruueckuii cTaTyc. B CO3HaHUHU, KOHTAKTYy JIOCTYIEH, HO BOIPOCHI

OTBEYAET MPaBUIbHO, HO HE cpa3zy. OpHEHTHUPOBaH B IPOCTPAHCTBE, BPEMEHHU U
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cOOCTBEeHHOW JMYHOCTH. CO CTOPOHBI YEPENHOMO3TOBOM WHHEPBALMU: THUIIOCMUS,
3peHHe CHIKEHO; rinasHble menu D=S, 3pauku D=S, okpyrnoi ¢opmbl. DoTopeakiuu
(npsiMast 1 coApyXKecTBeHHas1) coxpaHeHbl D=S. JIBmwkeHus rja3 B MOJHOM OOBEME.
OtMmeyaeTcsi TOPU3OHTAIBHBIM MEJIKOpa3MallUCThIi HUCTarM 0OpH B3IJSAE B 00€
ctopoHbl. KonBepreHuus oTcyTCTBYyeT. YyBCTBUTEIBHOCTh Ha JIMIIE COXpaHEHa,
najgbnanusl BhIXO/Ja TOUYEK TPOMHMYHOTO HepBa Oe30osie3HeHHa. JKeBaHUE COXpaHEHO.
Jluo 0Ge3 rpyOoit acummerpuu. OTMedaeTcs TUIIOMHMHES, TpeMOp MOAOOpPOAKa.
Huzaptpusi, nuconus, sneMeHThl aucharuu. Peduexchl opaibHOro aBTOMAaTHU3MA!
JaJJOHHO-TI0/T00POTIOYHBII pedaeke Mapunecky-PanoBuya, X00OTKOBBIH,
Ha30J1a01aJIbHBIN.

JBurarenbHas cepa. Ormeuaercs: onuroOpaaukuHesusi. CUIOBBIX ape30B HET.
['my6okue pedmekcel ¢ pyk u Hor D=S, oxuBieHbl. OTMeE4aeTCsI B MOKOE TPEMOp B
pyKax TIO THUIy «CKaTbIBaHUs MWIOIb». ToHyc B pykax D=S, mnoBbimeH 1o
SKCTpanupamMuaHOMy (TUIaCTUYECKOMY) THMY, (EHOMEH «3y04aToro KoJyecay
YyBCTBUTENBHBIX PACCTPOUCTB HE MpeabsaBisieT. KoopauHaTopHbie MPOOBI: BBITOIHIET
He yBepeHHo. B mo3e Pombepra HeycToiuuB, mamaeT B CTOpoHBL. [lpu Xomap0e
OTMEUYAIOTCSl 3aTPyJHEHHUS HMHULMALMU [EpPBOTO 1Iara, IIapKawolas [OXO0JKa,
nponyibcud.  DuU3MONOrMYecKue  OTIPABIEHUSA:  CKIOHHOCTH K 3amopam.
MeHuHreanbHBIX 3HAKOB HET.

OueHnka KOrHUTHBHBIX (yHkiuii: MMSE — 21 6ami, rocnuraibHas IIKaia
TpeBOTH U Jienpeccuu (TpeBora — 10 G6amnos, nenpeccus — 4 6amna) (Ilpunoxenue A,
[Ipunoxenue b), MogudpuuupoBanHas mkana Psukun — 3 Oamna (Ilpunoxenue B),
unaekc Pusepmuar — 9 6amwos (Ilpunoxenue I).

MPT-ucciaenoBanie TroOJIOBHOIO MO3ra — IIOJIMOYAroOBLIE W3MEHEHHUS O€oro
BEILECTBA COCYIUCTOro reuesa. Hapyiienne cTpyKTypbl YepHOW CyOCTaHLIMM CPEAHETO
Mmo3ra. HapyxHast 3amectutenbHas ruaporedanus.

JlanHbie J1a0OpaTOPHOTO HWCCIENOBAHUS CHIBOPOTKHM KpoBU Tmamuenta K.

npejacTaBiieHbl B Ta0uie 11.
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Ta6muna 11 — [Nokazarenu ®PTM, THT®, ®DHO-a, BCI2, p53 B cBIBOPOTKE KPOBU

namuenTa K

®PI'M | THT® | ®HO-a | WNJI-1 nJI-6 BCI2 p53
[Tanmment
IIT/MT IIT/MT IIT/MT IIT/MT IIT/MT HI/MII E/mn
[Mamment K. | 14221,0 | 420,31 94,42 19,40 29,3 1325 68,0

OdranpMonoruyeckuit 0CMOTp MpecTaBiieH B Tabmuiie 12.

Ta6muma 12 — Jlanusie o TansMooruyeckoro odcienoBanus namrenta K

Iloka3arenn

[IpaBeb1it rna3

JleBBIN TJ1a3

Hapy»xHbIi1 0CMOTp: BEKH,

CJIE3HBIEC OPTaHBI, HOpMa HOpMa
KOHBIOKTHBA, POrOBHUIIA
BryTpeHHH#1 0CMOTD:
IepEeIHss KaMepa, pajlyKKa
pea pa, panyxka, HOpMa HOpMa

3pavokK, XpyCTajuK,
CTEKJIOBUJTHOE TEJIO

JIvCcK 3puTEnbHOrO HEpBa

0JIeTHO-PO30BBIM, CPETHUX
pa3sMepoB, OKPYTJIbIH, C
YETKUMHU KOHTYpamHu, I/]1
- 3/10

0JIeTHO-PO30BBIH, CPETHUX
pa3sMepoB, OKPYTJIbIH, C
YETKUMHU KOHTYypamu, I/]1
- 3/10

MakynsipHasi 00J1acTh

0€e3 BUAUMOI MaTOJIOTUHU

0€e3 BUAUMOI aTOJIOTUHU

30Ha COCYIUCTBIX apKa

ceTuaTka 0e3 BUIUMOU
MaTOJOTHUU, COCY/IbI
W3BUTHI, COOTHOIIICHUE a:B

ceTuaTka 0e3 BUIUMOU
MaToJIOTHUU, COCYIbI
W3BUTHI, COOTHOIIICHHE a:B

OJIUHAKOBOC OJIUHAKOBOC
Ontuueckas KorepeHTHasi Tomorpadust
TCM3 256,2 aM 256,3 M
OTCT'K 88,5 HM 88,3 am
TCHBC 97,5 am 97,3 HM

Anamnesis morbi: B aHamMHe3e Muomnus ¢ 13 1eT, moiap3yeTcss OuKaMu JUisl Tajiv

OU sph -2,5.

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

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

[Tonst 3peHust 000WX TJIa3 OPUEHTUPOBOYHBIM MeTomoM Tio JloHmepcy He
M3MCHCHBI.

Ontrueckas KorepeHTHasi ToMmorpadusi MakyJIsIpHON 00J1acTH.

OD: wMakynsapHbelii penbed COXpaHEH, TOJIIMHA CETYaTKH B  HOpPME,
TUCTOJIOTNYECKUi TTPoduITh 6€3 NaToJI0rH1, MaKyJISpHbIH 00beM 7,49 Mm2,

OS: wmakymsipHbIi  penbed COXpaHEH, TOJNIIMHA CETYATKH B  HOPME,
TUCTOJIOTMYECKUi TIPOdUIIL O€3 IAaTOIOT|H, MaKyJIApHbIA 00beM 7,44 MM3,

Onrtuueckas KorepeHTHas Tomorpadus o0JacTH TUCKa 3pUTEIIBHOTO HEPBA.

OD: auck 3pUTETLHOTO HEpBa CPEAHHX pPa3MEpPOB, HAKIOH IUIOCKOCTH JHCKa
3pUTEIIBHOTO HEpBa K IUIOCKOCTH CETYATKH YMEPEHHBIM, JKCKaBalMs B IIpejenax
HOpMbI. OTHOIIEHWE IUIOMIAAM OKCKAaBallUM K IUIOMIAJM JUCKAa TOPU30HTAIbHAs
3/]1=0,20, Beptukansuas J/J1=0,16. [Imomans u 00beM HEHPOPETUHATHLHOTO MOSCKA B
npezenax HopMbl. ToJuHa ¢10s HEPBHBIX BOJIOKOH CHMKEHA B HOCOBOM KBaJIpaHTe.

OS: nmucK 3pUTETHLHOTO HEpBa CPEAHUX Pa3MEPOB, HAKJIOH IUIOCKOCTH JTUCKA
3pUTEIBLHOTO HEpPBa K IJIOCKOCTH CETYATKM YMEPCHHBIH, JKCKaBalMs B Mpeaenax
HOpMbI. OTHOIIIEHWE TUIOIIAIM SKCKaBalMu K Twiomaau aucka 0,19 ropuzoHTanbHas
O/]1 = 0,43, BeptukanbHas J/[] = 0,42. Ilnomans u 00beM HEUPOPETUHATBLHOTO MOSICKA
B IIpezieax HOpMbl. TOJIIIMHA CIIOS HEPBHBIX BOJIOKOH CHHYKEHA B HOCOBOM M BEpXHEM
kBagpanTax (PucyHnok 15).

Knuanueckwii nmuarHo3: HadaiabHas BO3pacTHas KaTapakTa, THIEPTOHWYECKas
aQHTUOTIATUS CETYATKH, JACCTPYKIUS CTEKJIOBHUIHOTO Tella, IPECOMONUS, MHUOMHS

cpenneit crenenn OU.
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3D Macula Report OU D OCT-20FApsVers)  PritOate: 0622t #y TOPCON
1D : 111459 Ethnicly : Techniclan :
: Gender : Male Fleation : OD(R) Macula ) OS(L) Macula
Name : Bukrop Bacmanesiy Kusk DOB:01.10.1030 Age:81  Soan:30(6,0%6,0mm- 612X 128)
OD(R) | iage ity : | 24| mods :Basic(1.1.0) OS(L) | image mm:@ mode :Bask(1.1.0)
Capluro Dale : 06, 1 Caphure Dale : 06.022021
Retinal thickness map ILM - RPE / Red-free Retinal thickness map ILM - RPE / Red-free

p WYy Uy

’ Wb
Retinal thickness ILM - RPE(ym)

[ W
1y BN
Average Thickness — (ym)
Conler Thickness  (um)

Total Volume mmy 7,81
ILM - RPE Map RPE Surface

> S S
a-.
I |
Sgnature : Dale :

Pucynox 15 — Pe3ynbTaThl ONTHYECKOM KOrepeHTHOM ToMorpaduu nauuenta K

Avetage Thikness (m)  275,2
Conlor Thickness  (pm) 241
Total Vokume (mm?)

Comments :

IIpr mpoBeneHWH CpPaBHUTEIBHOIO aHANM3a MOJYYEHHBIX JaHHBIX METOAOM
KOTepEeHTHON ONTHYeCKOW ToMorpadguu ormeueHo, uro mnokaszatenb OTCI'K (mxm) y
MMAIMEHTOB HCCIIEAYEMBIX TPYII HMMEET TOCTOBEPHBIE PA3IMUMsl C KOHTPOJIBHOU
rpynnoii, a mnokazarenu THBC wu TCM3 'y OosbHBIX HAacleACTBEHHBIMU
SKCTpanupaMUAHBIMU 3a00JIEBAaHUSIMU HE UMEIOT JOCTOBEPHBIX Pa3IMYUil B CPaBHEHHE

¢ rpymmoit kouTposs (Pucynok 16, Pucynok 17, Pucynok 18).
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OTCIK, MEM
* %k %k
* %k ¥
100
98,04

08
96
92 91,18
B8
B6

Mpynnal Mpynna2 Mpynna3

Pucynok 16 — Pe3ynpTaThl ONTHYECKOW KOTEPEHTHOW TOMOrpaduu MOKazaTeib
OTCI'K (MKM) y aIlMEHTOB MCCIIETyEMBIX TPYIIIT

TCM3, MEM
e 291,04
2490
288
2B6
284,64 284,68

284
282
280 i

Mpynnal rpynna2 Mpynna3

Pucynok 17 — Pe3ynbTaThl ONTHYECKOW KOTEPEHTHOW TOMOTrpauu MOKaszaTelb
TCM3 (MKM) y MAlIMEHTOB UCCIIEAYEMbIX TPYIIM
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THBC, mrm

105

100,82 100,82

Mpynnal Mpynna2 Mpynna3

Pucynok 18 — Pe3ynpTaThl ONTHYECKOW KOT€PEHTHOW TOMOrpaduu mMoKa3aTellb
THBC (MKkM) y MaliueHTOB UCCIIEYyEMbIX TPy

Onnako OblIa BBISIBICHA TEHJICHIIMS K CHIDKCHUIO ONPEACIsIEMbIX MTOKa3aTenen y
MAlIMEHTOB OCHOBHOW I'PYIIIIBI IIOKUIIOTO BO3PACTa.

BcenenacrBue 3toro ObUI  MPOBENEH KOPPEISAIMOHHBIA aHaau3 (paHropas
koppemsitiust  CriupMeHa) pacCYMTaHHBIM I Tapbl  TOKaszaTelield KO3 QHUIIUCHT
pasroBop koppessiiuun CrnrpMeHa ykazaH Ha rpaduke mexay nokaszatensmu OKT u
BO3pAaCTOM TMAIMEHTOB | TpyMIbl, TaKk KaK CpeAW MAIMEHTOB JaHHOW Tpymnmbl 12
OONBHBIX ObUTM TAlMEHThl cTapire 60 neT. bbuta BhISIBICHA CHIIbHAS OTpHUIATEIbHAsS

cBs3b Mexay nanubiMu OKT u Bo3pactom manuentoB 1 rpynmsl (Pucynok 19, Pucynox

20, PucyHnok 21).
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106
104
102
100
98 |
96
94 |

92

OTCIK, mim

S0

88

86

84

82

r=-09777: p=0.0000| { | o ! 1
20 30 40 50 60 70 80 S0

BO3pacT, rog

80

Pucynok 19 — I'paduueckasi olieHKa CBSI3U MEX]y BO3PAaCTOM MAaIMEHTOB B 1
rpynne u 3sadyeHueM OTCI'K (Mxm) o ganasim OKT

116 :
al e
112
110
108 |
106
104
102

THBC, mkm

100
98
96
94

92

r=-0.9821; p = 0.0000] ‘ ‘ o | i
20 30 40 50 60 70 80 50

S0

BO3pacT, rog

Pucynok 20 — I'padpuaeckast olieHKa CBsI3M MKy BO3PACcCTOM MAIMEHTOB B 1
rpynne u 3sayenueM THBC (mxm) o nanabeim OKT
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310

\.
30 ° N

290

280 | ~.©

TCM3, mm

270

260

r=-0.96; p = 0.0000 h
20 30 40 50 60 70 80 S0

BO3pacT, rog

250

Pucynok 21 — I'paduueckasi olleHKa CBSI3U MEX]y BO3PAaCTOM MaIMEHTOB B 1
rpynne u 3HayeHueM TCM3 (mxm) o nanabiM OKT

ConocraBineHHe  JaHHBIX  KJIMHUKO-HEBPOJOTMYECKOro,  J1a0OpaTOPHOTrO
UCCJIEIOBAHMUSI M PE3YJIbTATOB ONTUYECKOM KOTE€PeHTHOW ToMorpaduu y OOJBHBIX
HACJIEJICTBEHHbIMH  AKCTpAalMpaMUAHbIMA  3a00JIEBaHUSIMU ~ BBISIBUJ  CHUJIBHYIO
KOPPENAIMOHHYI0 CBsI3b MeXay KkoHueHtpauusmu WJI-1, MJI-6 u DPHO-o wu
koHueHTpauein ['HT®, Obu1 mnpoBedeH KOPPENSIUOHHBIA aHanu3 (paHroBas
koppemsiist  CoupMeHa) pacCUMTAaHHBIM JJIs Hapbl MOKaszaTened  KO3(PUIUMEHT
pasroBop koppesnsinuu CrnupMeHa yka3zaH Ha rpaguke Mexnay nokasareiasmu (Pucynox

22, Pucynok 23, Pucynok 24).
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Scatterplot: WI-1, nr/san vs. THT®, nr/mn (Casewise MD deletion)
Correlation: r = 82126
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500

480

460
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420

[HT®, nrimn

400

380

360 |- -

340 : : - : :
6 8 10 12 14 16 18
MnN-1, nrimn
Pucynok 22 — I'paduyeckas olnieHKa cBsi3u Mexay koHreHTpauueir WII-1 wu
['HT® y nmartueHToB 1-0ii rpynmsl

Scatterplot: -6, nr/man vs. THT®, nr/mn (Casewise MD deletion)
Correlation: r = 78125
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500

480

460

440

[HT®, nrimn

420

400 | ..~

380

360 | =
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10 12 14 16 18 20 22 24 26

MN-6, nrimn
Pucynox 23 — I'paduyeckas orneHka cBsizu Mexay KoHmeHtpanuen WNII-6 u

['HT® y nanuenToB 1-0ii rpymibl
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Scatterplot: ®HO-aneda, nr/mn vs. THT®, nr/imn (Casewise MD deletion)
Correlation: r = 78770
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Pucynok 24 — I'paduueckas oueHka cBsi3u Mexay koHueHtpauueit ®HO-anbda
u 'HT® y manmenToB 1-oi rpynmsl

Ha pucynke 24 mnpuBOIMM AMArpaMMy PacCESHHS, OTPaXKAIOIIYI0 KOPPEISINIO
nokazarened ®HO-anbpa u 'HTD B ocHoBHOUl Tpynme. U3 rpaduka BHUIHO, YTO
MEXTy MEePEeMEHHBIMU MPHUCYTCTBYET cuuiibHas koppemsiuus (r=0,78770 mpu p<0,005),
To ecth y manreHToB HOII3 Ha Boicokux koHueHTpanuii B kpou ®HO-ansda Oynem
OKHJaTh BBICOKHI ypoBeHb [ HT®. DTOT pe3ynbTaT NOATBEPKAAET HALTY THIOTE3Y O
B3aumocBsizu  Mexay OHO-anedpa w THT® y nanmentoB HOIII3. Beicokue
koHueHTpanuu [ HT® yka3piBatOT Ha aKTUBHOCTH TVIMAJIBHBIX KJIETOK TOJIOBHOIO MO3Ta,
KOTOpbIE CIOCOOHBI CHHTE3UPOBATH IIUTOKUHBI, 3aMycKas M MOAJIEPKHUBas IMPOIECC
BocnasieHus B cTpykrypax LIHC.

BoisiBieHa cuiibHas OTpULIATENIbHAS KOPPESIUOHHAS CBSI3b MEXIAY YPOBHEM
konneHrpauu 'HT® u nokazarensmu OKT (OTCI'K, TCM3, THBC) y narueHToB ¢

HACJICJICTBEHHBIMU 3KCTpanupaMuaIHbiMu 3a0oeBanusamu (Pucynok 25, Pucynok 26,



Pucynok 27).

75

106

104 |
102 |
100 }
98 |
96 |
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r=-0,9822: p = 0.0000]|
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Pucynok 25 — I'paduyeckas oleHKa CBSI3U MEXKIY
nokazatesnieM OTCI'K (MkM) y nmaneHToB 1-0¥ rpymnisl

THBC, mkm

88

400 420 440

THT®, nr/van

460 480 500 520

koHueHTpauern [THTD u

r=-0.9859: p = 0.0000

340 360 380

Pucynok 26 — I'paduyeckas olieHKa CBSI3U MEXKIY

400 420 440

THT®, nr/ran

nokazaresneM THBC (Mkm) y martueHToB 1-0if rpymibl

460 480 500 520

koHueHTpauenn [HTO u
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TCM3, mim

270

260

r=-0.9841: p = 0.00000

250
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FTHT®, nr/san
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Pucynok 27 — I'paduueckast omeHka cBsizm mexnay koHreHtpaiued 'HT® u
nokazaresnieM TCM3 (MKM) y mariueHToB 1-0if rpyIb

Y mnanmentoB ¢ HOII3 BbIABIEHA CUIbHAs KOPPEISLMOHHAA CBSA3b MEXKAY

ypoBHeM konueHTparuun ®PI'M u nanabiMu nokaszarenein OKT (OTCI'K, THBC)

(Pucynoxk 28, Pucynok 29).

106
104
102
100
S8
96 |
S4
S92

OTCTK, mkm

S0 |
88 |
86 |
84
82 |
80 |

[r=0.9705: p = 0.0000] |

78
15000

15500

16000 16500 17000
DOPI M. nrifnan

17500 18000 18500 15000

Pucynokx 28 — I'paduueckas omeHka cBsi3m MeXay KonieHtpainued OPI'M wu
nokazareneM OTCI'K (MkM) y maruenToB 1-oii rpynnsl npu npoBeneanu OKT
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THBC, mim

90 [ ot~ o ovn \

LS Tl b = | | | [r=0.9577. p = 0.0000] |

15000 15500 16000 16500 17000 17500 18000 18500 15000
OPI'M, nr/fmn

Pucynox 29 — I'padudeckas omeHka CBsS3M MEXIy KoHmeHTpanued OPI'M wm
nokasaresnieM THBC (MkMm) y manuentoB 1-oii rpynimsl npu nposeaennn OKT

Ha pucynke 30 mpexncraBieHa [auarpamMMma paccesHHUs, OTpaKaromas
koppemsinuto nokazarener OPI'M u THT®. U3 rpaduka BUIHO, UYTO MEXIY
NEePEMEHHBIMU TPUCYTCTBYET CHJIbHAs OTpHLareibHas koppemsiuus (r=-0,8248 mnpu
p=<0,005), To ecTh npu HU3KKUX 3HauYeHUsIX OPI'M OyneM 0Xuaath BHICOKHI YpOBEHB
[HT®. BepHo u oOparHoe: K ManMeHTOB ¢ HU3KUMU 3HaueHusmu [HTD Oyner
HaOmonatbes Beicokuit GPI'M. DTOT pe3ysbTat MOATBEPAKAAET HAIILY TUIIOTE3Y O POJIU
OPI'M, KOTOpPBIM AOJKEH IMPOTUBOJIEUCTBOBATH MPOLIECCY BOCHAIEHUS B CTPYKTypax
[MHC, HO Tipy €r0 HU3KKUX KOHLUEHTPAUHUSIX TPOUCXOAUT aKTUBALIUS TJIMATIbHBIX KJIETOK,

KOTOPLBIC CITOCOOHBI CHUHTC3HUPOBATH HUTOKHHBI.
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Scatterplot: ®PI'M, nr/mn vs. THT®, nr/fmn (Casewise MD deletion)
Correlation: r = -,8248
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Pucynox 30 — I'padudeckast omeHka CBs3M MEXIy KoHImeHTpanmedr OPI'M wm
koHueHTpauerd [ HT® y marmenToB 1-oi rpynmnsl

YuuTeiBas, 4YTO KOPPEJSIUMOHHBIN aHaimu3 Mexay mnokazarensiMu OKT wu
BO3PACTOM MAIMEHTOB | TPYNIbl BBIABWI CWIBHYH) OTPUIIATEIBHYIO CBSI3b, ObLI
MIPOBEICH KOPPEJSIIIMOHHBINA aHanu3 Mexay ¢gakropamu [HT® u ®PI'M ¢ Bo3pactom
narrenToB 1 rpynmsl (Pucynok 31, Pucynok 32).

Ha pucynke 31 mnpencraBisieM auarpaMMmy  pacCcesHHs, OTPa)arollyro
KOppEJALMIO TIOKa3aTeJaed BO3pacTa NAauMEHTOB B OCHOBHOW rpymnne 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
OKHMJIaTh BBICOKHI ypoBeHb [ HT®. DTOT pe3ynbTaT NOATBEPKAAET HALTY THIOTE3Y O
poiu 'HT®, KOTOphIA UMEET TEHACHLUMIO K YBEIUUYCHUIO KOHLUECHTPALIMU Y TTAIMEHTOB
HOII3 npu purensHOM TedeHUHW 00J€3HU U Ha (poHe cTapeHus: opraHu3ma. Breicokue
koHUeHTpauu [ HT® yka3piBarOT Ha aKTUBHOCTH TJIMAIBHBIX KIIETOK TOJIOBHOTO MO3ra,
KOTOpBIE CIIOCOOHBI CHHTE3UPOBATh IIUTOKWHBI, 3allycKash W TOAJACP>KUBas MPOIECC

BocnajeHus B ctpykrypax LTHC.
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Scatterplot: BozpacT, rog vs. THT®, nr/mn (Casewise MD deletion)
Correlation: r = 80326
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Pucynok 31 — I'paduueckast omeHka cBsizu mexay koHueHtpanuen 'HTD wu
BO3PACTOM IIAIIUEHTOB |-0¥ rpynmel

Ha pucynke 32 npencraBieHa guarpaMMa paccesiHusl, OTpakarolias KOppessiuio

noKasarelsield Bo3pacTa MalMeHTOB B ocHOBHOMW rpynne u ®PI'M. U3 rpaduka BuaHO,

YTO MEXAY MEePEeMEHHBIMHU MPUCYTCTBYET OTpulatenbHas koppemsuusa (r=-0,7851 mpu

p<0,005), TO ecThb y MaIMEHTOB IOXXHJIOTO BO3pacTa MbI OyJeM OXHIaTh HHU3KUI

ypoBeHb @PI'M. Dt1OoT pe3ynapTaT NOATBEpXkKAAET Hamly runoresy o poiau OPI'M,

KOTOPBIM MMEET TEHACHUMIO K CHWKEHHMIO KOHLEHTpauuu y nauueHtoB HOIII3 mpu

JUTUTEIIbHOM Te4eHUH 00J1e3HU 1 Ha (hoHEe cTapeHus opranu3Ma. Huskue KOHIIeHTpaIuu

®OPI'M yka3blBalOT Ha CHUWXEHUE (PU3NOIOTHYECKON (DYHKIIMOHAIBLHON aKTHUBHOCTD

HEHPOHOB TOJIOBHOTO MO3ra, KOTOpble HE CHocOoOHBI cuHTe3upoBaTh DOPI'M B

JOCTATOYHOM KOJHYCCTBC WM 3allUIlaTh HGprOHBI OT IIAaTOJOI'MYCCKHX KaCKaaoB,

BO3HUKaromux npu HOII3.
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Scatterplot: eozpacT, rog vs. ®PI'M, nr/imn (Casewise MD deletion)
Correlation: r=-7851
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Pucynok 32 — I'padudeckast omeHkKa CBs3M MeXTy KoHmeHtparmedn @PI'M wm
BO3PACTOM IIAIIMEHTOB |-O¥ rpynmel

CpaBHuTenbHBIN aHau3 noka3arenei O0enkoB Bocnanenus (DHO-o, NJI-1, WUJI-
6) B mIa3Me KpOBH Yy MAlMEHTOB OCHOBHOM IPYIIIbI IO HO30JIOTHSAM BBISIBHJI PA3IHUHUS
no coaepxxanuro MJI-1, NJI-6, ®HO-a (p < 0,005). IIpu 3ToM Hanbosiee BEIpa)KCHHBIE
U3MEHEHHUSI CO CTOPOHBI CPaBHHBAEMBIX IOKa3aTesie HaOMIOJaNINCh y TMAlUEHTOB C
nuarHo3oMm Oose3nb [lapkuHCOHA, HaMMEHEe BhIPAKEHHBIE U3MEHEHHS y MAIlUEHTOB C

JIMarHO30M ACCEeHIMaNIbHBIN Tpemop (Pucynok 33).
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Pucynox 33 — I'paduueckas oIleHKa COIOCTaBJICHUS IOKa3aTeseu

Bocnianenus: (PHO-a, UJI-1, NJI-6) B ruiasme KpoBU Y MAIIUEHTOB OCHOBHOM T'PYIIIbBI

110 HozosorusM (p < 0,005 - ***)

CpaBHUTENBHBIM aHAMU3 TMoKa3zaTesne OenkoB amomnTo3a (p53,

HO30JIOTHSIM BBISIBUJ paziauuust no coaepxkanuto pS3, Bcel2, ®PI'M u 'HTD (p <
0,005). Ilpu sTom Hambojee BBIPAKCHHBIC H3MEHEHHS CO CTOPOHBI CpPaBHHUBAaCMbBIX
noKasaTteliell HaOIIoJaIiCh Y TIAIIMEHTOB ¢ AMarHo3oM 6ose3Hs [lapkuHcona, HamMeHee

BBIPA)KCHHBIC U3MCHCHUA Yy IMAIWMCHTOB C JUAI'HO30M SCCCHHHaHBHBIﬁ TpEMOP (PI/IcyHOK

34).

Bcl2) un

HeiporpopunoB (OPI'M, THT®) B mna3me KpoBU y MAIMEHTOB OCHOBHOMW T'PYIIIHI MO
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OFTM, nrfman ETHTO nrfmn B pS3, Efmn @ Bcl2, ur/mn
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Pucynok 34 — I'paduueckas oIlleHKa CONOCTaBICHHS TOKa3aTesleld OeKoB

anoniro3a (p53, Bcel2) u meitporpodunos (OPI'M, 'HT®D) B mmasme kpoBu Yy
NAaIMEHTOB OCHOBHOM TpyIibl 1o Ho30J0rHsIM (p < 0,005 - **%*)

CpaBHUTENBHBIN aHaU3 TMOKa3aTesleld ONTUYECKON KOTrepeHTHOM Tomorpaduu
(TCM3, OTCT'K, THBC) y mauMeHTOB OCHOBHOM TPYIIbI MO HO30JIOTHSIM BBISBUII
pazmuns 1o 3HavyeHusM mnokazatens OTCIK (p < 0,005). Ilpm »tom Haumbosee
BBIpOKCHHBIC HM3MEHEHHS HAONMIOAATUCh Yy TAIMeHTOB C JUarHo3oM OoJie3Hb
[lapkuncona (85,93 MkKM), HauMEHEE BBIPDAKEHHbIE H3MEHEHHS Yy TMAlUHEHTOB C

JTIMAarHO30M dCCeHIUanbHbIN TpeMop (98,40 mxm) (Pucynok 35).
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Pucynok 35 — I'paduueckas OlleHKa COIOCTABJICHHS TMOKa3aTelaeld ONTHUYECKOM
korepeHTHoM ToMorpaduu (TCM3, OTCI'K, THBC) y nmauueHToB OCHOBHOM I'pYIIIIbI
1o HozostorusM (p < 0,005 - ***)

AHaJIN3 MOJYYEHHBIX KIMHUKO-T1a00paTOPHBIX JAHHBIX MO COJIEPKAHUIO OETKOB,
YYaCTBYIOIIUX B TPOLECCE aroNTo3a W BOCHAJICHHS OTPAXKAIOT MMATOJIOTMYECKHE
nporeccel B I[MHC y mnanMeHTOB ¢ HACIEACTBEHHBIMH SKCTpAUpaMUIHBIMU
3a00IeBaHUSIMA U HE SBISAIOTCS HOo3ocmenuduunpiMa. Ha pucynke 36 mpemmaraercs
naToreHeTuyeckas cxemMa (OpMHUPOBAHUS TPOIECCa HEHMPOBOCHATICHHS Yy TMAIMEHTOB

HACJICJICTBEHHBIMH SKCTpaupaMuIHbIMU 3a00sieBanusmu (Pucynox 36).
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[lechexTb! WM HapyLIEHUA B HACNEACTBEHHOM annapare Helipokos LIHC

HapyLuetue dyHKkwiv wuni moenb HeipoHOB JKCTPaNMpaMMIHON
cucTeMbl

. .

AKTVBaLYS NPOLIECCa anonTo3a Crnxerne CATe3a HeApoTpodika
ToBbILUEHHbIf CHHTES Geop (paKTopa pacra fOf0gHOro MOSra
|
y S l
1p53 - 1 Bel2 | OPIM

AKTUBALWS FUANBHON HEPBHOI THaHM
MoBbILWEHHbIA CHHTE3 FMANBHOTO HEPOTPOMECKOTD (akTopa

A \J
1 THTO »  Crres morqos Bruatie Ha rmuansHylo
1 U1, 1 N6, 1 ©HO-anbtha HEPBHYIO TKaHb

l l

He#posocnanerue B cTpykTypax LIHC

- TaTonorvyeckoe BO3REICTBHE Ha COXpAHHbIE (DYHKUMOHANbHbIE
HEHPOHbI

NMporpeccupoeaHmne HacneancTrBeHHoOro satoneeaHma aKcTpanupamMmmMaHOm cncremsbl |

\
Hapywenue dyHKkww wn rmens COXpaHHbIX (YHKLMOHANbHbIX
HE/POHOB AKCTPANUPaMUAHOM CHCTEMDI

Pucynox 36 — Amnroput™m QopmMupoBaHUsS TIpoliecca HEHUPOBOCHANICHHS Y
MAIMEHTOB HACJICICTBEHHBIMUA JKCTPAUPAMUJIHBIMUA 33a00JICBAaHUSMU C  YYETOM
BBISIBJICHHBIX [MATOT€HETUYECKUX MEXaHU3MOB
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I''TABA 4 OBCYXXIEHUE ITOJIYVUEHHBIX PE3YJIbTATOB

B HacTtosimiee BpemMsi JOCTUTHYT IMPOTPecC B TOHWMAHUUA  OCHOBHBIX
MATOTCHETUYECKNX (PAKTOPOB, BBI3BIBAIONINX HACJICACTBEHHBIC JKCTPATMPAMHUTHBIE
3a0osieBaHusl. DTU 3a00J€BaHUS SBIIAIOTCS T€TEPOTEHHBIMU, MPEACTABICHBI IBUTATEIb-
HBIMUA HapyLICHHUSIMHU, KOTOpPbIE HMEIOT MPOTPECCUPYIOIIEE TEYEHWE U BBICOKYIO
CTEIEeHb MHBANMUAU3aluU. VHTEpecHO OTMETHTh, 4TO 0OJe3Hb | €eHTHHITOHA y4YeHBIC
paccMaTpuBalOT Kak MOJENb g HM3Yy4eHHs] HEWpOJlereHEepaTHBHBIX 3a00JeBaHUN
(Mmnapwomkua C.H., 2016). DTo mO3BOJNSIET W BBISBICHHBIE OMOMOJICKYJISIPHBIC
NaTOJIOTMYECKUE KacKaJbl CPaBHUBAaTh M 0000MIAaTh C JAPYTMMH HACIEICTBEHHBIMU
AKCTpanupaMuIHBIMUA 3200JI€BaHUSIMH.

B pesynbpTaTe NpoBENEHHOTO HUCCIEAOBAaHUS OBLUIM TMOJYYEHBI M IPOAHATHU3U-
POBaHBl PE3YNbTAThl KIMHUYECKOTO, JTA0OPATOPHOTO M HEUPOPU3UOIOTHYECKOTO
uccienoBanuii. C 0JTHOM CTOPOHBI, OBLIO MOJIYYEHO MOATBEPKACHUE O PO (PAKTOPOB
HEHPOBOCMAJIEHUS B PAa3BUTUU HEHUPOJEreHEPATUBHOIO IpOIEcca Yy MAalUEeHTOB C
6one3nbto [lapkrHCOHA, KOTOPOE HE UJET B pa3pe3 ¢ COBPEMEHHBIMU JIAaHHBIMU JIPYTUX
yueHbIX. Tak y nanueHToB 0oJie3Hb10 [TapkHMHCOHA B CIMHHOMO3IOBOM JKUJIKOCTH ObUIH
oOHapykeHbl BocnaymTenbHbie (aktopsl (MJI-6, MJI-10), KoTopble IO 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 HACJIEICTBEHHBIX SKCTpANMpPaMUIHBIX 3a00JI€BaHUMN
paHee NpeICTaBICHO He ObLIO.

Y OonpHbix ¢ HOII3 He3aBUCMMO OT maroreHe3a 3alyCKAalOTCS MEXAHU3MBI,
AKTUBU3UPYIOIIUE TPOLIECC HEHPOBOCIAJIEHUS B CTPYKTYpax roJIOBHOIO MO3ra, KOTOpoe
MPOSIBISIETCS. B TOM 4uCie NOBBIMIEHHBIM cuHTe3oM DHO-a, WJI-1, NJI-6 u Genkor
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 Mpolieccax, 3alyCKalIIUX aronTo3, Tak u
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NpEensTCTBOBAaTh KJIETOYHOM TuOenu. B maHHOM cnyuyae HaOmoAaeTcsi couyeTaHue
BHYTPHUOPTaHHBIX (DaKTOPOB, KOTOPHIE CIIOCOOCTBYIOT JasibHEHINe ruleian HepBHOU
TkaHu — 910 runepnponykuuss DOHO-o u Hu3kuii cunte3 @OPI'M, KoTOpBIM 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 0one3Hpto I[apkMHCOHA W yKa3blBadd Ha B3aUMOBJIMSHUE 3TOTO
daxTopa ¢ NJI-6 u ansda-2 makporiaoOyauHoM (02M).

HeobxoaumMo  OTMETHTh, YTO BBIABICHHBICE HW3MEHEHUS CO  CTOPOHBI
KoHUeHTpauuu HeiipoTpoguHoB 'HT® u ®PI'M npu Takux 3a00seBaHUsAX Kak 00JI€3Hb
['eHTUHITOHA, ACCEHIMAIbHBIN TpeMop, TopcuoHHas AUCTOHUS U MCA He TOJIBKO
YTOUHSIIOT TATOJIOTUYECKHE KACKaIbl, YYacCTBYIOIIME B HEUPOJECTEHEPATUBHOM
mpoliecce, HO U OTKPBIBAIOT BO3ZMOXHOCTh TE€panuu 3TUX 3a0oseBaHuil. M3BecTHo, 4TO
['HT® sBnsercs MOIIHBIM CTUMYJSATOPOM BBDKMBAaHUS HEHWPOHOB B LIEHTPAIbHOU
HEpBHON cucteMe. B Toxe Bpems y 0O0CI€IOBaHHBIX HamMH MAlUEHTOB
porpeccUpoBaHre 3a00JEBaHUsA MPOUCXOAUT Ha (OHE TOBBIICHUS TJIMAIBHOTO
HelipoTpoduyeckoro ¢akrtopa B miazMe KpoBH. buonoruudeckas aktuBHocTh ['HT®
pean3yeTcsl Yepe3 pelenTop ¢ THPO3MHKMHA3HOW akTUBHOCTBHIO Ret. OgHako miist ero
GbyHKIMOHUPOBaHUST TpeOyeTcsl acconuals ¢ MHOTOKOMIOHEHTHBIM PEIeNTOPHBIM
KOMILUIEKCOM, Ha3biBaeMbIM perientopom cemeiictBa THT® (GFRa). Oty peuentopsl
BCTPOCHBI B KJIETOUHYIO MEMOpaHy HEHPOHOB TOJIOBHOTO MO3Ta, B TOM YHUCJIE aKTUBHO
AKCIIPECCUPYIOTCS Ha JodaHudprudeckux HeipoHax. Ilo Hamemy MHeHHUIO, yTpaTa
HEUPOHOB HJKCTPANUPAMHUIHON CUCTEMBbI MPUBOAUT K CO3JAHUIO CHUTyallMd, KOTrAa
cunresnupyemblii [HT® He uMeeT peuenTtopHOM MHILIEHW M HAKAIUIMBAECTCS B TKaHU
rOJIOBHOIO MO3ra, B OOJIbIIEH CTENEHH AaKTUBU3HUPYS TJIUAJIbHbIE KIETKH U
MOJJEPKMBAsI BBICOKUM YPOBEHb HIMMYHHOI'O OTBeTa. He cilyyailHO y4eHbIX BHUMAaHUE,
koTopbix npubiiek [HT® kak Genok, KOTopsiii MOkeT u3neunBarh bll, 6maromapst ero
BO3JICHCTBUIO HAa HUTPOCTpUATbHBIE DA HEHWpPOHBI HE MOJYYWIH IOJOKUTEIbHBIX

pesyiabraroB y mnamueHtoB ¢ BII (Gash D.M., et al., 2020). Boumi HOCTUTHYTHI
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3HAQUMUTENbHBIE pe3ynbTaThl Ha Moaensx bII ¢ ucnonb30BaHMEM TIPBI3YHOB, HO
TEPANEBTUYECKUX NPEUMYIIECTB Yy MalUMeHTOB ¢ bIl B KIMHWYECKHMX HCHOBITAHUAX
noinydyeHo He Obw10. Ilocne BBemeHuss BbicOkMX 1103 [HTD dyepes uHby3HOHHBIC
KaTeTepbl, YIy4IlIeHUsl B JABUTATEIbHOU cdepe MalueHTOB 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.

[ToBbiienue koHmeHTpauuu [ HT® MoxHO paccMarpuBaTh Kak 3alllUTHBIN
MEXaHU3M CO CTOPOHBI OPraHU3Ma, HO OH HE MOXET ObITh pPEeaTM30BaH B MOJHOW MeEpe
M3-32 OTCYTCTBHUSI JKM3HECIOCOOHBIX pELENTOPOB-MUIICHEH Ha TMO3JAHEH CTaauu
HeHpoJlereHepalliy, CHIDKeHHs cuHTe3a HeuTtpotpopbhuna OPI'M  u  Bbicokux
ITOKA3aTeIe 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 Y4acTOK 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 W KAk MapKepbl [JIs  OLEHKUM TEPAeBTUYECKOTO
BO3JICHCTBH.

OnTtuyeckas KorepeHTHas ToMorpadus y OOJBHBIX HACJIEICTBEHHBIMU
AKCTPANMUPAMUIHBIMU 3a00JICBAHUSMH BbBISIBUJIA WU3MEHEHHS B CETYaTKE TJIA3HOTO
s10JI0Ka, KOTOpPbIE KOPPEIUPYIOT C BbICOKOW KoHIeHTpauuen PHO-ao, cHUKeHHeM
koHneHTparuu OPI'M u 1muTenbHOCTBIO 3a00JIeBaHUs, TTOATBEPXKAas TaKUM 00pa3oM,
YTO JaHHBIE (PAKTOPBI CIIOCOOHBI JEHCTBOBATh HA KOJUYECTBO TAHTJIMOHAPHBIX KIJIETOK
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 rosioBHOro Mo3ra y namueHToB bII (JlutBuaenko U.B., Emenun A.1O.,
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2016). Tak, oTMe4YeHa KOPPEISILIMOHHAS B3aUMOCBSI3b U3MEHECHHUS TOJIIMHBI BUCOYHOTO
CEKTOpa HMXKHEr0 KBAJIPAHTA CETYATKU C TOJIIMHOM BEPXHEW TEMEHHOW W3BWIHHBI, a
TaKXKe pAla Jpyrux Tmokaszarened (TOJMUIMHBI BepxHeW momycdepsl mnepudosea,
BEPXHETO KBajJipaHTa neprdoBea ¢ TONMIMMHONW BEPXHEH 3aThIJIOYHON HW3BUIIMHBI, psaa
y4yacTKoB TiepudoBea CO CcpeaHed U BepxXHEl JIOOHBIMM W3BWJIMHAMHU, 30HOMN
OOOHSITEIBLHOM OOpO3/7bI) y MAlMEHTOB O0Je3Hbt0 I[lapkMHCOHA € KOTHUTHUBHBIMU
HapyLIEHUsIMH W 3pUTEIBHBIMU  paccTpoicTBaMu  (WJUIIO3UHM, TaJUTFOUMHALINAN)
(JIutBunenko M.B., 2016). B mpoBeneHHOM HaMH HCCIICIOBAaHHM HE IPOBOIUIIOCH
cpaBHuTenbHOro ananu3a JaHHbix OKT m MPT ronoBHoro mo3sra. OgHako cpenu
NAlMEHTOB OCHOBHOM Tpynnbl crtapuie 60 jeT, KOTopble MMENH JTuarHo3 Oo0Jie3Hb
[Tapkuncona u MCA HaOmonanuch Oosiee BBIPAKEHHBIE W3MEHEHUS CO CTOPOHBI
TOJIIWHBI CETYATKH, TOJIIMHBI HEPBHBIX BOJIOKOH CETYATKU M CJIOS TAHTIMOHAPHBIX
KJIETOK B CTOPOHY CHIKEHHs mokazarened. C Hallel TOYKHM 3pEHHUS y NAlUEHTOB C
oonesnbto Ilapkuncona 1 MCA u3MeHEHMsI Ha CeTYyaTKe MOYKHO paccMaTpuBaTh Kak
OTPaXXECHHUE JUIMTENBHOTO HEUpPOJEreHepaTUBHOrO Iporecca B cTpykrypax LIHC Ha
(oHE BO3PACTHBIX U3MEHEHMH, OTPAXKAIOUIMXCA HA PEreHepaTUBHON (YHKIUH BCETO
OpraHu3M. BpIsIBIEHHAs KOpPPEJSIMUOHHAS CBS3b MEXKIY YPOBHEM COJEpkKaHUA B
ceiBOpoTKe KpoBU [ HT®, ®PI'M u noxkaszareneit OKT y manmentoB HOII3 crapuie 60
JeT TOATBEPKIACT posib HEMpOTpopuueckux (PakTOpoB Kak B MPOILIECCE pereHeparuu
HEpPBHOM TKaHU, TaK M B O0OECHEYECHHM 3alMTHBIX MEXaHU3MOB B MPOLECCE

HEUpOJIETeHEPALIH.
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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. PacnpoctpaneHHOCTh  3a00JI€BaHMIA,
OTHOCSIIMXCS K TPYIINE HACJIEICTBEHHBIX IKCTPAIMPAMUIHBIX, COCTABISET 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 ITPOTPECCUPYIOLIMMHU, OBICTPO MPUBOJAT K MOTEPE TPYAOCIOCOOHOCTH U
BBIXO/ly HA UHBAJIUJTHOCTb.

PanHsis nuarHocTuka 3a00JieBaHUs C OMPEJCICHUEM MeHETUYECKOTO MOBPEXkKIe-
HUS TIOMOXKET B YCTAaHOBJIEHMM TOYHOIO KIMHMYECKOTO JMarHo3a, OJHAKo 0e3
NIOHUMAaHUsS MATOJIOTMYECKUX IMPOLECCOB, MPOXOIAIIUMX B CTPYKTypax 3SKCTparupa-
MUJHOM CHCTEMbI, HEBO3MOXHO MOAOOpaTh MPABWIbHYIO TEpaNui0 U JaTh MPOTHO3
TeueHuto 3aboneBaHus. B xonme mnpoBeaeHHOW pabOThl ObUIM TOJTYYEHBI JIaHHBIE
KJIMHUYECKOr0 TOoJUMOp(dU3Ma ABUTATEIbHBIX PACCTPOMCTB, MPHU HACIEICTBEHHBIX
AKCTpanupamMuaHbIX 3a001eBaHusAX. BblaeneHo 2 Beylux CUHAPOMa: THIIOKMHEYECKH -
TUTNIEPTOHUYECKUNA W TUMEPKUHETHUYECKUI-TUIIOTOHNYECKuil. B xome paboTei, ObLIH
OTMEUYEHbI ¥ HEMOTOPHBIC MPOSBICHUS, OHU ObUIM TPE/CTABIEHbl KOTHUTUBHBIMHU U

ad(HEeKTUBHBIMU PACCTPONCTBAMHU.



90

N3ydenne pony HEWpPOBOCIHAIEHUS IMPU HACIEACTBEHHBIX SKCTpArUpaMUIHBIX
3a00JIeBaHUSIX B XOJ€ NPOBEACHHON paldOThl MO3BOJMIO JAaTh OILICHKY Pa3BUTHUIO
HEHpOJIereHEPaTUBHOTO TIpoliecca U JIA0OPATOPHO MOATBEPIUTh HalW4yue (HaKTOpPOB
HEWPOBOCIIAJICHUS y TAIMEHTOB C HACJIEICTBEHHBIMHU IKCTPAMPAMUIHBIMU 3a00J€Ba-
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 BHINIEe, 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 SKCTPANIUPAMUIHON CUCTEMBI (p <
0,005). Tlony4yeHHBIC MaHHBIC O MMOBBINICHUM KOHIICHTpPAI[MK OCJIKOB BOCHAJICHHS -
®HO-a, UJI-1, NJI-6 u 6enkos anonro3a pS3 u 6enka Bel2 moxkHo paccmaTpuBaTh Kak
MpOSIBJICHHE HEWpoBOCHalieHWsi Ha (oOHE Ipollecca Heupoaerenepanuu. B xone
BBITIOJTHEHHOTO  MCCJIEJAOBAHUS,  BBISICHWIACH  WHTEPECHAs  3aKOHOMEPHOCTb:
cootHomenue HerporpopunoB THTD u ®PI'M, koTopoe mposBIISICTCS MOBBIIICHUEM
koHUeHTparun [HOT B mmasme kpoBu u cHmwxkenuem OPI'M. IIposeneHHbie
7a00paTOPHBIE MCCIICIOBAHUS TO3BOJUIM YTOYHUTH OJIMH W3 MEXAHU3MOB Pa3BUTHUS
MaTOJOTUYECKOT0 KacKaJa HEHpPOBOCHAIEHUS, KOTOPBIA MOYKET SIBJSTHCS 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). Orto yka3plBaeT Ha TO, YTO NAPEHXMMATO3HbIE TIHAIbHBIE Makpodaru
BeipabarteiBaromue ®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 Bcero ®PI'M (yHkImonanbHBIMU 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,
BClie/IcTBUE H3Toro HaoOmogaerca nepumur DOPITM  u  mpopomxaercs mporece
HEWpOAECTEHEPALINH.

OnTuyeckass KOrepeHTHas ToMOrpadusi J1aeT BO3MOKHOCTh MHCTPYMEHTAIBHOTO
HaOJIOZICHUS 3a Pa3BUTHEM M TEUCHHWEM HelponaereHepaTuBHoro mporecca B ITHC.
CymiecTByeT MHOXKECTBO padOT € JI0Ka3aHHOW KOPPENSAUOHHON 3aBUCUMOCTBIO MEXTY
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
yAaaoch yCTaHOBUTh, 4TOo mnokazarenn OKT y nanueHToB ¢ HAcieACTBEHHBIMHU
DKCTpaAIUPaAMUIHBIMA 3a00J1eBaHUSIMU UMEIOT CUJIBHYIO OTPULATEIIbHYIO
KOPPEIAIMOHHYIO CBSI3b MEXIY BbICOKON KoHmeHTparued ®HO-ao, NJI-1, UJI-6 u
['HOT. Takum 00pa3oM BBIABIECHO, YTO YEM BbILIE YPOBEHb OenkoB anonrto3a u [HTO,
TeM MeHble nokasarenu OKT cetuarku rna3a. B Toxke BpeMs BbISIBIIEHA CHIIbHAS CBSI3b
Mexay koHuneHtpanuedn OPI'M u noxkaszarensmu OKT mamumentos ¢ HOII3. [lanHbie
M3MEHEHUS TTOATBEPKAAI0T HATMYNE HEUPOBOCIIAJICHUSI U MOTYT OBITh UCTOJb30BAHEI B
KaueCTBE OJHOTO M3 KPUTEPUEB HAOIIOJACHUS 32 Pa3BUTHEM MATOJIOTMYECKOTO MpoIecca
y JAHHBIX MMAIMEHTOB.

N3yuenue (akTopoB, CHOCOOCTBYIONIUX Pa3BUTHIO HEUPOBOCHAICHUS TpU
HOII3, mo3BOJISIET yTOYHUTH MEXAaHW3Mbl HEUPOAETEHEPALMU CTPYKTYp TOJIOBHOTO
MO3ra U paclIMpseT TPaHUIbl MATON€HETUYECKOTO JICUCHUs JAaHHBIX MNAlUEeHTOB. B
IPOBEICHHOM JIMCCEPTALlMOHHOM HCCJIEJOBAHUM BBISIBIICHBI U3MEHEHUS CO CTOPOHBI
UMMYHHBIX TniporieccoB B [THC, otmeuena nucperysnsiius HelipoTpoduueckux hakTopoB
[HT® wu ®PI'M npu HaCIHEACTBEHHBIX JKCTPANMUPAMHUIHBIX 3a00JEBaHUSAX,
MPEIIOKEHBI OMOMapKEPhl JIJIST OIEHKU aKTUBHOCTH HEUPOBOCHAJICHUS M TPOBEICHO
HEHPOoo(TaTbMONIOTMYECKOE UCCIEAOBaHIE, KOTOPOE MOKHO MCIOJIb30BaTh B KAUECTBE

HHCTPYMCHTAJILHOTO MCTOAAa B IMPOHCCCC AMHAMHYCCKOTI'O Ha6J'HOI[eHI/I$I IHanucHTOB C
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HOII3. B xoe npoBeAeHHOI0 UCCIEN0BaHus ObLJIO MOKA3aHO, YTO B HE3aBUCUMOCTHU OT
HO30JloTHYeCKO  (opmbl  3abofieBaHus,  MAIMEHTHl C  HACIEJACTBEHHBIMU
HKCTpAMpaMUJHBIMU  3a00JIEBaHUSMU  HMEIM  OOLIMIl  MEXaHW3M  Pa3BUTHUS
HEHUPOBOCITAJICHNUS.

JlanpHeliee M3yuyeHUE BBISBICHHBIX MATOJOTUYECKUX IPOLIECCOB IO3BOJIMUT
paspabotath cxemy JiedeHus: nanueHToB HOII3 ¢ ywyetoM wumeromerocst mporuecca
HelpoBocniasieHuss. CHUKEHUE aKTUBHOCTH HEHWPOBOCHAJIEHHUS, MO HAlIEMy MHEHMIO,
MOJKET CHOCOOCTBOBAaTh yJIYULIEHUIO (YHKIUOHAIBHOTO COCTOSIHUS  CTPYKTYp
AKCTPAMPaMUJAHOW CHCTEMBl U CHU3UTh CKOPOCTH IMPOrPECCUpOBaHUsl 3a00J€BaHUS
JAHHBIX TAIMEHTOB M OJIATONPHUATHO CKAa3aThCAd HA MX KA4YEeCTBE KU3HH, IO3BOJIUT

YBCINYUTD IICPHUOI CaMOO6CHY)KI/IBaHI/IH )51 COHHaJIBHOﬁ AKTHUBHOCTH.
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BbIBO/IbI

1. YV TnanWeHTOB HACJICACTBEHHBIMH OKCTPANHUPaAMHUIHBIMU  3a00JICBaHUSIMHU
BBISIBJICHO BBICOKOE COJIEp)KaHHE B IUIa3M€ KPOBU BOCHAIUTENBHBIX ITMTOKUHOB:
dakropa Hekpo3a omyxosei-a (70,70 r/mn [46,42; 94,88]), MJI-1 (14,00 or/mia [8,53;
19,42]) u WI-6 (14,31 ur/mi [10,32; 18,31]) (p < 0,005), cBUAETEILCTBYIOMHUX 00
W3MCHEHHUH B PETYJIAINNA IMMYHHBIX 0TBeTOB B [THC.

2.  IloBslmeHHble ypoBHU OenkoB amomnTo3a pS3 (49,3 E/ma [10,0; 88,6]) u Bcel2
(89,25 wmr/mn [44,5; 134,0]) B miasMe KpOBHM  TAIMCHTOB HACJCICTBCHHBIMH
sKCcTpanupamMuaHbIMA - 3a0oseBanusiMu  (p < 0,005) yka3pIBalOT Ha BBICOKYIO
aKTUBHOCTbH IPOIIeCcca aroITo3a.

3. BbIgBICHO W3MEHEHHE HEUPOTPOPHUECKON PEryNsilud: OTMEYECHO IMOBBIIICHHUE
KOHIIGHTPAllMU  TJIMaJbHOrO Hekporpoduueckoro dakropa (423,2 nr/ma [350,0;
496,4]) (p < 0,005) m  cHMXKEHHE conepkaHUs HeiporpoduHa (akTopa pocta
rojopHoro mo3ra (16133 mr/mm [13991; 18275]) (p < 0,005) B mma3mMe KpOBH Y
MAIMCHTOB C HACJICACTBCHHBIMU IKCTPAITUPAMHIHBIME 3200JICBAaHUSIMH .

4. OmnpeneneHo CHUKEHUE IOKAa3aTelel ONTUYECKOHM KOrepeHTHOW Tomorpaduu:
TOJIIIMHBI CETYATKH B MAaKYJSIPHOM 30HE, OOIIel TONIIWHBI CIOSI TaHTJIMOHAPHBIX
KJIETOK W TOJIIUHBI HEPBHBIX BOJIOKOH CETYATKW y TMAI[UEHTOB HACJIEICTBEHHBIMU
AKCTpanUpaMUAHbIMU 3a0osieBaHusMu ctapimie 60 jer (p < 0,005), koTopeie
KOPPEIUPYIOT C TOBBIIICHHBIMU KOHIICHTpAIUsAMHU OeakoB armonTo3a (pS3 u Bel2) (r =
0,88760 tipu p < 0,005), nutokuHamu (pakropa Hekpo3a omyxoiei-a, NJI-1, NJI-6) (r
= 0,75760 mpu p < 0,005) u Heiporpopuueckumu paxkropamu ((HTD u ®PI'M) (r = -
0,9822 mipu p < 0,005) u (r =0,9705 npu p < 0,005) COOTBETCTBEHHO.

5. BrolsiBneHHas cuiibHas KOPPENSIMOHHAS CBSI3b MEXAY YPOBHEM KOHIICHTPAIHH
TJIMATFHOTO HeWpoTpoduueckoro (akTtopa M KOHIICHTpalMeld OEIKOB BOCIHAJICHUS
(dbakropa Hekposa omyxodeii-o, UJI-1 u WMJI-6) (r = 0,78770, r = 0,82126, r = 0,78125
npu p < 0,005) u anomnro3a (p53 u Bcel2) (r = 0,73450 npu p < 0,005) yka3siBaeT Ha

aKTUBHOCTh TJHAIBHBIX HEUPOHOB Ha (hOHE HEWpOoJEeTeHEepPaTUBHOTO IMporecca U
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MO3BOJISIET PACCMATPHUBATh MOBBILIEHHBIM CHUHTE3 TJIMAILHOTO HEUPOTPO(UUECKOTrOo
dakTopa u O€IKOB BOCHAJICHUS B KauecTBEe JIMarHOCTUYECKUX KpPUTEPHEB
HEHpOBOCMAJIEHUS TPU  HACJIEACTBEHHBIX AKCTpAMpaMUAHBIX  3a00JICBaHUSX.
PazpaboTannbiii anroput™M (GOpMHUPOBAaHUS MPOIECCa HEUPOBOCTANICHHS Y TTAIMEHTOB
HACJIEICTBEHHBIMH SKCTpPAlMPAMUIHBIMU 3a00JE€BaHUSAMH C YYE€TOM BBISBJICHHBIX
MAaTOTCHETUYECKUX MEXaHU3MOB, MOXKET OBITb HCHOJB30BaH JJIA MPOBEICHUS

KOPPUTHUPYIOIEN TEPATUHU.

[TPAKTUYECKHUE PEKOMEH/IALINHA

1. B xauecTBe qUAarHOCTUYECKUMU KPUTEPUEB MPOIIECCA BOCIIAIICHUS B CTPYKTYypax
FOJIOBHOTO  MO3ra y  TAalMeHTOB  HACJEJACTBEHHBIMH  JKCTpanupaMUIHbIMU
3a00JIeBaHUSIMA HEOOXOJMMO YUMUTHIBATh KOHIICHTPAIIUM B CHIBOPOTKE KpOBU Oeika
®HO-a (Beime 46 nr/mm), UJI-1 (Berme 8 nr/mi), NJI-6 (Beime 16 nr/mut), GenxoB
anonto3a p53 (Beime 10 E/mun) u Bel2 (Boimie 44 ur/mn), THT® (Beime 350 nr/min) Ha
done xonnentpauu ®PI'M (amxe 18000 mr/mun).

2. Ilammenram ¢ HOII3 pekoMeHIOBAaHO TMPOBOIUTH HWMMYHOJIOTHYECKOE
uccieaoBanue Kpoeu ¢ onpenenenuem oOenka ®HO-a, NJI-1, UJI-6, 6enkoB amnonro3a
p53 u Bcl2, THT® u ®PI'M s onieHKkH ypOBHS BOCHIAIICHUS B CTPYKTYpaxX rOJIOBHOTO
MO3ra.

3. OnTuyeckas KorepeHTHasi ToMOrpadus 1eIeco00pa3HO UCTOIb30BaTh KaK METO/
JMHAMUYECKOTO0 HAOJIOJEHUS TAIMEHTOB HACJEICTBEHHBIMU HSKCTpanyipaMuIHbIMUA
3a00J1eBaHUSIMU.

4. Y mNanuMeHTOB  HACIEACTBEHHBIMH JKCTPANMUPAMHUIHBIMU 3a00JI€BAaHUSMU C
YU4ETOM CHMKEHHUSI COZIepKaHUsl KOHLIeHTpauuu Helipotpoduna ®PI'M pekomeH10BaHO

MPOBOJIUTH KyPChl HEUPOTIPOTEKTUBHON META0O0INYECKON TEPAITHH.
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ITEPCIIEKTUBEI JAJIBHEUIIIEI 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 OyAYyT BJIMSITH HA BBISBICHHBIC MMATOJOTH-
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
[Ipunoxenue A

[Nocniuranehas [kana Tpesoru u Henpeccun (HADS)

[lNocnuranpHas mkana tpeBoru u aenpeccun HADS (The hospital Anxiety and
Depression Scale Zigmond A.S., Snaith R.P.) pa3zpabotana 1151 nepBUYHOTO BBISBICHHUS
JIETIPECCU U TPEBOTH B YCIOBHSAX obOmeMenuimackoi mpaktuku. [lkama HADS mis
OTIpEeJICNICHHs] YPOBHS TPEBOTH M JACTPECCUM HE BBI3BIBACT 3aTPYIHEHUM Yy MallMeHTa U
He TpeOyeT NPOAODKUTEIPHOTO BPEMEHM Ha 3alloJIHEHWE U HHTEPIPETaLUIo
pesynbraroB. lllkana HADS npennasHaueHa 1jisi TOro, 4ToObl IOMOYb Bpayy Jydlle
HOHSTH SMOLIMOHAIBHOE COCTOSIHUE U CAMOYYBCTBHE MALIUEHTA.

Kaxxiomy yTBEep>KIE€HUIO COOTBETCTBYIOT 4 BapuaHTa OTBeTa. BriOepute TOT U3
OTBETOB, KOTOPBIM COOTBETCTBYeT Bamiemy cCOCTOSHHIO, a 3aTeM IPOCYMMHpYHTE

0aJUTBI B KaXKIOU YaCTH.

Yacts | (ouenka ypous TPEBOI'N)

1. 51 ucnbITHIBaIO HANIPSKEHUE, MHE HE MO cede
3 - Bce BpeMs
2 - 4acTo
1 - Bpemst OT BpeMEeHHU, HHOT A
0 - coBceM HE UCTIBITHIBAIO
2. 5 uchpITBIBalO CTpax, KaXeTcs, 4YTO YTO-TO YKAaCHOE€ MOXET BOT-BOT
CIIyYUTHCA
3 - OIpeNIeNICHHO 3TO TaK, U CTPaxX OYEHb BEJIHUK
2 - 1a, 3TO TaK, HO CTpax HE OUEHb BEJIUK
1 - mHOTAA, HO PTO MEHS HE OECITOKOUT
0 - coBceM HE HCTIBITHIBAIO
3. becrtokolHbBIE MBICIH KPYTATCA Y MEHS B TOJIOBE
3 - MOCTOSITHHO
2 - OOJIBIITYIO YaCTh BPEMEHU
1 - BpeMsi OT BpEMEHH U HE TaK 9acTo
0 - TOJILKO MHOT 1A
4. 51 merko MOTY MPHUCECTH B PACCIa0UTHCS
0 - onpeneeHHo, ATO TakK
1 - HaBepHO, ATO TaK
2 - JIAIIIb U3PEKA, ITO TaK
3 - COBCEM HE MOTy
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5. 51 uCTIBITHIBAIO BHYTPEHHEE HANPSHKCHHUE WITH JPOXKD
0 - coBceM He UCIBITHIBAIO
1 - nuaornoa
2 - 4acTo
3 - 0YEHB YacCTo
6. 51 HCTIBITBIBAIO HEYCUAYUBOCTD, MHE ITOCTOSTHHO HY)KHO JBUTAThCS
3 - ompeeeHHO, 3TO TaK
2 - HaBEpHO, ATO TaK
1 - muTITE B HEKOTOPOH CTENEHH, 3TO TaK
0 - coBceM He MCIBITHIBAIO
7.V MeHs ObIBaeT BHE3AIMHOE YYBCTBO MaHUKH
3 - O4YEeHb YaCTO
2 - TOBOJIBHO 4aCTO
1 - He TaK yX 4acTo
0 - coBceM He OBIBacT

Yacts I (ouenka yposus JIETIPECCUN)

1. To, 4TO IPUHOCUIIO MHE OOJIBIIIOE yIOBOJIBCTBUE, U CEHYAC BBI3BIBACT Y MEHS
TaKO€ ke YyBCTBO
0 - ompeneneHHo, ATO Tak
1 - HaBepHOE, 3TO TaK
2 - Wb B OYCHBb MAJION CTENEHH, 3TO TaK
3 - 3TO COBCEM HE TaK
2. 4 cnocoOeH paccMesIThCS U YBUIETh B TOM WJIM MHOM COOBITUH CMEILTHOE
0 - ompeneneHHo, 3TO Tak
1 - HaBepHOE, 3TO TaK
2 - TUIIIb B OYEHb MAJIOW CTENEHH, 3TO TaK
3 - COBCEM HE CIOCOOEH
3. 4 ucnpIThIBatO 60IPOCTH
3 - COBCEM HE UCTBITHIBAIO
2 - OYCHB PEJKO
1 - uaorma
0 - mpakTUYeCKH BCe BpeMsI
4. MHe KaxeTcs, 4To 51 CTAJl BCE J€NaTh OYCHb MEIJICHHO
3 - MPaKTUYECKHU BCE BPEMsI
2 - 9acTo
1 - nuaormoa
0 - coBcem HeT
5. 51 He ciiexKy 3a CBOEM BHEIIHOCTBHEO
3 - ompeAeIeHHO, ATO TaK
2 - 51 HE YJIEJISII0 ATOMY CTOJIBKO BPEMEHH, CKOJIBKO HYKHO
1 - MOXeT OBbITh, 51 CTAJ MEHBIIIE YACIATh STOMY BPEMEHH
0 - s cnexxy 3a coOOM Tak e, KaK ¥ paHbIIe
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6. S cumTaro, yTo MOM Jeia (3aHATHUS, YBICUCHHS) MOTYT IIPHHECTH MHE YyBCTBO
YIOBIIETBOPCHUS
0 - TOYHO TaK ke, KaK 1 OOBIYHO
1 - ma, HO HE B TOH CTETICHH, KaK PaHBIIIC
2 - 3HAYUTEIHLHO MEHBIIE, YeM OOLITHO
3 - COBCEM TaK HE CUMTAIO
7. S Mory mnoayduTh YAOBOJILCTBHE OT XOPOIICH KHWUTH, pagdo- WIA
TEJICTTPOTPAMMBI
0 - vacto
1 - uaOTMA
2 - penKo
3 - OYCHB PEIKO

KaxaoMmy yTBEpXKIEHUIO COOTBETCTBYIOT 4 BapuaHTa OTBETA, OTpakarollue
rpalaliii BBIPAKEHHOCTU TMPU3HAKA W KOJUPYIOIIHUECS IO HApPACTAHUIO TSKECTH
cumntoma ot 0 (oTcyTcTBHE) 10 3 (MaKCUMallbHAS BBIPAKEHHOCTD).

NHTtepnperanus pe3ynbTaToOB:

[Ipn wHTEpnperauuu pe3ylbTaTOB YUYUTHIBAETCS CYMMAapHbBI IOKa3aTelb II0
KQ)KJI0M MOJIIKaJe, IPU 3TOM BBIIETSAIOTCS 3 00JaCTH €ro 3HaYEHUM:

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

8-10 — cyOkIMHUYECKN BhIpaXXEHHAsI TPEBOTa/IeTpeccus,

11 u BbIIIE — KIMHUYECKU BBIPXKEHHAS TPEBOTa/ACTIPECCHS.
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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 mpoXoXxKAEHUs TecTa OOBIYHO HE0OXoAuMO oKoo 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. MaKCHUMalbHOE KOJMYECTBO, KOTOpPOE€ MOXHO HaOparh B JTOM TECTE,
coctapisier 30 OaIOB, YTO COOTBETCTBYET ONTHUMAIHHOMY COCTOSSHHIO KOTHUTHBHBIX
GyHKIHA.

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

Pe3ynbTathl TECTA MOTYT TPAKTOBATHCS CIASAYIOIINM 00pa3oM:

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

24277 6annoB — MpeAIeMEHTHbIE KOTHUTHBHBIC HAPYIIICHHUS,

20-23 Gamina — 1eMEeHITUs JIETKON CTEIeHH BBIPAKCHHOCTH;

11-19 GanioB — AEMEHIUST YMEPEHHON CTENEHU BBIPA)KEHHOCTH;

0—10 0au10B — TsXKEas IEMEHIIUA.
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[Ipoba OneHka
1. OpueHTHUpPOBKA BO BPEMEHHU: 0-5
HazoBute naty (4ucio, Mecsll, ToJl, IeHb HEJIeTU, BpeMs ro/ia)
2. OpueHTUpOBKa B MECTE: 0-5
I'me mb1 HaxoguMmcs? (cTpaHa, 00J1acTh, TOPOI, KITMHUKA, ITaXK)
3. Bocmpusrtue: 0-13
[ToBTOpUTE TpU ClIOBA: KapaHalll, JOM, KOIehKa
4. KoHleHTpalllsi BHUMAHUS U CUET:
Cepuitnbiii cuet ("ot 100 otHsTE 7") - AT pa3 nubo: 0-5
[IpousHecute cioBo "3eMis" HA0OOPOT
5. IMamsaTe 0-3
[TpunomuuTe 3 crnoBa (CM. MyHKT 3)
6. Peus:
[Toka3piBaeM pyuyKy U 4achl, COPAIIMBAEM: "KaK 3TO 0-3
Has3pIBaeTcs?"
[Ipocum noBTOPUTH Npeoxkenue: "Hukakux eciam, 1 uim HO"
BrinonHenue 3-3TalnHONM KOMaHbL:
"Bo3pMuTe IIpaBoii pyKoi IMCT OyMaru, CIOKHUTE €ro BIBOE U 0-3
MOJIOKUTE HA cTON"
Urenue: "[Ipoutnte ¥ BHINOJIHUTE"
1. 3akporiite rina3a 0-2
2. Hanumure npeyioxkeHue
3. Cpucyiite pucyHoK (*cm. HIKE)
0-1
OO0uuit 6amt: 0-30
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[Ipunoxenune B

Moaudunuposannas mkaia Paukuna (Modified Rankin Scale — mRS)

Hoxrop JlxoH PaukunH u3 xinuHuku Ctooxui, I'nmasro, B 1957 r. pazpaboran
NATHOAJUTBHBIA ~ YHUBEPCATbHBIM ~ WHCTPYMEHT  OIEHKA  HE3aBUCUMOCTH U
WHBAJMIM3AIMA HEBPOJIOTHUECKUX TMAIMEHTOB, Jajiee MMEHEM JTOro Bpada Oblia
Ha3BaHa pEaOWINTAIMOHHAS IIKala, AKTUBHO WCHOJB3YIOMIAsCS B MEIUIIMHCKOM
peabunuTanyu u ceiyac.

MonupunrpoBanHas mikaia Psukuna (Modified Rankin Scale —
MRS) nperepriena psix U3MEHEHUH, TOSBHICS HYJICBOW Oyl I «0€CCHUMITOMHBIX)

MaIKUEeHTOB, KpaiHss MoauduKaiys mkansl 0pu1a B 2008 T.

[Ixana PaHKHHA TO3BOJISIET OLIEHUTH CTETIEHb UHBAIUTA3AIINH:

0. Het cuMntoMoB.

1. OTrcyTcTBHE CYIIECTBEHHBIX HAPYLICHHUH KXU3HEACATEIBHOCTH, HECMOTpPS Ha
HQJIWYUE HEKOTOPBIX CHUMITOMOB: CIOCOOEH BBINOJHATH BCE IIOBCEIHEBHBIE
00S3aHHOCTH.

2. Jlerkoe HapylIeHUE KU3HEACSATEIIbHOCTH: HECIIOCOOEH BBIMOIHITH HEKOTOPHIE
NpeXHHEe OOS3aHHOCTH, OJIHAKO CHpPABJISIETCST C COOCTBEHHBIMU jJeflaMu  0e3
MMOCTOPOHHEN TOMOIIH.

3. YMepeHHoe HapylIeHHE KU3HEACSITeIbHOCTU: TpeOyeTcs HEKOTopasi MOMOMIb,
OJIHAKO CIIOCOOEH XOAUTh 03 MOCTOPOHHEN TOMOIIIH.

4. Bplpa)keHHOE HapyUIEHUE >KU3HEIEATEIbHOCTH: HECHOCOOEH XOIuTh 0e3
MOCTOPOHHEW TIOMOIIM, HECMOCOOEH CIHPaBISATHCI CO CBOUMH  (DU3HUECKUMU
NOTPEOHOCTSIMU 0€3 TOCTOPOHHEH MOMOIIIH.

5. Tsxenoe HapyLIEHUE KUZHEEATEIbHOCTH: IPUKOBAH K MOCTEH, HEAEP/KaHNUE

MOYH U KaJyia, TpeOyeT MOCTOSHHOM MOMOIIN ¥ PUCMOTpA MepcoHaIa.

IlepBas cTenens npeanoaracT OTCyTCTBUE MPU3HAKOB WHBAIUTHOCTH, OOJIHHOMN
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B COCTOSIHMH BBITIOJHITH 0€3 MOCTOPOHHEH MOMOIIY BCE ACHCTBHS MO yXOIy 32 COOOM.
OnHako 3TO HE MCKIIOYAeT Yy OOJBHOTO HAaTUYMs MBIIIEYHON CIabOCTH, PacCTPONCTB
YYBCTBUTEJIBHOCTH, HAPYIICHUN PEeUd WM JIPYTUX HEBPOJOTHMYECKUX (GYHKUUNA. DTH
HApyIICHUS BBIPAKEHBI B HE3HAUUTENIBHOM CTETIEHH W HE BEAYT K OTpaHUUYEHUIO
AKTUBHOCTH.

BTtopasi crenens npenonaraeT HaJluuue JETKUX MPU3HAKOB WHBAIUIHOCTH, HO
OOJBHON B COCTOSIHUU YXa)KMBATh 3a cOO00M 0e3 moctopoHHel nmomomu. Hampumep, He
MOXET BEpPHYThCA K TMPEKHEH paboTe, HO CHocoOeH oOcayKuBaTh cebs 0e3
MIOCTOPOHHETO MPUCMOTpA.

Tperbs cTeneHb MpeArnoaaraeT yMepeHHO BBIPAKCHHBIE PU3HAKU
UHBAJIMJIHOCTH, OOJILHOM HYXJAaeTcd B HEKOTOPOW IOCTOPOHHEH MOMOLIM IpU
OJIeBaHUH, TUTUCHHYECKOM yXOJie 3a cOOO0M; OOJIBbHOM HE B COCTOSSHUM BHSTHO YHMTATh
WIM CBOOOJHO OOWIATBCA C OKpyXarolMMU. bBOJIbHOW MOXET IM0JIb30BATHCSA
OPTOINEINYECKUMHU MPUCTIOCOOTICHUSIMU WU TPOCTHIO.

YeTBepTasi CTeNeHb MPEANONAracT HaJU4he  BBIPAKEHHBIX  MPU3HAKOB
UHBAJIMIHOCTU. BOJBHON HE B COCTOSHUM XOJWTh W yXaXuBaThb 3a coOoil 0e3
MIOCTOPOHHEHN MOMOIIH, OH HYXKJIa€TCSl B KPYTJIOCYTOYHOM MPUCMOTPE U B €KETHEBHOU
NOCTOpOoHHEH momomu. [Ipy 5TOM OH B COCTOSHHUU CaMOCTOSITETIBHO WM TIPH
MUHUMAaJIbHON MOMOILIM CO CTOPOHBI BBINOJHATH KAKYIO-TO 4YacTh MEPONPUATHN IO
yXOAy 3a COOOM.

IIaTas creneHb NMpeanonaraeT CUJILHO BBIPAKEHHBIE MPU3HAKU HWHBAJIUIAHOCTH.
bonpHOW NpuKOBaH K TMOCTENH, HEOMPSATEH W HYXKIAeTCS B TMOCTOSHHOM YXOJe U

HAOJIFOIEHUH.
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[Tpunoxenune I

Nunexc moomnpHOcTH PuBepmuat (Rivermead mobility index - RMI)

MCTOI[I/IKa [MpcaHasHa4YCHa AJIA KJIMHUYECKOU OLICHKH MOOMJIBHOCTH IHamnrucHTA.

3HadeHHNE WHJIEKCa MOOMIBHOCTH PHBEpPMIT COOTBETCTBYET CYyMME 0aslioB,

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

Ne | HaBbIK OueHka
MoxxeT noBepHYTbCA CO CMNHbLI Ha 6ok 6e3
1 [MoBopoT B nocTtenu MOMOLLN.
[Mepexon B nonoxeHue
2 | cnpoa MoxeT caMOCTOATENBbHO CECTb Ha Kpar NoCTenw.
3 PaBHoBecue cugs MoxeT cngetb 6onee 10 cek. Ha Kpato NOCTENN.
CamocTosaTensHoe MoxeT BcTaTtb ¢ ntoboro ctyna mMeHee 4em 3a 15
4 BCTaBaHue CeK 1 cToATb bonee 15 cek MOXHO C MOMOLLIBHO.
CamocTosaTensHoe
5 CTOsiHME Cam ctout 6onee 10 cek 6e3 onopsbil.
Cam, MOXeT 1 C NacCUBHOW ONOPOM,
nepemMeLlaeTcs ¢
6 MNepemelieHne KpoBaTu Ha cTyn u obpaTHo.
Cawm, He B0O3bpoHsATCS npucnocobreHns
(xooyHKM, opTesbl U T.4.), MOXET NnponTn bonee
7 Xogbba no komHaTte 10 meTposB.
Bes nocTopoHHEeN nomMoLLM MOXET NPeononeTb
8 MNoabem no nectHuue NECTHUYHbIN NPOSeT.
MoxeT xoauTb No TpoTyapy 6€3 NOCTOPOHHEMN.
9 | Xogbba BHe KBapTUpbI MOMOLLN.
Xogbba no komHaTe 6e3 | MoxeT npontn 6onee 10 meTpoB B KBapTUpe 6e3
10 | nocobwui Kakmx-rimbo nocobun.
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lNogHaTMe npeamMeToB C MoxxeT npontn bonee 5 MeTpoB, NOAHATL
11 | nona npeamMeT U BepHYTbCA.
Xogbba BHe KBapTUPBLI
no
nepeceyeHHoOm
12 | mecTHOCTH MoxeT cam xoauTb No Tpase, rpaBuio.
CamocToAaTenbHO MOXET 3alUTN B BaHHY
13 | MNMprem BaHHbI (AyweByto), NOMbITbCA U BbIATW.
Moabem m cnyck Ha 4 MoxeT 6e3 nocobuii (B TOM Yncne nepun)
14 | ctyneHu NOAHATLCS Ha 4 CTYMNEHU U CNYCTUTBLCA.
MoxeT npobexaTtb 6onee 10 MeTpoB He
npuxpambiBas 3a 4 cekyHabl (MOXHO BbICTPOK
15 | Ber xoab6oMn).

3HaueHME UHJIEKCA MOXKET COCTaBIATH OT 0 (HEBO3MOXKHOCTH CAMOCTOSITEILHOTO
BBITIOJTHEHUS KaKUX-JTMOO MPOU3BOIBHBIX IBUKEHUN) 10 15 (BO3MOKHOCTH MPOOEKaTh

10 meTpoB).
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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.
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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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010IKETHOTO 00pa30BaTENBHOIO

(deaepansHoe rocyiapcTBeHHOE

OX0/KETHOE 00PA30BATENLHOE YUPEKIeHHE YPEXICHUS BEICIIET0 00pas0BaHus
BhICIICro 00pasosams " CeBepo-SanaIHbIi «CeBepo-3ana/THbIi roCyJapCTBEHHbL
roOCYAApPCTBEHHBIH MEAHIMHCKAN YHUBEPCHTET M
uvenu M., Meunnkona" MEIIIMHCKAN YHUBEPCUTET

MunncrepcrBa 31paBooXpaHeHus
Poccuiickoil ®epepanuu

(®I'bOY BO C3IMY um. LY. Meunukopa
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M. .M. MegaukoBay
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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».

JlekaH TepaneBTUIecKoro (aKkyibTeTa,
I.M.H. Ipoeccop Paduarosckuii K.H.
3aBeayronruii kadenpoi HEBPOIIOTUH

M. akazg. C.H. JlapunenkoBa, 1.M.H, JOIEHT I'ongooun B.B.

3aBenyromuid yueOHOI 4acThiO Kadeaprl HEBPOIOTHI
M. akan. C.H. JlaBuneHkoBa, K.M.H.




