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BOJIE3Hb MAPKMHCOHA. MATO®U3NOI0MMA SKCTPANMPAMUAHON
CUCTEMbI. COBPEMEHHDIE NMPEACTABJIEHUNA O MPNYNHAX
BO3HMNKHOBEHUA U NATOINEHE3E NTAPKUHCOHU3MA

B Hacmosuwjee spemsa npu4duHel U namozeHemudeckue ¢akmopsi pazsumus HelipodezeHepayuu npu 6onesHu apkuHcoHa
(BI1) ocmatromcsi He 00 KOHYA fICHLIMU. B cmamee npedcmasneH 0630p cospemeHHbiX npedcmassieHuli 06 smuosoeuu
u namoezeHesze bIl. [lokasaHa posab pasauyHelx ¢pakmopog e pazeumuu O0aHHo20 3abosesaHus, e3aumodelicmaue
U nocnedosameslbHOCMb 8 MeXaHU3Max namozeHesd aubesnu dogamuHepeuyeckux HelipoHos. Ocoboe 6HUMAHUe
yOesieHo uccnedosaHusM 8 U3y4YeHUU HacnedcmeeHHo20 ¢akmopa ¢ OaHHol namosozuell. [MpusedeHsl cospeMeHHble
npedcmasieHus o sedyuwyell posu uameHeHUl KOHgopmayuu HelipoHasabHelx besnkos 8 namozeHe3se bIT1.

KntoueBble cnoBa: 60/1e3Hb [TapkuHcoHa, smuosioaus u namozeHe3 b1, KoHgopmayuoHHble 60ie3HU, anbga-cuHykaeuH

BBepeHue

HelpogaereHepaTtusHble 3abonesanus (HA3) — ato
3aboseBaHMsA, BO3HMKaKOLME B pesynbrate mporpec-
CUpyroLLLEen AereHepauun v rmbenn HepPoOHOB, BXOAS-
WX B onpegeneHHble cTpykTypbl LHC, npuBogaLime k
pa3pbiBy cBsA3en Mexay otaenamu LHC n ancbanaHcy
B CMHTE3€e W BblAENEHU COOTBETCTBYHOLLNX Hellpome-
[MaTOPOB U, Kak CNeACTBME, Bbi3biBatoLLMe HapyLLeHMe
NamaTK, PacCTPOMCTBA ABVMXKEHUA W MbICAUTENbHbBIX
cnocobHocTen uenoBeka. [locne npepsoxeHHow S.
Prusiner npvoHHol Teopuw, 3a Kotopyto B 1997 r. oH
6b1 yaoctoeH Hobenesckon npemun, npupoga HA3
CBA3bIBaETCA C HapylleHneM KoHdopMaummn (yKnagkm)
>KN3HEHHO HeobXoAWMBIX ANA KNeTok Mo3ra 6enkos
[1]. CoBpemMeHHasa knaccnbmkaLma KOHOOPMALMOHHbIX
6onesHen (Kb) Mo3ra onpezensieT B kayecTse Beaylle-
ro rpynnoobpasytollero npusHaka naToXMMUYecKyHo
xapakTepucTuky benkosoro cybctpata 6onesHun (anb-
da-cuHyknevHa, Tay-npoTtevHa wan Heta-amuaona).
To ecTb ANA KaxA0n Ho3o0rnyeckon GopMbl Npeamno-
naraeTcs BblAeNeHne onpeaeneHHoro 6eska, Hapylue-
HVe KOHGOPMaLUM N BHYTPUKAETOUHOTO NPOLECCUHTa
KOTOPOro NpuBOAUT K GOPMMPOBAHNIO COOTBETCTBYHO-
LWMX HepacTBOPMMbIX GenKOoBbIX arperatos, MPUBOAA-
LWMX K HenpogereHepaumm. N36biTouHoe obpasoBaHue
6e1KOBbIX MOJIEKYN C HAPYLUEHHOW MPOCTPaHCTBEHHOM
opraHu3aumen (koHdopMaLmen) 1 Ux arperatos, Npu-
BOAALMX K rMBEnn KNeTok Mo3ra, ABASETCA Mapkepom
Nt60Oro HelpoAereHepaTMBHOIO MPOLLecca, HO He ero
HemocpesCcTBEHHOW MpuUUMHONW. B HacTosiee Bpems
BeAyW MMM 3ab0seBaHNAMMN Cpeamn 3TON rpynnbl na-
Tonorum aeastoTca 6onesHb Anburerimepa (BA) n 60-
nesHb MNapkunHcoHa (BIT) [2].

[na  noHWMMaHWA NpoLLeccoB BO3HWMKHOBEHWSA
JBUraTesibHbIX pPacCTPOUCTB HeobXoaMMO npeacTaB-
NATb GU3NONOTUI0 IKCTPaNMPaAMULHOM CUCTEMBI. IKC-
TpanvpamuaHasa cuctema (systema extrapyramidale)
npeacTaBAseT cobon aHaTOMO-PYHKLIMOHANbHY CUC-
Temy, KOTopas BKAOYaeT OasasibHble raHrIMKW, YacTb
Ceporo BeLLecTBa CPeAHErO Y MPOMEXYTOUYHOTO MO3ra,
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MHOTFOUYMNCNEHHbIE CBA3M 3TUX CTPYKTYP C Pa3/ivyHbI-
MW OTAesaMu roNOBHOMO M CMMHHOIO Mo3ra. Bnepsble
TEPMUH «3KCTPanMpaMuiHas cucTeMa» MNpPeanoXun B
1908r. aHrauiickmii Hesponor C. BuabcoH (S. Wilson,
1878-1937). SkcTpanupamugHas cuctema obbeau-
HAET ABuWraTe/ibHble LIeHTPbl KOPbl FOJOBHOMO MO3ra,
ero fiApa v NpoBoAALLME MYTW, KOTOPble HEe MPOXOAAT
yepes NMpamuabl MPOAOATOBATOTO Mo3ra U QyHKLMO-
Ha/llbHO 3KCTpanMpamugHas cuctemMa HeoTAennmma ot
NMPaMUAHON CUCTeMbI. DKCTpanMpamugHas cuctema
obecrneunBaeT MOCAeLOBaTE/IbHOCTb, MPOAOMXKUTENb-
HOCTb MbILLEYHbIX COKPaLLeHWN, COBEPLUEHCTBO ABU-
KEHWUI, KOTOpas Mo CPaBHEHUIO C NMUPAMUHOWN CuUcTe-
MoW, asnfeTca Hbonee ApeBHUM B PUIOreHETUHECKOM
OTHOLUEHUN MOTOPHO-TOHUYECKMM annapaToM. DKC-
TpanvpaMuiHasa cucteMa co3gaeT MpeanocbIIKU ANA
BbIMNOJIHEHWS JBWUraTeNbHbIX peakuui, GOH, Ha KOTo-
POM OCYLLeCTBAAITCA ObiCTpble, TOUHble, AnddepeH-
LMPOBaHHble ABUXXEHWSA, TOTOBUT MbILLLLbl K A€ACTBUIO,
obecneynBaeT COOTBETCTBYIOLLEE pacrnpejesneHne To-
Hyca MeXJy PasNnyHbIMW FpynnamMu Mbill. SKCTpa-
nupamuiHas cucteMa NpUHUMaeT HeMoCpeACcTBEHHOe
yuyactme B OpPMUPOBaHNM ONpeaeseHHON No3bl Yeno-
BEKa, BWraTe/ibHbIX MPOSBAEHNA SMOLMI, CO3AaeT UH-
AVBUAYaNbHOE BbIPAXEHME YENOBEYECKMX ABUXKEHWUN
N nogaepxkaHve paBHoBecus Tena. OHa obecneunBaet
BbINOJIHEHVE aBTOMAaTU3MPOBAHHbIX, 3ayUYeHHbIX ABU-
raTe/lbHbIX CTEPEOTUMHbIX akTOB, a TakXe, 6e3ycNoBHO-
pedNeKTOPHbIX 3aLUTHBIX ABUXEHUN.
B akcTpanvpaMuaHOW cucTeme BbIAENArT YeTbipe

YPOBHS:

* KOpKOBble 0bpa3oBaHus:

noJyLapuii rofIOBHOTO MO3ra;

* NojKkopkoBble (ba3asbHble) A4pa: XBOCTATOE A4PO

N YeyeBumLeobpa3Hoe SAPO, COCTOsLLEE U3 CKOPAY-

Mbl, MeAWaNbHOro 1 fatepaibHOro 6aefHoOro Wapa;

* OCHOBHble CTBOJIOBblE CTPYKTYypbl: YepHas cyb-

CTaHLMA, KpacHble agpa, cybTanammyeckoe a4po;

* CMWHaJbHBIA YPOBEHb MpPeACTaBAEH HUCXOASA-

LWMMUN NPOBOAALLMMU NMYTAMM, 3aKaHUMBaIOLLIMMMCA

OKOJIO KJIETOK MepesHNX POroB CMHHOTO MO3ra.

NPeMOTOPHbIE 30HbI
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[anee skcTpanupamugHole BAVAHWSA HanpaBas-
OTCA K MbIlULAM Yepe3 cucTemy anbda- U raMma-mo-
TOHENpPOHOB.

OcHoBHble 0bpa3oBaHMA  3KCTpanUMpamMuAHON
CUCTEMBI, OCYLLLeCTBAAOLLME ABUraTe/bHble aKTbl Mpes-
CTaBNeHbl Ha pUCyHke (puc. 1):

I. XBocrtatoe agpo (nucleus caudatus).

II. YeueBnueobpazHoe sazpo (nucleus lentifor-
mis), cocTosiLee:

— 13 ckopaynebl (putamen);

— ©6neaHoro wapa (globus pallidum).

III. YepHas cybcTaHumsa (substancia nigra).

IV. Cybranammnueckoe agpo (nucleus subthala-
micus).
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EREIRTAIRHER ®POHTANBHBIA CPE3

B 6a3asibHbIX raHmIMsAX 3KCTpanuMpamMmnaHomn cmucre-
Mbl BbIAENAOT GUAOreHeTUYeCKM HOBYHO YacTb — CTPU-
aTyM, K KOTOPOI OTHOCSATCS XBOCTaToe SAPO W CKOp-
Nyna 4yeyeBumLEeObpasHOro fApa, U GUAOreHeTUYecKn
CTapyto 4acTb — nanavaym (6negHbili wap), oTcrosa
Apyroe Ha3BaHue — cTpuonaaivaapHasa cuctema. [e-
TaNbHOE OnucaHune H6asanbHbIX FaHMIMEB NMPUHAANEXMNT
akagemuky B.M. bextepesy.

CTpuaTym mnoayyaeT BOJIOKHA W3 KOpbl 60/b-
LLIOrO MO3ra, LleHTpa/sbHOro AApa TasamMyca U YepHOM
cybcTaHUMK. DPdepeHTHble BOJSIOKHA M3 CTpUaTyma
HanpaBaAtoTca K 6aegHOMY LIapy, a TakXke B YepHyHo
cybcTaHumto. V13 BaegHoro wapa BOJMIOKHa MAYT B Ta-
Namyc, rmnotanamyc, K cybranammyeckomy fapy v B
CTBOJ1 TONIOBHOrO Mo3ra. lNocnegHne obpasytoT yeue-
BMLEObpasHyt0 MeT/I0 U YaCTUYHO OKaHYMBAKOTCA B
peTnkynsipHor GopmMaLmMm, YaCTUYHO UAYT K KpacHOMY
A4PY, NPeABepPHbIM U 0MBHBIM Agpam. Cneaytoliee
3BEHO 3KCTpanvpaMUAHbIX MyTel COCTaBAAKOT PETUKY-
NAPHO-CMMHHOMO3rOBOW, KPacHOAAEPHO-CMMHHOMO3-
roBOW, MpeaABepHO-CIMHHOMO3rOBOM U OJAMBOCHMWH-
HOMO3roBOW MyTW, OKaH4YMBalOWMeCa B MNepesHMX
cTonbax 1 NPOMEXYTOYHOM CEPOM BeLLEeCTBE CMUHHO-
ro mMosra. Mo3xeyoKk BKJ/OYAeTCA B 3KCTpanupamus-
HYI CUCTEMY MOCPEACTBOM MyTEN, COEAUHAIOLLMX ero
C TaNaMyCoM, KpacHbIM SAPOM U OAUBHbIMU AAPaMMU.
Becb notok adpdepeHTHON MHbOPMaLMKM, NOCTynato-
wer B CTPUoNaMIMAapHbIA KOMMNAEKC, OKaHUYMBaETCS B
ctpuatyme. OH nosiyyaeT MMMyAbcaumuio U3 6O/bLNH-
cTBa obnacteil Kopbl 6OBLIOTO MO3ra, LieHTpalbHbIX
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MHTPanaMuHapHbIX fAep Tanamyca, KOMMNakTHOW 4acTu
UYepHOM CyBCTaHLMK 1 ApYrux siZiep BEHTPaibHON 06-
NlacTV NMOKPBILLKN CPeAHero Mo3ra, ajep LUBa CpejHero
MoO3ra, ronyboro naTHa.

®yHKUMOHaNbHaA aKTMBHOCTb CTpuonaaivaap-
HOW cucTeMbl ocyllecTBafeTca baarogaps Haavunio B
ee CTPyKTypax HepoMeAMaTopoB — NPAMbIX nepeaar-
UMKOB HEPBHOrO MMMy/bca. B yepHol cybcTaHumm co-
Jep>aTca HepoHbl, BbipabaTbiBatoLme godamuH. Jo-
damMrH No AonamMUHepPruyeckomy HUrpoCTpruapHoOMy
nyT\ NocTynaeT B XBOCTaToe AAPO, rAe BblcBoHOXAa-
etca B cMHancax. JJodpaMmmH TOpMO3UT PYHKLIMKO XBOC-
TaToro azpa, 6s10knpys BbIPaboTKy CTpUapHbLIMU XONN-
HeprmyeckMmun HeripoHaMu MezmaTopa BO3byxzeHus
aueTuaxonnHa. Takum obpasom, godaMUH yMeHbLuaeT
TOPMO3HOe BJ/IMAHME XBOCTATOrO fApa Ha MOTOPUKY.
JodamvH noctynaet v B aMMbUYeckne CTPYyKTYpbI,
rmnotanamyc, NO6HYH A0 FOJIOBHOIO MO3ra, obec-
neumBas KOHTPOJIb HAaCTPOEHWs, MOBeAEeHWs, Hauana
ABUrateNbHbIX akTtoB. Kpome TOro, B XBOCTaTOM fiApe
BblpabaTbiBaeTCA TOPMO3HOM MeAmatop raMma-amu-
HomacnaHasa kucnota (FTAMK), kotopas no ramkepru-
YeckOMy CTPUOHWIpPaAbHOMY MyTW MepesaeTcs B yep-
HYtO CyBCTaHLMIO U KOHTPOAUPYET CUHTe3 godamMuHa.
B cTpykTypax akcTpanmpaMuAHON CUCTeMbI eCTb U ApY-
rMe HeMpOTPaHCMUTTEPbI — HOPajpPEHaNNH, CepoTo-
HWH, ryTaMWHOBasA K1CaoTa, Hemponentugbl. yHKLmaA
BCEX MeAMaTOPHbIX CMCTeM B HOpMe cbanaHCMpoBaHa,
MeXAy HUMW cyllecTByeT paBHoBecve. OgHako mnpw
ero HapyLleHVM BO3HUKAKOT pa3inyHble natoaoruyec-
Kne KAMHNYECKNE CUHAPOMBI.

MaTtocpmnsmnonorus akcTpanMpaMmuaHonW CUCTEMbI

®yHKLMOHNPOBaHNE HUTPOCTPUaPHOro Aodpamu-
Hepru4yeckoro nyTu 3aBUCWT OT akTMBHOCTU Jodamu-
HOBbIX peLienTopoB. B HactosAllee Bpems BblgenaroT
aBe vx 6onblune rpynnbl: D1- n D2-peuenTopsl.

CeA3b CcTpratymMa C 61efHbIM LLIAPOM OCYyLLEeCT-
B/ISIETCS MOCPEACTBOM 3TUX BYX HEMPOHANbHbIX MyTeN.
OAVH 13 HMX NPAMOW, OH CBA3bIBaET CKOPYMY N XBOC-
TaToe AA4PO C BHYTPEHHWM cermeHToM BaeAHOro wapa
N PETUKYNSPHOW 4YacTbto YepHOM cybcTaHumm. Ero
dyHKUMA NperMyLLecTBeHHO peryanpyetca D1-peuen-
Topamu. [pyroli nyTb HENPSMON: OH AOCTUrAaeT BHYT-
PEeHHEro cermMeHTa 6/1€4HOrO LWapa U PeTUKYASPHOMN
YacT¥ YepHOW cybCTaHUWMW, HampaBAsfACb BHauvane K
Hapy>XHOMY cerMeHTy 61eiHOro wapa, a 3aTem K cy6-
TaNaMMyeckoMy fApy, U JWLWb Nocae 3TOro AoCTuraet
CBOEV MepBOHayasbHON Lenn. Henpsmon nyTb pery-
Nnpyetcsa npenmyliiecTBeHHo D2-pelientopamu.

AKTMBaLMA NPAMOro Myt CTUMYAUPYET MOTOP-
Hble OTAeNbl KOopbl 1 obneryaer popmunpoBaHmne ABK-
XEHWW, a HenpaMoro ocnabaser Bo3byxaatoLme
TaNaMOKOPTUKa/NbHbIE BAWAHWUA W BbI3bIBA€T TUMO-
KWHE3N W purngHoctb. JJodamunH obneryaer npo-
BefleHVe VMMMNY/IbCOB MO MPAMOMY MyTU W OKa3sbiBaeT
MHrMbUpytoLLee BO3ZeNCTBME Ha HenpsiMou nyTb. B
ycnoBusAx geduumta godamMmHa NpomCXOAUT CHUXKEHME
bYHKUMOHaNBHOW aKTUBHOCTW MPSMOro MyTW U MOBbI-
LEHWE aKTUBHOCTM HEMPSMOro MyTW, YTO MPUBOAUT K
HapyLLUEHWIO ABUTaTENbHbIX GYHKLMNA.
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JobamuHepruyeckme cuCTeMbl TakXe WMeroT
MyTW, KOTOPblE CBA3LIBAKOT CPEAHUN MO3F 1N KOpY N06-
HblX gosneil. OCHOBHOM QYHKLMEN 3TOro nyTn fBASET-
€Sl yyacTe B KOHTPOJE HaCTPOEHMUS U MOBEAEHYECKMNX

peakuun. Jeduumnt pgodamMvHa NPUBOAUT 3MOLMO-
Ha/bHbIM (MpeXae BCEro Aenpeccum) n 4pyrum ncmxm-
YeCKUM HapyLLeHUsM.
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CxeMa OCHOBHbIX CBA3el U MegnaTopos 6a3anbHbix agep [3]. (Harrison PR. ea, 1984).

A) CTpyaTym noay4aeT rayTamaTeprmyeckue BO-
JIOKHa OT MOTOPHOM 1 Apyrux obaacTer Kopsbl, a Takxe
JodaMuHepruyeckne BOJOKHA OT KOMMAKTHOMW u4ac-
TV YepHOW cybcTaHumn. [naBHbIA 3ddepeHTHbIN NyTb
6a3anbHblX sgep — 310 Topmo3Hble TAMKepruyeckune
BOJIOKHa OT MeAuaibHOro 6aeaHoOro Wwapa v ceTyaTon
YacTW YepHOM CybCTaHLMM K NepesHeMy W naTepab-
HOMYy BeTpasibHbIM figpam Tanamyca. CTpuatym Bavsert
Ha MefManbHbI BAejHbIN Wap v ceTyaTyto YacTb Yep-
HOW cybCTaHLMM Yepes NPAMON U HENPAMOW NMyTu.

B) Mpw BN rmbHyT godamMmHeprmyeckne Herpo-
Hbl KOMMAKTHOM YacTh YepHOM cybcTaHumn. B pesynb-
TaTe B CTpVaTyMe yMeHblUaeTcs BO3OyXAeHWe Helipo-
HoB c D1-peuentopaMu 1 TOPMOXEHWE HEVPOHOB C
D2-peuentopamu; 1 TO, U APYyroe NPUBOAUT K ycuie-
HMIO TOPMO3HbIX BAUAHWIA Ha Afpa Tanamyca U CHuxe-
HUIO BO3OYXKAAMOLLMX BAUAHWIA Tanamyca Ha Kopy.

CnnowHble CTpeskn — BO3byXjatowue BANA-
HWA; MYHKTUPHbIE CTPENKN — TOPMO3Hble BAUAHWMA. LU
— 6neaHbii wap; Iy — rytamart; JA — godamun; HC —
yepHasa cybcraHums; D1 — D1-peuenTopbl; D2 — D2-pe-
LenTopbl.

CHUXXeHWe 4YMCAEHHOCTU JodaMUH-NPOAyLMUpY-
FOLLIMX HEMPOHOB YepHOW CybCcTaHLUMK ABASETCH NaTo-
MOPDONOTNYECKON OCHOBOW  aKMHETUKO-PUTUAHOIO
CUHAPOMA VAW CUHAPOMA NapKMHCOHU3MA.

Takoe Ha3BaHWe CMHAPOM MOAYYMA OT UMEHN aH-
raninckoro Bpayda [xxerimca MapkuHcoHa (J. Parkinson,
1755-1824), koTtopbii B 1817r. onucan 60ne3Hb U Ha-
3Ban ee «ApoxkaTesbHbiM napaavuyom». B 1877 roay
¢dpaHuy3cknin HeBposor XaH-Mapté H LWapkd (Jean-
Martin Charcot) 6onee nogpobHo onucan KaMHWYec-
Kne nposBieHMA 3aboneBaHua W MNPEANOXWA Hasbl-
BaTb ero 60s1e3Hbto MapKMHCOHa.

[>xenmc MapkmHcoH (J. Parkinson 1755-1824)

BbonesHb MapkuHcoHa (bIT) — xpoHnyeckoe npo-
rpeccupytolliee AereHepaTvBHOe 3abosieBaHME LEHT-
pafbHON HEPBHOW CUCTEMBI, BbI3BaHHOE MpPOrpeccu-
PYHOLLUM pa3pyLUeHUeM 1 rMbenbio HeMPOHOB YEPHOM
cybCTaHumMK, cpefHero mMosra 1 Apyrux OTAeNOB LieHT-
pafbHOM HEPBHOW CUCTEMbI, CMOMb3YHOLLMX B KayecT-
Be HelipomeamaTopa AodaMUH, KIMHUYECKN NPOABASA-
toLLLeecs HapyLUEHNeM MPOU3BOJbHbIX ABUXKEHWIA.

Bl nepBoe onucaHHoe n Hawnbosee M3y4yeHHoe
3aboseBaHMe 3KCTPanUMpPaMUAHON CUCTEMbl U OAHA U3
CaMbIX YacTblX GOPM NEPBUYHBIX XPOHUYECKUX HERpO-
JereHepaTVBHbIX 3a601€BaHNI, 1 ABASETCA BTOPbIM MO
yacToTe BCTPEYAEMOCTU nocie 6one3Hn Anbureinmepa
(BA).

Mo coBpemeHHbIM npepcTaBaeHmam  Bl1, wan
MepPBUYHBIA MAMONATUYECKUA MNAapPKUMHCOHM3M, sABAS-
eTCs Kak CropagnyeckMM, Tak M CeMeNHbIM Helpo-
JereHepaTVBHbIM  MY/IbTUCUCTEMHBIM  PaCcCTPOMCTBOM
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CO 3HAUYUTENbHBIM KAUHUYECKUM MOAMMOPOU3IMOM W
BapVaTMBHOCTbIO TEUEHMS, C 3TMOMATOreHEeTUYECKOoM
N MophONOrMyeckor HeOLHOPOAHOCTBIO, C XOPOLLUM
apdekTomM fodaMUHEPrnyeckor Tepanumn No OTHOLLE-
HUIO K KJaCCUYeCKUM MapKUHCOHWYECKUM JBUraTeb-
HbIM HapyLleHnaM. HecMOTps Ha AOCTUIHYTbIe yCrexu
B MeAMKAMEHTO3HOM W XMPYPruyeckom nedeHuw, bl
OCTaeTca HeyKJIOHHO MPOrpeccupyroiuM U, B KOHeY-
HOM cyeTe, 3HaYMTENbHO WMHBaANAN3MPYIOLWNM 3a60-
NleBaHVeM.

dTuonorusa

HecmoTpsi Ha 6onblioe UMCNO MCCAefOBaHWM,
HarnpaB/ieHHbIX Ha MOWMCK OCHOBHOro ¢akTopa pa3Bu-
1A Bl, 3Tnonorns paHHoro 3aboneeaHns A0 HacTosA-
Lero BpemMeHu HewnsBecTHa. [peanonaraetca yyactue
reHeTMYyecknx GakTopoB, BAUAHWE BHELUHen cpeabl U
npoueccos ctapeHus. ¥ 5-10% 6onbHbIx 3aboneBaHve
MMeeT HacNeACTBEHHbIN XapaKTep W nepejaeTcs B ce-
MbSIX MO ayTOCOMHO-AOMMUHAHTHOMY TUMYy C HEMOJHOM
MeHeTPaHTHOCTbIO MyTaHTHOro reHa. Ho B abcontot-
HOM 6osbliMHCTBE ciyyaeB Bl sBasetca mynbtudak-
TOpWanbHbIM CTpafaHneM, B MexaHW3Max pa3BUTUA
KOTOpOro 6OoAblliOe 3HauyeHve MpUAAeTcAa HacneAac-
TBEHHOW npezpacrnonoxeHHoctTn [4]. Puck 3abonetb
3HaunTeNbHO (MPVMMEPHO BABOE) YBE/JMYMBAETCA MO
CPaBHEHWIO CO 30POBbLIMW FEHETUYECKN He npejpac-
MOJIOXEHHBIMN NHOABMU, €CAn BAN3KUIA POACTBEHHUK
cTpagan bIl. Ponb HacneacTBEHHOCTM MpoABAfeETCS
He TONbKO B YCKOPEHWUW MPOLLEeCCOB AereHepauunu, HO
M B TOM, YTO OHa CMOCOBCTBYET MX PaHHEMY 3amnycky,
MOBbILLAA YYBCTBUTENbHOCTb GasasbHbIX FAHIANEB K
pa3HOObpPa3HbIM BHELIHWUM (akTopaM: 3KOJOrnyeckm
HebnaronpusTHOM cpefe, TOKCMUYECKUM BeLLecTBam,
nHbekumam. OnuncaHbl ceMbn, B KOTOPbIX, Kpome bIT,
BCTpeYannch agpyrme Gopmbl CUCTEMHBIX aTpoduii (60-
ne3Hb [uka, xopesa [eHTMHITOHa W Ap.). YCTaHOBAEHO
TakXe, UTO POACTBEHHWKM MEepPBON CTEMEHWN POACTBA
npobaHAoB, cTpasaroLlLmx bA, metoT NprMbAN3NTENBHO
BTpOe 6oJiee BbICOKUI puUck 3aboseBaHus bl no cpas-
HeHWto ¢ obuwen nonynauuern [Marder K. et al.,1990],
UYTO CBWAETENLbCTBYET, MO MHEHWIO aBTOPOB, O BO3-
MOXHOW ObLLel reHeTUYeckor 3TMoaormn (No Kpam-
Hei Mepe, Yactu ciydaes) bl n BA.

CtapeHue

Tot dakT, uto HekoTopble nposeaeHns bl Bo3-
HUKAOT U NpU HOPMasbHOM CTapeHuwW, 3acTaBaseT
npegnonaratb, YTO OAHWM M3 MPUUMHHBIX GaKTOPOB
NapkMHCOHM3Ma MOXET ObITb BO3PacTHOE CHUXeHue
KO/NMYecTBa MO3rOBbIX HEMPOHOB. BO3MOXHO, uTO Yy
HEKOTOPbIX /UL, C POXAEHUS OTMevaeTca bonee HU3-
Koe KonmyectBo AodaMUHEPTNYECKUX HENPOHOB.
COOTBETCTBEHHO, MOXHO MPEeANONOXMNTb, UTO Jaxe
B pe3yabTaTe HOPMaJbHOrO CTapeHus UUCNEHHOCTb
HEMPOHOB OMYCTUTCA HWXE MOPOroBOrO 3HaYeHus,
BbI3bIBaOLLErO Pa3BUTUE CUMMTOMOB. B seiicTBUTENb-
HOCTM Kaxable 10 neT >XM3HM YenoBek TepseT OKOAO
8% HelipoHoB. KomneHcaTopHble BO3MOXHOCTU MO3-
ra HacTONbKO BEAWKW, YTO CMMMTOMbI MapPKUHCOHWU3-
Ma noseastoTcA avwb npu notepe 80% HEWPOHHOM
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maccbl. Kak nocmepTHble natomopdonornyeckme mc-
CnefoBaHnA, Tak W AaHHble MO3UTPOHHO-3MUCCUOH-
HoW Tomorpadum (M3T) NokasblBakOT, UTO Y YenoBeka
C BO3pacTOM MPOMUCXOANUT ecTecTBeHHas ybbinb goda-
MWUHEPrnyecknx HeMPOHOB N UX OKOHYaHWI. ITOT de-
HOMEH B COYETaHWN C AENCTBMEM TeHETUYEeCKMX |
BHELWHWX (aKkTOpoB MOXET OOBACHWUTb MOBbILLEHWE
3aboneaemoctu bl ¢ Bo3pacTom.

TOKCUHbI 1 Apyrue BewecTtBa

[laBHO 1M3BECTHO O TOM, YTO PerynfapHbIA KOHTaKT
C nectuungamun u repbuumaamun (Hanpumep, npu pa-
60Te B CenbCKOM XO35MCTBE) GaKTOp BbICOKOrO PUC-
Ka BO3HWKHOBEHWs BI. Y ntogen, KOHTaKTUPYHOLLKX C
nectnumaamu bl pa3smBaetca B 1,5 pasa yale, yem B
obLuer nonysauum.

[lo HesaBHero BpeMeHW Mano KTO TFOBOPWA O
BAMAHUN GaKTOPOB OKPY>KatoLeln cpefbl Ha pa3BuTne
Br. B xoze npoBOAMMBIX UCMbITaHWIA Oblia BbisiBAEHa
B3aMMOCBA3b pa3pyLUeHVs MO3ra U TOKCUYeCcKoe BO3-
LEeNCTBME TAXKENbIX MeTannoB, 0CObeHHO mMapraHua. B
1977 roay 6b110 ONMCAHO HECKOBKO CyYaeB TAXKENO-
ro NMapkMHCOHW3Ma Y MOJOAbIX HAPKOMaHOB, MPUHU-
MaBLUMX CUHTETMYECKNIA FrePOVH. ITOT GaKT CBUAETENb-
CTBYET O TOM, YTO pa3/iMyHble XMMMUYecKne BellecTBa
MOryT "3anyckaTb" NaToNIOrMyecknii MPoLEecc B HEMpPO-
Hax rONIOBHOTO MO3ra M BbI3blBaTb MPOABAEHUA Nap-
KWHCOHM3Ma.

Tokcmueckme dakTopbl OKpy>KatoLen cpesbl Cno-
COb6HbI MpoBoLMpPOBaTh KOHGOPMALMOHHbIE N3MeHe-
HWA MOJeKy/bl anbda-CMHYyKAenHa W YyCKOPATb TeMn
dopmupoBaHma anbda-CUHYKNENHOBbIX ¢Gubpuan. B
3TUX CUTyaumax O0COBEeHHO BblCOKa BEPOATHOCTb pas-
sutna HA3 [2].

HacnepnctBeHHOCTb

BaxxHeMwM 3TanoM B MOHWMaHUK naToreHe-
3a Bl aBuancb KonoccanbHble ycnexu, AOCTUTHYTbIE B
N3y4YyeHUn reHeTnyeckmx $akTopoB pa3BuTUs Hoses-
HY, MPUBOAALLMX K Pa3BUTUIO HEMpoAereHepaTMBHOrO
npouecca. B Hauane XXI Beka nporpecc B pa3BuTUMK
MOIEKYNSIPHON FEHETUKM U MOJNEKYNSPHON Bronormm
MO3BOAWA MPOANTb CBET Ha reHeTUYeckne OCHOBbI
atnonorum bl. Beina npoeegeHa naeHtndbukauma paga
reHOB HacNeACTBEHHbIX GOPM NEPBUYHOTO MapKMHCO-
HM3Ma B CEMEWHbIX CyYasX.

B HacTosiwee Bpems ngeHTuouLmMpoBaHo Honee
15 reHoB HacneACTBEHHbIX GOPM MEpPBUUYHOrO nap-
KWHCOHM3MA.

Havnbonee nsyuyeHHbIMU 1 MMEHOLLMMW BeayLlee
3HauYeHue ABNAOTCA 6 reHeTUYECKMX BapMaHTOB:

1. PARK1 (a-cuHyknenH). benok anbda-cnHyK-
NIENH WrpaeT BaXKHYK POJib B CMHAMNTUUYECKOM Be3U-
KyJIPHOM TPaHCMOPTe W XPaHEHWMU HenpOoTPaHCMUT-
TepoB. MyTauuu (HacieACTBEHHble WAW BCAEACTBUE
BO3JENCTBMSA 3K30ME€HHbIX HEMPOTOKCMYECKUX hakTo-
pOB) B reHe a-CMHyK/JenHa MNPUBOAAT K U3MEHEHWHO
CTPYKTYpbl 6esika, ero HaKoOMJEeHWO B HEMpOHe 1 ar-
peraumm ¢ obpasoBaHueM Tenel fleBu. B Hactosee
BpeMa a-CMHYKJIeWH paccMaTpuBaeTcs B KayecTse
KJIFOUEBOrO MOJIEKYIIPHOTO Mapkepa MaTonornm Hem-
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POHOB M MOZYAALMN MPOLLECCOB HelpogereHepaumm
NapKWHCOHNYECKOro TUMa.

2. PARK2 (mapkuH). MyTaumn B reHe napkuHa
ABASOTCA 4acTON MPUYMHOW pPaHHEro, B TOM 4ucse
FOBEHW/IbHOTO, MapkWHCOHM3Ma (B0 50% cemeliHbIxX
dopm n okono 15% cnopaguueckux caydaes). [MapkuH
npeacTaBaseT cobon y6UKBUTUH-NPOTENHANTa3y TUNa
E3, dyHKUMA, KOTOPOW 3aKNtOYaeTCs B AOCTaBKe aHO-
MasbHO KOH(POPMMPOBaHHbIX 6enkoB B MpoOTEacoM-
HbIVi KOMMIEKC A1 NOCAeAYyOLero pacLienaeHums.

3. PARK6 (PINKI). ®opma ayTocoMHO-peLeccuB-
HOro NMapKMHCOHM3Ma obecneumnsaeT passuTme Ao 9%
cnyyaeB paHHero Hauvana 3aboneBaHus. benok PINKI
ABNSETCH MUTOXOHAPWANbHOW NMPOTEUHKMHA30M U Ur-
paeT BaXKHYtO pOJib B MUTOXOHAPWaAbHOM BroreHese.

4. PARK7 (DJ-I). Pegkas dopma ayTocOMHO-pe-
LLeCCMBHOrO MapKMHCOHM3Ma — 1-2% paHHWUX ciy4vaes
BlM. Benok DJ-I urpaet BaxkHyto posib B NOAAEP>XaHWUN
LLe/IOCTHOCTU U BbIXXUBAEMOCTM AodaMUHEPTNYECKNX
HeMpPOHOB.

5. PARK8 (LRRK2). leH cBA3aH ¢ ayTOCOMHO-A0-
MWHaHTHOW GOPMOWN MapKUHCOHM3Ma C MeHeTpaHT-
HocTbto A0 40%. TeH LRRK2 nmeet 6onblioe 3Haue-
HWe B Pa3BUTMM CMOPaANYECKUX CTyHaeB NEPBUUYHOTO
NapKMHCOHW3Ma: OT TUMWYHOW no3aHen Bl ¢ Tenb-
uamu JleBn A0 aTUMUUHBIX BapUaHTOB CUHYKIEWUH- U
Tay-natonornn. benkoBbiM MPOAYKTOM reHa ABASETCS
JapAapviH, VIMEHHO ero maTtosiormyeckas akTuBaums
ABNAETCA CNeACTBMEM JOMMHAHTHOW MyTauuu B reHe
LRRK2 v npvBoauT K pa3BUTUIO HelpogereHepaTus-
HbIX U3MEHEHWN.

6. len GBA. KoanpyeT nvm3ocomanbHblii pepMeHT
rarokouepebposmgasy. MyTaumm B yka3aHHOM reHe
MOTyT COMPOBOXAATbCA Pa3BUTUEM pPa3ANYHBIX Ba-
PWaHTOB CUMHYK/JenHonaTui — knaccuyeckon bl u ge-
MeHLMM ¢ TenbLamn Jlesu.

Mo coBpemeHHbIM NpeacTaBaeHnam, ot 5 go 10%
BCex cnyyaeB b1 vmeroT NpAMYyr0 MOHOTEHHY OCHO-
By. OcTanbHble cnyyan npeAcTaB/ieHbl CNOpPajnyeckom
dopmol 1 MetoT MynbTUdOKaNbHyO Npupoay. B pas-
BUTUW cniopasmyeckot dopmbl Bl urpaet peluatoLyto
pO/b B3aUMOZLENCTBME TEHETUYECKMX U CPEfOBbIX
baKTopoB, YTO B KOHEYHOM WTOre ornpejenseT 0co-
6EHHOCTN KNETOUHOM AeTOKCMKaLMn n obmeHa Kce-
HOBMOTMKOB, @aHTUOKCUAAHTHOM 3aLUWTbI, MPOLECCUHTa
psafa HelpoHaibHbIX 6enkoB, xapaktepa AodaMWHO-
BOro obmeHa.

Apyrvie npuunHbl Bl BKAKOYAKOT: BUPYCHbIE WH-
dekumyn, npuBoAAlMe K MOCTIHLePaNNTMYeCKOMy
NapKMHCOHU3MY; aTepOCKIepo3 COCyAOB FOJOBHOMO
MO3ra; TAXeNble W MOBTOPHble YepernHO-MO3roBble
TPaBMbl.

[nnTenbHbI NprYeM  HeKoTOpbIX MpernapaTtos,
67I0KMPYHOLLMX BbICBOOOXAEHWE WAM Mepegady Ao-
damMunHa (HanpvMep, HeVpONenTUKOB, Pe3eprnuH-co-
Aep>Kalmx CpeacTB), MOXET TakXe NMpuBecTU K MosAB-
NIEHVIO CUMMTOMOB MapKWHCOHW3Ma, MO3TOMY BcCeraa
cnenyeT YTOUHUTb, Kakyto Tepanuio noaydan 60abHOM
[0 yCTaHOB/IeHNs gnarHosa brll.

HecmoTpa Ha TO, 4YTO BAWAHWE TEHETUYECKOro
dakTopa B passutum bl Bcé Honee oueBnaHO, H60/b-

WMHCTBO WCCNefoBaTeNeil nonaraeT, 4uto GakTopbl
BHeLUHel cpejbl OKa3blBalOT CyLLECTBEHHOE BAWUAHUE
Ha MOBbILLIEHWE pUcKka pa3BuTus 6onesHn. Jlaxe B ciy-
Yasx fBHO BbIpaXKeHHbIX HaC/eACTBEHHbIX MaTONOMUN,
KOHTaKT C TOKCMHaMU WAN UHBLIMU BpeAHbIMK dakTo-
pamMun OKpYy>KatoLLLel cpefibl MOXET OKa3aTb OrPOMHOE
BAUSHME Ha NPOSIBAEHWE CUMMTOMOB 60NE3HU U CKO-
POCTb €€ NMPOrpeccMpoBaHus.

MaToreHes

B HoOpme aMWHOKMCNOTHblE LEnn KAETOUHbIX
6enKoB MO3ra AN BbINOAHEHNSA CBOWUX KOHKPETHbIX W
He3aMeHUMbIX GYHKLMI NprobpeTatoT onpeaeneHHyo
MPOCTPaHCTBEHHYHO KOHPUrypaumnto (KOHPOpMaLuio).
HapylweHne npouecca cBOpauMBaHUA aMWHOKMCAOT-
HOW Lenun npuBoANUT K GOPMUPOBAHMUIO TNAPOPOBHBIX
HeakTUMBHbIX OpM 6eNKOBOW MOJIEKY/bl, CKAOHHbIX K
arperaumun. Takum obpazom, Mopdonornyecknum cyb-
CTPaTOM rMbenn HeMpPOHOB ABASETCH HapyLUEeHNe KOH-
dopmaLmmn onpeseneHHbIX CTPYKTYPHbIX U OYHKLMO-
Ha/bHbIX 6eNKOoB, C Aa/bHEALWNM MX NaKeTUPOBaHNEM
B arperatbl. [Tpexje yem HauHeTcs npouecc nporpec-
CUPYHOLLLETrO pa3pyLleHns 1 rubenn HeMpoHOB YEPHOWN
CyOCTaHLUMM 1 ApYrvX OTAE/N0B LieHTPaabHON HEPBHOW
CUCTEMBI, B HUX 0Bpa3syroTca 303MHOPUAbHbBIE LUTOM-
NasMaTnyeckme BKJHOYEHWSs, Ha3blBaeMble TesbLiamu
JleB1n, obpa3oBaHMe KOTOPbIX CBA3aHO C HaKOMAeHUeM
n arperaumeli 6enka anbda-cnHyknenHa. YpeamepHoe
HakomnjeHne HepacTBOPWUMbIX arperatos anbda-cu-
HyKAenHa HapywaeT GyHKLMIO KNeTOK U B KOHEYHOM
utore NpPUBOAUT K UX rnbenn. fmbenb knetok npesa-
MOJIOXMTENBHO MPOUCXOAWUT BCNEACTBME aKTUBaLWM

reHeTUYeckn 3anporpamMMUpPOBAHHOIO  MexaHu3Ma
(amonTo3) [4]. (Puc. 2)
FEHETUYECKAA BIIMAHWE ®AKTOPOB
NPEAPACNONOXEHHOCTb BHELLHEW CPEAbI

N/

[ AFPEFALMA ANIb®A-CUHYKNENHA |

‘ rMBENb AONAMUHEPTUYECKUX HEWPOHOB |

| BONE3Hb MNAPKWHCOHA

PrcyHok 2 — ®akTopbl, BAUAIOLLME Ha arperaLuio
anbda-cuHyKenHa

MoMMMO JOoPaMUHEPTUYECKUX HEWPOHOB uyep-
Hol cybcTaHumy, npu Bl gereHepaummn nogsepratotcs
W Apyrve rpynnbl HEPOHOB, B TOM UWC/IE HEMPOH®I
JOpCanbHOTO Agpa G/y>XXAatoLWero Hepsa, HeWpPOHbI
OBOHATEILHOM lYKOBULbI, HOPaAPeHepruyeckme Hew-
POHbI rOAy6Oro MATHa, CEPOTOHUHEPrMyeckme Hempo-
Hbl AZep LWBa, XONNHepruyeckme HelpoHbl agpa Meli-
HepTa, a TakXe HeMpPOHbl KOPbl HOAbLUMX MOAyLIaPUIA
M HeKoTOopble BereTaTvBHble crneTeHus. B cuny atoro,
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noMmmo geduumta godammHa, BO3HMKaAET ANCHYHK-
LA CEePOTOHMHEPrnyecknx, HopaapeHeprnyecknx u
XonHepruyecknx cuctem. C nopaxeHnem 3KCTpaHWUr-
pasibHbIX CTPYKTYp CBA3aHbl HEMOTOPHbIE MPOABAEHNA
6onesHun.

HapyweHune oboHsHua npu Bl kak nepBoe npo-
ABNeHne 60se3HN MNOATBEPXKAEHO MHOTUMW UCCie-
foBaHuaMY, HaumHasa ¢ 1975 r. [5]. MNpepgnonaraetcs,
yTO anbda-cMHyKkAenH, obpasyacb B 3NUTeNUN OBOHS-
TeNbHbIX NIYKOBUL, NOZA BANAHUEM (HaKTOPOB BHELLHeN
cpeabl (Hanpumep, Bupyca repneca 1-ro tmna v gp.),
3aTeM TpaHCHEeBPaJibHO PacnpOCTPaHAETCA Ha CTPyK-
Typbl MO3ra, UMetoLLne CBA3M C OOOHATENbHbIMU Ny-
koBuuamun. CraguMHOCTb PacnpoCTpaHeHWs naToso-
rMYeckoro npouecca C MOCTEMEHHbIM BOBAEYEHNEM
06pa3oBaHuii CTBOAA, IMMOUNYECKOW CUCTEMBI U KOPbI

noareepxzaetca runotesoi H. Braak (2002r.) [6].

B cBoen pabote H. Braak n coaBt. Bblizenennn 6
CTaAW pa3BUTMA NaTONOrMUYeckoro npouecca npw brl.

MepBas cTagus xapakTepusyeTcs MNOopakeHUeM
OBOHATEIBHOW NIYKOBULbI U NepesHero OboHATesb-
HOro siApa W nopaxeHWemM MOTOPHOro aapa bayxaa-
towero HepBa. KavHMYeckn MOXeT NposiBUTLCA Hapy-
lWeHneM ODBOHSAHUA M HauyMHaloWencs ANChyHKLMen
KeNYAOUYHO-KULWEYHOro TpakTa B BMAE 3aropoB Uau
ocnabneHms MOTOPUKU KULLEYHMKA.

Btopas cragms xapaktepusyetcs JasbHeALWUM
HapacTaHWeM JereHepaTMBHOrO npouecca 1 BoBeYe-
HMeM agep CTBOJIA MO3ra, KOHTpoaupyowmx adpdex-
TUBHbIE, BEreTaTMBHble OYHKLMKW, LUKA CHa u 6oap-
CTBOBaHMA, U OObIYHO MNPOABAAETCA PaCCTPONCTBOM
CHa, 3MOLMOHaNbHBIMWU PaCcCTPONCTBaMK, HoneBbiMU
OLLYLLIeHUAMM, 3arnopamu.

Knaccnueckne motopHble cumntombl Bl noss-
NAOTCA TONBKO Ha 3-M 1 4-1 cTagusx, Koraa AereHepa-
TUBHbIV NPOLLECC PacNpPOCTPaAHAETCA Ha YepHy cyb-
CTaHumto.

B TpeTben cTasmm NponcxoamnT BOBEUEHNE Yep-
HOW Cy6CTaHLUMW, HO elle He MPOUCXOAUT CHUXKEHUS
YNCNEHHOCTM HEMPOHOB. KANMHUYECKN NPONCXOANT Ha-
pyLLeHMe CHa W MCUXMYeckne paccTpoKncTBa: Aenpec-
cuns, addeKTVBHbIE PacCTPOMCTBA.

YetBepTas CTagua NpPOSBAAETCA CHUXEHWEM KO-
NYyecTBa HEMPOHOB B 4YepHOWN cybCTaHLMK, KoTopas
NPUBOAUT K KJaCCUYECKMM MOTOPHbLIM MPOSBAEHNAM
BI. Momumo 3TOro, BOBAEKAOTCA B MpPOLECC AereHe-
pauun nepesHemMesmasbHble OTAe/Nbl BUCOYHOW A0/M
1 obnacTb rMnnokammna, KoTopble CBA3aHbl C NpedpPoH-
TaNlbHOWM 30Hbl KOPbI, UTO BeAEeT K 0CnabaeHnto nams-
TW, yTPaTbl IMYHOCTHON UHULMNATMBBI

B NATON 1 WwecTol CTagmax NpoAoXKaeTcs npo-
uecc rmbenn HemMpoHOB uYepHOW cybcTaHumun. Tenb-
ua JleBn MoOSBAAIOTCA B AMMOMYECKUX CTPYKTypax W
KOpe roM0BHOrO MO3ra, YTO MPUBOAWUT K PasBUTUIO
KOFHWUTWBHbIX, MOBEAEHUYECKNX N MCUXOTUYECKMX pac-
CTPOWCTB, HapacTaHUKO ABUraTesibHbIX PacCTPONCTB U
noasaeHnn daroktyauun. [4].
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HapyueHus cHa ¢ OBICTPBIME JIBHAEHHAME 17123

H HEJBHIATENLHBIC HAPYIICHHA

Craguu naToJoraueckoro nponecca (M. Braak u coasm., 2002)

PucyHok 3 — Bo3HMKHOBEHME HEMOTOPHbIX CMMNTOMOB Bl

3HaMeHaTe/lbHOe COBpPEMEHHOe AOCTUXeHne —
[,0Ka3aTesIbCTBO y4yacTMA MNPOLECcCOB BOCManeHWs B
pa3suTuM BI1; npusHakn BocnaneHns obHapyXeHbl B
30He YepHOW cybcTaHuuW, cpegHero mosra. Mpw Bl
BbIABNAETCA MOBbILEHHas MNPOAYKLUMA MNpoBOCNanu-
TeNbHbIX LMTOKMHOB, aKTUBUPYETCA OKCUMAATUBHbIN
CTPecc, W3MeHAeTca 3KCrpeccua psAa MOBEPXHOCT-
HbIX MOJIEKY/l, B YaCTHOCTW PeLenToOpoB K LIUTOKMHAM;
MMEHHO Takune Npu3Hakn oTMeyvatoTca B obpasuax Tka-
Hel, NMONyYeHHbIX M3 OYaroB HerpogereHepauuy npu
B [7].

B 2007 r. Hawkes & Braak npeagnoxwuam runo-
Tesy «/ABOWHOrO yAapa», OCHOBaHHYIO Ha MepPBMYHO
NHPeKLMOHHOM reHese bl1, mpeanonaras MPOHWUKHO-
BEHWE BUPYCHOTO HEMPOTPOMHOTO areHTa B HEepPBHYHO
cucTeMy ABYMS MyTAMU: Ha3albHbIM — C Ja/lbHEALUM
aHTeporpaAHbIM  PacnpocTpaHeHWEM B  BUCOYHYHO
[O/IK0 MOCPEACTBOM CBA3ElM C OBOHATENbHBIMU CTPYK-
Typamun W racTPOUHTECTMHaAbHbLIM, GOPMUPYOLLMMCA
B pe3y/bTaTe CriaTblBaHWA Ha3aJbHOro cekpeTa u ne-
HeTpauvelr B MelcHepoOBCKOe criieTeHne 1 CTPYKTYpbl
6ny>KAalOWEro Hepea C JajbHenwwer peTporpasHol
TpaHCcMUCCKEN B CTPYKTYpbl CTBOAa Mo3ra. [leprog ao
NMopaxKeHns YepHol cybCTaHLMM MOXeT bbiTb AOCTa-
TOYHO AauTenbHbIM (80 10 neT), HO OH yXe byzeT xa-
pakTepm3oBaTbC HEMOTOPHbIMU MpossaeHuaMn Bl
HapylleHneM ObOHAHWSA, CHa, Aenpeccuen, 3anopamu,
HapyLleHneM LIBETOBOCMPUATUA.

CTpyKTYypbl MO3ra, NojBepriineca HerpojereHe-
PaTUBHbIM M3MeHeHUsAM, 0bO3HauyeHbl B runoTtese H.
Braak B mopsagke cTpororo BpemMeHHOro pacnpocrpa-
HeHUs KOHGOPMALMOHHO M3MeHEHHOro 6Genka (Mpw
BN — anbda-cnHyknenHa), KOTopbI ABAAETCS, OUEBUA-
HO, IMLLb CBUAETeNeM NaToNorMyYeckoro NpoLecca, Ha-
YaBLUErocs B UCTOYHMKax HenporeHesa. B oboHATeNb-
HOW NyKOBMWLE W TUMMOKaMre Ha MPOTAXEHUW BCeN
>KN3HW MPOUCXOAUT MPOLLECC POXKAEHNA HOBbIX KNETOK
MO3ra, KOTOpble MUTPUPYIOT MO ONpeAeneHHbIM NyTaM
B Apyrne obsnactn Mo3ra, AaBas Hayano HOBbIM Hen-
pPOHaM W KneTkaMm rnn. HapylueHune 3TMX npoueccos
B pe3ysbraTe AodaMUHOBOrO AeduLiMTa, BOSMOXHO, U
3aMblKaeT MaToNOrMYecknin Kpyr, AaBas HaM MapKepbl
B BWAE OTJIOXEHWNA arperatoB aHOManbHO KOHbOPMU-
POBaHHbIX OeNKoB B CTPYKTypax Mo3ra, obyc/ioBAeH-
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%f\ HEMPOXUPYPINA U HEBPOJIOTUA KASAXCTAHA

HOe, B CBOKO OUepesib, HaJlMuMeM MyTaLuin B reHax, Ko-
AMPYHOLLMX CMHTE3 6enka anbda-cMHYKNEenHa, a Takxke
6enkn youKBUTMH-NPOTEAaCOMHOro KoMmrekca, obec-
neuvBalolLMe fAerpagaumio aHOMasbHO CUHTE3MPO-
BaHHOro anbda -cnHyknemHa (PARK 1-4, PINK 1, LRRK
1-2 v gp.). iccnepoBanus, npoBogumele ¢ 1967 r., npu
yyactn 611M3HeL0B NO3BOAUAN CAenaTb 3akKatoUeHne
O TOM, YTO, HECMOTPS Ha 3HAUUTENbHbIV BKIaJ reHe-
TMKN B npoucxoxaeHue bl1, ocCHOBHOW NpuunHOn ee
BO3HUMKHOBEHUSA ABNSAETCA He reHeTMyeckas, a coue-

TaHHaa ¢ apyrumm daktopamu (puc. 4).
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PrcyHok 4 — BO3MOXHOCTb 3apOXAeHNA
HelpozereHepaTMBHOrO npoLiecca Ha 1rbHom 13
0603HaYeHHbIX 3TanoB, 3amMblKas MOPOYUHBIV KPYT C
NCXOA0M B MPOrpeccupyroLLyo HelnpogaereHepawuto

CyLecTBytOLLME TUMOTE3bI MPOUCXOXKAEHUA 1 Na-
ToreHesa bl He ABNANOTCA YHMBEPCANbHBIMU ANA BCEX
ee BapuaHTOB. B HacTosALee BpemMs noay4deHbl YeTkue
[OKa3aTesbCTBa BOBJIEYEHMSI B MATONOMMUYECKU Mpo-
LlecC pasavyHbIX CTPYKTYP MO3ra Npu TpemMop-A0MUHN-
PYOLLLEM W aKMHETUKO-PUTMAHOM BapuaHTax 6onesHu.
MocnepHne nccneposaHus C. Eggers et al. (2011) ¢ mc-
NoJIb30BaHNeM 0AHOGOTOHHOW 3MUCCUOHHOM KOMIMbHO-
TepHoi TOoMorpadumn (ODIKT) nposemMoHCTprpoBanm
COOTBETCTBME  PA3NNYHBbIX KANHUYECKMX BapuaHTOB
(TPemMop-AOMUHMPYIOLLErO U aKUMHETUKO-PUTMAHOTO)
pPa3IYHOMY BOBJIEUYEHWUIO CTPYKTYpP MO3ra B MaToso-
rmyeckuii npouecc. MNpu TpeMop-AOMUHMPYOLLEM Ba-
pvaHTe Habatoganocb bosee TAXeNOe HeMpoHanbHoe
noBpexzeHne B MeAnanbHON YacT KOMMAKTHOW 30Hbl
YepHOW cybCTaHUMK, KoTopasi NMPOEeLMpPYeTcs Ha XBOC-
TaToe AAPO W BEHTPOMeAMabHbIN Tanamyc (puc. 5a), B

TO BpeMs Kak Mpv aKMHETUKO-PUTMAHOM, KANHNYECKM
XapakTepu3yowmnmcs 6osee BbICTPLIM NPOrpeccMpoBa-
HVYeM © 60siee BblpaxkeHHbIMN KOTHUTUBHBLIMW HapyLue-
HWAMM, NOBpPeXAanacb BEHTpoiaTepabHas YacTb KOM-
MaKTHOM 30Hbl YEPHON CyBCTaHLUW, UTO MPOSBAAAOCH
HapyLleHneM 3axBaTta godaMunHa Aop3anbHbIM NyTame-
HowMm (pwc. 56) [7].
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PucyHok 5 — FP-CIT 3axBaT gopammHa pa3nnyHbiMm
CTPYKTypamu cTpuatyma npv akMHeTUKO-purngHom (a)
N TPeMop-AOMUHMpYtoLLLEeM BapuaHTax bl (6)

3aknroveHue

Pactywunii nHtepec k Kb kak HOBOMY Knaccy 3a-
6oneBaHN YenoBeka NOATBEPXKAAETCA 3HAUNTENbHBIM
yBe/IMYEHNEM B NOCAEAHME roAbl Yncna pabort, noces-
LLLeHHbIX 3TOM Npobneme [2, 8].

Pe3ynbTatbl pasanvYHbIX WUCCAELOBaHWUIA ABASOT-
cA oTpaxkeHWeMm noamstnonormyHoctu bI, korga npw-
UMHbI 3apPOXAEHNS W pasavyHas WU3HayajbHas oka-
Nn3auma  naToNorMyeckoro mnpouecca Onpeaenatot
JaNbHENLWY KANHUYECKYH KapTUHY 1 NPOrHo3 3a6o-
NeBaHWs, 4To B ByaylieM onpeAennT n 0COBeHHOCTM
neyebHom TakTuku. [9, 10, 11]. Kpome TOro, o noamatu-
0JIOTMYHOCTN criopaanyecknx cayyaes bl nossonser
cyantb 80% npeactaBneHHOCTb Bl B CTpyKType BCero
NapKMHCOHM3Ma (MO CPaBHEHWUIO C €ro BTOPUYHbIMU
WAN aTUMWYHBIMX BapuaHTaMun — B CyMMe COCTaBAsHO-
WrMKM ocTanbHble 20%).

B HacToAllee BpemMA CyllecTBYHOLLME KOHCEpBa-
TUBHble MeTOAbl NeyveHns Bl No3BOAAOT MPUMeHATb
naToreHeTUYyeckoe MeAnKaMeHTO3HOE JleUeHne, BKHO-
Yyaa godamuHepruueckme (nNpenapatbl  N€BOAOMbI,
aroHUCTbl JOGaMUHOBBIX PELLENTOPOB, WMHIMOUTOPBI
MAO-B n KOMT) n HepodammHepruyeckme (amaHTa-
OVIHBI N XOJIMHOIUTUKN) CPESCTBA, KOTOPble Aak0T BO3-
MOXHOCTb 60bHbIM Bl AnnTeNbHOE Bpems coxpaHATb
npodeccMoHanbHyHo 1 BbITOBYHO aKTUBHOCTb.
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NMAPKUHCOH AYPYbl. SKCTPAMMUPAMUAANDIK, XXYWEHIH,
NATO®PUN3NONOTMNACDHI. NTAPKUHCOHU3MHIH AAMY CEBENMTEPIHIH,
XXOHE NATOIMEHE3IHIH 3SAMAHAYN KOPCETKILUTEPI

Kazipri yakbiTta [lapkMHCOH aypybiHbIH ceben-
Tepi >X9He HelpogereHepaLMaAnblK MNaToreHeTMKablK
dakTopaapbiHbiH,  AaMybl  TO/MbIFBIMEH — aHblk,  €MeC.
Makanaga [lapKMHCOH aypyblHblH 3amMaHayun 3Tu-
O/IOTUACHI XdHe mnaToreHesi kepceTinreH. AypyablH
ap TypAai zamy dakTopnapbl, e3apa acepsecyi XaHe
AOMaMUHIPIUANBIK,  HEVPOHAAPAbIH, €7y  MexaHW3Mi
kepceTinreH. Ocbl NaTONOTUAHBIH, TYKbIM KyanayLlbl/blK,

dakTopNapbIH 3epTTeyre epekile Hasap ayAapblifaH.
MapKWHCOH aypyblHAa HeNpoHaibAbl akybl3fapablH,
KOHPOPMaLMACBIHbIH, ©3repicTepiHblH, Ka3ipri 3amaHfbl
KeTeKLi e3repicTepi YCbiHbIFaH.

Herisri ce3sgep: [MapknHCOH aypybl, [apKuMHCOH
aypyblHbIH, 3TUONIOTUACHI MEH NaToreHesi, kKoHdopMaLus
aypynapel, anbda-cMHyKIENH.

SUMMARY

V.K. Akhmetzhanov, Ch.S. Shashkin (Ph.D.), B.D. Jamantaeva (Ph.D.).

JSC «National Centre for Neurosurgery», Astana, Republic of Kazakhstan

PARKINSON'S DISEASE. PATHOPHYSIOLOGY OF EXTRAPYRAMIDAL SYSTEM.
MODERN CONCEPTS OF THE CAUSES AND PATHOGENESIS
OF PARKINSON'S DISEASE

At present, the causes and pathogenetic factors
of neurodegeneration in Parkinson's disease (PD) are
not entirely clear. The article presents an overview of
modern ideas about the etiology and pathogenesis
of PD. The role of various factors in the development
of this disease, the interaction and the sequence of
the mechanisms of the pathogenesis of the death

of dopaminergic neurons. Special attention is given
to research in the study of genetic factors with this
pathology. Presents modern views on the leading role
of conformation changes of neuronal proteins in the
pathogenesis of PD.

Key words: Parkinson's disease, the etiology and
pathogenesis of Parkinson’s disease, conformational
diseases, alpha-synuclein.



