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OKCTpanupaMuaHbIe PacCTPOUCTBA MpPea-
CTaBJISIOT CO00H 07IMH U3 HanboJjee CIoXK-
HBIX Pa3/IeNioB KIMHIUYECKOH HEBPOJIOTHH.
OTO CBS3aHO C IENBIM PSAOM OOCTOSI-
TEIBCTB: MHOTOOOpa3ueM MpOsBICHUH,
KaK JIBUTaTEJIbHBIX, TAK U HEMOTOPHBIX,
WX WHJIWBUAYAJIBHOW H3MEHUYHBOCTHIO
U JUHAMUYHOCTBIO, OTCYTCTBUEM YETKHX
KIIMHUYECKUX U MTAPAKIMHUYCCKUX KPUTE-
pHEB pacno3HaBaHUS MHOTUX CHHIPOMOB
U OTpeneNeHus] UX HO30J0IHYECKOH MpH-
Ha/IJISKHOCTH, HEJJOCTATOYHOH N3yUeHHO-
CTBIO BOIPOCOB THOJIOTHH U MATOTeHE3a,
HEPa3padOTaHHOCTHIO BO MHOTHX CITyYasiX
METOJIOB JICYCHUSI.

B 10 ke BpeMs HM3yueHHE dKCTparupa-
MUJHBIX PacCTPOUCTB, OCOOEHHO B TIO-
CIEHHE NECSATUJIETHs, CTajlo OJHUM
13 HanboJee AMHAMHYHO Pa3BUBAIOIIIXCS
HalpaBieHHH B HEBPOJIOTHU. DTOMY CIIO-
cOOCTBOBAJIM HE TOJNBKO MX BBICOKAs pac-
MIPOCTPAaHEHHOCTh M BCE BO3pacTarolias
couMagbHas 3HAYUMOCTb, HO M 0cobas
s8pucmuyecKkas NnpusiIeKameibHOCmy,
Onaronmapsi yeMy pelIeHueM 3TUX podIeM
Bce OoJiee aKTUBHO 3aHUMAIOTCS HE TOJIBKO
KIIMHUIMCTBI, HO U IPEICTaBUTENH (yHIa-
MEHTANBHBIX HEHpOHayK (HeHpoOuoIoruy,
Helpodusnonorun, HeHPOXUMHHU, HEHPO-
(hapMakoJIOTHH U JP.).

OnHuM U3 HanboJIee MEePCIEKTUBHBIX Ha-
MpaBJICHUH B 3TOW OOJIACTH SIBJISTFOTCS MO-
JIEKYJISIPHO-TCHETHUECKUE UCCIIEIOBAHUSL.
OO0HapykeHHe TEHETHUYECKHUX MapKepoB
HacJeICTBeHHBIX 3a00JIeBaHUN HKCTpa-
MUPAMUTHON CHCTEMBI, BBIICHECHHE POJIU
MPOIYKTOB M3MEHEHHBIX T€HOB, pa3padoT-

lpepucnoBue

Ka METOJIOB '€HHOH Teparnu CIIOCOOHBI
panuKaibHO MpeoOpa3uTh MOAXO/BI K AHa-
THOCTHKE U JICUCHHUIO 3TUX 3a00JICBaHUH.
OrnpeneneHue BaXXHOM pOJIM BHYTPUKIIC-
TOYHOTO HAaKOIJICHHSI HEKOTOPBIX OENKOB
(Tay-mmpoTenHa, anb(a-CUHyKIenHa, MpH-
OHHOTO Oellka W Jp.), OKHCIUTEIBHOTO
cTpecca, aronTo3a B pa3BUTHH HEHpoere-
HEPATUBHBIX MPOLECCOB CIIOCOOCTBOBAIIO
(OpPMHPOBAaHUIO HOBBIX TMPEICTABICHHIA
0 MMaTOreHe3¢ MHOTHX SKCTPAITUPaMUIHBIX
3a00JIeBaHUH U CTAJIO CTUMYJIOM JIJIsI ITOUC-
Ka JIEKapCTBEHHBIX CPEACTB, CIIOCOOHBIX
MPUOCTAaHOBUTH NMPOTPECCUPOBAHNE HEM-
pozmereHepaTUBHBIX OOJIE3HEH.
IIpennaraemoe BameMy BHUMAaHHIO
MPaKTUYECKOE PYKOBOJICTBO 0000IIaeT
OMBIT BEIYIIUX OTCYECTBEHHBIX LIEHTPOB,
a TaKk)Ke JaHHble MHOTOYHCIICHHBIX 3apy-
0exHbIX uccienoBanuii. [TonpoOHO mpen-
CTaBJICH BECh CIICKTP IKCTPAITUPAMUIHBIX
CUHJIPOMOB — OT Hau0oJIee YacThIX (TaKUX
KaK MapKUHCOHU3M, TPEMOP, TUKH, TUCTO-
HUS) 10 peAKUX (Harmpumep, CHHIPOM pH-
THTHOTO YeJIOBEKa WITM THIIEPIKIICKCHS).
B mepBoM paszene KpaTKo paccMarpH-
BAaIOTCS MPOOJIEMbI aHATOMUHU U (PU3HOJIO-
ruu 0a3ajbHBIX FAHTIIUEB, APXUTEKTOHUKA
UX CBSI3€l C KOPKOBBIMH M CTBOJIOBBIMHU
CHCTEMaMH, KJIacCH(UKAIMS SKCTparupa-
MUJIHBIX CHHJPOMOB, OOIIHME MPHHIUITBI
UX TUAarHOCTUKHU W JieueHus. Bo BTropom
paszene moapoOHO MPECTaBICHBI 3a00-
JIeBaHMs, MPEUMYIICCTBEHHO MPOSIBIIS-
IoIUecsT CHHAPOMOM MapKUHCOHU3MA,
a B TpETbeM pazjelsie — THIIEPKUHE3aMH.
[Ipu onmcanun CHHAPOMOB 0cOOOE BHU-



Mpeancnosne

MaHHE YIEICHO OTPENENIeHUI0 TUarHOCTH-
YECKUX KPUTEPUEB U POIU COBPEMEHHBIX
METOJIOB HEHpPOBU3yalH3allk B JTUArHO-
CTHKE JKCTPAIMPAMHIHBIX 3a00JIeBaHUM.
[Tompo6HO, ¢ MO3MIHIA TOKa3aTeTbHON Me-
JUITMHBI PACCMATPUBAIOTCS BOTPOCHI Jie-
YeHHsI IKCTPATUPaMUTHBIX PACCTPOUCTB,
BO3MO)KHOCTH KOTOPOTO B ITOCJIETHUE TOJIBI
PaCIINPSIFOTCS TT0 MEPE MOSIBIICHUST HOBBIX
JIEKAPCTBEHHBIX CPENICTB M HEJIEKAPCTBEH-
HBIX ITOJXO/IOB, a TAK)KE HAKOIUIEHHUS OIIbI-
Ta UX IPUMEHEHWSI.

B mociennue roapl cTajo O4YEBUIHBIM,
YTO TIOpakeHHe 0a3ajbHBIX TaHTIUEB, UX
CTBOJIOBBIX W KOPKOBBIX CBSI3€H NPUBOIUT
K TOSIBJIEHUIO HE TOJBKO IBUTATEIbHBIX,
HO W IIMPOKOTO CIEKTpa HEMOTOPHBIX
CHMIITOMOB, KOTOpbIE B 3HAYUTEIHHOM
CTENEHHU BIUAIOT HA TIHKECTH COCTOSHUS
OOJIBHBIX, CONMATBHYIO aJANTAINIO, OTIpe-
JIENISIOT 0COOEHHOCTH JIEYEHHST OOJBHBIX
1 yxona 3a HUMH. IMEeHHO mo3ToMy He-
MOTOPHBIM PacCTPONCTBaM B PYKOBOJICTBE
VIENeHO CYIeCTBeHHOe BHMMaHue. Ha-
KOHEII, B YeTBEPTOM pazfielie pacCMOTpeHa

ponb 0a3ambHBIX TAHTIIMEB B OCYIIECTRIIC-
HUW KOTHUTHBHBIX ()YHKIIHH, KA CHA
1 OOIPCTBOBAHMS, & TAKXKE IPOOJIEMBI JiHa-
THOCTUKH U JICUCHUS HEUPOIICUXHATPH-
YECKUX W JUCCOMHHUYECKHUX IMPOSIBICHUH
OCHOBHBIX dKCTpanUpaMUIHBIX 32a00IeBa-
HUH.

YuuThiBasi NPaKTUYECKYIO HAIMpaBIICH-
HOCTh PyKOBOJICTBA, B CITHCKAaX JINTEPATY-
PBI, 3aBEPIIAIOIINX KaXIyO TIIaBY, aBTOPHI
TIPUBEITH JIUIIH OCHOBHBIE HCTOYHHKH.

ABTOpPBI BBEIPAXKAIOT HAICKAY, YTO PYKO-
BOJICTBO OKa)KETCS TIOJIE3HBIM TSI Bpayeii-
HEBPOJIOTOB, HEUPOXUPYPTOB M MIUPOKOTO
Kpyra JpyTHUX CIHEIHalUCTOB, BCTPEUAIO-
IIVXCS B TIOBCETHEBHOM MTPAKTHUKE C HE0O-
XOIMMOCTBIO JIMaTHOCTUPOBATh H JIEUYNTh
AKCTpaIlUpaMHUIHbIE PacCTPONCTBA, YTO
B KOHEYHOM CYETEe OOJIErYUT y9acTh OOIIb-
HBIX C STUMH TDKEIBIMH, CTUTMATH3HPYIO-
MU 3a00JIEBAHUSIMH.

B 3akimrodeHne aBTOpBI XOTENH OBl BBI-
pasuTh OIaroAapHOCTh BCEM COTPYIHUKAM
M KOJUIeraM, IOMOTaBIIHNM B IIOATOTOBKE
Y U31aHUU PYKOBOJICTBA.
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Paspen I. 06wue cBepeHus
0 cUCcTemMe perynAauuu ABNKeHNN
W SKCTPaNUpamMMUAHBIX CUHAPOMAX



TpagUIIMOHHO TPHHSITO BBLACIATH TPHU
OCHOBHBIE CHCTEMBI, UMEIOIIUE OTHOLIE-
HUE K PETyJSIUH JBMKEHHUH: TUpaMu-
HY0, SKCTPAUPaMUIHYI0O U MO3KEUKO-
BYI0. DTO JieTIeHHE, OCHOBBIBAIOIIEECS KaK
Ha aHAaTOMO-(PU3HOJIOTHYECKUX, TaK M Ha
KIIMHUYECKUX apryMeHTaX, A0 CUX IOp
B OIIPEICTICHHOM CTETIEHH COXPaHSET CBOE
3HauUeHHE, U B KIIMHUYECKON MMPAKTUKE MBI
MOXeM 4eTko auddepeHnrpoBaTh mupa-
MUJIHBIE, SKCTpAMpPaMUIHbIE U MO3Ked-
KOBBIE paccTpoiicTBa. OIHAKO HOBBIE IKC-
MEPUMEHTANBHBIC U KITMHHYECKHIE TaHHbIC
MOKA3bIBAIOT, YTO BCE TPU CHCTEMBI TECHO
B3aMMOJICHCTBYIOT MEXIy COOO Ha pas-
HBIX YPOBHSAX U IOPAKCHUE OTHOW M3 HUX
BJI€YET 32 COOOW BTOPHUYHBIC M3MEHEHHS
(YHKIMOHAIBHOTO COCTOSIHHS JPYTHX.
Hanpumep, B pa3BuTHN Tpemopa MpH Io-
PaXCHHH SKCTPAUPaMUTHON CTPYKTY-
pPBl BRXXHYIO pOJIb MrpaeT AUCPYHKIHS
MO3KEUKa, & B Pa3BUTUU CHACTUYHOCTH,
BBI3BAHHOU MOPa)KEHUEM MUPAMUIHBIX
TPaKTOB, ONpEACICHHOE 3HaUCHHE MMEET
(YHKIIMOHAJBHOE COCTOSIHUE CTPYKTYP,
TPaIUIIMOHHO OTHOCHMBIX K DKCTpaIupa-
MuIHOU cucTteme [12, 18, 35].
HccenenoBanus nocneHUX AeCATUICTUN
KOPEHHBIM 00pa3oM M3MEHMIIHM TPeICTaB-
JIEHUSI O TOM, KaKO€ MECTO 3aHUMAeT TOT
WA UHOU CTPYKTYPHO-(QYHKIIMOHATIHHBIH
070k B oOmIel cucteMe peryisuu ABH-
s)keHuid. Tak, MJIUTEIbHOE BpEMS CUUTA-
JI0Ch, YTO 0a3ajbHbIC TAaHIIINH SBISIOTCS
MIPOMEKYTOYHBIM 3BEHOM MEXIy KOpOW
U CIIMHAJIBHO-CTBOJIOBBIMH CTPYKTYpamH
u ux 3¢depeHTHbIE TYTH HANPaBISIOTCS

JELEN AHatomus, dusmonorus
U naTopu3noNorna CucTembl
perynauuv ABMKeHUN

K MOTOHEHpPOHaM CIIMHHOTO MO3ra napaj-
JIeNbHO MUPaMUTHOMY TpakTy. VIMeHHO
9TH TPaJAWLHOHHEBIE NPEACTaBICHHUS Hall-
JM BBIPAKCHHE B TEPMHUHE «IKCTpaIupa-
MUJHasi CUCTEMay», BIIEPBBIC BBEICHHOM
BBIIAIOIIMMCSI aHTIIMHACKUM HEBPOJIOTOM
S.A.Kinner Wilson, KOTOpBIN BKIIOYHII
B COCTaB 3KCTpanupaMUJHON MOTOPHOU
cucTemMbl Oa3ajbHbIe TaHIIUU M TECHO
CBSI3aHHBIE C HUMH CTBOJIOBBIE CTPYKTYPBI
(KpacHoe PO, PETHKYISPHYIO (POPMAITHIO
u ap.).

OpHako B HacTosilIee BpeMsi yCTaHOB-
JIEHO, YTO OCHOBHOM MOTOK MMITYJIbCALIUH
13 Oa3allbHBIX TaHIVIMEB HAIPaBIIAETCA
HE BHU3, K CTBOJIOBBIM U CIIMHAJILHBIM
CTPYKTypaM, a BBEpX — 4Uepe3 Tajamyc
K JIOOHOH KOope M ero IiaBHOE MpeqHa3Ha-
YeHHUE — MOIYJIALUS aKTHBHOCTH TPEMO-
TOPHBIX 30H KOpBI, KOTOPBIC PETyIHPYIOT
JBIDKCHUS, B TOM YHCIIE U Yepe3 MUpaMH/I-
HBIH TPaKT. B 3THX yCIOBHAX IpaHULIBI IKC-
TpanupaMUIHONH CHUCTEMBI Pa3MbBIBAIOTCS
U ee aHaToMO-(QYHKIHOHaJIbHAs 000co-
O11eHHOCTP (KaK B HOpME, TaK M MPH Maro-
JIOTMH) CTAHOBHUTCSI IPEAMETOM TUCKYCCHH.

OTo sABNAETCS ONHON W3 OCHOBHBIX,
HO HE €JMHCTBEHHOW MPUYMHON OTKa3a,
MpeKAe BCEro B aHIIOS3BIYHOMN JHUTEpa-
Type, OT TepMHUHA «IKCTpaIipaMHIHbIE
paccTpoicTBay B MOJIB3Y YUCTO (peHOMEHO-
JIOTHYECKOTO TepMUHA movement disorders
(«paccTpoiicTBa ABMXKEHMIN) [6, 7, 9, 10].
[TonpoOHee 3Ta mpobiiemMa oOCyKaaeTcs
B CIIEAYIOLIEH ITIaBe.

B oredecTBeHHON mpakTHKe s 000-
3HAUCHUS JIBUTaTCJIbHBIX HaPYIICHUH,



naga 1. AHaToMus, GU3MONOTUA 1 NATOGUINONOTUA CUCTEMbI PEFYNALIMN ABUKEHUI 9

BBI3BAHHBIX TMOpaKeHHEM 0a3albHbIX
TFaHDIMEB WM WX CBsI3eH, MPOJoKacT
HCTIOB30BaThCsl TPAIUIIMOHHBIN TEPMUH
«OKCTPAIUPAMUIHBIE CHHAPOMBI», KOTO-
PBIi, Ha HAIIl B3IJISLIT, OOJIee YETKO OUepyH-
BaeT IPAHUIIBI TOTO pa3jieiia HEBPOJIOTHH.
BMecTte ¢ TeM maToreHes3 3THX CHHAPOMOB
HEBO3MOXKHO MOHAThH 03 3HAHUS yCTPOWi-
CTBa BCEH CHCTEMBI PETYJISIUH JBUKCHHH.

OCHOBHBIMH CTPYKTYpPHBIMH SIIEMEHTA-
MU CHCTEMBI PETYJISIIUU IBHKCHUN SIBIISI-
I0TCS1 TOOHAs Kopa, Oa3ayibHbIC TaHIIHH,
MO3XKEUOK, Tajamyc, CTBOJIOBBIE spa
¥ CIHHOM MOo3T (puc. 1.1).

1.1. CTpyKTypHO-
$YHKUMOHaNbHaA opraHu3auma
6a3anbHbIX raHrnveB

BazanbHble TaHIIUU, PACIONIOXKCHHBIC
B ITyOWHE OOJIBIIMX MOMYIIAPHi, 10 MHE-
auto A.K.Wilson (1912), cocraBmsumm
«CepILEeBUHY» IKCTPATMPAMHUIHON CHCTE-
MbL. C MTOMOIIBI0 MHOTOYHCIICHHBIX BHY-
TPEHHUX CBS3ed OHU 00pa3yrOT CIIOXKHO
OpPraHH30BaHHYIO CHUCTEMY, KOTOpas TO-

CPEICTBOM BHEIIHMX CBS3EH B3aMMOJICH-
CTBYET C JOOHBIMH JOJNSAMU M APYTHMH
OT/eTIaMH KOpPBbI OOJIBIIMX MOJyLIapui,
TaJIAMyCOM, JJUMOUYECKUMHU CTPYKTypaMu
Y CTBOJIOBBIMH siJjpaMu. B HacTosiiee Bpe-
MsI ©3BECTHO, YTO Oa3aibHbIe TaHIIHH TIPH-
HUMAIOT YYacTHE B PETYISIUU HE TOIBKO
JBHTATEIBbHBIX (DYHKIMH, HO 1 MHOTOYHC-
JICHHBIX KOTHUTHBHBIX, MOTHBAIIMOHHBIX,
ad(EeKTUBHBIX M BETETATUBHBIX (DYHKIIUH.
[Tpu mopakeHHH STHX CTPYKTYp MOTYT
BO3HHMKaTh Pa3HOOOpa3HbIle HEMOTOPHBIC
Hapymenusi. OcHOBHas QyHKIMs 0a3aib-
HBIX TaHIJIMEB 3aKJII0YaeTcs B BBIOOpE
aJIETEPHATUBHBIX TPOTPaMM MOBEICHHS
u obecrieueHust 00y4eHHUsI, OCHOBAHHOM
Ha MeXaHU3Max ITOJIOKUTEIBHOTO IO~
KPETUICHHSI.
K 6a3anbHBIM TaHTIUSIM IPUHSTO OTHO-
CHTb 5 OCHOBHBIX Map sep:
* cxopayny (Ck) — putamen;
* xBocTaroe sapo (X) — n. caudatus;
* omemnbrit map (BI) — globus pallidus;
* yepHyto cyOctanuuio (UC) — substantia
nigra;
* cyOranamudeckoe aapo (CTSH) —n. sub-
thalamicus (puc. 1.2).

NVK MpeMK OMK MoTOpHble 30HbI KOpbl OMK MpeMK MMK
A A A A
Y Y
basanbHble raHrnun <—| Tanamyc
MupamngHbin
TpakT | A A
L OpoHTOCTpUapHbI Kpyr

Mos3xeuok

Mos3xeukoBOCTBONOBbIE

MapanvpammgHble TpakTbl

DpoHTOoLepebennapHbIi Kpyr

Kpyrn
|

v

CrBon mo3ra ‘

CTBONOBOCMNHANbHbIE

Kpyrn

‘ AddepeHTHble TPaKTbl ‘

CnuHHOM MO3r

—

Puc. 1.1. Cuctema perynauun geuxeHuii. NMpeMK - npemoTtopHas kopa; [MMK - nepBrnyHas MoTopHasa Kopa;

IOMK - gononHutenbHasa MOTOpPHas Kopa.
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Puc. 1.2. ba3zanbHble raHrnmM n Tanamyc.

Ck, X u BII B coBokymHOCTH 00pa-
3YIOT TIOJIOCATOe TeNO (corpus striatum).
XA u Ck umeror obimiee SMOpHOHATIBEHOE
IIPOUCXOXKICHUE, CXOMHYIO IIUTOAPXUTEK-
TOHUKY U B CyMMe 0003HAa4Yal0TCs KaK HEO-
cTpuaTtyMm, win cmpuamym. X nepennue
OTJeNbl 00BEANHEHBI, HO K3aJld TOJIOBKA
X5 ornenena ot Ck BepXHEH 4acThIO BHY-
TpeHHel Karcyisl. K crpuarymy yacTo oT-
HOCSIT TaKXe 2 JOTIOJIHUTENbHbBIE CTPYK-
TYpBI: IpHIIeXKaniee Sapo (n. accumbens),
IIPUMBIKAIOLIEE K NIEPEIHEN BEHTPAJIbHOMI
yactu CK, 1 000HSTEIbHBINA OyrOpoK, KOTO-
pBIe, HapsAdy ¢ BEHTPOMEIUATBLHON YacThIO
roJoBKH XS, OOBEIUHSIOT TEPMUHOM
«BeHTpanbHbIi cTpuatym». Ck u BII co-
BMECTHO 00pa3yIoT JICHTUKYJIIpHOE (deue-
BuLeoOpasHoe) sapo (n. lentiformis). B
JISKUT MEANaJbHEee CKOPIYNbl U 0003HA-
YaeTcsl KaK MalleoCTPHATYM, WA AALIU-
Oym. BHyTpeHHE! Meay/UIIpHOU IJIacTH-

XBocTaTtoe Aapo

A Tanamyc
\’2LL_D
i)?f(nn

Ckopnyna

bnepHbIn wap
(naTepanbHbIi,
MeaunanbHbI)

Cy6Tanamunyeckoe AApo

YepHas cybcTaHums

noit B pasnenen na Hapyxubii (bLLH)
u BayTpennui (bLLB) cermeHTsI, KOTOpBIE
WUMEIOT pa3iIMYHbIe CTPOCHUE U PYHKIIHIO.
Knapyxu ot Ck pacnonaraercs TOHKas
[0JIOCKAa CEpOro BeIIecTBa claustrum
(orpama), koTOpas, Kak ¥ BEHTPAIbHBINA
CTpUATyM, UTPAeT BAXXHYIO POJb BO B3a-
MMOOTHOIICHUAX Oa3ajbHBIX TaHIIINEB
1 TUMOMYECKHUX CTPYKTYP.

CT4 pacnonokeHO Ha CTBIKE CpEIHE-
IO ¥ IPOMEKYTOYHOTO MO3Ta, MPUMBIKAs
CBEpXy K BEHTpAJIbHON 4YacTH TajlaMmyca,
a causy — k nepenueit gactu YC. UC pac-
I0JIaraeTcs B CpeHEM MO3Te, JopcallbHee
HOXXEK MoO3ra. B Hel BBIIENSIOT 2 4acTH:
JOpCalIbHYI0 KoMIakTHy0 4dacTh (HYCk)
U BEHTPAIBHYIO PETHUKYISIPHYIO YacTh
(UCp), xoTOpBIEC CYIIECTBEHHO pa3inda-
I0TCS TIO CTpoeHuo u GyHKIMU. B TO xe
Bpems bIIB 1 YUCp UMEIOT CXOMHYIO IH-
TOAPXUTEKTOHUKY U (PyHKIIUIO, U MX MOX-
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HO paccMaTpuBaTh KaK 2 4acTH €IWHOU
CTPYKTYpBI, pa3[ciicHHbIC BHYTpEHHEH
Karcynoi [13, 15].

[Tonnmanue ponu Oa3ajbHBIX T'aHIJIMEB
B MOTOPHOM KOHTPOJIE U SKCTparupaMuI-
HBIX PaccTpPOIiCTBaX BO MHOTOM OINpeesi-
eTcsl 3HAHMEM HX KOPKOBBIX M TOIKOPKOBBIX
MPOEKLHH, a TAKXKE UX BHYTPECHHHX CBA3EH.
B omimume ot Apyrux cTpyKTyp, y4acTBY-
IOIIUX B PEryJSIIMM IBWXCHHUH, 0a3aib-
HBIE TaHIJIUK HE CBSI3aHbI C BOCXOISIIINMHU
CCHCOPHBIMH My TSAMH, U OCHOBHBIM UCTOY-
HUKOM HMHGOpMaIUM A HUX SIBISIOTCS
Ppas3IMUHBIE 30HBI KOPBI OOJBIIMX MOJTYIIA-
puii. KoproBas addepenranus mocrynaer
B cHCTeMy Oa3aJibHbIX FaHIINEB IJIaBHBIM
obpazom uepes crpuaryM (Ck u XA), CTA
1 OTYACTH Yepe3 TATaMOCTPUapHBIE CBSI3H,
koMrakTHyto yactb YC m oOmacte BeH-
TpanbHON NOKPHIKH [15-17].

1.1.1. Crpnatym

Crpuarym — Hanbojee KpymHoe sapo Oa-

3aNMpHBIX TaHrMeB. OH NOIyYaeT IpIMYyTo

addepenTarnto oT OOILITHHCTBA OT/IEIIOB

KOPBI U INMOMYECKHUX CTPYKTYP, BKITIOUas

MUHAAJIWHY U THIIoKamI. Yepes tamamyc

OH moiy4JaeT addepeHTaIio OT CEHCO-

MOTOPHBIX WU MOTHBAaIIHOHHBIX CTPYKTYP

cTBOJa. Yncno adhepeHTHBIX ITyTEH OT I1e-

pebpanbHOil KOpPBI M TalaMyca IIPHUMEPHO
onuHakoBoe. COCTOSIHME CTpHUaryma Mo-

IYJIAPYETCS] CO CTOPOHBI KOMITAKTHOW Ya-

ctu UC (modhaMuHEpPTHIECKOI CHCTEMOT),

IIIBOM CPEITHETO MO3Ta (CEpOTOHMHEPTHIe-

CKOM CHCTEMOM) W M TyHKYIOITOHTHHHBIM

supoMm (I1I1S]) (XonmmHEpTUYIECKOM CHCTE-

Moii). Ctpuarym nonydaet apdeperramnmro

OT CJIEAYIOUINX OTAEIIOB KOPHI:

* MOTOPHBIX: TIEPBUYHOW MOTOPHOM
(ITMK), npemoropuoii (IIpeMK) u no-
MoJTHUTEIRHOU MoTOpHOH (JIMK);

* CCHCOPHBIX (TICPBUYHBIX U BTOPUIHBIX );
* acCONMATUBHBIX (MpedpoHTATHLHON KO-
PBIL, 33HAX OTIEIOB TEMEHHOM KOPHI);

* IUMONYECKUX (TIEpeIHEH MOSCHOW KOPBI

u ap.).

Kaxxnas m3 3THX KOPKOBBIX oOnacreit
MPOCUHUPYETCS] Ha CTPOTO ONPEICIICH-
HYIO TEPPUTOPHUIO CTpUaTyMa: MOTOPHBIE
30HBI M TEPBUYHAsI COMAaTOCCHCOpHAas
kopa — Ha Ck, mpedpoHTaIbHAs KOpa —
Ha TOJIOBKY XSI, 3puTenbHast U ciyxoBas
Kopa — Ha XBOCT XSI. AcconuaTHUBHBIE
30HBI TEMEHHOH KOPbI Juddy3HO npoeru-
PYIOTCSI Ha BeCh CTpHaTyM. BeHTpaabHbIif
(TMMOMYECKHi) CTpUATyM TMOMy4YaeT UM-
MyJABCALUI0 OT JTUMOMUYECKHX CTPYKTYP
(MMHAAIMHBI, TUINOKAMIIA, TUIIOTANaMy-
ca, mepeHel MosICHOW U MeTUaIbHOU op-
OUTOPPOHTAILHOW KOPHI), 8 TAKXKE OT XO-
JUHEPTUUECKUX sAep nepenHedasaibHbIX
OTIEJIOB MO3Ta, BEHTPAJIBHBIX OTACIIOB
MOKPBIIIKK CPEIHEro Mo3ra M accolua-
TUBHBIX 30H BUCOYHOH KOpBbI. JImMOuue-
CKasl, acCOL[MaTHBHAsI U CEHCOMOTOpHAas
MPOEKLMOHHBIE 30HBI CTpHUaTyMa Ioce-
JIOBAaTEJIbHO PacIoyaraloTcs BAOIb JIMHUH
MEXIy BEHTPOMEIUaIbHON M Aopcoiare-
panbHO# MpedpOHTANTBHOI KOPOA.

bazanbHbple raHmvM, MOMydYasi CUTHAJIBI
OT Pa3JIMYHBIX KOTHUTHBHBIX, MOTOPHBIX,
CEHCOMOTOPHBIX, MOTHBAILIHOHHO-3MOIIN-
OHAJBHBIX CTPYKTYP, SIBISIOTCS (QyHKIH-
OHAJILHBIM MOAYJISITOPOM CaMbIX Pa3HO-
00pa3HBIX 30H MO3Ta.

CrpuapHble TPOEKLIUH CEHCOMOTOPHBIX
30H KOPBI YCTPOEHBI [0 COMaTOTOMHYECKO-
My npuHnumy. [Ipu 3ToM B topconarepaiib-
HOM yacTH CK COCpEIOTOUEHBI HEHPOHBI,
HUMEIOIUE OTHOLICHUE K PETYIALUN JBU-
KEHHUI HOT, B BEHTPOMEINAILHON 30HE —
HEHUPOHBI, PETYIUPYIOLINE IBUKCHUS
B opodanranbHOi 007acTH, a IPOMEXY-
TOYHOE TOJIOKCHHE 3aHUMAIOT HEHPOHBI,
YYacTBYIOLINE B PETYSUN JBHKCHHUH
PYK. DTH 30HBI UMEIOT XapakTep I0JIOC,
MPOTSHYBIIMXCS MapaJlIeIbHO POCTPOKAY-
JanbHOM ocH ckopiyIisl. [1pu aToM Kaxas
U3 3TUX 30H, PErYIUPYIOIIUX JABHKCHHS
B TOM WJIM WHOM PErHoHe, MpelCTaBIIsI-
eT co0OoH He eOUHYI0 00MacTh ¢ YSTKHUMU
IpaHHULIAMH, a CKOpee NMepeKPhIBAIOLINECS
MHO)KECTBEHHBIEC AUCKPETHBIC 30HBI, pac-
MOJIOKEHHBIE B Tpeaesiax OrpaHMYeHHOU
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TeppuTopuun crpuaryma. Comaroronuye-
CKast OpraHu3aLys HPOEKIUOHHBIX 30H CO-
XpaHseTcs U Ha yPOBHE IPYTHX 0a3aibHBIX
raurues [1, 5, 28].

JleBSIHOCTO TPOLIEHTOB HEMPOHOB CTPH-
aTyma coctaBisitoT Topmo3nbie TAMKep-
TMYECKHUE IIUIOBAThIE HEMPOHBI CPEAHUX
pa3MepoB, KOTOpPBIE OTHOCSTCS K JIByM
MOIMYJIALUSIM, SKCIPECCUPYIOIINM Pa3HbIe
HelpoakTHBHbBIE nenTuabl (cyOcTanuus P
U qTuHOPp(UH WM SHKe(aTuH) U, COOT-
BETCTBEHHO, pPAa3HbIC THUIBI I0(PaMUHO-
BbIX penentopoB (D; mmu D,), xoTopbie
MO3UTHBHO WJIM HETaTHBHO MOIYJIUPYIOT
UAMO®-cUrHanpHbIM MyTh B 3TUX HEMpo-
HaxX. OTH HEHPOHBI OKa3bIBAIOT TOPMO3-
HOE BIMSHHUE Ha JpyrHe siapa 6a3albHBIX
raumveB. Kpome Toro, oHM mochuIaroOT
JIOKaJIbHBIE KOJUIATEPAJIH K IPHUIIETaIOIIIM
kinetkaMm. Konokanuzauus AMKepruye-
CKOM M MeNTHIEPTUIECKOi cucteM odecme-
YHMBAET JIOKAIBHBII OanaHC HHIMOUTOPHBIX
1 B030yXIaromux BiIusaHui. OcTaBmmecs
5—-10% HelpoHOB cTpHAaTyMa ABJISIOTCS Y-
cto T[AMKeprudueckumu Ui XOJIUMHEPrH-
YEeCKHMH BCTaBOYHBIMHU HeiipoHamu. Kax-
IBII CTpUATyM CBSI3aH C KOPOH Kak UIICH-,
TaK ¥ KOHTPaJaTepalbHOTO IOJIyIAPHS.
Koprtuko-crpuapusie addepenTabie myTH
MPEUMYIIECTBEHHO CJICAYIOT OT HEMPOHOB
V cios Kopsl yepe3 BHYTPEHHIOIO M Ha-
PYXKHYIO KaIlCylly, a K KOHTpanaTepaibHO-
My CTPHATyMy — 4epe3 CyOKaio3aabHbIH
my4ok. HekoToprie KOpKOBBIE HEHPOHBI
KOHTaKTHPYIOT CTPOTO COMAaTOTONUYECKH
C OrpaHUYEHHBIM YUCIIOM CTPHUAPHBIX HEH-
POHOB, TOTJa KaK Ipyrue HEHpPOHBI mpoe-
nupyrores quddysHo. Kopkosas apdepen-
TalMs MOCTYNAET B CTPUATYM U HETPSIMBIM
MyTeM — 4epe3 KOPTUKO-TaIaMOCTpUapHbIe
CBSI3H M KOJLTaTepasid KOPTUKO-OTUBAPHBIX
U KOPTHKO-TIOHTUHHBIX myTed. Ha oxon-
YaHUSX KOPTUKO-CTPUAPHBIX BOJIOKOH BbI-
JesieTcsl TIyTaMaT, OKa3bIBaIOIUI CTH-
MyJupyloliee IeHCTBUE Ha CTPHApHBIC
HeWpoHsl [2, 16, 36].

BTopoit 0ocHOBHO# HCTOYHHK BO30Y X 1a-
follei Tryramarepruieckoil addepenta-

UM JUIS CTPUAPHBIX HEMPOHOB — MHTpa-
JaMHMHApHBIE spa Tajamyca (LeHTpoMe-
nuaHHoe W mapadacuukynspHoe). Llen-
TPOMEAMAHHOE SAPO MPEHMYIIECTBEHHO
MpoeuupyeTcsi Ha HEHPOHBI CKOPJIYIEL,
CBSI3aHHBIC C CEHCOMOTOPHBIMH 30HaAMHU
KOpBbI, a mapadacuukyasipHOE SAPO —
Ha HelpoHbl XS, CBsI3aHHBIE C acCOLU-
aTUBHBIMU HJIM JTUMOMYECKUMH 30HAMU
Kopbl. OYHKIIMOHAIEHOE 3HAYCHUE Tajla-
MOCTPHUAPHBIX BIUSHUHA OCTAETCs IJIOXO
W3yYCHHBIM.

Kpome Toro, Ha ¢yHKUHOHAIBEHOE CO-
CTOSIHHE CTPUAPHBIX HEHPOHOB OKa3bIBAIOT
BIMSIHUE N0(GaMUHEPIHYeCKue HEHPOHBI
UYCk, BEHTpaJIbHOM 30HBI TOKPBIIIKH U pe-
TpopyOpasIbHOH 30HBI CPEIHEro MO3ra,
HEHPOHBI MUHJAIMHBI U XOJUHEPTHUYe-
CKUX siiep mnepeaHe0a3aJbHbIX OTAENIOB
MO3ra, CEpOTOHMHEPTUYECKUE HEHPOHBI
JOPCAJIBHOTO siipa IIBa CPEIHEro Mo3ra
1 HOpaJIpeHEPrUUeCKUue HEHPOHBI TOITY00-
IO MATHA.

Munosuansie [TAMKepruueckue npo-
CKIIOHHbIE HEHPOHBI OLICHUBAIOT M HUHTE-
TPUPYIOT BCIO HH(OpMALIUIO, TOTydaeMyto
CTPHATYMOM OT KOPBI M APYTHX UCTOYHH-
KOB, ¥ B IlepepadOTaHHOM BHUJIE TIEPEIaIOT
ee HelipoHaM Ipyrux 0a3anbHBIX FAHIIIUEB.
J1st IpOEKIMOHHBIX HEMPOHOB CTpHATyMa
XapaKkTepeH HU3KUH YPOBEHb CIOHTAHHOU
aKTMBHOCTH B mokoe. Ho oHM cnocoOHBI
(aszuueckn pas3pspKaTbes NpU MONyYCHUN
BO30Y)KJAIOIINX CUTHAJIOB OT KOPKOBBIX
WM TaTaMUYeCKUX HeHpoHOB. bonbina-
CTBO NPOEKUHOHHBIX HEHPOHOB HMEIOT
CTPOTO ONpEJeNICHHbIE CEHCOMOTOPHBIE
TIOJISL ¥ pa3psuKatoTCsi U30UPATEIbHO B CBSI-
3 cO CcHeHu(pUUYECKUMU MapamMeTpaMu
JIBIDKCHUS WJIH €T0 TIOJITOTOBKH [3, 4].

C mapameTrpaMu JABHXXEHHUS CBs3aHa
aKTUBHOCTHh HEHpOHOB B ToW udactu CK,
KoTopast noy4aeT adpepeHTauo oT MOo-
TOPHBIX 30H KOphl. B XS, nmepeanux or-
nenax CKk U TUMOMYECKOM CTpUaTyMe,
nonrydarmux adpdepeHTanui oT mpe-
(bpOHTANBEHOI KOPHI, MepenHel MOosSCHOM
KOPBI, aCCOLMATHBHBIX 3PUTENIBHBIX 30H
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1.4. MNaTtodpusunonorusa
KCTpanupamungHbIX CMHAPOMOB

1.4.1. NaTodpusmonorusa
NapKNHCOHU3MA

CuHIpOM MapKUHCOHN3MA XapaKTepu3yeT-
Csl COYETaHHEM TMIOKUHE3UH C PUTUAHO-
CTBIO H/WJIM TPEMOPOM TNOKOsL. YeTBepThIM
KapAWHaJIbHBIM CUMIITOMOM MapKUHCOHU3-
Ma CUUTAETCs] MOCTypajibHas HEYCTONYH-
BOCTh — HapylIeHHE CHOCOOHOCTH MOA-
JepKUBAaTh paBHOBECHE NPU HW3MEHEHHUH
MOJIOKEHUS TeJa. XOTs YKa3aHHbIE OCHOB-
HBIE CUMIITOMBI TAPKUHCOHM3MA YacTo CO-
YeTaloTCs U, I0-BUAMMOMY, UMEIOT 001IIHe
OTHpAaBHBIC TOYKU B IATOr€HE3€, X KOH-
KpPETHbIE MEXaHU3MbI MOTYT CYIIECTBEH-
HO pa3inydarbCs, YTO HPEIONPEHeIIseT
UX OTHOCHUTENIBHYIO HE3aBUCHMOCTB JAPYT
OT Jpyra ¥ pa3InyHyI0 YyBCTBUTEIBHOCTh
K (apMaKoJIOrHYECKUM U HEHPOXUPYPru-
YEeCKUM METOJaM JICUCHHUSI.

Metonsl GyHKIMOHAIBHOW BH3yaln3a-
UM U HeHpo(U3NOIOrHIecKUe UCCIIeN0-

BaHMS CBUICTEILCTBYIOT O HEIOCTATOYHOM
aktuBauuu JIMK kak Bemyuieil nmpuuune
TUIOKWHE3UH, NpPUYEM 3TOT NpPHU3HAK
YCTpaHseTCsl MPU KOPPEKUUH AehUIuTa
nodamuHa. OTO MOXHO CBS3aTh C Hapy-
nIeHueM (yHKIHOHHUPOBAaHUS MOTOPHOTO
Kpyra 1 pa3o01ieHneM 0a3anbHbIX TaHTIIH-
eB u [IMK. JlucyHKI#sI MOTOPHOTO KpyTa
MOXET NMPOUCTEKAaTh U3 MOPaKEHUs pa3-
JMU4YHBIX ero 3BeHbeB. [Ipu BII B pesynbrare
nereHepanuu HeiiponoB UCk, HHHEPBHPY-
IOLIMX CEHCOMOTOPHYIO 30HY CTpHaTyMa,
MOKET MPOMCXOIUTH PAacCTOPMaKHUBAHHE
HENpsIMOTO MyTH (M3-32 HEJOCTaTOYHOM
akTuBauuu nodamuHoMm D,-penientopos)
U CHW)XEHUE aKTUBHOCTU NPSIMOTO IyTH
(u3-3a HEJOCTATOUHOW aKkTHUBaUMU Toda-
muHoM D;-peuentopos). Oba 3THX n3Me-
HEHMS NPUBOAAT K YCHJICHHIO HMITYJIbCa-
mu CTS u BIIB/YCk, Hanpasisromeics
B BEHTPAJIbHOE MEpeaHee U BEHTPAIbHOE
JaTepanbHOE siApa Tajamyca, TOpMOKe-
HUIO TaJaMOKOPTHUKAJbHBIX HEHPOHOB
W HapylIeHUIO (yHKIIMOHAIBHOW aKTHB-
noctu JIMK (puc. 1.4). IIpu sTom pemato-

HOPMA BOJIE3Hb MAPKMHCOHA
| KOPA | KOPA |
| CTPUATYM | | CTPUATYM |
* AN TATTAMYC TANAMYC
e Lm|[Br/Bn o LiMm|[Br/BA
H
LA A
Y \ |
cTA # # A |
A A
| Blle/MCp | | | Bls/MCp |
HCk | B
Yy
nna nna

Creon
CnnHHOM MO3r

Creon
CrnnHHOM MO3r

Puc. 1.4. KopkoBO-NOAKOPKOBbIE B3aUMOOTHOLLEHWA B HOPME 1 MY 6051e3HW MapKnHCoHa. YepHele cmpesnku
0603HaualoT TOPMO3Hble CBA3W, cepbie — BO36YyxaloLLye CBA3M, TONLMHA CTPENOK COOTBETCTBYET YPOBHIO ak-
TUBHOCTM TOM UM NHOW CTPYKTYpbl. [loBpexaeHHan CTPyKTypa nepeyepkHyTa.
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a

Puc. 2.10. PucyHok cnupanu Apxrmeaa no Mepe ycuneHus scceHumanbHoro Tpemopa (ot a go e).

(46—60 1eT), B TOXKUIIOM B CTAPUECKOM BO3-
pacte (>60 ner). [lo pacrpeneacHUIO BBI-
JEISTIOT (DOKATBHBIN, CETMEHTapHBIN, TEMH-
Y TeHEepaTM30BaHHbII THUIIBI TPEMOpA.

CHHIpPOMAITFHO BBIEIISIOT:

1) ycunennwuii ¢uszuonocuueckuii mpe-
Mop — 3TO BbIcOKodacToTHOE (8—12 I'm)
MIPEUMYIIIECTBEHHO MOCTYpaIbHOE IPO-
JKaHWEe B pyKax WIHM JIO0OW Opyroi da-
CTH Tela, BO3HHUKAIOIIee MPH BOJIHEHUH,
YTOMJICHUH, IO/ IEHCTBUEM XOJIO/Ia U He-
KOTOPBIX JIEKAPCTBEHHBIX CPEJICTB, TIPH a0-
CTHHEHTHOM CHHJPOME, THPEOTOKCHKO3E,
TUIOTIMKEMUHY, HHTOKCHKAIINSAX;

2) OT — xapakTepu3yeTcs IByCTOPOHHIM
OTHOCHUTEIIFHO CHMMETPHYHBIM KHUHETH-
KO-TIOCTYpalIbHBIM JIpOKaHHEM B PYKax,
K KOTOPOMY TIO Mepe€ MPOTPecCHPOBaHUS
MOJKET IPUCOENUHATHCS aKCHANBHBIN Tpe-
MOp, BOBIIEKAIOIIII TOJIOBY, HUKHIOIO Ye-
JIFOCTB, TOJIOCOBBIE CBS3KH, a TAK)KE HUXK-
HUE KOHEYHOCTH;

3) napxunconuueckuli mpemop — TpeMop
nokost yactoToit 3—6 I'm, gacTto coderaro-
IIMICS C POTATOPHBIM KOMITOHEHTOM, YTO

BHEITHE MOXET HATOMHUHATh «CKAaThIBAHNE
TTAUTIONY WIJTH 32BOJI MEXaHUYECKHX YaCOB;
4) oucmonuveckuii mpemop — (Goxaib-
HBIH, BapraOeIbHBIHN 110 aMIUIUTY/E, ACHM-
METPUYHBIA, HU3KOYACTOTHBIA TpPEMoD,
BO3HUKAIOMIMN Ha (POHE JUCTOHHIECKOM
03Bl ¥ YCHJIMBAIOIIMICS TPH TOMBITKE
OOJBHOTO COTMPOTHUBISTHCS TOHHYECKOMY
TUNIEPKHUHE3Y, HO YMEHBIIAIOMUNUCS MO
JeHCTBHEM KOPPUTHPYIOIINX KECTOB;

5) mo301ceurosulii mpemop — PenMyTIe-
CTBEHHO WHTEHIMOHHBIN UITH HHTEHIIHOHHO-
[OCTYpaJIbHBIA HU3KOYaCTOTHBIN TPEMOP;

6) mesonyeganvrvll («PyOPATLHBINY)
mpemop, unu mpemop Xoimca, — KpymHo-
pa3MaImcToe HU3KOYacTOTHOE JAPOXKaHHe,
TpencTaBsioniee co00i KOMOMHAITHIO ITO-
CTYpaJbHOTO M KHHETHYECKOTO TpemMopa
C TPEMOPOM TIOKOSI;

7) Hébnviii mpemop (HEOHAS «MHOKIIO-
HUS») — 0COOBII THIT TOCTYPaILHOTO Tpe-
MOpa, XapaKTePU3yIOMUHCS OBICTPBIMHU
PUTMHYHBIMA JABMKEHUSIMH MATKOTO HEOA
yacToTou npumepHo 1 I'i;
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Puc. 2.11.J1a3apb ConomoHoBuY MuHop (1855-1942).

8) mpemop npu noaunesponamusix — 1o-
CTYpalbHO-KHHETHYECKOE JIPOJKaHUE Ya-
croro# 3—10 I'm.

Tpemop crnenyer nuddepeHIpOoBaTh
C acmepuxcucom — apUTMHYHBIM TPEMO-
POTIOIOOHBIM KPYITHOPA3MAIINCTHIM TH-
MEPKUHE30M, MPEACTABISIOMNUM COOOM
HETraTUBHYIO MUOKJIOHUIO.

OcHOBHO# (OPMOI1 IEPBUYHOTO TpeMOpa
sersieTcss 9T — HacIeICTBEHHOE J00pOoKa-
YEeCTBEHHOE JIPOKaHUE, TIPEJICTABIISIONIEE
co0OH camoe yacToe 3KCTpanupamMHUIHOC
3a0oeBaHre M MPEUMYIIECTBEHHO TPO-
ABJIAIOIICECA KHHETUKO-IIOCTYpPAJIbHBIM
TpeMopoM B oOeux pykax. Ilogo6Ho BIT
(KoTopas BeChMa TeTePOreHHA U BBIXOIUT
3a pamMKku ofgHoOM matoioruu), DT mpen-
CTaBJIIeT COOOH CBOETO Po/a «XHMEPY»
(TI0 BBIp2XXCHUIO 3HAMEHHUTOTO AHTJIMMA-
CKOTo HeBpoJora Duapio Jlunca), IBssch
Y CHHJIPOMOM, M HO30JI0THY€CKOM (POPMOH.
AHany3 CeMeMHBIX CilydaeB YKa3bIBaeT
Ha ayTOCOMHO-I[OMHHaHTHLIﬁ THUII HaACJIC-
OOBaHMA, IIPU 3TOM IICHETPAHTHOCTH U 3KC-
IMPECCUBHOCTDH MATOJIOTMYECKNUX I'CHOB JaH-
HOTO 3a00J1eBaHMs BapuadenbHa. BakHbIi

BKJIaJ] B OIpEIEIICHUE HO30JIOTMYECKOrO
craryca OT BHec 3HaMEHUTHIN pOCCHIi-
ckuit Hesponor JI.C.Munop (puc. 2.11).

Cnopagndeckue ciydau, COCTaBISAIONINE
HE MEHee IOJIOBHHBI BCEX CiydaeB 3a00-
JIEBaHMS, KIMHUYECKH CXOIHBI C CeMeH-
HBIMH, HO B CpeTHEM IMPOSIBIISIOTCS O3~
Hee, YeM ceMelHbIe (JacTo mocie 60 Jer).
CeHMITBHBIN TPEMOpP paccMaTpHBaOT Kak
BapuaHT DT, BO3HMKAIOLIETO B MO3IHEM
Bo3pacTe (Bce ciay4yau CHOpPagHYEcKHe).
[ToMumo pyK, TPEMOpP MOXKET BOBJIEKAaTb
TOJIOBY, TOJIOCOBBIE CBSI3KM, HOTH, HUX-
HIOIO YeJIIOCTb, TYOBI, S3BIK, TYJIOBHILIE.
YacTtota Tpemopa KomebneTrcs y pas-
HBIX 00bHBIX OT 6 Mo 10 I'm. C Bo3pac-
TOM 4YacTOTa TpeMopa yMeHbInaeTcs (110
4 T'n), a ero aMIUIMTY[a YBEIUIUBACTCS,
OJTHOBPEMEHHO MOXET MPHUCOEAUHUTHCS
TpeMop mnokos. Jpyrue HeBpojoruye-
CKHE TPU3HAKK OOBIYHO OTCYTCTBYIOT,
HO Yy 4acTH OOJBHBIX BBISBIISIIOTCS THIIO-
MHUMHS, PUTUAHOCTD B KOHEYHOCTSIX WM
MHUHUMAJIbHBIE aTAKTHYECKHE MTPOSBICHHUSL.
B ciyuasix, xorza pasBepHyTasi KapTHHA
OT pononusiercs Oonee IBHBIMHU U Hapac-
TalOUIMMH NPU3HAKaMH HMapKUHCOHU3Ma,
caexyet nopymars o couetanuu OT u BII.
B wactu cmydaes OT compoBoxmaeTcs
U JPYTHUMH SKCTPaupaMUAHBIMU CHHIPO-
MaMH, Hanpumep (HOKaabHOH JUCTOHUEH
i Muoknonuei (97-naroc) [46, 49, 53].

Kak ocoOble BapuaHThI IEPBUIHOTO TPE-
MOpa paccMaTpHBaloT:

* [IEPBUYHBIA OPTOCTATHUECKUI TPEMOP;

* NEPBUYHBIN (OKAIBHBIA TPEMOp (HAIpH-
Mep, TOJIOCOBBIX CBS30K H SI3bIKA);

* NEPBUYHBIH KHHE3HOCIennpuIecKuit
TpeMop (Hanmpumep, HepBUYHBIN THCUUH
TpeMop).

Yxe yHNOMHHAIOCh, YTO TOCIIETHUE
2 tuna TpeMopa (EHOMEHOJIOTHYECKH
3aHMMAIOT MPOMEXYTOUHOE IOJIOKECHHE
MEXAy TPEeMOpOoM U (POKaIbHOW AMCTO-
Huel. 30mupoBaHHBIl TpeMOp TOJIOBHI,
BO3HUKAIOIIHH HA (JOHE e TUCTOHUYECKOH
M03bI, KaK MPaBUJIO, MPEICTABISIET cOOO0M
JUCTOHHUYECKUI TpeMop, SIBISSICH BapH-
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Tpemop nokos

«Cnps

« Mpwn aBYXeHnUn
[PYron KOHeYHOCTH

- Mpu xoxb6e

« MNpu oTBNEYEeHUN

«Jlexa

MocTypanbHbIl Tpemop |

* PyKu BbITAHYTbI Biepes,

- Pykn nepeg rpyabto

« PaznnyHan cteneHb
poTauum

| KuHeTnueckuin tpemop

« [Manbue-Hoco-
nanbLeBasn npoba

« MNnucbmo

« Cnupanb Apxumega

« HanuBaHwue B ctakaH

« MnTbe 13 cTakaHa

Puc. 2.12. MeToabl KNIMHNYECKOW OLIEHKW pa3finyHbIX TUMOB TPEMOpa.

aHTOM (hOKaJIbHOW IHUCTOHWH. Tem He Me-
Hee B HEKOTOPBIX CEeMEWHBIX cimydasx OT
Yy OTAEIBHBIX WIEHOB CeMbU HaOmromancs
H30JIMPOBAHHBII TPEMOP I'OJIOBBI, IO3TOMY
BOIIPOC O CUHAPOMAJIBHOM NPHUHAJICKHO-
CTH MOCJIEAHETO OKOHYATENIBHO HE PELIEH.
MeTozb! KITMHUYECKOH OLICHKH PA3JIMYHBIX
TUIIOB TPEMOPA MPEACTABICHBI HA PUCYH-
ke 2.12.

2.6.3. AncToHns

Juctonust (MplleyHasi TUCTOHUS) — CHH-
JIpOM, XapaKTEepHU3yIOLIUHCs HENmpou3-
BOJIbHBIMH MEIJICHHBIMU (TOHHUYECKHUMH)

WU TIOBTOPSFOIIIUMHUCS OBICTPHIMHU (KITO-
HUKO-TOHHYECKUMHU) IBIKCHUSMH, BBI-
3BIBAIOIIMMH BpaIIeHNEe (OTCIOA TEPMUH
«TOPCUOHHAS TUCTOHUS»: OT Jart. torsio —
BpaleHne, CKpydnBaHue), CTU0aHue Wi
pa3rubaHuie TyJOBHINA M KOHEYHOCTEH
¢ opMupoBaHUEM TIOCTOSTHHBIX WJIH TPaH-
3UTOPHBIX ITATOJIOTUICCKUX 1103 UJIH aCCO-
IMUPOBAHHBIMU C OMNPEIEIICHHON MO30il.
B otnmume ot 6omee ObICTPOTO U XaOTHU-
HOTO XOPEHUYECKOTO TUIIEPKUHE3a, PUCYHOK
JTUCTOHMYECKOTO THIIepKHHE3a 0oJiee cTe-
PEOTHIICH U yIOPSIOUCH.
Jucronndeckue GEeHOMEHBI MHOT000-
pa3HBI M BKIIOYAIOT MPEXOJSIIINE HIC-
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TOHUYECKHE CIa3Mbl, KOTOpPblE HHOTAA
OBIBAIOT CTONIb OBICTPHIMH, YTO HAIIOMHU-
HAaIOT MHOKIOHHUIO (TIPH «KJIOHUYECKOW»
(opMe MHUCTOHWH), WU OTHOCHUTEIHHO

PUTMUYHBIH OUCTMOHUYECKUN MPeMop,

O0OBIYHO YCHIIMBAIOIIUNUCS TP TIOMBITKE

OOJIBHOTO TIPEOAONIETh TUCTOHHYECKYIO

mo3y. JlucTtoHmveckrue cma3Mbl MOTYT

BOBJIEKATh AaKCHAJIBHYI MYCKYJIaTypy

Y TIPOKCUMAJIbHBIE (TOPCHOHHBIN CrIa3M)

WA JUCTAIbHBIE OTAENBl KOHEYHOCTEH

(aTeTomm).

XapakTepHasi 0COOCHHOCTh JUCTOHHYE-
CKOTO TUTIEpPKUHE3a — BOSHUKHOBEHHUE HITH
YCHUIIEHUE TIPH TPOU3BOIBHBIX JIBUKCHU-
six. [lepBoHavanbHO THUNEPKUHE3 UMEET
MIPEXOJISANIUN XapaKkTep, BOZHHUKAS IUIIh
IIPH OTPEICIICHHOM JIBUKEHUHW WIIH OTpe-
JIEJICHHOU 103€, HO TOCTENEHHO CTaHO-
BUTCS TOCTOSTHHBIM, COXPaHSSICh U B TIOKOE
(HEe3aBUCHMO OT 3aHUMAEMOH TO3HbI).

Ota 3BONIONMS AUCTOHWW BeChMa Xa-
pakTepHa, a MPOSBICHUS NUHAMUYHOCTH
TUIEpKHHE3a, TaKue KaK yIydIleHUe Io-
CJie CHa, BIUSHUE KOPPHUTHUPYIOIIUX Ke-
CTOB ¥ M3MEHEHUH 10361 (IMCTOHHS YacTO
YCHITUBAETCS B BEPTUKAIHLHOM ITOJIOKESHUN
¥ YMEHBIIAETCS B TOPU3OHTAIHHOM), Ha-
JUYHE TapaioOKCabHOW KUHE3UH (YMEHb-
[IeHHEe TUTICPKUHE3a TIPY U3MEHEHUH TIPH-
BBIYHOTO JIBUTATEILHOTO CTEPEOTHIIA), KO-
nebGaHnsT CUMIITOMATUKH OTO JTHS KO JTHIO,
BIIUSTHUE 3MOIIMOHAIHHOTO COCTOSHUS,
BO3MOXXHOCTh KPaTKOBPEMEHHOU Mpo-
W3BOJIBHON KOPPEKIHH TMaTOJIOTHUYECKON
I103bI, MO3BOJISIOT OTIHYHUTH JUCTOHHIO
oT 3a00JIeBaHHI CKEJIETHO-MBIIICYHOMN
CUCTEMBI, BEI3BIBAOIINX Oojiee (hUKCHPO-
BaHHBIE M3MEHEHHS TO3bI (IICEBIOANUCTO-
Hun) [11].

Ilo pacrpocTpaHEHHOCTH THIIEPKUHE3A
BBIJICTISIOT!

* okanbHyO OUCMOHUI, 3aXBaTHIBAO-
Iy HEOOJBIIYI0 YacTh TEJNa: TOIOBY
W MBIIIIBI WA (KpaHWAIbHAS JTHCTO-
HUs), et (IepBUKANbHAS AUCTOHHUS),
TOJIOCOBBIE CBSI3KH (JIapUHTeATbHAS
JIUCTOHUS), PYKY WM HOTY (IIMCTOHHUS

KOHEYHOCTH), TYJOBULIE (TyIOBHIIHAS

JUCTOHHSA);

* cecMeHmMapHy0 OUCMOHUIO, BOBJIEKAIO-
myto 2 u Oonee CMEXHbIE YacTH Telna,
HarpuMep TOJNOBY (JIMI0) W IS0 HIIH
TOJIOCOBBIE CBSI3KU (CHHIpOM Melixa),
IICIO U PYKY (LIepBUKOOpaxuaIbHas quc-
TOHHMSI) JINOO IO U TYJIOBHINE (AKCH-
anbHasi TUCTOHUA);

* MYIbMUPOKATbHYIO OUCMOHUIO, BOBIIE-
KaloIIyio 2 1 0ojee HECMEXHbIE YacTH
Tena (Harmpumep, JIUIO U HOTY);

* 2eMUOUCMOHUIO, BOBIICKAIOLIYIO OJHO-
MMCEHHBIE KOHEYHOCTH ¥ OOBIYHO HMEIO-
IIyI0 BTOPHYHBII XapakTep;

* 2eHepanu308aHHyI0 OUCMOHUIO, BOBIIE-
KaloIIylo 0ojiee ABYX CMEXKHBIX yacTei
TeJa, a TAKXKE TYIOBHILE.

Iloutn 90% caydaeB NHCTOHUU CO-
CTaBJISICT NEPBUYHASI TUCTOHHSI, KOTOpas
MPOSIBISIETCS TOJIBKO AUCTOHHUUYECKUM TH-
nepkuHe3oM. OHa MMEeT TeHeTHYEeCKHM
(HacneICTBEHHBIN) XapakTep, HO OBIBaET
MpEeACTaBICHa KaK CEMEHHBIMU, TaK H CIIO-
panuueckumu ciayvasmu. [1o Bo3pacty ma-
HU(ECTauN JUCTOHUH BBIIEIAIOT GopMy
C Ha4aJIOM B paHHEM JIETCKOM Bo3pacTe (10
2 7et); B nerckoM Bo3pacte (3—12 ner);
B TOJIPOCTKOBOM Bo3pacte (13-20 mer);
B MoIogoM Bo3pacte (21-40 net); B 3pe-
moM Bozpacte (>40 ner). [Ipu panHem Ha-
qane (Kak npaBuiio, 10 12 jier) AUCTOHHS
00BIYHO UMEET HACIEICTBCHHBIN XapaKTep,
4acTO HaYWHAETCS C TUCTAJIBHOTO OTHAENa
OIHOM HOTH WJIH, peXe, OHON PYKH, a 3a-
TEM T'eHepallu3yeTcs, BOBICKAs TYJIOBHILE.

IIpu Oonee mo3mHem Hadaie (mocie
20 neT) IWCTOHMS Halle NpeACTaBlICHA
CHOPAANYECKUMH CIy4asiMH, MEPBUYHO
BOBJICKAET MBILIIBI BEPXHEH YacTH Tena
(men, KpaHUATBHOW MYCKYNATyphl WIIU
PYKH), a B TIOCIEAYIOMIEM 00 ocTaeTcs
(okanabpHOM, MO0 3aXBaThIBACT COCEIHNE
oTzeNbl (T.€. CTAHOBUTCSI CErMEHTAPHOM),
HO TeHepaIu3auus AUCTOHUH HabmonaeT-
csl KpaiiHe penko [39].

B kiaccuueckoMm BapuaHTE JUCTOHUS
HacJeLyeTcsl 0 ayTOCOMHO-JOMHHAHTHO-
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My THITy ¥ CBsI3aHa C MyTauueil B JIOKyce
reda DYT1 na 9-it xpomocome, koaupyto-
miero 6e10k TopcuH A. Pexxe BcTpedaroTcs
JpyTrHe BapuaHThl TeHEPATN30BaHHOM aAnc-
TOHUH C HACJEIOBAHUEM IO ayTOCOMHO-
PELECCUBHOMY WJIM PELECCUBHOMY ClLie-
IJICHHOMY ¢ X-XpoMocoMoii Tumy [48, 54].
[TonpoOHee 310 paccmarpuBaeTcsi B Ifia-
Be 12.

®doxkanbHbie (OPMBI BCTPEYArOTCs MpPU-
MepHO B 10 pa3 yamie, 4yeM reHepaIu3o-
BaHHble. K dunciay 9acTeIXx (oOKaJbHBIX
BAPMAHTOB OTHOCSTCS KpaHHalIbHas
OUCTOHMSI, BKIIIOUaromas Onedapocmnasm
1 OpOMaHANOYISIpHYIO (opodannaibHyo)
JUCTOHUIO, W LIEPBHUKAIbHAS THUCTOHUS.
Coueranne opodanuanbHONH TUCTOHUU
C TUIIEPKHHE30M APYTHUX MBILII JIMLA,
B TOM 4uclie ¢ OnedapocmnasMoM U TUCTO-
HHUEH MBI 1Ier (cerMeHTapHasi KpaHHO-
LIepBUKaJIbHASL JAMCTOHHS), 0003HAYAIOT
Kak cunopom Metiowca. Bapuant opomaH-
IUOYISIPHOW JUCTOHUH, MPOSBISIOIIUICS
HETPOU3BOJIBHBIM OTKPBIBAHUEM PTa U BbI-
COBBIBAaHHEM $3bIKA, HA3BIBAIOT CHUHIAPO-
MoM bpeiirenst BBy cXOACTBa C JIMLIOM
3€BalOLIETO YeJIOBEKa, H300paKeHHOTO
Ha kaptuHe I[lutepa bpeitrens-crapiuero.
OnHaKo 3TO 3TOHUMHUYECKOE 0003HAUCHHE
BHOCHT JIMIIb JTOTIOJHUTEIBHYIO ITyTaHU-
Iy B TEPMUHOJIOTHIO U B ITOCJIEIHUE TOMIBI
ynotpeOIsieTcst Bce pexe.

B HEKOTOpBIX CEeMEHHBIX CIydasx cer-
MEHTapHOW KpaHHOLEPBUKAJIBHOU OHC-
TOHHUH, IPU KOTOPOH MMeeTcs codeTaHhe
CIIacTHUYECKOH KpuBoLIeH ¢ Onedapocmas-
MOM U 0podannaibHON JUCTOHUEH, BBISB-
nieH reHeTrnueckuii nedekr (rex DYT6 Ha
8-i1 xpomocome). B cemeitHbIX cirydasx
YHCTO LIEPBUKAJIBHON JUCTOHUH BBISIBJICH
natojoruyeckuid red DYT7 na 18-i1 xpo-
Mocome. OfHako MprUYMHA OOJIBIIMHCTBA
Clly4yaeB IIEPBUKAJIBHOM TUCTOHUH OCTACT-
Cs HESICHOM (MauonaTudeckas LepBUKab-
Hasl TUCTOHHSA).

B nocneanue ronsl BelIeIeHA TpyMIia
3a00neBaHmii, yCJIOBHO 0003HauaeMbIX
KaK OUCMOHUA-NIIOC, TP KOTOPBIX JTUC-

TOHWYECKHH THIIEPKUHE3 COMPOBOXKIAETCS
JOPYTHMH SKCTPaIMpaMHUIHBIMU PAacCTPO-
CTBaMH:

* CUMITOMaMH NapKUHCOHM3Ma (HaIpH-
Mep, AUCTOHUA-NIApKUHCOHU3M, YYyB-
cTBUTENbHAS K JeBogone, — JJODA-uyB-
CTBHUTENbHAS TUCTOHUA);

* MUOKJIOHHEH (MHUOKJIOHMYECKasi THCTO-
HUS).

Bropuunas (cuMnToMaTn4eckasi) IucTo-
HUs cocrapiser He Oonee 5—10% cimyyaen
nuctonuu. Ilocne owaroBoro mospexne-
HUS 0a3aJIbHBIX TaHIIMEB WJIM Tajlamyca
(Hanpumep, IPU MHCYIIBTE) TUCTOHUS MO-
KET pa3BUBATHCS CITyCTS HECKOJIBKO Mecs-
LIeB, MHOTIZIA Ha (JOHE perpecca reMunapesa
(«orcraBneHHas» aAucToHMs). JucTonus
KOHEYHOCTH M3pelKa BO3HUKaeT Ha (oHe
TSOKEJION PEeQIEKTOPHOW CHUMIATHYeCKOH
TCcTpoduH (KOMIUIEKCHBIH pEernOHapHbIH
OoneBoii cuHAPOM 1-ro THIa), BOSHUKIIEH
rmociie nepudpepudeckordl TpaBMbl (Tak
HaspIBaeMasi (UKCUPOBAaHHAs NHUCTOHMSA,
KOTOpPYIO HEKOTOpPBIE aBTOPBI OTHOCST
K (pyHKIMOHAIBHOHU [cM. miaBy 20]).

Bakneiimei mpuunHON BTOPUYHON UC-
TOHHMH CIYXKHUT BO3IEHCTBHE JIEKAPCTBEH-
HBIX CPEACTB, IPEXkAE BCEr0 HEUPOIENTH-
KOB, METOKJIOIIPaMU/a, IpenapaToB JEBO-
JIOTIbI, aHTUKOHBYJIbCAHTOB. B codyeranun
C IpPYTMMH HEBPOJIOTHYECKUMH CHHIPOMA-
MU JUCTOHUS HAOIIOAAETCS MIPU IHUPOKOM
KpyTe MyJbTHCUCTEMHBIX IeT€HEPATHBHBIX
W HACJICACTBEHHBIX METAa0ONMYECKUX 3a-
OoneBaHUH.

2.6.4. Xopesn

Xopest — OpICTpEI ((aszudeckwnii) rurep-
KWHE3, TPEACTABISIONINA CO00# MOTOK
HEPETYISAPHBIX 110 BPEMEHH W aMILTUTYIE
XaOTHYHBIX BBITYPHBIX MYITBTH(OKATHHBIX
JIBM>KEHU M, KOTOPBI BHEIITHE HATIOMUHAET
TPUMacHUYaHbE, YKUMKH, MPUIYIHBHIE
TaHIIEBAIbHbIE IBUKCHU.

Xopest — OTUH U3 HEMHOTHX SKCTpaI-
PaMHIHBIX THIIEPKUHE30B, TMEPBUYHbBIC
(hopMBI KOTOPBIX MO YACTOTE YCTYIIAIOT
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Puc. 2.13. bonblas xopes (c kapTuHbl Mutepa bpelirena Mnagwero (1564-1636), n3obpakaioLen NAAcKy

cBsiToro MloaHHa).

BTOpHYHBIM. Hampumep, jgexapcTBEeHHBIE
JUCKUHE3nn y nanuenTos ¢ bIl, Hocsmue
X0pen(OpMHBIA XapaKTep, BCTPEUAIOTCS
ropaszio Jaiie, 4eMm Jtooas Gopma nepsuy-
HoM xopeu. Camas yacrtas JiereHepaTHBHasA
xopes — bl — HaclieAcTBEHHOE IPOrpeccH-
pytoiee 3aboeBaHIe, IPU KOTOPOM XOpest
codeTaercs ¢ JEMEHIMENH U IPyTHMHU JKC-
TpanupaMUAHBIMU CUHAPOMAaMH, MO3TO-
My, SBISISICH 110 CYTH NEPBHUYHOM XOpeeH,
OHa ONM3Ka K TPyIIe MYJIbTUCHCTEMHBIX
nerenepanuid. bonee toro, BI' — omno
13 HEMHOTHX 3a0oneBaHHM, IpH KOTO-
PBIX MOXET HaOII0NaThCsl MPAKTUYECKH
mo00e BUTAaTElbHOE PacCTPOMCTBO.
B cBsa3u ¢ atum Tepmun «bI» mpenmno-
YTUTENbHEE, YeM Oosiee TpagulMOHHBIH
JUISL OTEUECTBEHHOW JIUTEPATyphl TEPMUH
«xopes I'entunrrona». Crengyer ymnoms-
HYTh 00 OIIMOOYHOCTH OTOXKACCTBICHHS
xopen [eHTHHITOHA M TaK Ha3bIBaEMOM
Ooxbiroi xopeu. Ilog mocnenHedt moHu-
MAalOT MacCOBBIE KOHBEPCHOHHBIE HIIH ap-
TU(UIHMATIBHBIE PACCTPONCTBA ABHKEHUH,
KOHTAarno3HO 3aXBaThIBAIOINE TOJITY, KO-
TOpas B PEIMTMO3HOM 3KCTa3e CTEKanach
BO BpeMs LIEpPKOBHBIX MPa3IHUKOB K Xpa-
MaMm (puc. 2.13).

Marnas xopes, SIBISIOLIAsACcs 0CI0KHEHH-
€M PEeBMaTu3Ma U B MIPOIILJIOM COCTaBIISIO-
111251 3HAYUTEIbHYIO YacThb CIIy4aeB BTOPHY-
HOW XOpeH, B MOCJIEAHUE TOABI BOSHUKAET
UCKJIIOYUTENBHO peako. B cBsa3u ¢ aTuM
[IPY BO3HUKHOBEHUH XOPEH B IETCKOM HJIH
IOHOIIIECKOM BO3PacTe Ba)KHO HCKIIIOYaTh
WHBIE TIPUYHMHBI CUHAPOMA: COCYIUCTYIO
XOpero, CUCTEMHYIO KPacHYIO BONTYaHKY,
TUPEOTOKCHUKO3, aHTU(OCOTUTTNIHBINA
CHUHIIPOM, MOJHUIMTEMHUIO, XPOHHUECKYIO
MEYCHOUHYIO HIE(aNTONaTHiO, ayTOUM-
MYHHBIH 3HIE(aNINT, mapaHeoriacTuye-
CKHUI cuHApoM, Helpocuduimc u ap. [35,
52, 57]. B uenom nepBu4HbIE HOPMBI XO-
ped, B OTJIIMYKE, HAapUMEp, OT TUCTOHUH,
YCTYTAIOT 110 yIEJIbHOMY BECY BTOPUYHBIM
¢dopmam.

Xopest 4acTo CONMPOBOXKAAETCS:

* CHW)KCHHEM WIH (peXe) MOBBILICHUEM
MBILIEYHOTO TOHYCA;

* UMIIEPCUCTEHIIMEN — HECHOCOOHOCTHIO
IUTUTEIBHO YAEPKUBATh MOAHITYIO
BBEPX PYKY, BBICYHYTBIH S3bIK WU APY-
TYIO 103y, 0COOCHHO MU BBIIOJIHEHUN
KOHKYPHUPYIOLETO ABHKCHUS;

* «3aCTHIBAIOIIMMM» pediexkcaMu (0co-
OEHHO KOJICHHBIMH);
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* napakuHe3ueil — monbITkaMu npedop-
MHUPOBaTh HETPOU3BOJIBHOE ABIMKECHHUE
B BUIUMOCTB TPOU3BOJIBHOTO.

2.6.5. bannusm

bannu3m xapakrepuzyercsi OBICTPBIME paz-
MaITUCTBIMA (0aJUTMCTHYECKIMHE) HETIPO-
W3BOJIBHBIMH JIBIDKEHISIMA KOHEYHOCTEH,
MIPENMYIIIECTBEHHO BOBJICKAIOIIUMH WX
MIPOKCUMAITbHBIE OTIENbI U HEPEAKO MMe-
IOIIMMHU pOTaTOpHBIN XapakTep. I1o cBoe-
My PHCYHKY OH OJTM30K K XOpee W WHOTJa
paccMmarpuBaeTcs Kak ee BapuaHT (XOpeo-
Oaymm3M). ['mmepkuHes Jarre Bcero BoBJie-
KaeT JIUIIb OJHY ITOJIOBHHY Teja (TeMuoar-
JIN3M), peke — 00e HOTH (ImapadayuTusm),
HO MOKET OBITh M TEHEPATN30BaHHBIM (OH-
6amnsm) [33]. I'emubammm3m gare BCero
CBSI3aH C WIIEMHUYECKUM HIIM TeMOopparu-
YeCKUM HHCYIBTOM ¢ BoBiedeHuem CTS,
peXXe — HEMOCPEICTBEHHO CBSI3aHHBIX
C HAM CTPYKTYyp MOTOpPHOTO Kpyra. Pen-
KAMH TPUYUHAMH TeMHAOaITi3Ma CIyXKar
apTeproOBEeHO3HAs MalTb(opmanys, HH}eK-
nud (B TOM YHCIIe a0cIiecc mMo3ra, TOK-
COIUTa3Mo3, Helpocudmimc, TyoepKymes,
KpHNITOKOKK03), UMT, ormyxob Mo3ra uiu
paccestHHBIN CKIIepo3, MeTabonmdecKre
HapyIIEHUs, BO3ICHCTBHUE JIEKAPCTBEHHBIX
cpeacTB (AHTHKOHBYIIbCAHTOB, TIPENapaToB
JIEBOMIONBI, MOynpodeHa, opaabHBIX KOH-
TparenTuBoB) [55].

2.6.6. AteTo3

ATeTo03 mpeCTaBIseT COOOW MEJICHHBIN
TOHUYECKUN TUIIEPKHUHE3, IPOMEKYTOU-
HBII MexXy Xopeed u nucronuent. «llom-
3ylIee» pacipoCTpaHEeHHUE TUIEPKUHE3a
OpuaacT HEIMPOU3BOJIBHBIM JBUKCHUAM
B JUCTAJIbHBIX OTACIaX KOHEUHOCTEH qep-
BeOoOpa3HbIi XapakTep, a B MPOKCUMAIIb-
HBIX OTJIeJIaX — 3MEe00pa3HbIil XapakTep.
Kak u mpu xopee, 1BHXEHHUS HOCAT HEMpe-
PBIBHBIM XapakTep, HO, B OTIIMYUE OT HEE,
OHHU 0oJiee MEIJICHHBI, CIIOKOMHBI, OIHO-
0o0pa3Hbl, CONMPOBOXKAAIOTCS Pa3BUTHEM

HETIOCTOSIHHBIX MPEXOISIINX MaTOJIOTHYe-
CKHX T103. DHEPrHYHOE BOJIEBOE YCHIIHE,
¢ukcanusi KOHEYHOCTH WJIM OTBIICUCHUE
BHUMAaHUSI MOTYT Ha KOPOTKOE BpeMs Ipe-
KpaTuTh NaTOJIOrMYECKOE JBIKCHHUE.

AteT03 00BIYHO BO3HUKACT IPH ITOBPEXK-
NeHNsAX 0a3ajbHBIX TAHIJIMEB Pa3IMYHON
MPUPOIBI B IEPUHATAIIEHOM MEPUOAE WIH
paHHeM aeTckoM Bospacte. Kak camocto-
SITEJIbHBIN CUHIPOM OIMCaH ABOMHOM are-
TO3, KOTOPBIA MPUHATO CYUTATh TUIIEPKU-
netnaeckoit popmoit JILI1. Kak u nqpyrue
cunapomsl LI, nBoiiHON aTeTO3 MOXET
OBITH CBA3aH C BO3ACHCTBHEM WHQEKIMH
W TUIOKCHM B NEPHUHATAJIBLHOM MEpUOE,
SIIEPHON JKENTYXOH BCIIEACTBUE pe3yc-
KoH(]IHKTa, pomoBoi TpaBMoi. [Ipu saep-
HOM ENTyXe 30HbI OTI0KEHHS OMInpyOu-
Ha B [10JI0CAaTOM Tejie Ha T 1-B3BEIIEHHBIX
n3o0paxkerusx npu MPT umeror rume-
PUHTEHCHUBHBIN XapakTep U TpeOyroT aud-
(epeHInanbHON TUarHOCTUKH C MapraH-
1eBoi sHnedanonarueit (cMm. rmasy 10).
ATeT03 KaK CUMIITOM MOXET HaOII0AaThCs
MIPY HACJICACTBEHHBIX 3a00JI€BaHUSIX C TO-
paKEHUEM HKCTPATMPAMHUIHON CHCTEMBI
(bI, TJIM), a Takke mpu mopakeHUH Oa-
3aJIbHBIX Y3JI0B Pa3JIMYHOW 3THOJIOTHU:
IpY TpaBMax, HHPEKIHAX, THTOKCUKALIIH
(okuCBIO yrepoaa, cepoyIviepoaoM), Je-
KapCTBEHHBIX BO3IEHCTBUAX (mpueM de-
HOTHA3UHA), IEHKOAUCTPO(UIX, CHHAPOME
Jlema—Haiixana.

2.6.7. MuoknoHuns

MHUOKJIOHUH XapaKTepU3YIOTCsl HENPOH3-
BOJILHBIMH BHE3QITHBIMH KPaTKOBPEMEH-
HBIMU OTPBIBUCTHIMU HEPUTMHUIHBIMH HITH
PUTMUYHBIMU COKPAICHUSIMH OTIEIBEHBIX
MBI WK MBIIIEYHBIX TPYIIIL.

[To pacnpeneneHUIO THIIEPKUHE3a BBI-
JETISIOT: TeHEPAITH30BaHHYI0, MYILTHHO-
KallbHYI0, CETMEHTApHYI0 U (POKaIbHYIO
MHUOKJIOHUIO. [0 MeXaHu3My BO3ZHUKHO-
BEHUS Pa3M4aroT: 1) CIIOHTaHHBIE MHO-
KJIOHHH; 2) pedIeKTOPHBIE MHOKJIOHHH,
BO3HMKAIONIUE TP BHE3AITHOM 3BYKE,
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BCIBIIIKE CBETa, MPUKOCHOBEHHH; 3) KH-
HeTH4YecKHe (AaKIMOHHBIE) MHOKJIOHHH,
BO3HHKAIOLIHNE TOJIBKO MPU IPOU3BOIHHOM
JIBIO>KEHUH [22].

ITo maropu3nOIOrHIECKOMY MeXaHH3-
My pa3in4yaroT MMO3UTHBHBIE MHUOKJIOHUH,
CBSI3aHHBIC C MBIIICYHBIM COKpAIICHHEM,
1 HEraTUBHBIC MHUOKJIOHWH, BBI3BAaHHBIC
KPaTKOBPEMEHHBIM BBIKIIOUCHHUEM MBI-
meyHoro Tonyca. Onucansl 3 BapHaHTa
HEraTUBHOW MMOKJIOHMH: 1) acTepHKcHC
MIPH TIEYCHOYHOW M APYTHX TOKCHUKO-Me-
Ta0OIMYECKUX SHIeANONaThsIX; 2) MUO-
KJIOHUS aKCHAJIBHBIX MBILII] ¥ HUDKHUX KO-
HEYHOCTEH (C «IIPHUIMAIAI0NIC» TTOXOIKON
W BHE3AIHBIMU MAJCHUSAMH); 3) dHHICH-
THUYECKasl HETraTUBHAs MHUOKJIOHUS. Y TO-
XKHJIBIX OTHOCHUTENIBHO PEAKO BCTPEUACTCS
OpTOCTaTHYECKasi MUOKJIOHHS, BBI3bIBAIO-
ast HapyHIeHus Xoas061 [51].

MUOKIOHUN — OTHOCHTEIBHO IPHUMH-
TUBHBIA M YHUBEPCAJIbHBIH THIEPKHUHE3,
KOTOpHIN HaOmromaeTcs kak B Hopme (u-
3MOJIOTMYeCcKasi MUOKJIOHHS), TaK U B I1aTO-
norud. Ilo gokanu3anuu reHepupyromero
oyara BBIACIISIOT KOPKOBYIO, MOJKOPKO-
BYIO, CTBOJIOBYIO (MHOTZIA UX OOBEIUHS-
0T B €AMHYIO ITOAKOPKOBO-CTBOJIOBYIO
dhopmy), cerMeHTapHYIO (CIIHHAIBHYIO)
1 nepuepuuecKyr0 MHOKIOHNU. Hanbo-
Jiee 4yacTo BecTpedaeTcs Gru3noaornyeckas
MHOKJIOHUSI, XapaKTePU3YIOLIasCsl THITHHU-
YECKUMH TOIEPTUBAHUSIMH.

OTIUYHUTENBPHOW YEPTOM KOPKOBOM
MUOKJIOHMHU (caMoil yacTtoit (popmoii ma-
TOJIOTUYECKOW MHOKIJIOHHH) SIBIISIIOTCS €€
pedIIeKTOpHBI 1 KMHETHYECKHH Xapak-
Tep, POKaIbHOE WM MYJIbTH(OKAIBHOE
pacrpeneneHye runepKuHe3a, IpeuMylie-
CTBEHHOE BOBJICUCHHUE JHIA U JUCTAIb-
HBIX OTZIEJIOB KOHEYHOCTEH. Y MalMeHTOB
C HelpoaereHepaTUBHBIME 3a00JIeBaHMS-
MU M CHHAPOMOM NapKHHCOHU3Ma (IIpH
MCA, JTJI, KBJl) nepeaxo mpuoOperaet
($hopMy NOTMMHUHUMHOKIIOHYCa — pediek-
TOPHBIC MOACPTUBAHUS OTAEIBHBIX Majlb-
ueB. [Ipn nommmuorpaduu BBIBISIOTCS
BCHBIIIKM MeHee 50 Mc, mpu HccieaoBa-

HUU COMaTOCEHCOPHBIX BBI3BAHHBIX MO-
TEHIIMATIOB — TUTAaHTCKHE NOTEHIIHUAIIBI.

[ToaxopkoBasi MUOKJIOHUSI OOBIYHO TPO-
SIBJISIETCS] TOJIBKO NP IBMXKCHUHU (KHHE-
THYECKask MUOKJIOHUS), UMEET MYIBTH(O-
KaJIbHBIN XapaKTep, Yalle BCEro BOBICKACT
MBILIIBI JIMNA, IeH, TPOKCUMAJIBHBIE OT-
JeTIbl BEPXHUX KOHEYHOCTEH 1 HEPEAKO CO-
YeTaeTcs ¢ JUCTOHUEH (MHOKIOHHYECKas
nuctoHust). [1onKOpKOBBIE MHOKJIOHHUH
BO3HHKAIOT B PE3YyNIbTaTe Pa3psaoB BO BHY-
TPEHHEM CerMeHTe OJIeIHOTO 1Iapa U Mo3-
xeuka. [IpogomKUTEeTbHOCTE BCIBILIEK
mpu nonumuorpaguu npessimaet 100 mc.

CTBOJIOBast MUOKJIOHUSI OOBIYHO OBIBAaET
TeHEpaJM30BaHHON U MMEeT IpeuMylie-
CTBEHHO peduiekTopHBIH xapakrtep. Cer-
MEHTapHasi MUOKJIOHUSI BOBJICKAET MBIII-
16, THHEPBUPYEMBbIC OTHUM U HECKOJIb-
KHUMH CMEXHBIMH YPOBHSIMH MO3TOBOTO
CTBOJIA MJIM CETMEHTAaMH CIIMHHOTO MO3Ta.

[Io BpeMeHHOMY PHCYHKY BBIAEISIOT
HEPUTMHUYHYIO, OCHMUISTOPHYIO U PHUT-
MHYHYI0 MHOKIOHHUIO (MHOPHUTMUIO).
[locnenHsisi HAMOMHUHAET TPEMOP, HO NPH
TPEMOpE MBILICYHbIC COKPALICHUS CIEIy-
IOT JIpyT 3a ApyroM 0e3 mepepbiBa, TOraa
KakK [IPU MHOPUTMHUH MEXIy OTACIbHBIMH
MBILICYHBIMUA COKPAIICHUSIMH OTMEYaIOT-
cs1 onpeieNieHHble HHTepBaibl. CoueTanne
OKYJIOMAaCTUKaTOpPHOM MHOPHUTMHUU C JIe-
MEHIMEH W Mape3oM B30pa XapaKTepHO
st Oone3Hn Yumia.

Kak n npu 1pyrux rumnepkuHe3ax, Mox-
HO BBIJCTHUTD 3 TPYINIIbI 32001€BaHUM, BbI-
3BIBAIOIINX MUOKIOHUIO. K epBruHOii OT-
HOCHUTCS IIPEXKE BCETO ICCEHYUANbHASL MU-
OKJIOHUSL, KOTOpasi HAYMHAETCS Yalle BCETo
Ha 2—3-M JECATUICTUH KU3HU U IPOSIBIIS-
eTcs IIaBHBIM 00pa3oM MynbTH(OKaIbHBI-
MH MHOKJIOHHYECKUMH TOAECPTUBAHUSIMH,
BOBJICKAIOUTUMH MHMHYECKHE MBILIIIBL,
MBILIIBI [IeH, BEPXHUX KOHEYHOCTEH, Ty-
JIOBHUIIIA, UHOTA — HOT U YCHJIMBAIOLIMU-
csl TIPU ABMKEHUH W BOJNHEHHU. Bo3moxk-
HBI KaK CIOpPaJNuecKue, TaK U CEMEHHbIe
Clly4yau, YKa3bIBalolLI1e Ha ayTOCOMHO-0-
MUHAHTHBII THI HacjieIoBaHUs. Y HEKO-
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BII — xpoHuyeckoe nporpeccupyromiee 3a-
OoJieBaHKE TOJIOBHOTO MO3Ta, IIPEenMyIie-
CTBEHHO CBsI3aHHOE€ C JlereHepanuen ao-
¢damunepruyeckux HeliponoB UC, a Takxke
JIPYTUX OTAEJIOB HEPBHOM CUCTEMBI, Kak
MPaBUIIO, C 0Opa30BaHUEM B HHUX OCOOBIX
BHYTpHUKJIETOUHBIX BKiItoueHui (TJI), mpo-
SIBIISIIOLIEECS COUETaHMEM THUIIOKWHE3UU
C PUTHIHOCTHIO, TPEMOPOM IOKOsI, Hapy-
LICHUEM PaBHOBECHS M XOIBOBI, a TaKKe
LTUPOKUM CIIEKTPOM HEMOTOPHBIX CUMITO-
MOB.

3.1. KpaTtkaa ucropuyeckas
cnpaBKa

Kak camocrosiTepHasi HO30J0THYECKAS
(dopma 3aboneBanue onucano B 1817 .
3HAMEHUTBIM AHIIMICKUM BpadoM JDxeim-
com Ilapkuuconom (James Parkinson,
1755-1824) B «Dcce o npokareIbHOM
napanmue» [208]. Ix.[lapkuHCcoH HCKITIO-
YUTEIIbHO TOYHO ONHcan OOJBITUHCTBO
OCHOBHBIX TPOSIBIICHUN 3a00JIeBaHUS:
TpEMOp TOKOsI, COTOEHHOCTD, IIApKaHbe
pHU X01b0€, pETPOIYIIBLCHIO, YKa3aB TAKKE
Ha TPOTPECCUPYIONIHIA XapakTep 3abole-
BaHUsI, HEYKJIOHHO BEIYyIIET0 K 00e31BU-
JKEHHOCTH U JIeTaIbHOMY ucxony. B 1860-¢
ronbl panity3ckuit Hespotor JK.-M. [ Iap-
ko (1853-1940), Baecmmii BechMa CyIIe-
CTBEHHBIN BKJIaJ B ONMUCAHHE KIMHUYE-
CKOM KapTHHBI 3a00seBaHus (OH BIEpPBbIE
OTMETHJI HaJM4ue MBIIIEYHOW PUTHIHO-
CTH, MUKpOTpadHu, CEHCOPHBIX M TICHXH-
YECKHUX PACCTPONCTB), IPEIIOKHI B UECTh

bone3sHb [lapkuHCcoHa

Jix.IlapkuHCOHA Ha3BaTh 3a00JIEBaHUE €TO
UMEHEM.

Tonpko B 1912 . HEMEIIKMM HEUPOMOP-
¢domorom F.Lewy B HelipoHax 0a3aibHBIX
sIIep MEPEHEr0 MO3ra U JOPCAIBbHOM MO-
TOPHOM sape OMyKJarolero Hepsa y mna-
IUEHTOB, cTpaaaBmux bI1, ObuTH onMcaHbI
303uHOGUIbHEIC BKIOUeHUS. B 1919 r.
BBIJIAIOLUICSA OTEUECTBEHHBI HEBPOJIOT
K.H.TpeTpsikoB ommcan aHaJOTUYHBIC
BKJIIOUeHUs B HelpoHax YUC, Ha3BaB ux
tenbuaMu JleBu M mokaszaB, YTO C MoOpa-
KEHHEeM UMEHHO 3TOT0 OTJieja MO3Ta CBS-
3aHO pa3BuTHe 3aboneBanus. B cepenune
XX Beka ompeneneHa posb AedunHTa
nodamMuHa B 0a3albHBIX TAaHIIUAX B Ma-
TOTeHe3e 3a00JIeBaHHSI U BO3MOXKHOCTD
ero 3pPEeKTUBHOTO JICUCHUSI C TIOMOIIBIO
MpeAlIecCTBEHHNKA nodaMuHa JIEBOJO-
bl, 4TO CBsi3aHO ¢ uMeHamu H.Ehringer
u O.Hornykiewicz (1960). CoBpeMeHHbIH
aran ucciaenosanuil bII Havancs ¢ BeI-
SIBJICHUSI 3HAYEHUs NMPECUHANTHYECKOrO
Oesika anb(a-CHHYKJICMHA B MATOTCHE3E
MOBPEXKJIEHUST HEPBHBIX KIIETOK U (op-
mupoBaHuu TJI. XoTs HO30J10rH4YeCcKUMl
craryc blI cuuraercs ycrosBmumMcs, B 110-
cnenHue roast bII Bce vamie paccmarpusa-
10T KaK KJIMHHUKO-NIATOMOP(]OoIorniecKuii
CUH/POM, CBSI3aHHBIN C M30MpaTeNbHON
JlereHepalued HUTPOCTPUAPHBIX HEUpOo-
HOB, KOTOPBII MOYKET BO3HUKATh B paMKax
HECKOJLKUX 3a00JIEBaHUIi, B TOM YHCIIE
BBI3BAHHBIX PA3TUYHBIMU T€HETUYECKUMU
MyTauussMu. Eciu moucku mpuXKU3HEH-
HBIX J1TaOOPaTOPHBIX W HEWPOBH3yaIH3a-
LIUOHHBIX OMOMapKepoB aib(a-CHHYKJIe-
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WHOTIATUH YBEHYAIOTCS YCIIEXOM, TIOSIBUT-
Cs BO3MOXXHOCTh PaHHEW JAMArHOCTHUKH
Ha TPOJPOMaJbHOM 3Tare 3a0oJieBaHUs,
a Takxe Oonee cTpororo otHeceHus K b1
TOJIBKO T€X CITy4aeB, KOTOPHIC CBSI3aHBI
C OTIIOXKCHHEM alb(a-CHHYKIIEHHA B op-
me TJI.

3.2. dnuaemuonornsa

BIl — omHo w3 Hambosee YacThIX XPOHU-
YCCKHUX WHBAIUAUIUPYIOIHUX HEBPOJOTH-
yeckux 3aboneBanuii. OHa HabOmOmaeTcs
BO BCEX CTpaHaX MHpPa U BO BCEX ITHHU-
YecKuX rpynmnax. B HekoTopeix Hccie-
JOBAHUAX IIOKAa3aHO, 4YTO B a3MATCKUX
1 ahpUKaHCKUX CTpaHax 3a00JIeBaeMOCTh
BIl mmxe, uem B EBpome u CeBepHoOi
AmMepuke, OTHAKO T pa3InIus OObICHS-
FOTCS HE CTOJIBKO PACOBBIMU OCOOCHHOCTS-
MM, CKOJIBKO HCOANHAKOBBIMU YCIIOBUAMU
’KU3HHU, B HaCTHOCTH JOCTYITHOCTBIO MCIM-
LMHCKOW TTOMOIIH U BIUSHUEM (PaKTOpOB
BHEITHEHN Cpeibl.

CoracHo MOMYMSIIMOHHBIM HCCIIEI0Ba-
HUSIM, pacnpocTpaneHHoCTh BII cocrapmns-
et ot 120 1o 200 Ha 100 ThIC. HaceeHHUS,
3abomeBaeMocTh — 0T 12 110 20 Ha 100 THIC.
Hacenenus B rof. Jlo 50 ner BII BcTpeua-
eTCsl pellko, HO C BO3PAcTOM ITOKa3aTenn
pacpoCTpaHEHHOCTH M 3a00JIeBa€MOCTH
HEYKJIOHHO PAaCTyT, IIpUYEM Y JINI CTap-
me 70 jet 3a00JeBaeMOCTh JIOCTHUTAET
55 na 100 ThIC. HaceNeHus B TOf, a y JIUI]
crapme 85 mer — 220-304 wa 100 THIC.
B roa. Pacnpoctpanennocts BIT cpeau nuig
crapie 65 et — 1-2%. OpueHTHpOBOYHOE
yucno nauueHTos ¢ bIT B mupe B HacTos-
1ee BpeMsi IOCTUTIIO 6 MITH.

HeGomnpimoe nomynsiuoHHOe HCCIeno-
BaHue, MpoBeeHHOE B COTHEYHOTOPCKOM
paiione MoOCKOBCKO#1 005acTH, MMOKa3aio:
pacuetHasi pacnpoctpaHeHHOCTh BII co-
craBuna 139,9 ciyuas ma 100 TBIC. Hace-
neHus, a 3abojeBaeMocTs — 16,3 cimydas
Ha 100 THIC. Hacemenus B rox [8, 9]. Oto
MIPUMEPHO COOTBETCTBYET IOKA3aTEIsM,
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MOMYYSHHBIM B IPYTUX BOCTOYHOEBPOTICH-
CKUX CTpaHax.

BIT HeckopKO Yalie BCTpedaeTcs y Myk-
ypH. CooTHolleHHe 3a00JIeBaeMOCTH
Yy MY>KYHH M XKEHIIUH BapbupyeT oT 1,1 10
1,8, coctaBnsia B cpennem 1,2—-1,3. Pasz-
TUIAs B 320071€BAEMOCTH MEXKAY MY KUH-
HaMU 1 KECHITUHAMA Han0oJiee BIPaKEHBI
B JIBYX BO3PacTHBIX niepruoaax — 1o 60 et
u nocie 70 jger. B OonpmMHCTBE 3iuae-
MHOJIOTHUECKHUX HCCIICIOBAHUM MOKa3aHa
OTHOCHUTEIIbHAS CTAaOMILHOCTE 3a00JIeBa-
emocty BIl u TeHmeHIWS K YBEIUYCHHIO
pacupoctpanenHoctu bIl, cBs3anHas
C «TOCTapeHueM» HaceleHUs U yIydile-
HUEM BBDKHBAEMOCTHU TarueHToB ¢ BII.
B mocnemnue roapl B psAne pa3BUTHIX €B-
pOTEHCKHUX CTpaH OTMEYEHA TEHICHITUS
K YBEIIMYCHHIO HE TOJIHKO pPacCIpoCTpa-
HEHHOCTH, HO U 3a0omeBaemoctu BII, uto
CBSI3BIBAIOT C TIPOMBITILIEHHBIM HITH OBITO-
BBIM 3arpsi3HEHHEM OKPYKAIOIIeH Cpepl.
[Ipenmnonararot, 4To yKa3aHHAS TEHICHIINS
MOXET IMPUBECTU K TOMY, YTO YUCICHHOCTh
OonpHEIX ¢ BI1 yBenmmuuTcs B Onmkaiiime
aecatuneTus B 2—-3 pasa.

3.3.3Tuonorusa n naToreHes

OBOIIONUS B3MIAIOB HA MpUIuHBI BIT oT-
paxkaja ypoBEHb Pa3BHTHs HEBPOJIOTHUHU
1 MEINKO-OMOJIOTHYECKNX HayK B IIEJIOM
Y TPOIIIa CIOXKHBIA MyTh OT MPEICTaB-
JIeHnH 00 HMCKIIOYMUTEIHFHO SK30T€HHOU
npupojie O6oye3Hn 10 TMpU3HAHUA (M Bpe-
MEHaMH a0COJIOTU3AIMN) PO TE€HETH-
geckux (akTopoB B ee aTronoruu. Ha ce-
TOAHSAIIHUN JE€Hb TBEPAO yCTAaHOBJIEHA
3HAYMMOCTh KaK JK30T€HHBIX, TaK U JH-
JIOTEHHBIX ME€XaHW3MOB B pa3Butuu bBII,
MIPUYEM B Pa3sHBIX BO3PACTHBIX TPYIITax
COOTHOIIIEHHE 3THX (PAKTOPOB pPa3ITUIHO.
CorracHO COBpEMEHHBIM JTAHHBIM, OKOJIO
5-7% cmydaes bII mpencraBneHs! HacIe -
CTBEHHBIMH (MOHOT€HHBIMH) (OpMaMH,
TOoTJa Kak OOJBIIMHCTBO CIydYaeB SBIIS-
FOTCS CIIOPAANYECKUMHU U UMEIOT MYJIBTH-
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(hakTopuanbHyo pupoay. B ocHoBe cro-
paanueckux cimydaeB bII moxker mexarb
B3aMMOJICHCTBUE TEHETHIECKUX (PAKTOPOB
Y DK30T€HHBIX BO3/IEHCTBHIA, B COBOKYITHO-
CTH OTIPENENSIFOIINX XapakTep MPOIEeCCOB
KJIETOYHOW JTETOKCHKAIINHM U pernaparu,
Kpyroobopora KCEHOOHWOTHKOB, HHEp-
TETUYECKOTO W HEHPOTPAaHCMUTTEPHOTO
MeTaboIu3Ma y KOHKPETHOTO WHINBH-
nyyma [83, 217]. B uenom Oonbinas wim
MEHBIIIAsl POJIb TEHETUYECKUX (PaKTOPOB
MPOCTIEKUBAETCS OoJiee YeM y TPETH Ia-
LIMEHTOB.

3.3.1. CpepoBbie pakTopbl

Heiipoungexyuu. B mepBoi TOJIIOBUHE
XX B. OCHOBHOE 3HaueHue B pa3BuTuu bII
MIPUIABAIOCH PATY K30T€HHBIX (DaKTOPOB,
B TIEPBYIO OYEpeb BUPYCaM M TOKCHHAM.
BaxxupIM 3TanioM B pa3BUTHUU 3TON KOH-
LMK cTaja Bo3HUKmIas B 1918 1. amm-
JEMUs JIeTaprudeckoro sHiedamura (dH-
nedanmnra DKOHOMO), OCTaBUBINAS MTOCIE
ce0s1 OTPOMHOE KOJIMYECTBO ITAIlIEHTOB
¢ mocT3HIEehaTUTHIECKAM TApPKIHCOHH3-
MoM. HecMmoTpst Ha oueBUIHBIE pa3THIUS
MEXIy TMOCTAHIE(DATUTHISCKAM U HIN-
OIaTUYECKUM MapKUHCOHU3MOM, MHOTHE
roas! BII cBs3bBanmm ¢ BUpycCHOUW WH(DEK-
HEeH Kak BeIyIIeH MpUIWHOW OOJIE3HHU.
Bonee Toro, HekoTOpBIE WCCIEAOBATENH
MIpeoarajd BO3MOKHOCTh MCYE3HOBE-
Hus BII k 80-M romam XX B., ITOCKOJIBKY,
COTJIACHO pacueTaM, K yKa3aHHOMY Bpe-
MEHH BCE IEpPEHECIINEe 3Ty HWH(EKIIHIO
JIATIA TOJKHBI ObutH yMepeTh [220]. XoTs
B Hammu JHA 00 «ucue3noBeHUN» bl peun
yKe He HJET, a DKOHOMOBCKHI 3HIIE(]a-
JIUT B MUpPE MIPAKTHYECKU HE BCTPEUaeTCH,
BKJIaJ] BUPYCOB H JIPYTHX WHPEKITHOHHBIX
areHToB B atHoisioruto bII mpogomkaer
00CyXIaTsCsa. DTOMY CIIOCOOCTBYET TOT
(hakT, 9TO MAPKUHCOHHU3M IO-TIPEIKHEMY
HaOIronaeTcsi Ha MPAKTHKE B KauecTBE
OJIHOTO M3 BO3MOXHBIX MPOSIBIEHUH HEM-
ponHGpeKIHiA, KPYyT KOTOPBIX IOCTOSHHO
pacmmpsercs. K guciy nHQEKIHOHHBIX
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areHTOB, KOTOPbIE MOTYT BBI3BIBATH Iap-
KHHCOHHU3M, OTHOCSITCSI BUPYCBI, OaKTepuH,
napasutsl, OpuoHsl [64]. B mocnennee
BpeMsi 00CYX)AaeTcsi BOBMOXKHOCTh pas3-
Butust bIl nocne nepeHeceHHON KOpoHa-
BUpPYCHOM MH(]eKunu, BeI3BaHHOH SARS-
CoV-2 [31]. OnHako, 0-BUANMOMY, BUPYC
BBICTYIIAET B POJIM HE MPUUMHHOTO (HaKTo-
pa BIl, a karanu3aropa ye HayaBILIETOCS
JeTeHepaTUBHOTO mponecca. Cienyer Bce
e MMOJUEPKHYTh, YTO BTOPUUIHBINA TOCTHUH-
(EeKUMOHHBIA CHHAPOM NapKHHCOHU3MA
U TEPBUYHBIN (MOMONATUYECKHUM) map-
KHHCOHHU3M IPEACTAaBISIOT COO0H pas3Hble
COCTOSTHUSI, Ml HA CETONHSIIHUMI JJeHb POJb
nHdexmu B aTronoruu BII npsmoro mox-
TBEPKACHUS HE MOTyYuIa.
Heitipomoxcunvi. Hanbonee noka3anHoit
MOXET CUHTATBhCS 3THOMATOreHETHYECKas
poJb psiia HEHPOTOKCMHOB — MHTHOUTO-
POB ABIXaTeIbHOM LENMH MHUTOXOHIPHH
(mecTuUaBl, TepOUIIN/IBI) 1 HHTHOUTOPOB
MPOTEacCOMHOr0 KoMIuiekca [223, 233].
[TokazaHo, 4YTO XpPOHHYECKOE CHCTEMHOE
BO3JICIICTBHE POTEHOHA, STIOKCHUMHIIMHA
U JPYTHX MOJOOHBIX COCMHEHUH BOCIIPO-
WU3BOAHUT B JKCIIEPUMEHTE NPAKTUYECKH
BCE KJIIOYEBBIC KIMHUYECKHE, HEUPOXH-
MHYECKHE, MTaTOMOP(OIOTHYECKUE U MO-
nekymnsipHble xapakrepuctuku BII [167].
ONUAEeMHUOIIOTHYECKUE HCCIEeI0BaHUS
MOATBEPKAAIOT 3TU 3aKiodeHus. Tak,
pacnpoctpaneHHocts BIl B cenmbckux
MOMyJIALUAX cpenu (hepMepoB OKaszajach
moutd B 1,4 pasza BbllIe IO CPAaBHEHUIO
C TOPOZICKUM HacelleHHneM, a puck bl y pa-
OOTHHKOB IaHTanuii B 1,5-2 pasa Bbime
oOIEenOonyISIUOHHOTO [92], YTO MOXET
CIIY>)KHTh TIOATBEPIKICHUEM 3HAYMMOCTH
B DPa3BUTUU 3a00JE€BaHUS TMECTHINIOB
U OPYrHMX areHTOB, KOHTAKT C KOTOPHI-
MU IO ONPEIEICHHUIO BBILIE Y 3aHATHIX
B CEJIbCKOXO3IHCTBEHHOM IPOU3BOACTBE
nuu. Puck passutus BII Bo3pacraer u npu
YHOTpeOJIeHNH KOHTAaMUHHUPOBAHHBIX I1e-
CTHLUIaMH IPOLYKTOB, KOJIOAEC3HOH BOJBI
U T.1. [83]. MonekynsipHOil 0CHOBOM yKa-
3aHHOM accoLMAaIMHU CITYKHUT TOT (paKT, 4To
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P IECTUITUIOB B TepOUIINIOB (POTCHOH,
TUENPYH, TapaKkBat, MaHed U Ap.) MOTYT
MIPOBOIMPOBaTh KOH(GOPMAIIMOHHEIE H3-
MEHEHHUSI MOJIEKYIIBl KJIETOYHOTO OeiKa
anb(a-CHHYKIIEHHA U CYIIECTBEHHO YCKO-
pATH Temn GOpPMHUPOBAaHUA B HEHpOHAX
anb(da-cuHyKIenHOBBIX GUOpIILI [4, 167].
[locnenHue SBISIOTCS OCHOBHBIM CyOCTpa-
TOM TTaTOMOP(OIOTHIECKUX KIECTOUHBIX
mapkepoB BII — tenen u neliputos Jlesu.

CuHAPOM MapKUHCOHU3MA BBHI3BIBAIOT
TaK)Ke HEHPOTOKCHHEI, KOTOpbIe criendu-
YEeCKU TOpaKarT A0(haMUHIPOTYIIUPYIO-
I¥e KIETKU CPEIHEro Mo3ra, — 6-THIPOK-
cunopamua u MOTII. Onu B3aumoneH-
CTBYIOT CO CHEIH(PUISCKUMHU TPAHCIIOP-
TepaMu, U30UPATENBHO aKKYMYIHUPYIOTCS
B HUTPOCTPHUAPHBIX HEHMPOHAX W BHI3bIBA-
0T UX THOENb B pe3yybTare mpeBpalieHus
(o BMUSTHIEM MOHOAMHHOKCH/IA3bI THTIA
B [MAO-B)) B Han0osee TOKCHYHBIE CBO-
OomHOpanukansHbie MeTabomuthl. [lpen-
[IOJIaraeTcsi, 9YTO 3T COENWHEHUS MOTYT
MOCTyNarh B OPTaHW3M C THIIEH, BOJOH,
BO3AyX0oM. Bo3nelicTBue 1 Ipyrux oocyx-
JAEMBIX B JUTEpaType MOTECHIIHMATbHBIX
«IApKHHCOHUYECKUX» HEUPOTOKCUHOB
(Takux Kak MapraHell, JKeJle30 U COIIU He-
KOTOPBIX JIPYTHX METAJUIOB) TaKKe Ompe-
JIeJIsIeT TMOBBIIICHHBIA pUcK pa3Butus BII
4epe3 pacCMOTPEHHBIE MEXaHU3MEBI — arpe-
ranuro anbha-CHHYKIECHHA, TOBPEXKICHNE
MUTOXOHJIPHHA W/WITH UHIYKIUIO OKUCIIH-
TeJIBHOTO cTpecca [92].

BaxHoe 3HaYeHNE SK30T€HHBIX TOKCHYe-
CKHUX COCIMHEHUN B mpoucxoxaeHuu bII
ITOATBEPKAETCS COBPEMEHHBIMH TIPEII-
CTaBJICHUAMH O Hambojee paHHUX CTa-
IUSIX HEWpoJlereHepaTuBHOTO Tpoliecca
P JJAHHOM 3a00JIeBaHUH. YCTaHOBJICHO,
YTO eIlle 10 MaHH(ECTAINH THIMTUIHBIX
nnst BII pBuratenpHbIX HapylleHHM ma-
TOJIOTUYECKHE CHHYKJIEHHIIO3UTHBHEIE
BKJTIOYCHUS BBISIBIISIOTCS B OOOHSTEIb-
HBIX JYKOBHIIaX M HEHPOHAX JOPCabHO-
ro0 JABUTATEIIBHOTO sipa Oy KIaroIiero
HEpBa, MOCJIe Yer0 OHU IOATAITHO IOSB-
JAOTCS B O0Jiee pOCTpaNbHBIX OTAEIax
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(simpa mBa M PeTHKYJISApHOU (opmanuy,
roy6oe msatHO, UC m T.11.) [40, 273]. bo-
jiee Toro, B jateHTHOM nepuone BII wer-
KHe HeWpoJercHepaTuBHbBIC M3MEHEHUs
«TIAapKMHCOHUYECKOTO» THUMa (arperarsl
anbda-cUHYKJICHHA, TeIblla U HEHPHUTHI
JleBun) BBIABNAIOTCSA B mepueprUUIECKUX
BEreTaTUBHBIX HEWpOHAX: B KJIETKax
MeliccHepoBa U aysp0OaxoBa CIICTCHHH
KHLICYHMKA, NIpe- U MapaBepTeOpanbHbIX
TaHIJIMAX, B IUCTAIBHBIX CHMIATHYECKUX
TEPMHUHAJSAX U TAHIIMAX CHMIATHYECKOTO
CTBOJIA, HEWPOHAX HAAMOYEYHUKOB, PEA-
CTaTEeNbHOM >KENe3bl, CIIOHHBIX >KENe3,
koxu U T.1. [20, 30, 74]. EcTb ocHOBaHUs
CUMTaTh, YTO BOBJICUCHHE MapacHMIIATH-
YECKUX MHTPaMypalbHbIX HEHPOHOB KH-
LIEYHUKA U KJIETOK OOOHSATENBHBIX SACp —
3TO HauboJee paHHUE COOBITHS, KOTOpPhIE
YKa3bIBAIOT Ha BO3MOXXHOCTH BIBIXaHUS
W/WIIM aTIMEHTapHOTO MOTVIOMICHUS! TPHT-
reproro naroreHa [119]. Ilocnenyromee
pacrpocTpaHeHHe MaTOJIOTHYECKOro Mpo-
ecca MOXET MPOUCXOANTH 110 BOJIOKHAM
OOOHATENHFHOTO M ONY)KIAIOLIET0 HEPBOB
(c mopaskeHuEeM COOTBETCTBYIOIINX HEHPO-
HOB KayJaJbHOTO CTBOJA), & TAKXKE MO Me-
XaHU3MaM PETPOTPasHOro aKCOHAIBHOTO
TpaHcnopra (B mepudepruueckoil Berera-
THBHOW HEPBHOW CHUCTEME), 4TO yOemu-
TEJIBHO NMPOAEMOHCTPUPOBAHO Y MOJEIb-
HBIX JKMBOTHBIX. ['eHe3 3Toro mporuecca
MIPEATIOIOKUTENBHO CBA3aH C TPAaHCCHUHAII-
TUYECKOU mepenadell OT KIETKH K KIIETKe
MaToJIOrHYeCKO (OpMBI anbha-cuHyKIIe-
WHA, YTO COOTBETCTBYET (hakTy mporpec-
cupoBanus Jlesu-naronoruu npu BII mpe-
UMYLIECTBEHHO BIOJIb C(hOpPMHUPOBAHHBIX
Helponubix myTed [273]. Takas Tpanc-
CHHANTHYeCKas AUCCEMUHAIUS U camo-
pemIMKanus MOJIEKyl aib(a-CHHyKIenHa
c aHomanbHOW KoH(popmarmend pu bl
HUMEET CXOICTBO C MOJIEKYIIPHBIMH MeXa-
HU3MaMU TIPUOHHEIX Oone3Hew [195]. [u-
HaMMKa HeHpoJereHepaTHBHOTO Ipoliecca
C ydacTueM anb(a-cHHYKICHHA, HATIOMH-
HaoIas pa3BUTHE MPUOHHOW MaTOJIOTHH,
MOJTy4MIa PSII CEPhE3HBIX JI0KAa3aTeNbCTB,
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CBSI3aHHBIX C HEHPOTOKCHYECKUMH P dek-
TaMH anb(a-CHHYKICHHOBBIX (UOPHILI,
9KCTPAarupoOBaHHBIX U3 MO3Ta TPAHCTCHHBIX
KUBOTHBIX WJIM MAaLMEHTOB C Pa3lIWYHbI-
MU (OpMaMHU CHHYKJICMHOIATHH, MPU UX
BBEJICHUU B BEIECTBO MO3ra I'PHI3YHOB
n obe3psH [193, 224, 228]. I'mmotesa
o nmpuonHo# npupoze bIl npencrasnsercs
OZHUM U3 HanOoJiee 3HAYUTENbHBIX JOCTH-
KEHUI MOCTICTHNX JIET, HO OHA HYXAAeTCs
B JIOTIOJIHUTEIBHOM 3KCIIEPUMEHTAIBHOM
MOATBEPKACHUH. B KiMHUKE KOCBEHHBIM
000CHOBaHHEM TAKOW KOHLEHIIMU MOXET
CUUTATHCA BBISIBICHHOE B OJHOM M3 HCCIIE-
JIOBaHUHN CHIDKEHHME pUCKa pa3Butus BII
[IOCJIE aNMNEeHAKTOMHH, YTO CBS3BIBAIOT
C TPEIOTBpPALICHUEM PacIpOCTPaHEHUS
anb(a-CHHYKJIEHHA, HaKaIJINBaIOIIErocs
B yepBeoOpa3HoM oTpocTke [152].
Bonpioe 3HaueHNE 3K30r€HHBIX BO3ICH-
CTBHH B pean3alyu NpeapacioioKeHHO-
cti k BIl u MHOTOdaKTOPHBIN XapakTep
BJIMSIHUS] XUMUYECKUX COCANHEHUN Ha JTU-
HaMMKy HeWpozereHepaTUBHOTO Mpolecca
MOAYEPKUBAIOTCS BBISIBICHUEM Pa3InUHBIX
OMONOTMYECKH aKTHUBHBIX BELIECTB, KOTO-
pBle MOTYT CHIKarh puck paszutus BIIL.
K Takum nokazaHHBIM JTHOO IPEIIONOKH-
TEJILHBIM 3AIIUTHBIM (DaKTOpaM OTHOCST-
csi: KypeHue (00cyxaaeTcs BO3MOXKHBIN
3aIUTHBIN 3P (EKT OTAENbHBIX KOMITIOHEH-
TOB, COIEpPXAIIUXCS B Ta0a4YHOM HBIME);
ynorpeOinenne kode u Ipyrux KopenH-
cofiepKaluxX NPOAYKTOB; MpHeM OJOKa-
TOPOB KaJbLIMEBBIX KAHAIOB, HECTEPOU-
HBIX NMPOTUBOBOCHIAIUTEIBHBIX CPEACTB,
OospIIMX 103 BUTaMuHa E M HEKoTOphIe
apyrue [223]. MonekynsipHble MEXaHU3MBbI
HEHPOMPOTEKLMH YKa3aHHBIX COCTUHEHUH
pa3sHoOOpa3Hbl ¥ BKIIIOYAIOT BO3JACHCTBHUE
Ha IIEHTpPaJbHbIEC aJCHO3MHOBBIC 1 KaHHA-
OMHOMIHBIE PELENTOPBl, HHTHOUPOBaHKE
BHYTPUKJIETOYHOTO MOTOKA MOHOB Ca’" ve-
pe3 MoTeHIHAN3aBUCUMbIe HeHpOHATbHBIE
kaHasel L-tuna, narubuposanue MAO-B
u 1.1. U3ydyenue Bceil nmarodusnonoruye-
CKOM MaJUTPBI CIIOKHBIX B3aMMOACHCTBUI
MOTEHIIHAIBHBIX HEHPOTOKCUHOB M HE-
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POIPOTEKTOPOB, OMPEACIISIOIUX PUCK O~
pa’keHUs] MOHOAMUHEPTTUECKUX HEHPOHOB
HC, sBngercs nepceKTHBHBIM HaIpaB-
JICHWEM B pa3padOTKe HOBBIX METOIOB Jie-
yeHus bII.

YMT. Xopolo u3BecTHa 0co0ast pa3Ho-
BUIHOCTh MOCTTPaBMaTH4ecKol sHIeda-
JIoTIaTHH (XpOHHUYECKask TpaBMaTHUECKas
sHIeanonarus, um sHnedasonarus Ook-
CepoB), BOHMKAIOIIAsA OO MOJydyeHHAs
B pE3yJIbTaTe MHOXKECTBEHHBIX TOBTOPHBIX
nerkux YMT [120]. DT naHHBIE IOCTYXU-
JIM OCHOBaHHEM JJIs IPOBEACHUS TN ICMU-
OJIOTMYECKUX MCCIICAOBAaHHUH, MOCBSIICH-
HBIX BO3MOXHOHU B3auMocBsizu UYMT u BII.
[IpumepHO B TpeTH BCeX HCCIEIOBaHHMA
ObLIa BBISIBIICHA CTATUCTUYECKH 3HAYMMAs
acconmanyst bIl ¢ HammuueMm B aHaMHe3e
UMT paznuunoii TsoxectH [265]. UnTepec-
HO, 4TO Ja)ke NMPH HE3HAYMMOH accouua-
UM IPAKTHYECKU BO BCEX CEPHsIX HAOIIO-
nenwii y 6oneHbIX BI1 yacrora coObiThi,
CBsi3aHHBIX ¢ mepeHeceHHoW UMT, Obina
BBIIIE, YEM B KOHTpOJE [86], UTO CILyKUT
KOCBEHHBIM MoATBepkaAeHueM pond UYMT
B pa3BUTUH bIl. DTOT NOBBIIIEHHBIH pUCK
MOXET peaM30BhIBATHCS Yepe3 Hapylle-
HUE TeMaTo3Huedarnyeckoro Oapnepa,
WMMYHHBII OTBET CO CTOPOHBI BELECTBa
MO3ra, aKTHBALHUIO PEaKUui «OCTpOH
(a3e» U THIEPIKCIPECCHIO OEIKOB, TPO-
BOLIMPYIOIINX 00pa3oBaHUE XapaKTePHBIX
1t BIT puOpHILISIpHBIX BKITFOUSHHIA B IIH-
TOIJIa3Me HEWPOHOB.

3.3.2. leHeTNYeCKNe paKTopbl

1 nx B3aumopencrene ¢ pakropamm
BHeLUHel cpefbl B pa3sBUTAN
6onesHu MNapKnHCOHa

Eme B Havane npouuioro cTojieTys npea-
mnojarajach, 4To B BO3HHKHOBeHHU BII
0OJIbIIIOe 3HAUYECHHE MMEET HACJIeICTBCH-
HOCTb. OIlHaKO MHOTI'OYHCJICHHBIC ITOIIBITKH
MPUMEHEHUS KJIACCHYECKOTO OJIM3HEIIOBO-
ro METOJa, HAIIPaBJIEHHBIE HA MOATBEPXK-
JIEHHUE 3TOTO MPEATNOI0KEHHUS, HE TOKA3bI-
BaJIM CYLIECTBEHHBIX Pa3JIMUUil KOHKOP-
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Ta6nuua 3.1. TeHeTnyeckmne (Hacnegyemble) GOPMbI NEPBUYHOTO NAPKMHCOHM3MA

Jlokyc (popma Tun Ha- Xpomocoma [leH XapakTtepuctuka 6enka Tenbua
cemeniHon bIN) cnepoBa- JleBn
HuA
PARK1 n PARK4* ALl 4922.1 Anbda-cuHy-  pecnHanTuyecknii 6enoxk, Ectb
KnenH OCHOBHOW KOMMOHeHT TJ1
PARK2 AP 6026 MapkuH Y6uKBnTUH-E3-nnrasa O6bIYHO
HeT
PARK3 Al 2p13 ? ? Ectb
PARKS5 Al 4p13 UCH-L1 Y6ukBuTUH-C-KOHLeBasi rugpo- ?
nasa
PARK6 AP 1p36.12 PINK1 MwuTtoxoHapranbHasa KuHasa Het
PARK?7 AP 1p36.23 DJ-1 MwuTtoxoHApWanbHbIV WanepoH, ?
AHTMOKCUZAHT
PARK8 AL 12912 LRRK2 (map-  [lMpoTenHKMHa3a cMeLlaHHOro Yawe ectb
JapuviH) TMna
PARK9 AP 1p36 ATP13A2 JInzocomanbHasa membpaHHan ?
AT®a3za P-tuna
PARK10 Al 1p34-p32 ? ? ?
PARK11 Al 2q937.1 GIGYF2 Perynatop akTmBHOCTU UHCynn- 7
(TNRC15) HonogobHoro dakTopa pocTa
PARK12 XC Xg21-925 ? ? ?
PARK13 AL 2p13.1 HTRA2 MwuToxoHapWanbHaa cepuHoBaa  ?
npoteasa
PARK14 AP 22q13.1 PLA2G6 Kanbuuir-HesaBucrumas pocpo-  EcTb
nnnasa
PARK15 AP 229123 FBXO7 Y6nkBuTUH-E3-nnrasa ?
PARK16 ? 1932 ? ? ?
PARK17 AL 16q11.2 VPS35 KOMMNOHEHT TpaHCMOpTHOrO ?
annapata KneTku
PARK18 AL 3g27.1 EIF4G1 DaKTop MHMLMALMK TPAHC- Ectb
naunn
PARK19** AP 1p31.3 DNAJC6 benok-perynatop sHgouymtosa  ?
PARK20 AP 21922.11 SYNJ1 (aykcn- bBenok cnHanTuyeckoro Besuky- 7
JIVH) NAPHOrO TpaHcrnopTa
PARK21 Al 3922 TMEM230 benok cnHanTnyeckoro Be3nky- Ectb
NAPHOro TpaHcnopTa
PARK22 AQ 7p11.2 CHCHD2 DakTOp TPaHCKPUNLMK ?
PARK23 AP 15922.2 VPS13C Perynatop mutoxoHgpuanbHon EcTb
ANHAMUKN

MpumeyaHus. * — dopma PARK1 obycnoBneHa TOUKOBbIMU MyTaLMsIMK B reHe anbda-cMHyKneunHa, a ¢opma PARK4 -
MYNbTUNANKALMAMY TOTO XKe reHa; ** — BblfenaoT ABa BapuaHTa fJaHHON MonekynapHoi ¢opmbl Bl — loBEHUAbHDBIN
BapuaHT PARK19A (pe6toT Ha 1-2-M AecATUNeTUsAX, B HEKOTOPbIX CJTyyasix MOXeT OblTb couyeTaHne NapkKUHCOHU3MA
C 3NMAENTUYECKMI NpMUNaZKaMu1, YMCTBEHHOWN OTCTaNOCTbio) U paHHWI BapuaHT PARK19B (gebiot Ha 3-5-Mm feca-
TUNETUAX, Knaccmuecknin ¢eHotvn bl ¢ MeanieHHbIM NporpeccupoBaHnem). Al — ayTOCOMHO-AOMUHAHTHBbI; AP —
ayTOCOMHO-peLieccnBHbIN; XC — X-cLienneHHbIn.
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Ta6nuua 3.2. TeHbl NpeApacnonoXeHHOCTN K crnopaamnyeckol bIl

leHbl KNeTOYHOM AeTOKCUKaumn
1 nporeonusa

leHbl KNeToYHOM penapayuu,
OKUCNNTENIbHOIO N 3HePreTN4ecKoro
meTabonnsma

FeHbl MeTa6onn3ma U TPaHCMUCCUAN
AodamunHa U cepoTOoHMHA

Apyrue reubi

Mmiokouepebpo3unpasa (GBA)*
MNapaokcoHasza-1*

MapkuH*

CeMelnCTBO ryTaTUOHTPaHCchepasbl
CynepokcmagmcmyTasa
Y6unkBuTUH-C-KoHLeBas rugponasa (UCH-L1)
Lintoxpom P450 (CYP2D6)
N-auetuntpaHcepasa-2

AnonunonpoteunH E*

PaznnyHble MuTOXOHAPUANbHbIE FreHbI*
NADPH xuHoH-okcupgopepykTasa 1 (NOQT1)
Helpotpoduueckme paxtopsl (BDNF, FGF, GDNF n gp.)
DodamuHoBbie peuenTopsl (D, D3, Dy, Ds)
KOMT

MAO-An -B

Tpo3nHrngpokcmnnasa

TpaHcnoptep godammHa

TpaHcnopTep cepoToHuHa (SLC6A4)
5-HTs-peuenTop

Anbda-cuHyKnemH*

LRRK2 (mapgapuH)*

MAPT (tay)*

Pa3nnuHble reHbl B nokyce PARK16*

MC1R*

ADH1C*

leHbl nokyca ructocoBmectumocty HLA-DR*
ATXN2*

ATXN3

TBP

ATXN8OS

NHTepnenknH 1

+ (aKTop HeKpo3a onyxonu a
+ CuHounuH-1

lpumeyaHue. * — reHbl, accoymauma KOTopbix CO cnopagunyeckon bl noaTeepaeHa B He3aBMCUMbIX nonynAunoH-

HbIX Bbl60pKaX n/vunm no AaHHbIM MeTaaHanmsa.

U BOCHAJIUTENbHBIM peakuusm [23, 79,

250]. CnenyeT OTMETUTB, YTO IO HACTOSIILIE-

IO BPEMEHH HE YCTaHOBJICHO BBIPAKEHHOU

[peapacnoiararoeil poju Kakoro-ioo

OZIHOT'O U3 N3YYaBILIMXCS TCHOB-KaHAUIAaTOB

B paszBuTHH criopaandeckoii bI1. Hanbomnee

JOKa3aHHbIMU T€HETHIECKUMH (DaKTOpaMH,

OIIPEIEIISIOIIUMH JTOCTATOYHO 3HAYUMBIN

PHCK pa3BUTHA 3a00JIEBaHUS B PA3IUYHBIX

HOMYJISILUSAX, SBISIOTCA:

* ['eTepo3uroTHsle MyTauuu B rene GBA,
KOIUPYIOIIEM JIN30COMaJIbHBIN  (ep-
MEHT DIIIOKoLepeOpo3niaszy. DTOT reH
paccMarpuBaeTcsl B HACTOSIIEE BpeMs
KaK OJUH U3 Benyllux (pakTopoB pas-

BUTHsI TNEPBUYHOTO MMAPKMHCOHHU3MA
B TONYJISIIUHM, MOCKOJIBKY HOCHUTEIb-
CTBO MyTallMii B HEM acCOLUUPOBAHO
¢ 5-kpaTtHbIM yBenuuyeHueM pucka BII
¥, IOMHMO 3TOT'0, OIIPEAEISIET BHICOKYIO
BEPOATHOCTh PAa3BUTHUSI KOTHUTHBHBIX
Hapywenuit npu bII. IToka3zano, yto BII,
aCCOLIMMPOBAHHAS C MyTalUsIMHU B T'€HE
GBA, B nenom xapakrepusyercs Oolee
TSDKEJNBIMA MOTOPHBIMH M HEMOTOPHBI-
MU TPOSIBICHUSIMH, 0ojee OBICTPHIM
IPOrpecCUpOBaHUEM M 0OoJiee HU3KOM
HPOJOKUTEIBHOCTBIO KH3HHU OONBHBIX
1o cpaBHEeHHIO ¢ OonbHBIME BII 6e3 my-
taruit GBA [166].
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» Jlunykneoruaneiit Repl-noaumopduzm
B MIPOMOTOpHOH oOnactu rena SNCA —
MOKa3aHO, YTO JUIMHHBIC aJUIEJIU 3TOTO
TeHEeTHYECKOT0 BapHaHTa MOBBIIIAIOT
puck BII B 1,4 pa3a (nmuHHBIE ajnenn
MPOMOTOpa TMOBBIIAIOT JKCIPECCHIO
TeHa, YTO CONMPOBOXKIAETCS YBEITMUCHH-
€M KOHIICHTpaluHu ajb(pa-CHHYKIECHHA
Y €ro MOBBIIICHHON arperanueil B KieT-
Ke).

* [TonuMopu3MBI U TaIUIOTHIIBI B T€HE
LRRK?2, nonmumopdusmel B renax MAPT
(xogmpyeT OeNOK UTOCKeNIeTa HeHPOHOB
tay), MCRI (peLientop MEeIaHOKOPTHHA),
ADHIC (cyObenuHHIA aJTKOTOIbACTH-
JIpOreHasbl), a TaKkKe MOIUMOP(PHU3IMBI
B psizie TEHOB KJICTOYHOH JETOKCHKALIUU
U pernapauuy (IapaokcoHasa, aroJumo-
npoteuH E u ap.).

* Paznuunbie momumMop(dHbIE BapHaHTHI
B n1okycax PARK?2, PARK16 u ap.
[Ipenpacnonoxennocts Kk BII moxer no-

BBIIIATHCS Y HOCUTENEH JUTMHHBIX ajienei

HEKOTOPBIX «T€HOB HKCHAHCHM», COIEp-

KaIUX TMOBBIIICHHOE YUCIIO TaHIEMHBIX

TPUHYKJIEOTUIHBIX TOBTOPOB (ATXNI,

ATXN2, ATXNSOS, TBP) [289].
HocurenscTBo moboro u3 «amieneit

pHCKa» yKa3aHHBIX I€HOB HE SBISETCS

(araiapHBIM camo 1o cebe, HO Co3JaeT He-

ONaronpusATHEIN (TpeapacoIararoniii)

MeTaboan4ecKuil PoH, KOTOPBIH MOXKET

peanu3oBaThCsl B OONE3HBb MPH YCIOBHH

BO3IEHCTBUS TEX WM UHBIX JOMOJTHUTEIb-

HBIX (PaKTOPOB — TOKCHYECKUX, KOHCTUTY-

LUOHAJIBHBIX U JIP.

B mocneanue roasl 3HaUMTEIBHOE Pa3-
BUTHE TOJIYYWIH TEXHOJOTUU TOJHOTE-
HOMHOTO CKaHHPOBAHUS, MMO3BOJISIIOIINE
OCYILECTBIISITH TOTAJIBHBIA CKPHUHUHT Ba-
puadenbHBIX yYaCTKOB T€HOMa C IEJIBIO
MONCKA BO3MOXKHBIX ACCOLMALUN C TEMH
WM WHBIMH 3a00JIeBaHUSIMH. YK€ TIepBOe
MIPOBEJCHHOE MTOJIHOTCHOMHOE CKaHHPO-
BaHMe Ipu criopagnueckoit BII mokazano,
B JIONOJTHEHHE K paHee W3BECTHBIM, CY-
mectBoBaHue 10 HOBBIX T€HETHYECKHUX
JIOKYCOB, aCCOLIMMPOBAHHBIX C JTAHHBIM
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3aboneBanneM (GAK, BSTI, HLA-DRBS,
SYTII wn np.) [23, 143, 211]. B onHOM
13 TIOCJIETHUX HMCCIIEAOBaHUMN, BKIIFOUAB-
meM 37 688 cimyuae bIl u 1,4 munnuona
3II0POBBIX JOOPOBOIBIIEB, OOHAPYKEHO
yxe 78 nokycoB pucka BII, npu stom 37 ux
HUX — HOBBIE JIOKyCHI [ 185]. CornacHo mno-
Jy4eHHBIM JTaHHBIM, OOHAPYKEHHBIE B HC-
cienoBaHuy 90 OTHOHYKIICOTHUHBIX BapH-
aHTOB MOTYT 00BsCHUTH 16—36% mpenpac-
nonoxxeHHoctu K BIT [185]. IlpoBenenHoe
MTOJTHOK30MHOE CEKBEHHUPOBAaHHUE B JIBYX
HE33aBHCHUMBIX KOTOPTaX MOKa3aJio TaKke,
yto BII accomuupoBana ¢ GONBIIAM KO-
JIUYECTBOM PEAKUX BapHaHTOB B Habope
TeHOB, KOIHUPYIOIINX CTPYKTYpy OEIKOB
PEIUTHKAINK U penapanud MUTOXOH[IPH-
anpHoit JIHK [79]. BeiagBunyTa rumnote-
32 O TOM, YTO JNaHHbIC W3MEHEHUS MOTYT
JIeKaTh B OCHOBE HAPYIICHUS CTPYKTYPHI
mutoxoHapuansHor JIHK B obmactn UC
y naruenToB ¢ bIl, oObsicHsS TeM cambIM
CYIIIECTBOBaHNE HEKOTOPBIX TCHETUIECKHUX
ciydaeB 3a00J€BaHUS MPU OTCYTCTBHH
YETKOTO HACJIEJICTBEHHOTO MATTEePHA.

YcTaHOBICHHBIH reHeTHYECKUH MPodUITb
npeapacnonoxenHoctu k bI1 umeer onpe-
JIeIIEHHBIE TTOMYISAIUOHHBIE 0COOEHHOCTH,
CBSI3aHHBIE, TIO-BUANMOMY, C 3P QerTamu
MHOTOYHCIICHHBIX TeHOB-MOAU(HUKATOPOB,
aJUIENbHBIE YaCTOTHI KOTOPBIX MOTYT CY-
IIECTBEHHO PA3IMYaThCs y JUI Pa3HBIX
sTHHUYecKux rpynn [249]. Ilokazano, 4To
€CJIM y4eCTh TeHEeTHUECKUI PO HIIb pas-
JUYHBIX JIONIel 110 OONBIIOMY YHUCITY pa3-
JIUYHBIX JIOKYCOB TAPKWHCOHU3MA, TO PUCK
pasButus BIl y HOCuTenel «onaromnpust-
HBIX» U «HEOIaronpHUATHBIX» KOMOUHAIAN
QJJIETHHBIX BAPUAHTOB BCEW COBOKYITHOCTH
TEHOB MOXET pa3nuuarhes B 3—4 paza. Bee
ATH Pe3yNbTaThl MOATBEPKIAIOT BAKHOE
3HaUeHUE TEHETUYCCKOW COCTAaBISIONMIEH
B ATHOJNIOTUHU criopanudeckoit bBII.

Mex 1y TeHETHYeCKUMHU U CPEIOBBIMH
(hakTOpaMu, ONPEEeNSIONIMMH MPEIPaCTIO-
noxeHHOCTh K BIl, cymecTByer oruetsu-
BO€ B3anMoyjeiicTeue 5, 28]. B psine pador
OBUTH TIONYYEHBI JaHHBIE, JeMOHCTPUPY-
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IOIUe, YTO MPH AJUTEIIBHOM KOHTAaKTe
C MEeCTULUAAMHU BEPOATHOCTh Pa3BUTHUS
BIT ocobeHHO BBICOKA Y JIUIl — HOCUTENEH
HEOMAaronpusTHBIX ajljiesied TeHOB Kile-
TOUYHOU AeTokcukanuu [28]. Hampumep,
YCTAHOBJIEHO BO3pacTaHUE IAaTOTeHe-
TUYECKOH POJH MECTHIHUIOB Y IUIOXUX
MeTabonu3aropoB» (Gochopopranuye-
CKUX COCIWHEHHH, T.C. y JIUI, WMEIOLINX
HEOMIaronpusITHRIA ajielb IeHa LUTO-
xpoMokcuaazsl CYP2D6. AHanoruyHbIM
00pa3oM YyBCTBUTENBHOCTh K NECTHIIH-
JlaM TIOBBILIAETCS IPH HaJM4uH Hebmaro-
MPUATHOTO IPOMOTOPHOTO BapHaHTa reHa
anba-cunyknenna (SNCA), npudueM 3T
BJIMSIHUE HOCHUT B3aUMHBIH Xapakrep, IMo-
ckolbKy SNCA-accoMMpOBaHHBIA PUCK
BIl Momudunmpyercs B 3aBUCHMOCTH
OT KOHTAaKTa ¢ MECTHIHMIAMHU Ha MPOTS-
JKeHUU >ku3HM [83]. M3BecTHBIN mpoTek-
TOpHBIA 3()(PeKT KypeHHs] B OTHOLICHUH
pucka BII Takxe omocpeaoBaH IreHETH-
4ecKUMH (hakTopamu: TakK, y HOCHTEJIEH
G-annena rena MAO-B KypeHue u pHCK
BII neficTBuTenpHO HAXOASATCS B 00paTHON
KOPPEJISIIUOHHOM 3aBUCHMOCTH, TOT/IA KaK
IIPU HOCHUTEJIBCTBE A-ajieisl 3TOro reHa
KypeHHue, HalpOTUB, YBEINYUBACT BEPO-
SITHOCTH pa3BuTus 3a0oneBanus. Jns BII
€CTh IaHHBIE 0 MOIUpUKAINHN dPPEeKTa Ky-
peHHS TOMUMOP(PHU3MOM T'eHa [Ty TaTHOH-
S-tpancdepasst GSTPI.

CxonHas KapTHHA XapaKTepHa U AJIs ac-
conuanuu BIT ¢ UYMT. Ora accommanus
Hambosee CHJIbHA B T€X CIIydasx, KOTO-
pBIE XapaKTepU30BaIHUCh MTOJIOKUTECIHHBIM
CeMEHHBIM aHaMHE30M W/WMJIM JOTOJHHU-
TEJIBHBIM BO3JEHCTBHEM NECTHULHIOB
U Apyrux HelpotokcuHoB [265]. Tlokaza-
HO, yTo UMT noBeiuaer puck bl y mun,
SIBJIIOIINXCSI HOCUTEISIMHU crienuduye-
CKUX MOMMMOP(HU3MOB B T€HaxX Mpeapac-
MOJIO)KEHHOCTH M, B YaCTHOCTH, JJTMHHOTO
(mebnmaronpusTHOro) Rep1-mpomotopHOTo
amnens B rene SNCA [86, 91].

Takum oOpa3om, BO3feiCTBHE Cpelo-
BBIX HEHPOTOKCHHOB C ONpEIeICHHBIMH
(hn3HuKO-XMMHUYECKUMU cBoiicTBamMu, UMT

Pazpgen Il. MapKnHcoHn3m

U IPYTUX SK30TCHHBIX (PAKTOPOB MOXKET
CIIY’)KATh TPUTTEPOM KacKaga MOJEKYISp-
HBIX COOBITHH, BeAyIHX K pa3BUTHIO bII,
TOJIBKO Y WHAWBH/IOB, IMEOIIUX BHICOKYIO
MIPEPACIIONIOKEHHOCTh K OOJIE3HU B CHITY
HEOJarompUATHOTO TEHETHYECKOTO TIPO-
(uns. DTO XOpOIIO WILTIOCTPUPYET B3a-
MMOJICHCTBUE TEHETUKH W CPENbl U JaeT
KIIF0Y K TIOHUMaHHWIO MEXaHW3MOB pa3BH-
TUs copaandeckoit popmsl bI1.

3.3.3. MonekynsapHble MexaHN3Mbl
HeilpofiereHepaTUBHOrO npoLecca

B mnarorenese HelpoaereHepaTuBHOIO
nportecca npu BII (puc. 3.1) ocHOBHOE
3HAYEHHUE MTPUIAETCS MPOTEONUTHIECKOMY
cTpeccy, TUCHYHKIIUH MUTOXOHAPHUH 1 Ha-
PYUICHHIO SYHEPTETUIECKOTO MeTaboIm3Ma
HEUPOHOB, a TAKKE HEUPOUMMYHHBIM pe-
akusm [81, 104, 126, 127, 144, 238, 249,
275, 291].

Ilpomeonumuueckuti cmpecc u bII
[Iporeonurnueckuii cTpecc (WM cmpecc
SHOONAZMAMUYECKO20 PEeMUKYIYMA) 3a-
KIIF0YaeTcsl B HAPYIIEHUU CHCTEMBI KOH-
TpOJISE 32 OMOTEHE30M M TPOTEOTUTHYIE-
CKOM nerpamanuei pazHOOOpa3HBIX HEW-
POHANBHBIX OEIKOBBIX CYyOCTPaTOB — TaK
Ha3bIBAEMOH CHCTEMBI KOHTPOIIS KauecTBa
0eIKoB. DTOT (haKTOp IMPEACTABISIECT COOOM
YHUBEPCAJIHHBIN MEXaHU3M MOBPEKICHUS
KJIETKHU TIPH HeHpoaereHepaTHBHBIX 3200-
neaHusx [4, 81]. IIpu BII kiroueBas poib
B 3TOM TIPOIIECCE OTBOIUTCS OEMKy anbda-
CUHYKIIEWHY, TIATOJIOTUYECKas arperarfus
KOTOPOTO B BUZIE QUOPHUILISAPHBIX CTPYKTYP
SIBIISIETCS TIEPBBIM STAIIoM (OPMHUPOBAHUS
B FHOHYIINX HEHPOHAX Telel] 1 HeUPUTOB
Jleu. Iloka3zaHo, 4TO pa3jM4YHBIC IO Xa-
paxTepy MyTaluu reHa anb(ha-cHHYKIeHHA
MIPOBOIMPYIOT U3MEHEHHs KOH(pOpManuu
Oenka OO TTOBBIMIAIOT €r0 YKCIPECCHIO
B KIJIETKE, YTO CONPOBOXKIAETCA PE3KUM
YCWJICHHEM TIPUCYIIEeH anb(a-CHHYKIIeH-
HY arperanuoHHOl crmoco0HOCTH, PopMHu-
pOBaHHEM B HEMpPOHAX MATOIOTHYECKHX
BKJIIOYEHUH M MHAyKLUMEH amonTosa [5].
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Cpeposble pakTopbl |

| MoBpexpeHne MUToXoHA PNt |/_\| OKI/ICHI/ITeanbII/I npouecc |

\ DHepreTnyecknin ned)muvn

BbicBOGOXAEHME

MyTauwmm B reHax
NapKUHCOHM3Ma

nodammHa

o
%o

HapyweHve
I_romeoaasa Ca**
MoBpexnaeHune
Memb6paH

MoBpexpaeHne npoteacom

I'Iospex(neHme JIN30COM

BbicBOGOXOEHME
umtoxpoma C

AKTuBaUMA
npoteas

HapyweHve mutodarun

O-CUHYKNENH

Wosss

o
e

Flonvuvlepm a- cmuyKneMHa

°
Onvromepsl

SANe)

HapyLeHne cuHanTuyeckux
BE3VIKYIAPHbIX MEXaHV3MOB
HapyweHwne 3Ha0-

comanbHoro TpaHcropta [N

o
on

n

Arperauvm Q-CUHYKNenHa
B HepacTBOpUMble
aMnnongoreHHble KOMMnaeKcbl

ayTtodaruu

ﬂ |AKTVIBaLll/IF| MUKpornuun |

Anon'ros

|Hapyu1eHv|e aKCOHaNbHOro TOKal -7

HapyLeHne Kneto4yHo

WUrHannsaunm n NM30CoOMH

Tenbua JleBun l

S

l __,—"/ Tenbua JleBn

m6enb «-
HUrPanbHbIX HEMPOHOB

Puc. 3.1. MonekynapHble MexaHn3Mbl natoreHesa b1,

[ToBBIIIEHHOH 3KCIIpeccHH anb(a-CuHy-
KJIEMHA MOXET CIIOCOOCTBOBAaTh TAKXKe HO-
CHUTENILCTBO ONpPEETICHHBIX MOMUMOP(HHBIX
ajyieneld B MPOMOTOPHOW OOJIaCTH TeHa,
YTO, KaK Y€ PacCMaTpHBaJIOCh BBIIIE,
SIBJISIETCS. OTHUM M3 BaKHBIX MEXaHH3MOB
FeHETUYECKOH MPeApacloI0KEHHOCTH
K pa3Butuio crnopanudyeckoit bII. Tpurre-
poM pubpmuHM3anuu anbha-CHHyKICHHA

AHOManbHbIA
6enKkoBbIf cybcTpaT

L

B KJIETKE MOTYT OBITH M HEKOTOPBIE 3K30-
TeHHbIE HEHPOTOKCUHBI [28, 291].

B HOpMe nerpaganusi oOpa3yroLInxcs
B KJIETKE ajib(a-CHHYKJIEHHOBBIX arpera-
TOB JJOJDKHA IPOXOAUTD IBYMS Iy TSIMU: JIU-
30COMHBIM U BHEITU30COMHBIM (pHC. 3.2).

Jluzocomuas aytodarus — Hecrienuu-
YecKUi npouecc Ouoaerpagauny KpymnHbIX
OEJKOBBIX KOMIICKCOB U LEJIBIX MEMOpaH-

YOUKBUTUHUPYIOWWIA

/ \ KoMMnieKkc GepMeHTOB
ATO

C— nNY
MentngHble
npoAyKTbl
‘ nerpagaumm
Jlnzocoma
@ [eybrKBUTUHMpYIOLWME
bepmeHTbI
a 6

Puc. 3.2. lyTn npoTeonuTnyeckon aerpagaumy aHoManbHbIX 6eKOB B KNeTKe: d — IM30COMHan ayTodarus;

6 — yOUKBUTUH-NPOTEACOMHbIV NYTb. Y — YOUKBUTUH.
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OneMeHTapHbIN CyTOUHBIN (LIUpPKaJHBIN)
LUK 4YeJIOBEYECKOW >KU3HU IMPUMEPHO
Ha 2/3 cocTouT U3 mepuona OOApCTBOBA-
HUS ¥ Ha TpeTh — u3 cHa. Camo 1o cebe
JUIUTEIBbHOE BpeMs, KOTOPOE YEJIOBEK
IIPOBO/IUT BO CHE, U CJIOKHBIE MEXaHU3-
MBI, YIpPaBISAIOININE 3THUM IIPOILIECCOM,
CBUJIETEJILCTBYIOT O Ba)KHOM aJalNTUBHOMU
(GYHKIMU CHA, Jarolledl OpraHu3My 3BO-
JOIMOHHBIE TpeuMymiecTBa. OO0 3TOM xKe
CBUJIETENIbCTBYIOT CIy4Yau WU JKCIIEepH-
MEHTBI C MHOTOJIHEBHBIM JIMIIEHHUEM CHA,
MPHUBOISALINE K CUCTEMHON AMCQYHKINH
opranu3ma. [lo MHEHHIO OOJIBIIMHCTBA
CHEIMAITUCTOB, COH — KU3HEHHO Ba)KHBII
MPOLIECC, KOTOPBIi o0ecreunBaeT Kak (u-
3MYECKOe, TaK M MCHUXOJIOTHYECKOe BOC-
CTaHOBJICHHUE.

B xone »Bomronuy MexaHU3Mbl MHUIU-
alMy ¥ TOJJICpXKaHus CHA U OOIPCTBO-
BaHHA, MO-BUIUMOMY, (HOPMHUPOBAIINCH
napajuieIbHO C MEXaHM3MaMH MOTOPHOIO
KoHTpoJsA. OTcrofa CTOIb YacToe coue-
TaHUE HapyIIeHWH CHa W OOOPCTBOBAHHSA
U DKCTpANMpaMUIHBIX paccTpoicTs. IIpu-
MEpPOM MOXET CITY>KUTb JIETAPTUUECKUI IH-
neanuT, MUPOKO PaclpoCTPaHUBIIUICS
10 MUPY BCJIE 3a MaHJeMHENH «UCTIaHKI»
W CTaBIIWM OJHOM M3 OCHOBHBIX NPUYHUH
MapKUHCOHU3MA B IIEpBO os0BHHE XX B.
A ¢ npyroit croponsl, BII moutu B 100%
CJIy4aeB COIPOBOXKIAETCA HapyIIEHHEM
cHa ¥ 0OAPCTBOBaHUS, MPUYEM OHO MO-
JKeT BO3HMKATh KaK Ha MO3JHEH, Tak U Ha
paHHeW cTaguu 3a00JeBaHUs, Omepexas
€ro KJIACCUYECKHE MOTOPHBIE CUMIITOMBI.

HapyweHnua cHa n 6ogpcTBoBaHuA
MNPy SKCTPanMpaMuAHbIX
3aboneBaHuAX

B nanHoI1 maBe paccMarpuBarOTCs Hapy-
LIEHUsI CHA U OOIPCTBOBAHUSI IPH OONIE3HH
ITapkuHCOHA U IPYrUX 3KCTpanupamuj-
HBIX 3360J’I€B3HI/IHX, a TaKXC CBsI3aHHbIC
CO CHOM pacCTpOICTBa IBIKEHUU (Hapy-
LIEHUS MOTOPHOTO KOHTPOJIS).

23.1. CTpyKTypa n MeXaHN3Mbl
CHa

COH — TeTEepOTreHHOE COCTOSHHUE, B KO-
TOPOM BBIJICNSIOT 4 CTaauu: TPU CTaJuU
otHOCcATCs K (haze memienHoro cHa (MC)
Y ollHa CTaaus — K (ha3e CHa ¢ ObICTPBIMU
JBYOKEHUSIMHU TJ1a3 Wi (paze ObICTPOro cHa
(bC). Con HaumHaeTCs ¢ MOBEPXHOCTHOU
(1-i) craguu MEIJICHHOTO CHA, 3aTEM YIIIy-
onsiercst go I u Il cranmii (puc. 23.1). [o-
cie aroro cienyet ¢dasza BC (con ¢ BAI),
M0 OKOHYAaHUHU KOTOPOI BHOBB MIOBTOPSICT-
cs 1ot ke 1k (ot I mimm II k 11T cragum
MC, a 3arem k BC). lnurensHOCTH Of-
HOTO ITMKJIa cHa cocTaBisieT 90—120 muH,
npuueM MC 3aHuMaeT OONBLIYIO 4acTb
(80%) oOmero Bpemenu cHa. MC mpe-
MMYIIECTBEHHO CBS3BIBAIOT C IIpolecca-
MU (PU3NYECKOTO BOCCTAHOBIEHUSI Op-
raam3ma. Oynaknus ¢aszel BC, Bo Bpems
KoTOopoil Bo3HHKaeT 80% CHOBUICHHUIA,
ocraercst HesicHou. ®Da3a cHa ¢ B/II' co-
craBigeT 15-25% mIMTenbHOCTA HOYHOTO
cHa. [lyist 9TOH (has3bl XapakTepHBI: HU3KO-
amruutynHass D3I -akTUBHOCTH, aTOHUS
CKEJICTHBIX MBIIIIII, KOJICOaHUsI CEPACYHOTO
pUTMa U apTepUaTbHOTO JIABJICHUS.
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Puc. 23.1. CtpyKTypa CHa yenoBeka.

Ilo Mepe ctapenusi ykopaduBaeTcs 00-
masi JUIMTENbHOCTh CHA U OCOOCHHO TN~
TENBHOCTH camoi mryookoi — Il cramum
MEJIEHHOTO CHa.

Perynsmust cHa 1 OOIPCTBOBAHUS OCY-
IIECTBIIACTCS CIOKHOW CHCTEMOM, Ipe-
MMYIIECTBEHHO paboTaromiedl Mo THUITY
«CIepKeK W MpoTuBOBecOBY». llommepika-
HHE€ KOpPBI TOJIOBHOTO MO3Tra B aKTHBHOM
COCTOSTHUH, XapaKTepPHOM JIJIst 60IpCTBOBA-
HUS, 00ECIIeYnBAETCSI HECKOIBKIMH HEW-
POXMMHYECKIMH CHCTEMaMH, HEKOTOpBIE
13 KOTOPBIX MPUHAIJIEKAT K BOCXOISIIEH
PETUKYISIPHON aKTHBHPYIOIIEH CHCTEME.
K »>TuM HEHpPOXMMHUYECKUM CHCTEMaM
OTHOCSTCSl CEpOTOHMHEepruueckas (mop-
caJbHOE Ao IIBa), HOPaApEHEPruIecKas
(romyGoe mATHO), XonuHepruyeckas (me-
IyHKYJIOTIOHTHUHHOE SIAPO), IIyTamarep-
rudeckas (MenuanbHoe mapabpaxuanbHOe
a1po), nopamuHepruyeckas (006JacTb BeH-
TpanbHON MOKpHIKH). Kpome Toro, ak-
TUBHOE COCTOSTHHE KOPBI 00eCTieqnBaeTCs
TaKXKe XOIMHEPTHUECKUMHU HelpoHamMu 6a-
3aJBHBIX OTJEJIOB IIEPEJHETO MO3Ta, TUCTa-
MUHEpPTUYecKUMH HeHMpOHaMH B TyOepo-
MaMIIIsipHOM saape, [AMKepruueckumu
1 OpPEKCUHEPTHYECKUMHU HEHPOHAMU B JIa-
TEPaTFHOM THIOTAIaMyce. DTH CHCTEMBI
B COBOKYITHOCTH 00€CIIeUrBaOT KOHTPOIb
COCTOSIHHSA OOZIPCTBOBAHUS M Yepe3 Tajia-
MyC OKa3bIBalOT aKTUBUPYIOIIEE BIHSIHNE
Ha HeokopTekc. [Ipy MHaKTHBaIMM ITHX
CHCTEM TaJIJaMOKOPTHKAJIbHAs CETh TOPMO-
3UTCA M BO3BPAIAETCS B CBOE MCXOHHOE
(«aedonTHOE») COCTOSHUE, XapaKTepH-
3yIoIIeecs: OCHMUIAIUSAMEI B JebTa-ana-
MMa30HE, TO €CTh MEIJICHHOW aKTHUBHOCTH,
cBoiicTBeHHOM cHY 6e3 b/II.

CoracHO JaHHBIM HEKOTOPBIX HCCIIEIO0-
BaHUH, COH UHAYLIUPYETCS HEHPOHAMH, UH-
THOMPYIOIINMH aKTHBUPYIOIINE CHCTEMBI,
BeposATHO, ¢ moMotsio AMK — ocHOBHO-
0 MHTHOUTOPHOTO HEHPOTpaHCMHUTTEpA
roioBHOTO Mo3ra. CepoTOHHHEPTUYEeCK1e
HEHPOHBI, aKTHUBHBIE B COCTOSHUHU Oomp-
CTBOBaHMS, CHIDKAIOT pa3psiibl BO BpeMst
MEJIEHHOTO CHA BIUIOTH 0 TIOJTHOM WHAK-
tuBanuu. biokarop TAMK-A-penentopos
BOCCTaHABIMBAET aKTUBHOCTh ITHX HEU-
POHOB.

OpHy U3 KITIOUEBBIX POJIEH B PETYISIIAN
cHa u OoapcrtBoBaHusa urparor TAMKep-
THYeCKUEe HEWPOHBI MPHIIEKAIIETO SApa,
KOTOpBIE 3KCIPECCUPYIOT A0(haMHHOBEIE
(D,) u aneHo3uHOBBIE (A,,) PEIETITOPHI.
B gactHoCTH, TIOAIEp)KaHNE OOAPCTBOBA-
HUA KO(PEeHmHOM omocpemyeTcst A,,-peren-
topamu. AMKeprudeckue HeHpOHBI TPH-
JIKAIIETo Aapa MHAYIUPYIOT COH Yepes
WHTUOUTOPHBIE TPOEKIINY aKTUBUPYIOIIEH
CHCTEMBI, B YaCTHOCTH OpPEKCHHEpTude-
CKHE€ HEWpOHBI rumnorajgamyca, Hopaape-
HEpruyecKkue W THCTAaMHHEPTHYECKHUE
HEUPOHBI.

Mannumanus v nogaepxxanue cHa ¢ BTN
[JIaBHBIM 00pa3oM OCYIIECTBIISIETCS
I'’AMKepruyeckumu HeWpoOHAMH JiaTe-
paTbHOTO THUIIOTajaMyca, KOTOpHIE BBI-
3BIBAIOT PACTOPMAKMBAHHUE HUCXOISIIINX
TyTaMaTepruieckux HEHPOHOB MemyH-
KYJIOTIOHTHHHOTO S]Ipa, KOTOpPBIE, B CBOIO
ouepenb, OO0ECTEYNBAIOT MBIMIEYHYIO
ATOHHUIO Yepe3 B3aUMOACHCTBUE C DIIU-
LUHEPTUYECKUMH TTPEMOTOHEHPOHAMH.
[Ipu 3TOM Ba)KHYIO POJIb B MEPEKITIOUECHUN
pasuYHbIX (a3 cHa MOTYT UrpaTh (HU3HO-
JIOTHYECKHE TTapaMeTPhl TEPMOPET YISAIIHH.
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Ponp modamMuHEpruyeckor CHCTEMBI
1 0a3anbHBIX TAHIIMEB B PETYISALUU CHA
1 OOAPCTBOBAHHUS JOJITOE BPEMsl OCTaBa-
nach HesicHOH. ComacHO SKCIEPUMEHTAITb-
HBIM JaHHBIM, aKTUBHOCTH Ao(aMuHep-
TMYECKUX HEWPOHOB HE 3aBUCHUT OT TOTO,
HaXOAWTCS JIX OPraHU3M B COCTOSIHUU CHa
i GOAPCTBOBAHUS, HO, C IPyTrOl CTOPO-
HBI, IPH BBEICHUH N0(PaMHUHEPTHYECKUX
[penapaToB PErucTpUpOBAIM pa3HOHA-
MIpaBJICHHbBIE N3MEHEHHS B CTPYKTYpE U Ka-
4yecTBe CHA. TOJBKO B MOCIIEAHNE AECATH-
JIETHS yAaI0Ch BBISICHUTE, KAKUM 00pa3oM
nohaMUHEpPTUYecKas CHCTEMa Y4acTBYeT
B MEXaHM3Max CHa.

KiroueByro poiib B 3TOM IpoLecce urpa-
€T B3auMOCHCTBHE To(paMUHEPrHIeCcKon
U aJleHO3MHOBOM CHUCTEM Ha ypOBHE BEH-
TPaNbHOTO CTpUATyMa, KOTOPBIH MOIy-
JUpPyeT KOPKOBYIO aKTHUBALHMIO. DJIEKTPO-
(u3HONIOrHYecKre HCCIeNOBaHMUs TOKa-
3aJH, 4TO A0(aMHHEPTHYECKUEe HEHPOHBI
BEHTPAIBbHOW MOKPHIIKH 00jee aKTHBHBI
B cocTostHUY OonpcTBoBaHus u cHa ¢ B/II
HEKEJTU B MEIJICHHOM cHe. B skcniepumMen-
Te OBUIO TOKAa3aHo, YTO N30UpaTenbHas aK-
TUBauus O10()aMUHEPTUYECKUX HEHPOHOB
CHOCOOCTBYET MOAJEPKAHUIO COCTOSHUS
00IpCTBOBaHMA, a UX TOPMOXKEHHUE IPH-
BOIOWUT K MHUIMALUK CHa. V3MeHeHHe ak-
tuBHOCTU cTpuapHbix [AMKepruueckux
HEHpPOHOB MepeaBaloch Ha TaJaMOKOP-
THUKAJIbHBIC CUCTEMBI Yepe3 MPsIMOM MyThb
mocpencTsoM Dj-perentopoB, KOTOpHIE
B OonbILel cTeTeH! OBUIN CBSI3aHBI C MO~
JepKaHueM OOIPCTBYIOLIETO COCTOSHHUS,
u yepe3 D,-perientopsl HEMPSIMOTO MyTH,
KOTOpbIe OBIIM CBS3aHBI C aJICHO3WHOBOM
cuctemoii. Takum 00pa3oM, UTOTOBBIH pe-
3yAbTaT aKTUBALMK I10(QaMUHEPIHIECKOU
CHCTEMBI MPUBOIUT K YIJIMHEHHIO COCTO-
sTHUSI OOZPCTBOBAHMS B CIIy4asx BO3MOX-
HOTO TOAKPEIUICHUS! aKTHUBHOCTH. B Tex
XKe CIydasiX, KOrja BHEUIHETO CTUMYIA,
CBUIETEIBCTBYIOIETO O BO3MOXKHOCTHU
MOAKPEIUICHHS, HET, aKTuBaums nodamu-
HEPrU4eCcKoil CHCTEMBI MPUBOANT K HHAYK-
L[UH CHA.

Pazgen IV. HemoTopHble CMHAPOMbI MPY MOPaXKeHUAX 6a3anbHbIX raHrneB

23.2. HapyweHus cHa
n 6oapcTBOBaHMA Npn 60ne3HN
MapkunHcoHa

Hapymenns cra n 60oapcTBOBaHUS OT-

HOCSITCSl K OJTHUM M3 CaMBIX paclpocTpa-

HEHHBIX HEMOTOPHBIX CHMITOMOB 00Je3-

Hu [lapkuHCOHA, OIHAKO B KJIMHUYECKOU

MPAaKTHKE UM HE YAENSIETCS TOJDKHOTO

BHUMaHUA. MeXAy TeM HapylIeHHsS CHa

1 OOIPCTBOBAHMS OKA3bIBAIOT KpalHE He-

OJaronprsITHOE BIMSHIE Ha 001IIee COCTO-

sTHAE OONBHBIX M Ka9eCTBO MX KHU3HMU.
Kak n npu apyrux 3aboneBaHusAX, Ha-

pyuIeHus cHa u OoxpctBoBaHms mpu bIT

MOTYT OBITH TIPEACTABIECHBI:

1) maCOMHMEH (HapyIIeHHeM WHHUITAA-
LMY WU TIOAJEPKAHMSI CHA C YaCTHIMHU
HOYHBIMU W/WIW TIPEXIAEBPEMEHHBIM
YTPEHHUM TPOOYKICHUSIMH);

2) rurepcoMHuel (yBEIHMIEHUEM ITPOIOI-
KUTEITFHOCTH HOYHOTO CHA WJIM THEB-
HOHM COHJIMBOCTBIO);

3) mapacomHueH (paccTporCTBOM TOBEIE-
HUS BO CHE C OBICTPBIMH ABIKEHUSIMHI
17123, TePUOANYECKUMHU BIKCHUSIMHU
KOHEYHOCTEW, HOYHBIMH MHUOKIJIOHUSIMHU
U 1p.);

4) HapylIICHHEM IBIXaHUS BO CHE (HAIIPH-
Mep, OOCTPYKTHBHBIM aItHO? CHA).

Wx mpuanHaMu MOTYT OBITB:

* BO3paCTHBIE U3MEHEHHS B IICHTPAIBHOI
HEPBHOH crcTeMe (B 9aCTHOCTH, YMEHb-
IIEHUE BBIPAOOTKH MEJIaTOHWHA);

* JIereHepaius CTPYKTYp, YJaCTBYIOIINX
B PETYIIAIINN CHA 1 OOPCTBOBAHUSA (sAep
I1Ba, MEAYHKYJIOTIOHTHHHOTO SApa, TOTy-
0oro TATHA U JIp.);

* BUTATEIbHBIE HApyHIEHUS B HOYHOE
BpeMs (CHHIAPOM OECIIOKOWHBIX HOT,
HOYHAsI aKWHE3US, PUTUIHOCTH, TPEMOD,
JIeKapCTBEHHBIE TUCKUHE3UH, aKaTHU3M);

* HUKTYpHUS U O0JIEBBIE CHHIPOMEI (B TOM
YHCIie CHHAPOM KPaMIIH ), TPOSBIISIOIIHN-
ecsl B HOYHOE BpeMS;

* addeKkTUBHBIC HAPYIICHUS (ICTIPeCCHs,
TPEBOTA) U JICMCHIIVIS;
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