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1.BBEAEHMWUE.

BonesHb MapKMHCOHa — XPOHUYECKOE NporpeccupytolLee aereHepaTMBHoe 3aboseBaHMe roI0BHOTO MO3ra,
NpPeMMyLLLECTBEHHO CBA3AHHOE C rMbe/iblo HEMPOHOB YePHOM CYyOCTAHLMM U APYTUX CTPYKTYP MO3ra U
NpoABAAIOLLEECA COYETAHNEM TMNOKMHEIUN N PUTUAHOCTM, TPEMOPA MOKOA, NOCTYPaNbHOM
HEYCTOMYMBOCTbIO, A TAKXKE NCUXMYECKUMM U BEFETAaTUBHbIMM pPaccTpocTBamun. B HeBpoaormm noseneHune
6one3Hn MapKMHCOHaA UCTOPUYECKN cBA3aHO ¢ 1817 r., Koraa aHrMCKMi Bpay dxxenmc MNapKUHCOH
6necTAe onncan OCHOBHbIE NPOABAEHMA NAPKMHCOHM3MA B CBOEM «ICCe O ApOXKaTebHOM Napanmyey,
yKa3aB Ha TPeMOp MOKOA, XapaKTePHYH NOXOAKY, Nponyabcuu. CheaytoLleit CTOPUYECKON BEXOM
NOCNYXWAN UCCNeL0BaHNA 3HAMEHUTOro dpaHLy3cKoro Hesponora X.-M. LLlapKko, BHecLero 3HaunTenbHbln
BKNAZ B onNucaHme 60ne3Hu, paclumpus CNeKTP ABUraTesIbHOro AedeKTa, onmcas MbllLEYHYHO PUTMAHOCTb,
M3MEHEHMA MoYepKa M NCUXMYECKME pacCTpoiicTBa. OH e NpeasoXKmn HasBaTb ONMCAHHbIN
CUMNTOMOKOMMIEKC MMeHeMm [xkelimca MapkuHcoHa. Mopdonoruyeckuin cybetpat 6onesHu aonro
OCTaBaNCA HEM3BECTHbIM M TOJIbKO B Havane 20-ro BeKa HeMeLuKum mopdonorom ®. Slesu 6b11m HakaeHb!
cBoeobpasHble 303MHOGUNbHbIE BKNHOYEHWUS B HEMPOHAX 6a3anbHbIX raHrIMeB 60/1bHbIX 60/1€3HbI0
MapKnHCcoHa. B 1920 r. K.TpeTbAKoB Yy 601bHbIX C NOCTIHLEDANTUTUYECKUM NAPKMHCOHUIMOM OOHAPYXKUA
aHaNIOrMYHbIe N3MEHEHMSA B HEMPOHAX YepPHOM CybCTaHLLMM M AaN UM Ha3BaHWe «Tenbua Jlesu». Jonroe
BpPeMA BOMPOC NedYeHna 1 NpodpunakTnku 6onesHum MNMapKMHCOHA ocTaBascA OTKPbITbIM, HO paboTbl H.
Ehringer, O. Hornykiewicz (1961r) noka3anu 3¢ peKTUBHOCTb ee le4yeHmA npenapaTamm 1eBoA0MNbI.

2. 3NNAEMMNON0IrnNA bONE3HN NAPKMHCOHA

PacnpoctpaHeHHOCTb 601e3HM MapKMHCOHaA cocTasaseT 0,15 %, gocturan npmubamsutensHo 1% cpegm
nofeli B Bospacte craple 60 net. Yepes 10 net nocne Hayana 3aboneBaHns 65% 601bHbIX CTAHOBATCA
TAXEeNbIMU MHBAIMAAMM UAN YMUPaLOT, Yepe3 15 net ata umdpa goctmraet 80%. CpegHAn
NPOAOMKUTENBHOCTb KU3HU 6OIbHbIX NAPKMHCOHM3MOM Noc/e Hayana 5 3abonesaHuaA coctaBasneT 9 ner,
XOTA MHAMBMAYA/IbHbIE KOlebaHMA COCTaBAAIOT AManasoH oT 1 go 33 net. CpeaHMM BO3PACT, B KOTOPOM



yMupatoT 60/1bHble NAaPKMHCOHM3MOM, cOCcTaBAeT 65-72 roaa. B HacTosAllee Bpema NnosbileHne

30 PEeKTUBHOCTU NeYEHMA N MPOAO/IKUTE/IBHOCTU }KU3HU NALMEHTOB, MPUBOAUT K YBE/IMYEHUIO
MHBaNNAU3aLMM B MONYASALUUM U, KaK CneacTBUe, pacnpoCcTpaHeHHOoCTU 601e3HuU. o AaHHbIM
3aNNAEMMONOTMYECKUX UCCneaoBaHMi, 6onesHb MNapKMHCOHA HabatoaaeTca BO BCeX ITHUYECKUX rpynnax
mupa.

3. 3TUONOrMA BONE3HN NAPKMHCOHA. Mo gaHHbIM COBPEMEHHOW NMTEPaTYPbl NAPKUHCOHM3M
noapasgensercsa Ha 3 rpynnbl: 1) 60ne3Hb MNapKUHCOHA (MAaMoNaTUYECKUIA NaPKUHCOHU3M); 2)
CUMMTOMATUYECKUI MAPKUHCOHM3M (COCYANCTbINA, MHPEKLMOHHDIM, TOKCUYECKUIA U Ap.); 3) "NapKUHCOHN3M
natoc" - rpynna gereHepaTuBHbIX 3a601€BaHNM, B KIMHNUYECKOM KapTUHE KOTOPbIX BCTPeYaeTcs
NapKMHCOHM3M (KOpTUKoDa3anbHas gereHepaums, CynpaHyKaeapHblii Napanuny, MyabTUCUCTEMHas aTpodusa
n ap.). A6CONOTHbIE MPUYMHBI BO3HUKHOBEHUA 601e3HM MapKMHCOHA 4,0 HAaCTOALWEro BpEMEHM TOYHO He
yCcTaHoBAEHbI. 10 AaHHbIM UCCeA0BaHUI MHOTUX aBTOPOB, 60/1e3Hb MapKMHCOHA ABAAETCS
NoJIN3TUONOrMYHbIM 3ab01eBaHMEM, A1A NOCTPOEHUA 6Oee NONHOro NPeACTaBAEHUA O KOTOPOM HYXKHO
06paTUTLCA K M3yYEeHHbIM Ha HacTosLlee BpemMs 3BeHbsAM naToreHesa. CylecTBoBaHWE HAcNeLCTBEHHOM
dopmbl 6one3HM MapKUHCOHa onpeaennMno reHeTUYecKoe HanpasBaeHNe NCCNef0BaHNA STUOIOTUN U
naToreHesa sToro 3abosnesaHusa. O6HapyxeHa cBA3b 60ne3HM MapKMHCOHA € NOAMMOPOU3IMOM FeHa,
OTBETCTBEHHOrO 3a TPaHCNopT AodamuHa. B antepaType onmcaHo, 4To myTaumm B reHe DJ-1 BegyT K
pa3BUTUIO MOHOTeHHOM popmbl 6one3HM MNMapKMHCOHA. MoKa3aHo, YTO OAMH M3 BO3MOXKHbIX NyTel
naToreHesa CBfi3aH C TeM, YTO MyTaHTHbIN 6enok DJ-1, B oTanume ot 6enka DJ-1 guKkoro Tnna, obpasyet
KOMMIEKC C NAPKMHOM. B 3TOM KOomneKce npomcxoauT ctabuamsauma mytaHTHoro 6enka DJ-1, uTo
BbI3blBaeT obpasoBaHmMe Komnaekca 6enka DJ-1 c 6enkamum CHIP u Hsp70. O6bpasoBaHne Komnnekca 6enka
DJ-1 v napKMHaA CTUMYAMPYETCA OKUCANTENbHBIM CTPeccoM. B HacToALlee BpemA U3BecTHbl 3 reHa, 6
accoummpoBaHHbIx ¢ BM: anbda - cMHyKknenH, napknH n UCH-L1. HacneacteeHHbIN daKTop ABAAETCA
NPUOPUTETHBIM, HO CEMEIHbIN aHaMHe3 601e3HM Ha NPAKTUKE BCTPEYaEeTCA KpalHe peaKo, YTo, Hanbonee
BEPOATHO, CBA3AHO CO C/IOXKHbIM MATOreHETUYECKUM MEXaHU3MOM 3aboneBaHuA. CUMTAETCA, YTO KOUEBbLIM
NpPOLLeCCOM, NPUBOAALLMM K rTMbenn HelMpoHOB YepHOM cybCcTaHL MK, ABNAETCA HAaKOMNAEHWE B HUX BenKa
anbda-cMHyKNenHa. Jo cMx nop TOYHO He YCTAHOB/IEH MEXaHM3M HAaKoNAeHUA Benka, y4nTbiBan ero
NPUCYTCTBME B MPECUHANTUYECKMX OKOHYAHMAX HEMPOHOB rOJIOBHOIO MO3ra B HOpMe. MMNoTeTUYECKM 3TO
MOXKET BbITb CBA3aHO C ero M36bITOYHOM NPoAYKLUMEN AN KoHpopmMaLumen, inbo c AnchyHKumnen
BHYTPUKNETOUYHbIX CUCTEM (Mpeae Bcero, yOUKBUTUH-MPOTEOCOMHOM cUCTeMbI). B nocneaHue rogbl BHOBb
6b11 NOAHAT BONPOC O PO HEMPOBOCMANEHNA B MEXaHM3MAX Pa3BUTUA Bone3HU MapKUMHCOHa, KoTopoe
MOMKET ObITb BbI3BaHO MHOEKLMOHHbIMM areHTamM, NecTUUMAamMm, TOaBMOM MO3ra, a TaKKe NPOTOKCMHOM
n-metun-4-penunn-1,2,3,6-TeTparngponnupuamHom, BbidbiBarolmMm 601e3Hb MapKMHCOHA KaK y YenoBeka,
TaK M Y XUBOTHbIX. C 3TOM NO3MLMM Hanbonee BarKHbIM B MeXaHM3Me pa3BuTUA 6onesHu MNMapKUHCOHA, No
MHEHWI0O MHOMMX aBTOPOB, MOXKET ObITb CAMONOAEPKUBAOLLMINCA BOCMNANMNTENbHbIN NPOLLECC, BOBEKAOLLNIA
UMMYHHbIE KNETKM MO3ra (MUKPOFAUSA, acTPOUMTbI), KOTOPbIA BEAET K MegleHHOMY
HelpoaereHepaTMBHomy npoueccy. K MHGEKLMOHHbIM areHTam, CNocobHbIM Bbi3BaTb Pa3BUTME 601E3HU
MapKMHCOHA, OTHOCAT TAaK Ha3blBAaEMble NOTEHLMANbHO MHPEKLMOHHbIE aMUIOUAHbIe BEe/KM — MPUOHDI,
BO3HMKAtOWMeE B pesynbTaTe HeNpaBuAbHON yKNaaKku 6enkos. CnocobHOCTb ammMaonaa CNOHTaHHO
BbI3blBaTb 3ab0/1eBaHMe, a B C/ly4ae NPUOHOB YCNeLwwHOo nepesaBaTb €ro 0T O4HOM0 X03AMHA K APYromy, ¢
TPpyAoM nogpaetca nccnegoBaHmio. C NOMOLLBIO MaTeMaTUYECKOM MoAenun NpeanpuHATA NONbITKA
pa3paboTaTb NpeacTaB/ieHNE O BO3MOXKHOCTU COMETAHMA HANMUMNA MPUOHHOW UAN aMUNONAHOM GOopMm C
M3MeHeHMeM COCTOAHMA X03ANHA, KOTOPOE NO3BOAAET aMUAOUAY U NPUOHY NOABAATLCA U



pacnpocTpaHaTbCA. BblgBUHYTO NpeanooxKeHne, YTo NOTEHLMAbHO MHPEKUMOHHBIA amMuaons 7 MoXKeT
JleXaTb B MOJIYaLLEM COCTOAHUM B Ka3anocb 6bl 34,0p0BOM OPraHM3Me B OXKUAAHWUM U3MEHEHWA COCTOAHMSA
opraHM3ma wau rnepeHoca K HoBomy, bonee BOCNPUNMUYMBOMY XO3AMHY. TaK:Ke B IMTepaType yKasaHbl
Apyruve aTmonornyeckne gpaktopbl 6onesHn. Takum obpasom, 6onesHb NMapKMHCOHA — 3TO
No/IN3TUONOIMYHOE 3ab0NeBaHNE, KOTOPOE MOXKET ObITb BbI3BAHO: - MUTOXOHAPUANbHOM aUChYHKLMEN B
LUHC, cHM»KeHrem 3anaca rnyTaTMoHa M "OKMUC/IMTENbHbIM CTpeccom", NPoBOLMPYHOLWMM arnonTos; -
MHOEKLMOHHbIMM areHTamu, NecTMUnaamm u 4pyruMmm TOKCUYECKMMM BeLLecTBamm, TPaBMOM MO3ra,
BbI3bIBaOLLMMM HEMPOBOCNANIEHNE W aKTMBALMIO UMMYHOKOMMNETEHTHbIX KIETOK MO3ra, MOTEHLMPYOLWMUX
MeZa/IeHHbIN HelpoaereHepaTUBHbIN MPOLLECC, 3aKaHYMBAIOLWMICA anonTo30M; - MOTEHLMANbHO
MHOEKLMOHHbIMU aMUIOUAHBIMU 6eIKaMW — MPUOHAMM U TNOBYNAPHBIMU aMUAOUAHBIMU BenKkamu
(ammnoung A 1 aMUIMH), U3MEHSAIOWMUMM CBOMCTBA U CTPYKTYPY KNETOK U UX MeMbpaH; - noaumopdunsmom
reHa, OTBETCTBEHHOIO 3a TPAHCNOPT fodaMUnHa; - MmyTaumamm B reHe DJ-1 ¢ nocnepytoLlei npoaykumen
6enka DJ-1, cnocobHoro 06pa3oBbiBaTb KOMMIEKC C MAPKMHOM B YC/I0BUAX OKMCAUTENIbHOO CTPECCa; -
3KCMpeccuelt Tpex reHoB, accouMmMpoBaHHbIX ¢ BM: anbda-cnuHyKnenHa, napkmHa n UCH-L1 (sToT npouecc
YCKOpPSIETCA HYKNealumein, MOHamM Kenesa u megu, mytaumein A53T 1 akTUBHbIMU popmammn Knucnoposa); -
SMOLMOHANbHbIM CTPECCOM, CONMPOBOXKAAOLWMMCA YCuneHnem Katabonmama 6enkos, runepnpoayKumeit
aKTMBHbIX POpPM KMCNopoaa, UMMyHoAenpeccueit. ITMonornyeckne GakTopsbl, Bbi3blBatoLLME CUHAPOM
NapKMHCOHM3MA (CMMNTOMATUYECKMI MAPKUHCOHU3M), pasHOO6pa3Hbl. OCHOBHbIMM ABAAIOTCA: -
cocyamcTan NaTosiorMa HEPBHOM CUCTEMBI; - SNUAEMUYECKUI SHUEedanUT (aHUedanmT IKOHOMO, sHLedanut
A, netapruyeckmi asHuedanmuT); - TPaBMaTUYECKNN MAaPKUHCOHM3M (YepenHo-Mo3roBas TpaBma); 8 -
TOKCMYECKNE NOPAXKEHWNSI HEPBHOW CUCTEMBI (HEMPONENTUYECKNIM, MapraHLEBbIA NAPKUHCOHMU3M); -
NCcUXMYECKan naTonorma (genpeccus, anaTMko-abyMUYecknin CMHAPOM, KaTannekema 1 4p.), NpMBoaALan K
nceBAOMNaPKUHCOHU3MY.

4. NATOTEHE3 BOJIE3HU MNAPKUHCOHA. MaToreHes 60s1e3HM [MapKMHCOHA XOPOLLO U3BECTEH, HO, TEM HE
MeHee, He BCe ero acneKTbl M3yYeHbl A0CTAaTOYHO NoHO. ObLLEenpn3HaHo, YTO KNHYEBbIM 3BEHOM Pa3BUTKA
601e3HU MapKMHCOHA ABNAETCA HEAOCTAaTOYHOCTb TOPMO3HOIO KOHTPOIA BCIeACTBUE CTPYKTYPHO-
bYHKLMOHaNbHbIX HapyweHnin 6onbluel YacTi 4obaMUHEPTNYECKMX HEMPOHOB KOMMNAKTHOM 30HbI YEPHOWM
Cyb6CTaHUMM M BEHTPAIbHOro meseHuedanoHa. COOTBETCTBEHHO, OCHOBHOW NMPUHLMM KOPPEKLMM
ABUraTeNbHbIX HapyLWeHWI NPU NAPKMHCOHM3Me 6a3mpyeTca Ha BOCMOAHEHUN aedurumTa godpamuHa. Ewe B
Havane 20-ro BeKa 6bla BbiABNEH Mopdonornyeckuit cybctpat 6one3Hn MapKUHCOHA, B KOTOPOM raBHasn
pPOJ/ib OTBOAMANACL AereHepaLmm HEMPOHOB YePHOM cybCcTaHUMM 30MMEPUHIa, CONPOBOXKAAOLLLENCA
peayKLmMen Yncna NMrMeHTUPOBaHHbIX KAeToK. O4HOBPEMEHHO CTann 0b6paLLaTb BHUMAHME Ha
3aKOHOMEpPHOE BOBJ/IEYEHME B MATOIOMMYECKMIA NPOLLECC NPWU NAPKUHCOHMU3ME APYroi MUFMEHTUPOBAHHON
CTPYKTYpbI CTBOMA MO3ra - roslyboro naTHa (locus coeruleus), pacnonoXeHHOro B NOKPbILLIKE OpasbHbIX
OoTAEeN0B BAapOAMEBOro MmocTa. Hanbonee TMNUYHbIMU NPU BCEX ITUONOTMYECKUX GOPMAX CUHAPOMA
NapKMHCOHM3Ma ABAAOTCA NATONOrMYECKME UBMEHEHUA B HEMPOHAX YepHOW cybcTaHumu, ronyboro agpa u
HEKOTOPbIX 4PYrMX MUTMEHTUPOBAHHbIX U HEMUTMEHTUPOBAHHbIX CTPYKTYP, CPeAM KOTOPbIX 0ObIYHO
YNOMMHAIOT F’MMNOTaNaMyc, PeTURYAAPHYI0 dopmaLmio, AopcanbHOe aapo 6ayKaatoLwero HepBa,
6e3bIMAHHOE BELLECTBO, A4Pa NOrPAaHNUYHOro CUMMNATUYECKOrO CTBOJIA, KPacHoe AApo, baeaHbIl Wwap,
cKopayny, cybTanammyeckoe 84p0 J1blomca, HUKHIOK 0/IMBY, KOPY FOJIOBHOTO MO3ra U HeKoTopsble apyrue. C
HaMbOoIbLIMM NOCTOAHCTBOM M Hanbonee rpybo Npu NAapKUHCOHM3ME NOpPaXKatoTcA YepHasa 9 cybctaHumAa n
ronyboe nATHO. Hapaay ¢ nopakeHnem HeMpPOHOB 0OHAPYKEHbI USMEHEHMA U B ININAJIbHBIX KNETKax, Npu
3TOM CHUXEHO cogeprkaHne PHK B umMtonnasme. YuutbiBasa nopaxKeHne MHOMMX CTPYKTYp HEPBHOW



CUCTEMbI, IOTUYHO NPEANONOKMUTL AMCOANAHC HECKOIbKUX HEMPOMEANATOPHbIX CTPYKTYP. TecHas
B3aMMOCBA3b MeTabonmama odamnHa, HopaapeHannuHa U aapeHanmHa ABAAETCA YCTAaHOBAEHHbIM GaKTOM.
JodamuH, Kak 1 gpyrue KatexosamuHbl (HopaapeHanunH, agpeHannH), obpasyeTcs B opraHnsme us
AMUHOKMCNOTbl PeHUNANAHUHA B pe3y/ibTaTe NOCAeA0BaTENbHbIX BMOXMMMYECKUX NPEeBPALLEHNIA:
deHnNanaHmH - TMPo3uH - JOPA - nopammH - HopagpPeHaAnH - agpeHannH. Kaxabii 3Tan Ha3BaHHbIX
BMOXMMMYECKNX NPEBPALLEHMIN OCYLLECTBAAETCA NPU Y4aCTUKN cneLmanbHbiXx pepmeHToB. Tak, npespaLleHme
TMpo3unHa B JODPA npomcxoguT c NoMoLLbio GpepmeHTa TUPO3UH-TUAPOKCK/IA3bl; B CBOIO oyepeab, JOPA
npespawaetca B AodammH 6narogapa JOPA-gekapbokcunase u 1.4. B nepudepmnyeckoin HepBHOM cucteme
A0baMUH ABAAETCA NpeawecTBEHHUMKOM HOPagPeHaIMHa - OCHOBHOMO meamaTopa B CUMMATUYECKOM
HepBHOW cucTeme. Ha OCHOBaHWKM Ha AaHHbIX, NOJYYEHHbIX MPU OLEHKe oKanu3aunm tenel Jlesun, H. Braak
(2002) BblgBMHYAN rMNOTE3Y O NO3TAaNHOM Pa3BUTUN, HEMPOAEreHePaTMBHOIO NpoLEecca, KOTopbIi
nocnefoBaTesibHO NPOXoAuT 6 cTaguii, bopmupya BocxoaAawmii TN nopaxkeHus. Ha 1 ctagum nponcxoant
noparkeHme [opCcasibHOro MOTOPHOro Agpa bayKaatowero Hepea U 06OHATENBbHbLIX YKOBULL. B
KAMHUYECKOMN KapTUHE Npu 3TOM Haba4aeTcs aHOCMUA U ANCHYHKUMA Keyao4HO-KULWEYHOro TpakTa. Ha
2 CTagmu NopakaloTcs sApa WBa, TIMraHTOKNETOYHOE PETUKYAAPHOE AAPO, a TaKKe ronyboe naTHo. B
KAMHWKe NoABAATCA adpdeKTUBHbIE PAacCTPOMCTBA U HAPYLLEHWUA CEHCOPHOM CUCTEMBI, B YaCTHOCTH,
6oneBble npossaeHUs. Ha 3 cTaamm BOBAEKAOTCA KOMNAKTHAA YacTb YePHOW cybCcTaHLMU, MUHAANNHDI,
nefyHKYJIONOHTUHHOE AAPO, OPabHOE AAPO LWBA, XOMHEPTMYECKOe MarHoLuenItAAapHoe AAp0 6asanbHbIX
oTAeN0B NepeaHero Mo3ra, TybepomammunapHoe A4po runoTanamyca. Ha sTol ctagum passuBatoTca
HapyLeHuA cHa 1 yeunmeatoTca adpdeKTMBHbIE paccTpoitcTBa. 10 4 cTagma xapakTepusyeTca
NPoAOIKEHNEM AereHepaUmmn U YMeHbLIEHUEM KONNYECTBA HEMPOHOB YepHOI cybCTaHLMK, BOBEYEHUEM
B NPOLLECC BUCOYHOIO ME30KOPTEKCA M TMNMNOKaMMa. B KIMHNUYECKON KapTUHE NOABAAIOTCA KOTHUTUBHbIE
HapyLeHUA, NPOABAAIOLLMECA CHUKEHMEM NaMATU U No6HON ancdyHKumein. Ha 5 ctagumn nponcxoaut
OaNbHeWWwan gereHepauuns HeMPOHOB YepHOM cybcTaHLMK, MOpaXKeHne KOPKOBbIX 30H (MpedpoHTaNbHOM,
BMCOYHOM U TeMeHHOM). MpK 3TOM HapacTatoT KOTHUTUBHbIE HAPYLLEHUA U PAa3BMBAKOTCA NCUXMYECKME
paccTpoincTtga. Ha 6 cTaauun HapacTatoT USMEHEHMA BO BCEX OMMCAHHbIX CTPYKTYPaX, BOB/IEKAOTCA
MOTOPHbIE N CEHCOPHbIE KOPKOBbIE LeHTPbI. MpegnoxkeHHaa H. Braak runotesa He asnsetca
o6LenpuU3HaHHOM, HO OHa NO3BOAAET OO BACHUTb PaHHME CUMNTOMbI MAPKMHCOHM3MA, TAaKME KaK aHOCMUA U
adpdeKTUBHbIE PacCcTPOICTBA, a TaKKe bonee No3gHee Pa3BUTME KOTHUTUBHbIX HApyLWeHMA. XopoLo
W3BECTHO, YTO B YEPHOM CyOCTaHLMM PACNONOXKEHbI TENa HEMPOHOB, BbipabaTblBaOLMX TOPMO3HOWM
HenpomeamaTop - ,0GamMUH. AKCOHbI 3TUX HEMPOHOB COCTaBAAOT HUFPO-CTPUAPHDBIN NYTb,
3aKaHYMBalOLLMINCA B HEOCTPUATYME B BUAE LLUMPOKOTO CNAETEHUA TEPMUHANbHBIX MUKPOBE3UKY C
BbICOKMM cogepkaHnem godamuHa. Npeobnagatowmm appekTom cTUMYAALUN HUFPabHbIX
AodpaMUHepPrmyecknx HeMPOHOB ABNAETCA TOPMOMKEHUE KNETOK XBOCTATOro AApa. Mpu anekTpruyecKkoit
CTUMYNALMU YepHOW cybcTaHUMM oKono 50% HeMPOHOB NOABEPTrAETCA TOPMOMKEHUIO U UL NPUMEPHO
15% KkneToK Bo3byxaaetca. Mpuuem Bce BelLecTBa, 610KMpyoLwme gobamuHeprmyeckyto nepegady,
BbI3blBAIOT MCHE3HOBEHME BbllLEeYKa3aHHbIX TOPMO3HbIX 3G EKTOB NEKTPUUECKOM CTUMYAALUKN. DTN GaKTbI,
NnoJiydeHHble B 3KCNEPUMEHTANIbHbIX MCCIeL0BAHUAX PAa3HbIMU aBTOPAMM, MOATBEPKAAOT
NPEeUMYLLLECTBEHHO TOPMO3HYHO PYHKLMIO HUIPO-CTPUAPHBIX A0daMUHEPTUYECKUX NyTel. Bbin
chopmynnMpoBaH, TaKMM 06Pa30M, O4EHb BaXKHbIN BbIBOA, YTO NOpaXKeHWUe AopaMUHEPTMYECKUX HEMPOHOB
YyepHO cybCcTaHUMM NPUBOAUT K YMEHbLUEHWUIO 11 MM CHATUIO TOPMO3HbIX BAIMAHWUIA Ha XBOCTATOE A4PO0,
BbI3blBasi TeM caMbIM "3 deKT pacTopmaxkmBaHus" nocnegHero. HeobxoAMMO yUNTbIBATL, YTO HE TO/IbKO
Hea0CcTaToK AodaMmHa NPMBOAUT K PAa3BUTUIO MAPKMHCOHM3MA, HO U ApYrMe MeXaHM3Mbl MaToreHesa: -
HEBCMPUMMYMBOCTb PELLENTOPOB K A0dPaMMHY; - NOBbILEHHbI 06paTHbIN 3axBaT fodammHa U3



CMHANTMYECKOM LLEN; - NOBbIEeHHaA aKTUBHOCTb XO/IMHEPTUYECKON CUCTEMDbI; - paspyLueHue gopammHa
depmeHTamn MAO 1 KOMT; - cTumynauma BbicBobOXKAeHMA AodammHa U3 NPEeCUHaNTUYeCcKoro Noaca; -
HapylleHMe aHTUOKCUMAAHTHOM 33U Tbl KAETOK; - HapYyLLUEHWe NPoLEeccoB HEMPONPOTEKLNM,
HeMpPOoNIaCTUUYHOCTU N HEMpPOreHes3a; - HeJ0CTaTouYHas paboTa CTPECC-TMMUTUPYIOLLMX CUCTEM.

5. KTMHUYECKAA KAPTUHA NAPKUHCOHU3MA. KanHuyeckaa KapTMHa NApKMHCOHM3MA CKAaablBaeTca m3
TpUaabl OCHOBHbIX CUMMTOMOB - TPEMOP, MbILLEYHAA PUrMAHOCTL (peHoMeH «3ybuaToro Kosieca») u
onurobpaankuHesuns (M1 akmHesus), Kotopble onpeaenstoT OCHOBHOM ABUTaTebHbIN AedeKT
NAapKMHCOHOBCKOFO CMHAPOMA. JONOAHUTENbHBIM CUMITOMOM ABASIETCA NOCTYpPasibHaA HEYCTOMUYMBOCTb
(HeycToMuMBOCTb «NOCNeAencTBUA»). PasnMyHan cTeneHb BbipaKeHHOCTU 3TUX CUMMITOMOB onpeaenaeT
KAMHWYECKY0 GOpMy CMHAPOMA. BbigensatoT cneayrowme KamHmudeckne opmbl: 1) AKMHETUKO-pUTrKaHas
dopma (Hanbosnee BbiparkeHbl TMMOKMHE3NA U PUTUAHOCTb, BK/OYAA HapyLIeHUs Xo4b0bl U MOCTYPabHYIO
HeyCcTOMUYMBOCTb), BCTpeyaeTcs B 15-20% cnyyaes. 2) [lpoxaTtenbHas popma (npeobnagaeT gpoKaTenbHblii
rmnepKMHes B BUAE TPEMOPA NOKOA MM CMELUAHHOIo TPEMOPA, BK/IOYAA NOCTYPaIbHOKUMHETUYECKUIA
KOMMOHEHT), BcTpeyaeTca B 5-10% cnyyaes. 12 3) CmewaHHaa ¢opma (BKAOYAET BCIO TPMaay CUMINTOMOB, C
pa3NINYHOM cTeneHblo UX NpeacTaBieHHoCTH), coctaaaeT 60-70% cnydaeB 6one3Hu MapKUHCcoHa. Mo
CTENeHM TAXKECTN Hanbonee NPaKTUUYHOM aBAAETCA Knaccudukaums, npeanoxkeHHas Hoehn&Yarh B 1967
roay (npunoxerve Nel). 3HauMTEeIbHO MOHMKAIOLMMM KaYeCcTBO KU3HW BOIbHBIX ABNSIOTCA ABUraTe/IbHble
0OCNOXKHeHUs 60n1e3HU MapKUMHCOHA, NpeACTaBAeHHbIE MOTOPHbIMU GAYKTYaAUMAMM U NEKAPCTBEHHBIMM
ANCKMHe3nAMU. 1. MoTopHble GayKTyaumu: ® «BKaoYeHue» - «BbiKAoYeHne» (on-off) e - npegckasyemble o
- HenpefcKasyemble ® HepaBHOMepHbI 3G PeKT A,03bl N1€BOAOMbI B TEHEHWNE CYTOK ® 3aCTbiBAHUA © -
npenacKasyemble ® - Hernpeackasyemble ® «cToweHne» go3bl 1eBoaonsl 2. JIeKapcTBEHHbIE AUCKUHEINU: ®
XopeoaTeTo3 MblLL, KOHEYHOCTEN, Weun © OpoMaHAMbyNApHas AUCKMHE3NA ® CnacTUYeCKas KpUBOLLEs ®
TopcroHHasa gUcToHMA ® AINCTOHUA KOHeYHOCTel ® HapylweHus nosbl © MUOKAOHWUK, TUKU Hapagy ¢ 3Tum,
60/1bLLIOE MECTO B KIMHUYECKOW CEMUOTUKE 3a60/1eBaHUA 3aHUMAIOT HEMOTOPHbIE NpoABaeHMA. Ha nepBsbiit
NAaH BbIXOAAT BEreTaTUBHbIE HApYyLWeHMA, Habatogatowmeca npaktudeckn B 100% cnyyaes Bcex
KAMHUYECKMX GOPM 3TOr0 CMHAPOMA. BereTaTMBHbIE NPOABNEHUS HOCAT B OCHOBHOM 13 nepmMaHeHTHbI M
XapaKTep, HO Ha UX GOHEe MOryT MNOABAATLCA M NAPOKCU3Ma/ibHble BereTaTMBHble HapylweHuA. Ha BTopom
MeCTe Haxo4ATCA KOTHUTUBHbIE HAPYLLUEHWSA, KOTOPbIE B NepBble 5 1eT 60/1e3HN XapaKTepu3yHTCA Kak
Nerkme u ymepeHHble. B ganbHenwem, paHo nam nosgHo y 50-80% 60/1bHbIX pa3BMBaeTCA AeMeHUms.
Mpuyem Npu paHHeM pa3BUTUKM gemeHummn (1-2 roga) HeobxoanMmo NpPosoaUTb AnddepeHUNanbHbIN
ANarHos ¢ Apyrumm Gopmamm NapKMHCOHM3MaA (AemeHUMA ¢ Tenbuamu Jlesu u ap.). XapakTepHbiMu
CMMNTOMAMM NAPKMHCOHM3MA ABNAIOTCA TaKXKe N3MEHEHUA B SMOLMOHANbHO-/IMYHOCTHOM chepe, TaKme Kak
Aenpeccus, anatus, Tpeeora U 06ceccMBHO-KOMNYNbCUBHbIN CMHAPOM. B MeHblel cteneHn (30% 60/1bHbIX)
pa3BMBatOTCA NCUXOTUYECKME PACCTPOMCTBA: 3pUTE/IbHbIE, CIYXOBble, 0OOHATEIbHbIE U TAKTU/IbHbIE
ranftounMHaLmMm, unntosum, bpes, Aenmpuii. 3a4acTyo NCUXOTUYECKME PACcCTPOMCTBA BCTPEYatoTea y
NaLNEeHTOB C TAXKENbIM ABUraTe/ibHbIM AedEeKTOM U COYEeTarTCA € AemeHunen. LlonoAHUTEeIbHbIMU
ANArHOCTUYECKMMM METOLAaMMN UCCNEAOBAHMA KOTHUTUBHbIX HAPYLIEHWUI CyXKAT HEMPOMNCUXOOTUYECKME
WwKkanbl MMSE (Mini Mental State Exemination) (npunoskeHune Ne2) n Tect yacos ansa anddepeHumanbHoM
ANArHOCTUKM C APYrMMUM HelipoaereHepaTnBHbIMM 3aboneBaHnaMM (npunoxkeHune Ne3). HapylweHus cHa u
6oapcTBOBaHMA NpK 6one3HM MNMapKMHCOHA NPeacTaBieHbl BCEM CNEKTPOM AMCCOMHUYECKUX PAaCCTPOMCTB:
HapyLweHMeM MHULMALMK 3aCbiNaHUa U NoaaepKaHMA cHa (MHCOMHMA), MOBbILLIEHHOW AHEBHOW
COH/INBOCTbLIO (FMNEepPCOMHMSA), NaPaCOMHUAMM (CUHAPOM HECNOKOMHbIX HOT, CHOrOBOPEHWE, BPYKCU3M,



raanlouMHaLMK, NaHMYeCKne aTakm u ap.). Metogom goNoNHUTENbHON AMAarHOCTUKM MOXKET BbITb aHKeTa
HapylweHus KayecTBa cHa A.M.BeitHa (npunoskeHune No4).

6. AMATHOCTUKA BONNIE3HU NAPKUHCOHA. inarHoctuka 6one3Hun NapKMHCOHa NpoOBOAUTCA Ha
OCHOBE HeraTUBHbIX U MO3UTUBHbIX KpUTepues. K Kputepuam ucknroueHns 6onesHn NMapKMHCOHa OTHOCATCS

NOBTOPHbIE MHCY/IbTbI, YEPENHO-MO3r0Bble TPABMbI U 40CTOBEPHbIN 3HUEdANUT B aHAMHE3e, OKYNOTMpPHbIE
KpM3bl, NPUMEHEHME HEMPONENTUKOB, 14 ANnUTENbHAA PEMMCCUSA, CyNPaHyKNeapHbIA Napanny B3opa,
MO3Ke4YKOBbIe 3HaKW, paHHee NOsBJEHME BEreTaTUBHON HE40CTAaTOYHOCTM AN AeMEHLMN, LepebpanbHan
OnNyXxoJib UM OTKPbITaA rngpouedanma, cumntom babuHCKOro, CTPOro 04HOCTOPOHHEE NPOABAEHNE B
TeyeHue bonee 3-x feT, HeraTMBHAA peaKkuns Ha bonbime A03bl J1-JODA. lInarHOCTUYECKUE KpUTEPUN,
noaTeepxaatome 6onesHb NapKMHCOHA, BKOYAIOT: - O4HOCTOPOHHEE HaYyano NpoABAeHUn 601e3Hu; -
Ha/snuYMe TpeMopa NoKos; - NOCTOAHHAA aCUMMETPUSA ¢ 6o/iee BbipaKeHHbIMU CUMITOMaMM HA CTOPOHE
TeNa, C KOTOpOoW Hayanacb 60ne3Hb; - xopolan peakums (70-100%) Ha N1-JODA; - nporpeccupytollee
TeyeHue 3ab60NeBaAHUS; - HAIMYME BbIPAXKEHHOM ANCKMHE3NN, MHAYLMPOBAHHON J1-AODA; - OTK/IMKaeMoCTb
Ha /1-A0®A B TeueHue 5 neT u bonee; - ganTenbHoe TedeHne 3abonesanus (10 net u 6onee). Mpu HanNUuMK
He meHee 3-X NOATBePKAA0LUNX KPUTEPMEB MOMKHO BbICTaBUTb BEPOATHbIM AMarHo3 6ose3Hu MNapKUHCOHa,
NnpW HaIMYUM MeHee 3-X NPU3HAKOB — BOSMOMKHbIN AnarHos. JocToBepHbl ANrHO3 601e3HU MapKMHCOHA
BO3MOXEH /IMLb NO AaHHbIM NAaTOMOPdOIOrMYECKOro UCCNeA0BaHMA, K KOTOPbIM OTHOCATCA CHUMKEHME
YMCNIEHHOCTU HEMPOHOB W FIM03 KOMMNAKTHOM YacTh YepHOM cybcTaHUMK, a TaKKe onpeaeneHue teney Jliesn
B OCTaBLUMXCA HellpoHax. HelipoBu3yanmsaumoHHble meToabl guarHoctuku (KT u MPT) He no3sonAoT
BblAE/IUTb 06 bEeKTUBHbIE NPU3HAKM BonesHn MapKUHCOHA, HO UIPaKOT BaXKHYIO PO/b AN
anddepeHumanbHOM AMarHoCTUKM CUHAPOMA NAaPKUHCOHM3MA NpY 06 beMHbIX 06pa3oBaHUAX,
LuepebpoBackynspHON naTtonoruu, rmgpouedannm, TpaBMaTUYECKMUX NpoLeccoB. Mo3UTPOHHO-IMUCCUOHHas
Tomorpadus seasetcs 6onee TOYHbIM METOLO0M, HO MOKA eLLe Masog0CTYMHbIM.

7. BUPPEPEHUUANBHAA OUATHOCTUKA BOJTIESHU NAPKUHCOHA. JuddepeHumanbHyo AMAarHOCTUKY
60ne3Hm MapKMHCOHA NPOBOAAT YaLlle BCEro C COCYAMCTbIM, 1EKAPCTBEHHbIM, TOKCUYECKUM U
noctaHuedannuTU4ecMm NapKUHCOHU3MOM; 3CCEHLMANBHBIM TPEMOPOM; AeMEHLUMEN C Tenbuamm Jlesu;
NPOrpeccMpyoLLMM HagbaaepHbIM Napanyom; MybTUCUCTEMHOM aTpodueit; renaToNeHTUKYNAAPHOM
aereHepauueit. CocygmcTblii NapKMHCOHM3M. YacToTa BCTPEYaeMOCTM COCYAMCTOrO reHe3a NapKMHCOHU3MA,
Nno AaHHbIM NTepaTypbl cocTasaneT 6-8%. nAa AMArHOCTUKM COCYANCTOro NapKMHCOHM3MA HE4,0CTAaTOUYHO
MMETb B aHaMHE3€e COCyAMCTYI0 NaToIorMI0, AaXKe NPU HaZIMYUMU XapaKTePHOMN KIMHMYECKOM KapTUHBbI U1
OaHHbIX NAapaKAMHUYECKUX nccnegoBaHnn. Hannume uepebpoBackyasapHOM NaTONOIMUM elle B KOHLE
NpOLNOro BeKa onpeaenano NoCTaHOBKY AMArHo3a COCyAUCTOro NapKMHCOHU3Ma, HO NO AaHHbIM
nuccnefoBaHUi NocieaHUX IeT He0bX0AMMO YUNTbIBATb €€ COYETaHMeE CO CieayoWmMMN Kputepusamm: 1)
BblABAEHWE MO AAaHHbIM HEMPOBU3YaNn3aLMM USMEHEHWNI B CTPATENMUYECKN 3HAYMMbIX AN1A MAPKMHCOHU3MA
30Hax (gmMddy3HbIN NeiMKoapeos; MHOXKECTBEHHbIE oYarn B 6a3asibHbIX raHIKAX; o4aru B Tanamyce,
cpegHem mosre uam NobHbIx aonax); 2) manyto apdeKTMBHOCTb NpenapaTos 1eBoAonsl; 3) HainumKe B
K/IMHMYECKOM KapTUHE NOCTypasibHON HEYCTOMYMBOCTU, MPENUMYLLECTBEHHOIO MNOPAXKEHUSA HUKHUX
KOHeyHocTel (anpaKkcua xoabbbl), nceBaobynbbapHOro cMHAPOMa, HaIMYME MO3KEYKOBOW MU
nUpammnaHo CUMNTOMATUKK; 4) oCcTpoe Nan NoAO0CTPOoe PasBMUTUE CUMMNTOMATUKKN BCKOpe nocne
nepeHeceHHOro MHCyAbTa C Nocaeaylowen cTabuamsaumeit coctoaHma; 5) 6onee BbipaxKeHHble U BbICTPO
pa3BuMBaloLMECA KOTHUTUBHbIE PAcCTPOMCTBA, YeM Npu 6onesHu MapKMHCOHA. JIeKapCTBEHHbIM
NapKNUHCOHM3M. [INA NeKapCTBEHHOMo NapKMHCOHM3Ma XapaKTepHOo: 1) cBA3b C NPMEMOM NeKaPCTBEHHbIX



npenapaTtos (4Yalle UMK ABAAIOTCA HellponenTuKkn); 16 2) nogocTpoe pa3suTHe 3abonesaHus; 3) B aebloTe
ABYXCTOPOHHEE MOparkeHne KoHeYHocTen; 4) HanMume cMeLwaHHOoro Tpemopa (NocTypanbHOro 1 nokos); 5)
B 60/IbLUMHCTBE CNy4YaeB perpecc CUMNTOMATUKM NOc/e OTMEHbI COOTBETCTBYIOLLEro npenapara.
MocTaHuedannTUYECKNn NapPKUHCOHM3M. 18 NOCTaHUEedANUTUYECKOrO MAaPKMHCOHN3MA XapaKTepHo: 1)
Ha/MyMe B aHamHe3e sHuedaMTa UM MHOEKLUMN C OCTPLIM Ha4a/IoM U HEBPOJIOTMYECKON CUMMNTOMATUKOM;
2) 6onee monomoi BospacT (4o 40 net), yem apyrue Gopmbl MAPKUHCOHU3MA; 3) OKYNOTUPHbIE KPU3bI
(ToHnyecKkas cypopora B3opa); 4) rnasoasuraTesibHble paccTpoicTea (06paTHbIN CUHAPOM
AprainnaPobeptcoHa); 5) BeretatMsHble HapyLleHUs (rMnepcanmBauus, rMNepruapos u Ap.); 6) BO3MOMKHbI
rmnepKMHesbl (cnacTnyeckas KpMsolles, MbllleyHan AuctoHus, 6nedapocnasm, TUKKU, opasbHble
rMNepKMHesbl); 7) HeMporpeccupyoLLLee Uan meaeHHO Nporpeccupytollee TeyeHue; 8) Haamume B
aHaMHe3e r’MnepCcoOMHUYECKOro CUHAPOMA. TOKCMYECKUI MapPKUHCOHU3M. 118 TOKCUUYECKOro
NapKMHCOHM3Ma XapaKTepHo: 1) rpyboe KpynHoamnaMTygHOE NOCTypasibHOE APOXKaHME KOHEYHOCTEN,
ro/IoBbl, peXKe TyN0BM1La. 2) 6bICTPOE HapacTaHWe NocTypanbHOM HEYCTOMUYMBOCTM U HapyLeHUn GyHKLUUIA
X0Ab6bl C YaCTbIMU MNafEHUAMM, 3aCTbIBaHUAMU, TEHAEHLUMEN K peTponyabcusam. 3) B6bICTpo HapacTatoLwmii
ncesaobynbbapHbIN CUHAPOM C Pa3BUTMEM FPYHOI CNACTUKO-TUMOKUHETUYECKON AN3apTpun. 4) AUCTOHUA U
60n1e3HEHHbIe MbllieYHble CMa3mbl (Yallle MUMUYECKYI0 MYyCKYaTypy U CTOMbI- NpU Xoabbe TbibHe
crmbaHue v poTaums cton). 5) runommmus, 3amegneHHOCTb ABUKEHUI, 6iedapocnasm. 17 6) ymepeHHble
NPU3HaKM NMPaMUOHON U MO3XKEUYKOBOM HeA0CTaTOYHOCTU. 7) B aHaMHe3e MHTOKCUKaLMA (MapraHuesas 1
Ap.). dcceHUManbHbIi TPEMOP CYMTAETCA CaMbIM YacTbiM 3a60/1eBaHMEM 3KCTPaNnMpPamUAHON CUCTEMbI, NPK
KOTOPOM 3a4acTyto 0bHapyKMBaeTcA ayTOCOMHO-A0MUHAHTHOE HacneaoBaHue. OCHOBHOM
anddepeHumManbHbIi AMarHo3 NPoBOAMTCA C ApOorKaTeNbHOM dopmoit 6one3HM MapKMHCOHA, CN0XKHOCTb
3aK/NtoYaeTca B MCCel0BaHMM TPEMOopa, 3a4acTyo codeTaeMmoro ¢ GeHoOMeHOM «3ybuyaToro Koneca».
OCHOBHbIMW OT/IMYUTENbHBIMW NPU3HAKaMK ABNAIOTCA: 1) HaMUMe NOCTYPaNbHO-KUHETUYECKOro TPeMopa;
2) YyacTo ABYCTOPOHHUIA AebtoT 3aboneBaHNs; 3) BoBAeYeHMe B NPOLECC APOXKaTeIbHOrO KOMMOHEHTa
ro/I0Bbl 1 FO/I0COBbIX CBA30K; 4) OTCYTCTBUE BbiParKeHHOW rMNOKMHE3nK; 5) oTcyTcTBue adpdexTa
AodaMmnH3aMecTUTeNbHOM Tepanuu; 6) oanTenbHoe 4obpoKayecTBeHHOe TeyeHre. [leMeHUmMs C TeNbLlamm
JleBn saBnaeTca 6onee guddy3HbIM AereHepaTUBHbLIM NPOLLECCOM, YeM 60ne3Hb MapKUHCOHA, T.K.
KNETOUYHbIE BKAHOYEHUA, MOMUMO YepHOI cybcTaHLMKU BCTPeYatoTcs B KOpe ro/IoBHOro MO3ra
(NnpenmyLecTBEHHO B BUCOUYHbIX A0A5X) M 6a3anbHOM sape MeliHepTa. JMarHocTMKa AemMeHLUUn ¢
Tenbuamu JleBu 3a4acTyio 3aTpyAHEH], YYUTbIBAA KAMHUYECKoe U Mopdoiormyeckoe cXoacTso ¢ 60/1e3Hblo
MapKnHcoHa. O6a 3TMX 3a60N1eBaHUA XapaKTepPU3yoTCA NAPKUHCOHU3MOM U ieMeHLUMel, HO B OTAnYMe OT
601e3HU MapKMHCOHa NPU3HAKKU AeMeHLMN NPEBANUPYIOT KaK Mo KNAUHUYECKOM KapTUHE, TaK U BO
BpeMeHHOM acnekTte (BO3HMKAIOT B TeuyeHue roga). Kpome Toro, B page Cayvyaes MMEIOTCA XapaKTepHble
KANHUYecKne ocobeHHOCTH: 1) 3puTenbHble ranfloumMHauumn, MHOrAa ¢ APYrMMmn NCUXMYECKUMU
paccTpoictBamm (6pes npecnenoBaHus U Ap.); 2) paHHAA NOCTyPasibHaA HEYCTOMYMBOCTb C YacTbiMM
nageHusamM; 3) BblparkeHHble HapyleHUA BHUMaHUA N NCUXMUYECKOW aKTUBHOCTU C NPEXOAALLMMMU
3NU304aMU CNYTaHHOCTM co3HaHMA; 18 4) paHHee pa3BuTUe genpeccuun. MNporpeccnpyownii HaabaaepHbIn
napanuy (6onesHb CTnna-PuuapacoHa — ONblLEBCKOro) OTHOCUTCA K MY/IbTUCUCTEMHbIM AereHepaumam C
BOB/iIeYeHUeM B npoLecc 6a3anbHbIX raHrMEB, CTBOJIOBbIX AAEP, YeTBEPOX0oiMmUus, 3ybuaTbix agep
MO3XeuKa, Kopy N06HbIX Aonei. BcTpeyaetces B 2-5% cayyaes. B ero ocHoBe nexKUT arperauma Tay-
npoTtenHa c o6pa3oBaHMEM BHYTPUKIETOUHbIX BKAKOYEHWUI, B CBA3M C YeM 3abosieBaHMe OTHOCAT K
Taynatuam. Hanbonee xapakTepHbIMKU NpM3HaAKaMu ABAAIOTCA: 1) napanny BepTMKaAbHOro B30pa, Yallle
BHU3; 2) paHHAA NOCTypa/ibHaA HeYCTOMUYMBOCTb; 3) pa3BUTUE AeMEeHLMM, NPpenMyLLecTBEHHO N106HOro TMNa;
4) paHHee pa3BuTUe ncesaobynbbapHoOro cMHApPoOMa; 5) pa3BuTre «106HON» anpakcuu; 6)



bbicTponporpeccupytolLee TeyeHue (3-5 neT); 7) CUMMETPUYHOCTb CUMMITOMATUKM C PEAKO BCTPEYAIOLLMMCA
Tpemopom. MynbTucuctemHan atpodus (MCA) — cnopagmyeckas MynbTUCUCTEMHAA AereHepaums,
noparkarowaa 6asanbHble FraHINK, OIMBbI, MOCT, MO3KeYOK, 6OKOBble pora CMMHHOrO Mo3ra. Bctpeyaetca B
2-6% cnyyaeB. MCA, Tak»Ke Kak 6one3Hb [apKnHCOHa U gemeHuma ¢ Tenbuamm JIeBu, OTHOCUTCA K
CUHYKIEMHONATUAM, HO HaKonaeHWe anbda-CUHYKNENHA NPUCXOLNUT NPENUMYLLLECTBEHHO B
onurogeHapouutax. OTaMuuTeIbHble 0cobeHHOCTU: 1) Hannune NapKMHCOHOBCKOIO CMHAPOMA C
HexapaKTepHbIM gas 60s1e3HM NMapKMHCOHA NOCTYPabHO-KUHETUYECKUM TPEMOPOM; 2) paHHee pa3BuUTUe
TAXKEe/I0M BereTaTMBHOM MaTo/I0rMK, BKAKOYAnA OPTOCTaTUUYECKYIO TMNOTeH3uto; 3) bbicTpoe
NporpeccMpoBaHme ¢ paHHMM Pa3BUTMEM NOCTYPaAJIbHOM HEYCTOMYMBOCTU U NceBaobyibbapHOro
CUHAPOMa; 4) HaIMYME MO3KEUYKOBOM M MMPAMUAHON CUMNTOMATUKM B NOJIOBUHE C/Ty4aeB NpU OTCYTCTBUM
AeMeHUMUN U APYTUX MCUXMYECKUX HapyleHuid; 19 5) Ha MPT npusHaku aTpodumn MoCTa U MO3XKeuKa,
CHUXKEHME NHTEHCMBHOCTU CUTHAa OT CKOpAyMbl. [enaToNeHTUKyNApHas gereHepauma (6onesHb BunbcoHa-
KoHoBanoBa) — HacneAcTBEHHOE gMcMeTabonnyeckoe 3aboneBaHMe HEPBHOM CUCTEMBI, CBA3AHHOE C
HaKoMIeHNem megy B roJIOBHOM MO3re, NeYeHn U poroBuLLe. XapakTepHble 4MarHoCcTUYeckme npusHakum: 1)
Ha/IMYymMe NUrMEeHTHOro POroBMYHOro Konbla Kalizepa-Pneliwepa; 2) CHAMKEHME coaepKaHna CBA3aHHOTO C
MeJblo Lepy/onaasmmHa B KpoBu; 3) NOBbILLIEHME KOHLEHTPaLUMN B KPOBU «CBOBOAHON» mean u
yBe/IMYeHMe IKCKpeLnm meamn ¢ moyoii; 4) Hanmune akMHETUKO-PUTMAHOTO CUHAPOMA, OUCTOHUM,
NoCTypasibHOro TPEeMOopPa U MUOK/IOHWIA. B 3TOM rnaBe oTpaxKeHa KapTMHa He BCeX HO30/10rMyecknx popm,
COMPOBOXKAAOLNXCA CUHAPOMOM NAPKUHCOHM3MA. BHeapeHne B MeAULMHCKYIO NPAaKTUKY COBPEeMEHHbIX
meTof0B ob6cnesoBaHUsA, 0CO6EHHO HEMPOBM3Yyan3aLmMm, NO3BONSET ANAarHOCTUPOBATL Takue
3abosieBaHuA, Kak bonesHb Anburenmepa, AemeHuus ¢ Tenbuamm Jlesm, BUY-undbekumnn n ap. Yuntoisan
MHOroobpasune Ho3onormyecknx Gopm NapKUHCOHU3Ma, Hanbosiee 3Ha4YMMbIM 3BEHOM B AMArHOCTUKeE
60ne3HM MapKNUHCOHA ABAAOTCA YETKO 0603HAUYEHHbIE AMArHOCTUYECKNE KPUTEPUM, MPUMEHAEMbIE B
MUPOBOW MpaKTUKe.

8. IEMEHUE BONNIE3HU NAPKMHCOHA. B neyeHumn 6onesHn MapKMHCOHA MOXKHO BblAENANTb TPU OCHOBHBbIX
HanpaBneHua: 1) HeliponpoTeKkTopHas Tepanus, Le/ibio KOTOPOU ABNSETCA 3amea/ieHMe UM OCTaHOBKa
AereHepauum HempoHoB; 2) CumnNToMaTMYecKas Tepanus, BO34eNCTBYOWan Ha HEMPOXUMUYECKUIA U
Helpodusmnonornyeckunin gucbanaHc; 3) Pnsmnyeckasn n coumanbHO-NCUXONOrMYecKkas peabunutauus; 4)
Xupypruyeckoe neyeHme. HemponpoTeKTopHasa Tepanus Ha CerogHAWHUA AeHb npeactaBieHa Tpema 20
rpynnamm metofos: 1) metoapl, npeaynpexaatolme pasButme HempoaereHepaTUBHbIX USMEHEHUI B
KneTKke (HelponpoTekumsa); 2) meToabl, obecneumatowme GyHKLUNOHAIbHOE BOCCTaHOBAEHWNE YaCTUYHO
NOBPEXAEHHbIX, HO }XM3HECNOCOOHbIX KNETOK (HeMponaacTMYHOCTL); 3) meToAbl, obecneunBatowpe
yBe/IMYEHME YMCNa HEMPOHOB, HanNpUMep, NyTEM MMMNAHTALMMU HOBbIX KNETOK UK CTUMY/IMPOBaHMUA
OEeNeHNA CYLEeCTBYIOLWMX KNeTOoK (HeiporeHes). MocneaHune ase rpynnbl METOA0B, NO-BUANUMOMY,
HanNpPAMYO 3aBUCAT OT MHANBUAYANIbHOTO YPOBHSA CMOCOBHOCTU TKaHM roJI0BHOrO MO3ra K npoueccam
HeMponnacTUYHOCTU, YTO 3aBMUCUT OT LLesIoro psaaa pakTopoB. CMMNToMaTUYecKan Tepanma 6o1e3Hu
MapKNMHCOHA OCHOBaHa Ha KOPPEKLMN HEMPOXMMUMYECKoro ancbanaHca B 6a3asibHbIX raHINAX, KOTOPbI
XapaKTepusyeTcs CHUKEHMEM YPOBHSA AodamMMHa B CBA3K C AereHepaumen HUrpoCTpUapHbIX HEMPOHOB U
NOBbILEHNEM aKTUBHOCTU XOJIMHEPTUYECKUX U FIyTamaTepruyeckmx cuctem. NMoHaTMe CMMNTOMaTUYECKOM
Tepanuu, Ha Hall B3rnsag ABASETCA AMCKYTabenbHbIM, T.K. TepaneBTUYeckuin adGeKT HEKOTOPbIX NpenapaToB
MOXHO cYMTaTb NaToreHeTudecknm. OCHOBHbIe HaMnpaB/eHMA NPOTUBOMNAPKUHCOHOBCKOM Tepanuu: 1)
BocnonHeHue gednumnta godammHa noctosiHHbIM BBegeHnem L-A0PAcoaepsKalmx npenapaTos (magonap,
HaKoOM, Ay3/nH). B oTanume oT camoro godbamMunHa, 3TM NpenapaTtbl NPOXoAAT Yepes remaTosHuedbannyeckuii



H6apbep C MOMOLLbO CreLnasbHOM TPAHCNOPTHOM cucTembl. MeTabonmsnpyeTca nesogona nytem
AEKapbOoKCUINPOBaAHMA U MeTUAMpoBaHMA (c nomoubto JOPAaeKkapboKcnnasbl n Katexon-O-
MmeTunTpaHcopepasbl). MoaTomy Bce COBpeMEHHbIe npenapaThbl ABAAIOTCA KOMBMHMPOBaHHbIMU, Hanbonee
pacnpocTpaHeHo coYeTaHMe 1IeBOAOMbl U Kapbuaonbl (Hakom). 2) NMpamasn CTUMyAALMA PeLenTopos
NOCTCUHANTUYECKON MeMbpaHbl HEMPOHA, YYBCTBUTE/IbHbIX K 0daMUHY, aroHUCTaMKN 40PAMUHOBDIX
peuenTtopoB. Hanbonee appeKTMBHbIMKU NpenapaTamm ABAKTCA MUpPANeKc, MPOHOPaH 1 21 peksun
mopayTab. CoBpemeHHble aroOHUCTbI 4,0$aMNHOBbLIX PELLENTOPOB, Ha3HaYaemble Ha paHHel cTaanm 601e3Hun
MapKMHCOHA, cnocobHbl OKa3biBaTb TepaneBTMYECKU 3P PeKT, aHaNornuYHbIN 3 deKTy nesogonbl. Ux
Ha3HayeHue cnocobcTByeT OTCPOYKE HaszHaYeHMA 4odamMMH3aMeCTUTE/IbHOM Tepannn U, COOTBETCTBEHHO,
ee NoboYHbIX 3PPEKTOB, UTO ABNAETCA HEMAIOBAXKHBIM aCNEKTOM JiedyeHus. TemM He MeHee, yKe Yepes 2
roga repanuu, 60NbWNHCTBO 60/IbHBIX HYXKAAeTcA B KOMBUHALMM C NpenapaTaMn 1eBoaonsbl. 3)
CTumynsauma BbicBObOXAEHWNA A0PaMMHA U3 NPECUHANTUYECKOro NoJitoca npenapatamMmu aMaHTaguHa
(MupanTaH, cummetpen, NK-Mepu), ampetammnHom, peHammHom. Hanbonee pacnpocTpaHeHHbIM
npenapatom sensetca MK-MepL, KOTopbI CTUMYUPYET BbiCBOHOXKAEHME A0daMUHA N3 HEMPOHAbHbIX
[Erno v NoBbILWAET YyBCTBMUTE/IbHOCTb PELLENTOPOB K A0PaMUHY U HOpaapeHaNuHy. Mo HEKOTOPbIM AaHHbIM
IMTepaTypbl OCHOBHOM MEXaHU3M AeWCTBMA aMaHTagmMHa cBA3aH ¢ 61okazoi NMDA-peLuenTopos, U B
MeHbLUEel cTeneHun — ¢ 610Kagon obpaTHoro 3axeata ZodamuHa M HopagpPeHaAMHa U3 CMHaNTUYeCKoM
wenu. 4) TopmorkeHne npouecca 06paTHOro HEMPOHANBLHOTO 3axBaTa fodaMmnHa. ITUM aPPeKToMm
061a4at0T ABe rpynnbl NpenapaTos: 1 - TPUUMKAMYECKNE aHTUAENPECCaHTbl MeIMMPaMMH (MoKasaH npu
npeob6iafaHnM aKMHE3NN) U aMUTPUNTUAUH (MPpU NpeobnagaHnum APOXKAHUA); 2 - XONUHOIUTUKK
(umknopgon, TpurekcndbeHnamn, bunepunaeH, TpunepuaeH, 6eH3TPONNH), KoTopble NOTEHUMPYIOT 3P deKT
nesogonbl. M3 npenapaTtos, 061a4at0LWLMX XONMHOANTUYECKMM AeACTBUEM, Hanbonee WMpoKoe
pacnpocTpaHeHue NoAyYna LMKNoA0A (POMNAPKMH, MAPKONAH, apTaH), KOTOPbINM, KaKk U apyrue
XO/IMHO/INTUKM, OKa3blBAET MNONOXKNUTENbHOE BANAHWNE NPEUMYLLECTBEHHO HA PUTMAHOCTb U TMMOKUHE3NIO, B
MeHbLUEW CTEMEHM - HA TPEMOP M ApYyrve HapyweHua. NpumeHeHWe XONIMHONUTUKOB CEPbE3HO OFPaHNYEHO
nx No60o4HbIMM 3 deKkTamm, Hanbonee 3HAUYUMbIMM U3 KOTOPbIX ABAAETCA HaPaCTaHNE KOTHUTUBHBbIX
HapyLWeHUIM, CNYTaHHOCTb CO3HAHMA U 3pUTENbHbIE FAaNNOUMHALUK. KpoMe Toro, B MO3re OTKNaAblBaeTcs
amunong, AsnstoWMnca mapkepom 6onesHn Anbureimepa. 22 5) CHuxkeHue katabonmsma godamuHa.
MpumeHeHWe NHIMOBUTOPOB MOHOAMMHOKCUAA3bI U KaTexon-O-meTuntpaHcdepasbl cnocobeTayeTt
HakonneHuto fopaMmnHa B CMHANTUYECKOW LWwean. Hanbonee pacnpocTpaHeHbIMKU NpenapaTamm 3ToM
rpynnbl ABAAIOTCA cenernnmH (MHrmbumutop MAO-B), asunekT (MHrMbutop MAO-B), ctaneBso (B cocTas
KOTOPOro BXoauT UHrMbMTop KOMT aHTaKanoH) 1 Tacmap (TosikanoH). Mpu KombUHaUMN MHTMBUTOPOB
KOMT ¢ neBofonoi 3ameIeHHOTo AeNCTBUA KAMHUYECKUIA SGDEKT YONNHACTCA, aHHYANPYIOTCA pesKkue
nazeHunsa KOHLEHTPaLMM NeBOAOMbl B KPOBU MeEXKAY NpMemMamu npenapata. 6) MoBbllweHne CMHTE3a
AodamunHa B mosre. MNprmeHeHMe aHTUOKCUMAAHTOB 3almLLaeT pepMeHTHbIE CUCTEMbI, OTBETCTBEHHbIE 3a
CUHTE3 fodaMMHa OT TOKCMYECKOTO AEeNCTBUA NEPEKUCHDIX PagMKanos. Mo AaHHbIM HEKOTOPbIX aBTOPOB
OTMEYEHO, YTO HEKOTOPbIE AHTUOKCUAAHTLI OKa3blBaeT Hanbonblumii 3¢ deKT y 60abHbIX C Ha4abHOM
cTaguvein 3abonesaHuaA ¢ NpeobiagaHNeEM B KAMHUKE APOXKAHUA. 7) YUUTbIBan Hanume AereHepaTMBHOro
npoLecca B HEPBHOM CUCTEME, MPUMEHSIOT TaK¥Ke CPeACTBa, OKa3blBalOLLMeE MNONOKNUTENbHOE BAUSHME Ha
TKaHeBOW MeTaboamn3m mosra. K HUM oTHocaTca npexkae scero FTAMK (aMWUHaN0OH, raMManoH), a Takke
TaKue cpeaCTBa, Kak LLepebposin3nH, buoreHHble cTUmynaTopsl. Cpeam nepedncieHHblX NpenapaTos
ocobeHHo 3Hauymma F'AMK, KoTopas cnocobcTByeT HakonaeHMo godamuHa B mo3sre. MNpenapaTbl,
cogeprkawme FAMK, Hanbonee WNPOKOe pacnpocTpaHeHME NOAYYNAU NPU NEYEHUM COCYANUCTLIX Gopm
NapKMHCOHM3Ma. B KOMNNEKCHYO TEPANMIO BXOAAT TAKKe BUTAMMHbI, HOOTPOMHbIE U NMCUXOTPOMHbIE



npenapaTbl, aHTUarperaHTbl. B 4acTHOCTM, N3 HOOTPOMHbIX NPENAPaTOB NPUOPUTET OTAAETCA
NUPPOIMAOHAM, y4UTbIBas UX BAMAHME Ha TAMK-epruyeckyto cuctemy (beHoTponua, HooTpPoNu).
KombuHMpoBaHHOE neyeHne npenapaTaMm ¢ pasHbIM MEXaHU3MOM AENCTBUA NPUBOAUT K Bonee
Bblpa*keHHoMY 3 deKTy, YeM U30IMPOBAHHOE NUCMO/Ib30BaHWE 3TUX NpenapaTos. 23 B HacToALlee BpemsA
ncnosbayetca 60bLONM CNEKTP KaK Pas/IMYHbIX 4ONOAHUTENbHbIX MEeANKAMEHTO3HbIX NPEnapaTos, Tak U
MeToA,08B PU3N0TEPANNN, XMPYPTUYECKON KOPPEKLUU U faXKe reHHOW UHKeHepun. MNaTteHTyroTcA
COeZINHEHWUS, COCTaBbl U CMOCODbI UX MPUMEHEHUSA ANA IeYeHnA 3ab60s1eBaHN, 00YC/IOBAEHHbIX
HapyweHueM GyHKLUM MUTOXOHAPWIA. Mpegnaraerca npuMeHeHne NpeawecTBEHHUKOB NUPUMNLMHOBBIX
HYKN1eoTnA0B (OPOTOBOI K-Tbl U ee 3¢pMpPOoB, UUTUAUH-AUdOCHOX0NNHA, YPUANH-ANPOCHOrNOKo3bI U Ap.),
KOTOpble MOTYT ObITb UCMOJIb30BaHbI A8 IEYEHUA HEMPOMbILLEYHbIX, HEMPOAEereHepaTUBHbIX 3aboneBaHui,
6onesHn Anburelimepa, 60n1e3Hm MapKUHCOHA, ANUAENCUN, MUTPEHW, NOCAEACTBUIN TMMNOKCUM N NULLEMUN,
YMeHbLUeHUsA NO6OYHOro AeNCTBMA LMTOCTAaTUKOB. ANOHCKME UCCNef0BaTEIN PAacCMATPMBAOT BO3MOXKHOCTHM
MCMNO/Ib30BaHUA afleH0acCcouMmMpoBaHHbIX BUpYycoB (AAV) B KauecTBe BEKTOPOB A5 BBEAEHMWA B CTPUATYM
reHoB GepMeHTOB CMHTe3a godamuHa ([A). MokasaHo, YTO BBEAEHUE C MOMOLLbIO STUX BEKTOPOB reHOB
TUPO3MHIUAPOKCKAA3bI, AeKapboKcnnasbl apoMmaTUdeckmx L-ammnHos n NMP-ymknorngponassbl | B 061actb
CKOpAynbl y 06e3bAH C NaPKMHCOHONOAOHOHbIM CUHAPOMOM, Bbi3BaHHbIM BBeaeHnem MPTP, ymeHbLuano
BbIPA*KEHHOCTb ABUraTe/IbHbIX PAaCCTPOMUCTB U CTUMYNMpPOBano cuHTes [1A. BBeaeHMe C MOMOLLbIO BUPYCHbIX
BEKTOPOB reHa HelpoTpoduueckoro GpakTopa rmnasbHbIX KNETOK TOPMO3U/IO NPOrPeccuto
3KCNepuMeHTasIbHOro NaPKMHCOHM3MA Y Kpblc. OBCyKaeHbl NepcnekTUBbI FTeHHON TEXHONOMMM NP IeYeHnn
6one3Hn MapKUHCOHA y YenoBeKa. YuyeHble KannpopHMINCKOro YHMBEpCUTETa NpeasaratoT UCNosib30BaTh
BBEAEHWEe PeKOMBUHAHTHOro HelpoTpodMHa B NOPaXKEHHbIE y4acTKa MO3ra Npu HelpoaereHepaTUBHOM
natonornu (6onesHb MNapKUHCOHA, 6onesHb Anburelimepa u 4p.) ¢ UCNOIb30BaHNEM SKCNPECCUOHHOIo
BEKTOPA C LeNblo reHepaunn HenpotpoduHa. B KauecTBe BekTopa, obecneymBatowero cMHTes
HeMpoTPOPUHA B HEMPOHHBIX KNETKAX UM KNETKaX UK, NO NX MHEHUIO, MOTYT BbITb MCMO/Ib30BaHbI
HeKoTopble peTpoBupychl. 24 Hedpapmakonornueckan Tepanus npeacraBiaeHa ciegyowmmm metogamu: 1.
NOK — pacTaxkKa, «Markas asapobuKay, cnuaoBble ynpaxKHeHUs 2. TaHLbl U 3aHATUS MOro — KoopaMHaLms
OBUMXKEHUN 1 penaKkcaums 3. pauMoHanbHas ncuxorepanma 4. HEMPONCUXONOTMYECKUIA TPEHUHT 5. peyeBas
r’MMHacTUKa 6. nuTaHue — guddepeHumnaLma B 3aBUCUMOCTM OT TAXKECTM COCTOAHUSA 7. co3gaHue obuiects
601bHbIX NAPKUHCOHU3IMOM MNpyn HeahPEKTUBHOCTU KOHCEPBATUBHOM TEPaANMM BO3MOXKHO
Helpoxupypruyeckoe neyeHne. OCHOBHbIMW METOAAMMU HEMPOXUPYPrMYECKON KOPPEKLUM ABAALOTCA
CTepeoTaKkCcUYeckme onepaumm (NanaMaoToMmumsa, TanamMmoToMMA), a TaKKe METObl XPOHMUYECKOM
3NEKTPOCTUMYNALUN MOAKOPKOBbIX CTPYKTYpP. Yallle BCero MMNAaHTUPYIOT 3NeKTPoabl B 061acTb
cybTanammyeckoro aapa, Tak Kak Npy STOM BO3MOXKHO ABYCTOPOHHEE BO3AeNCcTBME. ANbTePHATUBHbIM
BapUaHTOM MOMKET BbITb MPOMEIKYTOUHOE BEHTPA/IbHOE AP0 Taslamyca U BHYTPEHHUI cermeHT 61eaHoro
wapa. CepbE3HbIM MUHYCOM B NPUMEHEHWU AAHHOM Tepanun ABASETCA PAL YETKMX MPOTUBOMOKAa3aHWi, K
KOTOPbIM OTHOCATCS, HaNpPUMep, HEKOPPUTUPYEMbIE MOTOPHbIE GIHOKTYaLUN N TIeKAPCTBEHHbIE
OVCKMHE3MU, BKIOYAA aKMHETUYECKME KpM3bl. HECMOTpSA Ha A0CTAaTOYHO BbICOKYIO 3P PEKTUBHOCTb
AobaMnH3aMeCTUTENbHOM Tepanuu, pa3paboTKa HOBbIX NPUHLMNOB U NOAXOA0B K Ie4eHMo 601e3HU
MapKNMHCOHA OCTaeTCs OA4HOM U3 aKTyaslbHbIX Npobsiem. 3Ta HEOH6XOAMMOCTb AUKTYETCA TEM, YTO NPU
ONNTENbHOM NIeYeHnU AobaMUH3aMECTUTENbHBIMU NpenapaTamu pa3BnBakoTcA NoboYHble addeKTbl B BUAE
rmnepKMHesoB, deHomeHa "M3HalmBaHMa", "BKNOYEHNA-BbIKAOYEHUA", MOTOPHbIX ANCKUHE3UM, KOTOpble
NPenaTCTBYIOT Aa/IbHENLLIEeMy IeYEHUIO U CaMM TPebyIoT MeaMKaMeHTO3HOM KoppeKunun. Kpome Toro,
COBpPEMEHHble NpenapaTbl 1eBOA0MNbI ABAAOTCA AOPOroCTOALLMMMU U 6ONbLINHCTBY 60/IbHbIX
TpyaHOAOCTYNHbIMU. OAHUM N3 OCHOBHbIX HanpaBAeHUI ABNAETCA NOUCK 25 3 HEKTUBHBDIX



HEeMpPONPOTEKTOPHbLIX NPenapaToB, KOTOPble MOFYT OCTaHOBUTb UKW 3aMea/INTb NPOLECChl AereHepaunm
HEeMPOHOB rO/IOBHOIO MO3ra.
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