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OMNPEOEJNEHNE

bone3Hb [lapKMHCOHAa - XpoHNYecKoe
nporpeccupytollee gereHeparuBHoe 3aboneBaHue
LeHTpanbHOWU HEPBHOW CUCTEMbI, KNMMHUYECKU
nposaBnsoLLleecs HapyLeHUeM nNpPon3BoSibHbIX
OBUXEHUN.

Bnepsble onucaHo B 1817 roay [xenmcom
[TapKnHCOHOM B KHUre "3Occe o0 agpoxaTtenbHOM
napanunye”.

Bone3Hb MNapknHcoHa N NaPKUHCOHU3M —
3aboneBaHMe NoXUIbIX NOAEN, Yalle BCero
pa3BMBaeTCca B Bo3pacTte 70-80 neTpaHbLLUe.



npocumeas).
HemomopHble cumMnmomul with short
(kxo2HUMUHEBHbLIEe HapyweHUuN,
ncuxomuueckKkue s6.1eHuUsl, denpeccus,
HapyweHust cHa u op. )

Shuffling gait




TEYHEHUWE BOJIE3HA
[TAPKWHCOHA

CpenHnn Bo3pacTt Havara d6onesHu [NapkuHcoHa - 55 net. B
TO Xe BpemMsa Yy 10% OornbHbIX 3aboneBaHne Ha4YNMHaAETCS B
OTHOCUTENBLHO MONOAOM BOo3pacTe, A0 40 neT.
3aboneBaeMoCTb MAPKMHCOHU3MOM HE 3aBUCUT OT NONOBOW U
pacoBOW NPUHAANEXHOCTU, COLMATIbHOIO NONOXEHUSA U
MecTa NpoXuBaHUs.

DOSIbHbLIX OKa3bIBAETCH CYLLIECTBEHHO CHMXEHHbIM. [pK
rpyObIX HAPYLLEHUAX rMOTaHUA NMauUnUeHTbl ObICTPO TEPSAIOT B
Bece. B cnyvyaax gnutenbHon o0be3aBmKXeHHOCTU CMEPTb
BosibHbLIX 00yCnoBreHa NPUCOeaNHALWLNMUNCA
OblXxaTtenbHbIMU PacCTPOUCTBAMU N MPOSIEXHSAMMN.



ﬂp@(l)%LQJ;L@g MﬂHCOHa OCTa€eTCAd A0 KOHLa He

N3y4yeHHbIM, TEM HE MeHee B Ka4yecTBe NpUYMHbl 3aboneBaHus
paccMaTpuBaEeTCs coveTaHne HECKONbKUX DaKTOpPOB:

cmapeHue
Hacsied0cmeeHHOCMb

HeKomopble MOKCUHbI U sewecmea.



[MPUYNHBI BOJIESHU NMAPKNMHCOHA

CmapeHue

TOT pakT, YTO HEKOTOpPbLIE NposiBneHnst 6onesHn NapkMHcoHa BO3HUKAKOT
N NP HOpManbLHOM CTapeHuun, 3acTaBnsgeT npegnonaraTtb, YTO O4HON U3
NPUYMH NAPKUHCOHN3MA MOXET ObITb BO3PaCTHOE CHMXKEHNE aKTUBHOCTU
HEMPOHOB MO3ra.

HacnedcmeeHHoCMb

Yxe B Te4eHne MHOrmx net obcyxagaetcsa BO3MOXHOCTb rEHETUYECKOM
npeapacnonioXXeHHOCTU K bonesHu NapknHCoHa n HakonsIeEHO MHOIO
NHOPMALMN O HANMUYNUU MYTAHTHbIX FTEHOB, BOBMEYEHHbIX B pa3BuTue
Dones3Hun

TokcuHbI U Opyaue seuwjecmea

B 1977 roay 661510 ONMCAHO HECKOMbKO CryYaeB TSXKenoro
NapKUMHCOHU3Ma Yy MOMNOAbIX HAPKOMAaHOB, MPUHUMABLLUNX CUHTETUYECKINIA
repouH.



aPYTIVE INMPNYRDBI

[Tpn4nHbl 60onesHn NapkMHCOHa BKIHOYAKOT TaKXKe:

BUPYCHbIE MHMEKLINMK, NPUBOASALLNE K NOCTIHLUEedanuTHOMY
NapKUHCOHMN3MY;

dTEepPOCKIepo3 CoOCyaoB roJyioBHONO Moara;
TAXeJlble N MOBTOPHbIE YEePErNnHO-MO3IroBbl€ TPaBMbI.

[nnTenbHbIN NpMemM HEKOTOPbIX NMpenapaTos,
brioknpytoLwmnx ocBoboxageHne unm rnepegady godpammHa
(HanpuMep HeENPONENTUKOB, CPEACTB, coaep KalLlmnX
pe3epruH).



TENbUA JNEBMU

B cTBone wmo3ra npu bl
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ayTOIICUU HAXOIAT
Tesblia JleBu;
Tenpna JleBu
HaXo4AT He TOJIbKO
rpu bIl




el Jiingvin gqoviZsecnvin vi pujJiconrno
NMAPKMHCOHA

B oco3HaHHOM KOHTpPOI1Ee 3a NMpon3BoJibHbIM OBMXEHUAMU NMPUHUMAaET y4acCTne

, OTKyAda HepBHbIe MMMYIbCbl nepe,u,amTc:ﬂ
B KOHeYHocTU. OgHUM 13 Hamnbonee Ba)KHbIX HeI/IpOTpaHCMI/ITTepOB B 3TOM
obnactu aBnsieTcs aueTUnxornH.

B akTe npon3BOnbLHOro ABUXXEHUS y4acTBYET U Tak Ha3blBaemMad

npeacrasneHHas adodepeHTHbIMU HEUPOHAMMU, Tena KOTOPbIX
pacrnosaratTcsl B Kope 60nbLLIOro Mo3ra, OkaH4YMBaloTCA B ABUraTeribHbIX sapax
YyepernHbIX HEPBOB.

OpaHako BaXkHbIM Ans LLENOCTHOro npouecca ABUXeHUA ABIAETCA KOHTPOJIb HE
TOJ1bKO 3a Npon3BoJibHbIMU, HO N 3a HENMPOWN3BOJIbHbIMU ABNWXEHUAMM. 3Ty

PYHKLUMIO BbINOMHAET , obecnevmBaroLLas
NNaBHOCTb ABUXEHUI N BO3MOXXHOCTb NpepBaTb Ha4YaToe aencrene. 3ta
cuctemMa obbeanHSAET CTPYKTYPbI - , pacnonaratowimecs 3a

npegenamMm nNpogosiroBaToro Mo3ra (oTctoga TepMuH "aKkcTpanupamugHas
cuctema”).

HenpotpaHcmutTepom, obecnevnBatoLmm 6ecco3HaTenbHbIM KOHTPOSb 3a
OBMXeHUAMU, aBndaeTcs godammH. B ocHoBe ,051e3Hb [apknHcoHa nexuT
CHWXKEHUE aKTUBHOCTU A0dDaMUHEPTUYECKUX HEMPOHOB YePHOW CYOCTaHLINM.




BASAJIbHbIE TAHI TN

basanbHble raHrmMun 06bLEANHSAOT
CTPYKTYpPbl: XBOCTATOE S4P0, CKOPNyny
(BMecTe - nonocatoe Teno), brneaHbIn
Lap 1 YepHyto cybcTaHuumio.
basanbHble raHrnun nonyyarT
MMMYIbCbl OT JTOOHOW KOpPb,
OTBETCTBEHHOW 3a KOHTPOIb
NPOWU3BOSIbHbIX ABMXEHUN, U
onocpenytoT obpaTHbIN
HENPON3BOJSIbHLIN KOHTPOIb 3a
OBWKEHNAMU Yepe3 NPEMOTOPHYIO
KOpYy 1 Tanamyc.

XBocraroe azpo nOJ}gﬁ%Toe

Cxopnyna
BasanbHbie

TFaHIrJTUn

Cy6ranamuueckoe agpo
epHas cy6cTaHuus

Tanamyc

I'ny6unHbIe Anpa
MO3KeyKa

HO

N
HO H” SH
dU3NONOrMYECKUMIN aHTaroHMCTamu

nodamumH nodamMmuHa B 9KCTpannpammaHom cucteme
asnatTca auetmnxonuH n FAMK




LN TOJIO MHECKHNE
HWHMIEBOAMTCH B JODaMUNHEPTNYECKUX

HEWPOHAaX, KOTOPbIX B MO3re OKOJS10 7 ThICAM.
[lodbamunHeprnyeckne HEUPOHbI (Kak 1 MHOrue
apyrue) He Bocnpomnssoaatca. OgHako HU B OQHOM
N3 NMPOBEOEHHbIX UCCriegoBaHNN He DbINo
AOCTOBEPHO MokKasaHo, YTo bones3Hb [TapknHcoHa
CBsi3aHa C notepen MMeHHO JodaMUHEPTNYECKUX
HEWPOHOB, 3aTO ObINIO MPOAEMOHCTPUPOBAHO
CYLLIECTBEHHOE CHUXKEHNE aKTUBHOCTM
noddaMUHEPTNYECKNX HEUPOHOB, YTO 4YacTo
BbI3BAHO CHMXXEHNEM aKTUBHOCTU (PEPMEHTOB,
obecne4vnBatoLLX CUHTE3 JodaMmHa.



AHTNOKCUOAHTDI

ButamuH C n BuTamMuH E 6bInn ncnosb3oBaHbl Ans
npenoTBpaLleHns gerpagaumnm akTMBHOCTH
aohamMmnHeprmvyeckux peuenTopoB KNEToK Npm 6onesHu
[TapknHcoHa. PaspylueHne cynepokcuaa
ocCyLLlecTBndeTca oepMeHTOM CYrnepoKCcMaancmMyTason:
202 + 2H+ — H202+ O2

O6pa3sytolasn nepeknchb paspyLuaeTcsa Katanasomn
H202 — H20 + 1/2 O2

AHTUOKCUOAHTbI BUTaMUH C U BUTaMUH E MOryT
3aMeanuTb AereHepaumio JodamMmnHIEeprmyeckmx
HEMPOHOB, HO OHU He YCTPaHAT OCHOBHON NPoGneMbl, B
pesynbTaTe KOTOPoW 06pasyeTcs CyrnepoKCua-aHUOH.



MYTALWAN B BEJIKE-
nOKQIA,‘E)&mlﬂj[E\H SBMAETCH BaXXHENLLMM 3BEHOM CUCTEMDI

KNETOYHOW 3alUuThbl U, B YACTHOCTU, HEMNOCPEACTBEHHO Y4aCTBYET B
aerpagauum a-CUHYKenHa — knaccuyeckoro 6enkoBoro mapkepa 6onesHum
[TapKMHCOHa B cocTaBe XapaKTePHbIX MHTPAHENPOHAaNbHbIX BKNOYEHWUN
(Teneu JleBn)
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Y 60nMbHbIX C NAPKUMHCOHM3MOM He
paboTaeT NnpoTeocoMHasi cuctema, u
| HenpaBUIbHO YNakoBaHHbIe Gernku
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KMNEeTKX, HO 3aTeM YXyaLlatoT ero.
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CBA3b MEXY CTAPEHVEM W BOJIESHBIO
[NAPKMHCOHA

BHYTpM KNeTKn MUTOXOHAPUANbHbIE rEHOMbI KOHKYPUPYIOT APYr C APYrOM.
[eHOMBbI, KOTOPbLIE BbICTPEE PENNULNPYIOTCS, BbITECHSAOT MEeaANEHHO-
pasMHOXaloLWMXCA KOHKYPEeHTOB. Ecnu y ogHOro reHoma npounsotusna
KpyrnHas gereums, To OH CTaHOBUTCA HEYHKLUMOHAMbHLIM (TaK Kak 3To
NPUBOAUT K NPOMN3BOACTBY MeHbLUero konunyectsa AT®), Ho 3aTo
KOPOTKUM W ObICTPO pasMHOXatoWmMMCs. Y Takoro reHoma xopoiuune
LLaHCbl Ha Nnobeny BO BHYTPUKNETOYHOM BopbOE.

OpaHako KIeTka, B KOTOPOW MyTaHTHbIE MUTOXOHAPWAalbHblE rEHOMBbI
OOCTUINKN BbICOKOM KOHLIEHTPALMK, MEHEE XM3HecrnocobHa n meaneHHee
OENUTCSA NO CPaBHEHUIO C KIETKOW C HOpMarbHbIMU MUTOXOHAPUANbHbLIMMA
reHoMamu, N MyTaHTHbIE reHOMbl SNTUMUHUPYIOTCA N3 OpraHM3ama BMecTe
HECYLLEN UX KINETKOMN.

TKaHW, CUNbHO 3aBUCALLIME OT MUTOXOHOPWAlIbHOIO MeTabonmnama
(MbILLLbI, Cepaue n HepBHaa cuctema), bonee YYBCTBUTEIbHbI K
HaKOMJ1IEHNH MYTaHTHbIX TEHOMOB.

[TOMMMO BbICOKOW NOTPEBHOCTU B SHEPTUN HEPBHAS TKaHb
XapakTepusyeTtcs MeasieHHbIM AeneHUeM KIeToK, YTO NPpUBOAUT K
YMEHbLUEHUIO YPOBHS OTOOpa MUTOXOHAPUATIbHBIX FEHOMOB, BCIe4CTBUE
4ero MOXeT NPOSABUTLCA NaTOreHHbIN 3PdEKT, Bbi3BaHHbLIN



MYTALWN B BEJIKAX,
[MPBOLOALWME K BIT

3BeCTHbIM MOOANUMPUKATOPOM BO3pacTa Havarna 6onesHu
[TapKMHCOHa 1 psaga Apyrux HempoaereHepaTUBHbIX
3aboneBaHnn ABMSETCA reHETUYECKUN NONMMOPPU3M
anonmnonpoTtenHa E (apok) —6enka, nmetrowero
OTHOLLEHME K pernapaunm KIeTodHbIXx MeMbpaH v
Mobunmnaaumm “cTpouTesibHOro” XxonectepuHa

B psige paboT ObIfIo yCTaHOBMAEHO, YTO Hanu4ne annens
apoEe4 cnocobcTByeT bonee paHHeEMY Ha4vany 6onesHu
[TapknHcoHa [2, 47].

B Hanbonbluen cteneHn aToT apeKTNPOSABNSAETCA Npu
rOMO3UIrOTHOCTU NO JaHHOMY BapuaHTy apoE (reHoTun
€4 /€4): B TaKNX Crny4asix BO3pacT Hadana 6ores3Hu
cocTtaBun 35-37 ner.



NNEMEHWE BOJNE3HW
CpEL\LAaFc) MI;_MLQQA‘%%TOM (anba-Tokodepon,

TUOKTOBAA KUCMOTa, AecepokcaMmnH, MHIMONTOPI
MoHoamuHokcunaasel (MAO) Tuna B;

- aroHMUCTbl JOaMMHOBLIX PELENTOPOB;
- MIHIMBUTOPLI TpaHcnopTa JodaMUHa;

- @aHTaroHMUCTbl BO3bYyXXaatoLWwmMx aMUHOKUCNOT (aMaHTaauH, byamnuH,
pemalemua, pu-nyson);

- Tpodpuyeckme pakTopbl (MuanbHbIN HEUPOTPOUYECKUIN paKTop,
MO3roBou dpakTop pocta, pubpobnacTHbIn dbakTop pocTa);

- MPOTUBOBOCNAaNUTENbHbIE CPEACTBA (MHIMOUTOPbLI CUHTETA3bI a30Ta,
MMMYHOMUNUHbI, Tanuaomua).



