Jlekuusi

+

3aboneBaHunA
3KCTpanupamMmuaHown
CUCTEMBI
(bone3Hu ABMXeHUN)



bone3Hn gBnxxeHna (movement
T disorders) — ocobas rpynna
3aborneBaHun aBuraTenbHoOn cdepsl,
XapaKTePUIYOLLMXCA HapyLIEHUEM
HENPON3BOSIbHOW pPerynaumn
OBUraTernbHbIX aKTOB — KaK MpaBuiio,
BCIieACTBUE NopaXkeHus
9KCTpanMpamMmmaHou CUCTEMDI



I1Ba OCHOBHbLIX CUHApPOMA
3KCTpanMpaMmugHbIX pacCTPOUCTB

+

x [MNOKMHETNYECKU-TUNEPTOHNYECKUN
(aKMHETUKO-PUTUAHBIN)

MOPa)>KeHMe YepHoun cybcrtaHuymm imbo
MeanasibHon Yyactu 61e4Horo Lwapa

» [MNEPKUHETNYECKN-TUNOTOHNYECKUN

rnopa>xeHne pas/indHbIX OoT14e/10B
roJs10Cartoro T€Jia



[ MMOKMHEeTU4YeckKun-
~|—I'VII19pTOHVI‘-IeCKVIl7I CUHAPOM —

CUMHOPOM NMNAapPKNHCOHN3MA

(CUH.: aKNHEeTUKO-PUrnaHbIN,
nannMaooHUrpanbHbIW,
aMMnoCcTaTU4YeCckKkun)



ITUOSIOrNA NapKUHCOHN3MaA

Nanonarnyeckun
NAPKHHCOHU3M
Oosie3Hb [lapkuHCOHA) ) s
CuHIpOMBI “‘TAPKUHCOHU3M-ILIIOC
(HapKUHCOHU3M TIpU

HEHUPOJIETCHEPATUBHBIX
3a00JICBaHUSX )

Cocyauctsbii
MapKUHCOHU3M

Tokcnyeckuil U JTEKapCTBEH-
HbIN MAPKUHCOHU3M

[TocTTpaBMaTnyeCcKuil MapKUHCOHU3M
[TocTanehaTuTUYSCKUI TAPKUHCOHK3M



Jnugemuonorusa 6onesHun NapkMHcoHa

PacnpocTtpaHeHHOCTb — 150-350 cny4yaeB Ha
100 000 HaceneHus, unu:

B Bo3pacTe 5564 roga — 1% nonynauuwm;
65—74 roga — 2% nonynauuu;
ctapwe 75 net — 3-4% nonynaunw.
moeo 6 P® — ceniwe 200 mbicsid 60/IbHBbIX.

3aboneBaemocTb — 16-20 cny4yaeB Ha 100 000
HacerieHns B roa

B P® — okosio 30 mbicsiy HoebIx 60J/IbHbLIX 8 200.

He meHee 35% cny4aeB d0one3Hu NapknHcoHa
OCTalTCHA HEe ANAarHOCTUPOBaAHHbLIMM.



bones3Hb [lapknHcoHa npogaBnaeTca, Korga .

a

XBocTaTtoe

A[po
AKCOHBbI

Ao aMuHepruyeckux
HEMPOHOB
HUrpoCTpMapHOro

nyTH Ckopnyna

AKCOHBI
XONUHEepru4YeckKknx
HeupoHoB (nox
KOHTpoOnem
AodamuHa)

AKCOHBbI perynsiTopHbIX
HEeMPOHOB cTpMaTyma

-y
YepHasa cybcTaHumuA

nornorno 70%
HEWPOHOB
KOMMNaKTHOU
4acTn YepHOoU
cybcTtaHuuu;

Ha 80%
nagaer
YPOBEHb
oodamunHa B
HUIPO-
CTpUapHoOU
CUCTEME.



bone3Hb [NapKMHCOHA —
3aboneBaHue Bcero mMmo3ara

| Me3okopTUKanbHbIN
nyTb

HurpoctpunapHbin
nyTb

Me3onumouyeckum
nyTb




KnuHunyeckas xapaktepuctuka 6onesHu NMapkuHcoHa

= Bo3pacT Havyana — vaule nocne 45 net
= ACMMMeTpua CMMNTOMOB (CTaans reMUNapKUHCOHU3MA)
=« MeaneHHoe HeYyKJIOHHOe nporpeccupoBaHue

= TMNnokunHe3us:
— OJINr0- N aKNHE3US;
— bpaauknHesuns;
— OTCYTCTBUE (PU3BNONOTNMYECKMX CUHKMHE3NN (aXENPOKUHES

uap.);
— TMNoOMNMMHnA, FI/II'IOCbOHI/IFl

» DKCTpanMpamMumaHas MbilleyHasi pUrmaHocCTb:
— «BOCKOBOW>» (NNacTMYeCKnUn) MbilleYHbIN TOHYC;
— CMMMNTOM «3yb4yaToro Kosneca»

= Tpemop nokos (6-8 repu)
= BO3MOXHble AOoNOJIHUTENIbHbIE€ CUMIMTOMDI:

— «corbeHHas» no3a Ty/10BULLA, NMPONyNbCUN, PETPONYLCUN,
naTeponynbCun, NapagoKcanbHble KUHE3NUU U Ap.



HeMoTOpHbLIEe NposABNEeHUA
6one3Hu NapKknMHCOHa

= [enpeccus

+

» HapyuleHue BbICLLINX (PYHKLMN
(bpaandpeHnst, KOrHUTUBHOE CHUXKEHWUE,
aKanpus)

» HapylueHne BeretatMBHbIX PYHKL MM
(rMnepcanuBaums, CafibHOCTb KOXW NNLa,
NOT/IMBOCTb, 3aA€P>XXKa MOYENCTTYCKAHMS,
3aMnopbl, BEr€TaTUBHbIE KPU3bl)

« PaccTtponcrBa cHa
» PaccTponctBa 060HATENBHBIX (PYHKLMM




[locTcuHanTu4yeckne
CTpuapHble HENPOHDI

CuHanTtnyecka
3| Lenb
[MpecnHanTuyecku _
n HENpo
H w D2-
peuenTop
L — B —
AD1-
>
Be3UVKyIbl JodaMUHa
AroHUCTbI
D-
peLenToposB

BcTaBo4YHbIN CTpUapHbIN
HENpPOH

KopTukoctpuapHbin
HENPOH



[lepudepunyeckune LleHTpanbHaga HepBHagd
TKaHWU cucrtema

L-A0(ha e | _110ch 3

3-O-meTungodpa HodamuH 3-O-meTungodpa HodamuH
@—’/ ‘Q@
3,4-anrngpokcndoeHmns- 3-MEeToKCcU-
aleTunoBas Kucrnora TUpaMuH

[emaTo-3HUedannyeckmn bapbep

@\ [

[oMmoBaHUNMHOBaA KNCnoTa




[pynnbl NPOTMBONAPKMHCOHUYECKUX
npenaparoB

[Tpenapatbl nesogonsl (L-AOPA) — bmuonoru-
YECKOro npefllecrtBeHHuKa godamMmuHa.

AroHUCTbI A0dbaMUHOBLIX PELIENTOPOB.

NHrmbunTtopbl pepmMeHTOB MeTabonmama
oogpamMunHa:

= uHaubumopsl MAO-b;

= uHaubumopbsl KOMT.

AMaHTaguHbl (MHIMOUTOPLI 0OpaTHOro
3axBara godamuHa).

LleHTpanbHbIE XONMUHONUTUKN.



[MpenmyLiecTBa UCNosib30BaHUA
npenapartoB fneBoAaonbl (0O6bLIYHO B
co4yeTaHUN C MHTIMOUTOPOM
neﬁmobepuqecmﬁ noda-agekapbokcunasbl)

m O(PPEKTUBHOCTD.

m YNydlleHune KayecTBa XXU3HM.

m bbiCTpOoTa U «HarNAAHOCTb»
NENCTBUS.

m BO3MOXXHOCTb «TUTPOBAHUSA»
Pa30BOW U CYTOYHOU A03bl.






[IBUraternibHble OCJIOXXHeHUs ONnTeribHOMU
rieBoaona-repanuu

| ®PeHOMEH «UCTOLLEeHUsS» AencTBmUA O03bl
| PeHOMEH «BKIOYEHUA-BbIKMHOYEHNA» (on-off)

| [ncknHesna nuka gosbl, AByXdpasHagd
ONCKUHE3nd

| [ncTtoHusa nepuoda «BbIKITFOYEHUSA»

| «llponyck 0o3bi»



OuckuHesnm

AKnHe3unsa nepuopga
«BbIKITIOYEeHUA»




MexaHuU3MbI ABUraTenbHbIX
donoKTyaumMm npuv nevyeHnm nesBoaonon

[eruqbepuquKaﬂ apmaKkoKuUHemuka :
® 3amMeeHHOEe ONOPOXXHEHNE Kenyaka;

® KOHKYpEeHLUss aMUHOKUCIIOT.

LleHmparnbHasa chapMaKoKUHeMUKa !

® Bapuauum ypoBHs nesogonsl B striatum;

® nospexaeHue A-HEMPOHOB TOKCUNYECKNMU
npoaykTamu metabonmama godamunHa.

LleHmparnbHas hapMakoOuHaMuKa :

° noBpexageHne JodaMNHOBBLIX PELIENTOPOB U
HAaNnviiiediie nnochna my UvRCTRUTAAKHOCTIA



HeKkoTopble obOLine npuHUMNLI
Tepanuu neBo4o0MNnown

@TcpoquHoe Ha3HaA4YEHUE J1€EBOAOOIbI.

KoMOuHaums pasnnyHbix doopm fieBogona-
npenaparTos:

OOblYHbIE + MPOSTOHIMPOBAHHbLIE POPMBI,
0OblYHbIe + ObICTPOpPACTBOPUMBIE, U T.A.

CoyeTaHune neBogonbl C aroHUCTaMu
0O0dPaMUHOBBLIX PELIENTOPOB U NpenapaTamMu

APYITMX rpynri.



[lpenmyllecTBa UCNONb30OBaHNA arOHUCTOB
OA-peuenTtopoB npu 6one3nu NapknHcoHa

1. OTCcyTCTBME KOHKYPEHLMN C NULLEBLIMM

aMMHOKMCHOTaMM NpN NHTECTUHANbLHOM U remaTo-
9HLUeMdann4eckom nepeHoce.

2. OTtcyTcTBME HEOOXOOAMMOCTU OaribHEWULLEro
meTabonusnposaHua B LIHC.

3. bonee gnutenbHbLIN Nepuoa NnosyXmusHu n donee
OnuTenbHas TOHUYeckas CTUMynsuus
NOCTCUHANTUYECKNX PELIENTOPOB.

4. MeHbLnM puUcKk passnTnUa AUCKUHE3UN.

5. AHTMaenpeccuBHbIN 3P PEKT pada npenapaTos.
6. HemponpoTeKTOpHOE OeUCTBUE.



Hepoctatkum ncnonb3oBaHUA aroHUCTOB
OA-peuenTtopoB npu 6one3sHun NapkUHCoHa

1. Bomee ciadoe BIUSHUE HA IBUTATEIbHBIE
HapyIICHUS 110 CPAaBHECHUIO ¢ IperaparaMu
JICBOAOIIBI (0OCOOCHHO Y arOHUCTOB ITEPBBIX
ITOKOJICHHUM ).

2. boiee yactoe pa3BuTHe MOOOYHEIX 3G (PEKTOB
(raJuTrOIMHAIINN, TAHUYECKHUE aTaKH,
CIIyTAaHHOCTh CO3HAHMS, TOIITHOTA, PBOTA,
OpPTOCTAaTUYECKAs TMIIOTCH3US U 1. ).



UHrmbutopsl MAO-b Pannss cmaous 6onesnu,
- cenecunun, craowvll /ymeperHblil 3¢hhexm,
- Pa3acuiuH HeUponpoOmeKmopHoe
Oeticmeue - ?

UHrmontopsl KOMT Io301s5 cmaous 6onesnu,
- DHMAKANOH, YMepeHHbLIL NPOMUBONAp-
- MONKANOH KUHCOHUYeCKul d¢hghexm;

YMeHbUleHUe PIIOKMYayu.

AMaHTaguHbI Vmepenunwviu npomusonap-
- MUOGHMAH, KUHCOHUYeCKUU 3¢hghexm.
- [IK-mepy
LIeHTp. XONMUHONUTUKU  Vuepeunsviti a¢hgpexm
- mpuzexkcugpeHuou (>mpemop), bonvuioe yucio
- Ounepuoen NPOMUBONOKA3AHULL, PUCK
- mpunepuoen u op. KOCHUMUBHBIX U NCUXOMU-

YeCcKUx paccmpoucms.



Henpoxupypruyeckue metogbl
ne4vyeHusa oonesHu NapknMHCOHa

« CrepeoTakcnyeckas ecTpyKUUS
BEHTpoOnaTepanbHOro sapa Tanamyca u

apyrmux ctpyktyp LIHC.

= BblcoKko4YacTOoTHas AJNNEKTPOCTUMYITALUA
NOAKOPKOBbIX CTPYKTYP.

=« MiMnnaHTauna godpamMmmHepruvyeckmx
KrneTok (aMbpuoHarnbHbIe, CTBOSIOBLIE) B
NOOKOPKOBBIE FaHrmnn.






[MNepKNHeTUYECKU-rMNOTOHNYECKNN
CUHOPOM —

ODYyCIOBIiEH NOBPEXOEHUEM NHTNOUPYIOLLINX
HEWPOHOB MNonocaToro Tena, nayLwmx K
brnegHomy Wapy U YepHoW cybcTaHUun, pexe —
HEWPOHOB CyOTanamMmmn4eckoro, KpacHoro u
OpYyrux NoAKOPKOBbLIX A4ep

!

PacTtopmaknsaHne HEUPOHOB
conogvYnHeHHbIX (HU3LWNX) CUCTEM

4

HacunnbCTBEHHbIE ABMXEHUS (TMNEPKUHESDI)



bone3Hb (xopes) [eHTUHITOHA

= PacnpoctpaHeHHocTb — 4—-10 cny4aeB Ha
JFOO TbICAY HaceneHus

s AYTOCOMHO-OOMUHAHTHbLIN TUM
HacrnegoBaHuUS

= Haydano 6one3Hun nocne 30 rfeT, HEYKIMOHHO
nporpeccupytoLiee TedeHune

= [ eHepannsoBaHHbIN XOpEeN4eCcKuUn
r’MNepKNUHe3

= KOrHUTUBHLIE HapyLLeHUa BNMoTb 40
TSXKErnou TotanbHOU AeMeHuUnmn

= PaccTpouncrtBa noBegeHna u
OMOLIMOHaNbHO-BOSIEBON Cdoepbl






bone3Hb (xopes) [eHTUHITOHA

s OCHOBHasi «MULLEHbY
NgaToNornMyecKkoro npouecca —
rﬂﬁTMKynﬂprle aapa; TotarnbHas
aTpoduna mo3ra Ha No3gHen ctagum
bonesHun.

s [E€H reHTUHITUH: MyTauusa rno Tuny
9KCMaHCUN TPUHYKITEOTUOHbIX ,
ormrnyTammHoBbI€E
CAG-noBTOpOB. ";I?Kmoqem/m B

¢ HeMpoHax

= YBENUYeHue 4yncna Konum
rMyTaMUHOBbLIX OCTaTKOB B COCTaBe
EHTUHITMHa (Knacc
NonurnyTaMmHOBLIX OOSie3HeEN).




ot rTrtooNdde el T




JCcCeHuUuanbHbIN TpemMop
= PacnpoctpaHeHHocTb — 300—450 Ha 100 Thicay
HaceneHnus (cpeaun nuuy ctapue 40 net — 0,5-5 %).

o AyTOCOMHo-LI,OMMHaHTHbM T1n HacnegoBaHua (40%
cly4yaeB) nNMbO cnopagnyeckue criyyaw.

= Hayano 6onesHn B cpeaHeEM BO3pacTe, pexe — B
NEeTCTBE U B NOXXWUINOM BO3pacTe.

s 2-CTOPOHHUW NOCTYpPasibHbIK CTaTO-KUHETUYECKUN
Tpemop pyk (8—10 '), TpemMop Hor, rofioBkl, ronoca,
nogodopoakKa.

= MHorga — couetaHue ¢ HerpyobiM NOBbILLEHNEM
TOHYyCa No 3KCTpanupamMmagHoMy Tuny,
MO3XE4YKOBbIMW CUMNTOMaMMU.

» [lonoxutenbHaa «ankororibHas Npooday.
= bnaronpnatHoe TevyeHue.






JleyeHue 3cceHUMaNbLHOro
Tpemopa

» HecenektueHble -aapeHob6n0KaTOPLI
(aHanpwnH)

» [ekcaMuamH (MpMMMAOH) N HEKOTOPbIE

ApYrve NpoTUBOCYAOPOXHbIE
npenapaTbl

= KJIOHa3enam un gpyrume
6eH30amna3ennHoBbIE NpenapaThl

= [OMNOMaKcC 1 ap. TonUpomMaThl



ONCcToOHUA — COOPHBLIN TePMUH AnNA
onpeaeneHna 6onbLLIOU rpynnbl
IKCTpanMpamMnaHbiX 3adoneBaHun

AT

auonaTtunyeckast aMctoHns (rpynna
HacneaCTBEHHbIX SKCTpannpaMmnaHbIX
3a60/1€BaHMN C Pa3INYHbIMU TUNAMMU
nepeaaym MyTaHTHOrO reHa).

s BTOpWYHbIE AUCTOHNYECKNE CUHAPOMBI:
— MOCTTPaBMaTU4YECKUE;
— JIEeKApCTBEHHbIE;
— MeTabonnyeckue;
— UHQEKUMOHHbIE, N Ap.




TopCcUOHHaA ANCTOHUA
(reHepanusoBaHHaga popma
nauonaTtnyeckon AUCTOHUN)

TN

[oda-uyBcTBUTENbHAA [oda-He4vyBCTBUTENbHAs
(ayTOCOMHO-AOMWUHAHTHOE U (QyTOCOMHO-AOMUHAHTHbIE U
peLeccMBHOE Hac/IeaoBaHKe) — criopagmyeckue cryyam) —
obycnosneHa MyTauusiMn reHoB MyTaLMn reHOB cekpeLmn
CUHTEe3a AodaMMHa HeMpoMeanaTopoB

[ToNHbIN perpecc CMMMTOMOB OTtcyTtcTBue addekTa L-goda,
Ha doHe Manbix A03 L-goda TSHKeNnas MHBaNUAM3aums




[1na TOpCMOHHOU ANCTOHUU
XapaKTepHO:

+

s Pa3zHoobpa3ne TMnoB HacneaoBaHUS

« OTCYyTCTBME U3MEHEHUWN B BELLECTBE
MO3ra Nno AaHHbIM KOMIMbIOTEPHOM
TOMOorpapum

s OTCyTCTBME KaKUX-TNM60
MOP(PONOrNYECKNX USMEHEHUN B
LIeHTpasibHOM HEPBHOW CUCTEME







JleyeHne goda-He4yyBCTBUTESILHOWN
cbopMbl TOPCUOHHOU ANCTOHUM

. AMBUAYanbHbi Noabop MeanKaMeHTO3HOW
TEpanuu:

— LieHTpalbHble XONUHOUTUKMU;
— MPOTUBOCYAOPOXHbIE NpenapaThl;
— MWOPESIaKCaHThI;
— HENPONENTUKK, U Ap.
= CTepeoTakcmnyeckue onepauum Ha NOAKOPKOBbIX
raHrnsx:

— CTeEpe0TaKCU4eECKaa AeECTPYKUNA BEHTPO-
nartepasibHoro dapa 1ajiaMyCa U Ap. CTPyKTyp

LHC;

— BbICOKOHACTOTHA4A 3J1IEKTPOCTUMYNAUNA
MONMKODKORKLIX CTHVKTVD.









PokanbHble hopMbl Ao a-
He4YyBCTBUTENTbHOU OUCTOHUM:

TL cnactuyeckas KpuMBOLLES;
— MNCYNN cnasm;
— NIMLIEBOW napacnasm,
— crnacTtuyeckaga ancdoHus, n ap.

JleyeHune hboKanbHbIX POPM OUCTOHUMN:

OOTYNMHNYECKNN TOKCUH

(bomokc, oucriopm u m.o.)









[enaTo-neHTUKYNsApHaa gereHepauuvs
(renaTo-uepedbpanbHaa guctpodpus,
bone3Hb BunbcoHa-KoHoBanoBa)
- A;FOCOMHO-peLI,eCCMBHoe HacrnegoBaHue.

= MyTauun reHa megb-TpaHcnopTupytowen ATP-asbl,
CUCTEMHOE HapyLleHne obMeHa meau c ee
HaKonmeHnem B NeYeHn, Mo3re, novkax n gp.opraHax.

s KnMHM4eckn — coyeTaHHoe TaXenoe
nporpeccupytoLlee nopaxeHne BHyTpeHHNUX opraHoB
(UMPpPO3 nevyeHu 1 T.4.) U Mo3ra (B NepByko oYepensb,
NOOKOPKOBLIX Y3I10B):

— OUCTOHUS;

— MAPKUHCOHN3M;

— Tpemop (pybparbHbl, CTATOKUHETUYECKUN);
— aTeTos.



OnarHocTuka renatosfieHTUKYNSAPHOM
pereHepauumn

» CHWXKeHne Meab-coaepkallero beska
epynoriaaMmHa B CbIBOPOTKE KPOBU
Hke 10 mr/an (Hopma 25-45 mr/an).

» [vnepkynpypus 4o 1000 MKr/cyT.
BbiLLie nNpu HopMe Ao 150 MKr/cyT.

» Konbuo Kansepa-®nenwepa —
OT/IOXXEHNE Meab-CoAeEPIKALLIErO
NUrMeHTa B porosuLe (B NpoeKLnm
Kpasi paay>kHon 060104KN).

» OBbHapy>xeHmne MyTaumun B reHe 6one3Hu
(AHK-amnarHocTuka).



Konbuo Kansepa-®neunwepa




JleyeHUe renaToneHTUKYNSAPHON
AereHepauum

. %MeTa C OrpaHn4yeHneM nNpoayKToB,

oraTbiX Meabto (cTon 5): nevyeHb, rpubsl,
LLIOKONAaA, YCTpuLbl 1 T.A4.

MeperoHHble (TMOMoBbIE) NpenapaThl:
D-neHnumnnnamMmnH, TpMeHTUH n ap.

Cynb®aT UMHKa.
[ enaTonpoTeKkTopHasa Tepanums.

TpaHCNNaHTaumnsa nevyeHu.



