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natoreHes
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Kagbedpa krniuHuyeckou Hesporoauu u anzonoauu OlriK u llrB
HIMY

['opoOcKou Hay4YHO-rpakmu4Yeckul Hegposiocu4decKkuu ueHmp,

 —



bose3Hb [NapKUHCOHa —

XPOHUYECKOE, NPOrpeccupyoLLee,
nereHepaTtuBHoe 3aborieBaHue rorioBHOMO
MO3ra,

NpY KOTOPOM B riepeyro oyepedsb? Nnopa)atoTcs
oodaMmmHepruyeckne HeMPOHbI KOMNAKTHOM
4YacTu YEPHOW CYOCTaHLIMU,

KIMTMHN4YECKU npodBridroieecqd HapyLleHnem
NMPON3BOJIbHbIX OBWXEHUN.

1961 r. — BnepBble bbina namepeHa KoOHUEHTpauus
AohamumHa B ronoBHOM Mo3re ymepuux ot bll/1817!!
r. 9cce 0 ApoXaTenbHOM napanuye



KnuHu4yeckasi KapmuHa

+ mnocmyparsibHasi st
Heycmou4ueocmab



bone3sHb [NapkuHcoOHa: anudemMuosio2ust

HeupodezeHepamueHbIe
3abosiesaHusi:

* |—MecTO
bones3Hb Anburenvepa

° Il - Mmecmo

bone3Hb
llapkuHCcOHa




Jnnaemua bonesHu NapkuHcoHa?
bonee 5 MUNNMIMOHOB YeriOBEK Ha 3eMre

[MporHo3: bonee 10 MUNNNOHOB K 2030r.??1*

B Poccuu - bonee 200 ThbiC. 4YerioBek
B Poccuun exxerogHo 3aboneBaHne BO3HUKaeT Y
20 TbIC. YeNnoBeK**

most populous nations, 2005 through 2030. Neurology 2007; 68: 384-386.
ok



borne3sHb [NapKkuHcoHa: arnudemuorioaus

JIEBIOT:

* Cpennuii Bo3pact aeorra bII — 57-62,5 ner;

* =~ 10% nedroT 1o 40 et

* =~ 15% cnyuaeB blI quarnoctupyercs no 50 jer;

Rajput Et Al. Ann Neurol. 1984;16:278-282. Barbosa Et Al. Psychiatr Clin North Am. 1997;20:769-790.
Olanow Et Al. Neurology. 2001;56 (11 Suppl 5):s1-s88.Schrag Et Al. Bmj. 2000;321:21-22.



borne3Hk [NapKuHCcoHa: 3rnudemMuosrioaus

° 3860ﬂeBéeMOCTb Bl (ne criyyaeB 3apermcTpMpoBaHHbIX 3a
ron) — YBENMNYMBAETCSA C BO3PACTOM

. 20 criy4aes/100.000




bBornesHb lNapkuHcoHa: anudemuosioaus I

- PaC |1 pOCTpa H e H H OCTb (kon-BO 3aperncTpmpoBaHHbIX criydaes b, kak

BHOBb BO3HUKLLUX, TaK N paHee CyLleCTBOBaBLLUNMX, NO NOBOAY KOTOPbIX Obinn nepBnYyHbIE o6pa|.|.|,eH|/|s| B

@nennapiom ony) Y BEJIMMMBAETCHA C BO3PAaCTOM:
— 0.3% B nonynauuu

— 1% - 3% cTapuwle 65 net

— 1% Yy NOXUNbIX

— 4% - 10% cTtapuwe 80 net

1.8 : 1000 B 0OLUEN NonynsaLmn
1.0: 100 B nonynaunm Tex, kKomy 3a 70
1.0 : 50 8 nonynayuu mex, KOMy 3a 80



PacnpocmpaHeHHocmb eapbupyem e

pa3nuYHbIX 2eo2paghudecKux 30Hax:

16,9 AnoHua

31,4 JinBus

54,8-493 Poccua*

129 (2010) HwxHuin Hosropon

139,9 (2003r.) ConHevHoropckum panoH Mocksbl
152 OCTOHUA

328 NHous

120-180/100000

*NesuH O.C., degoposa H.B., 2006; JlutBuHeHko W.B., 2006;




®akmophbl, CHUXKarowue puck
brl1

JOKA3AHHbIE
KypeHnue/ynotpebneHnue koge

BEPOAITHBIE

[TpyemM ropmoHanbLHOW 3aMeCTUTESTIbHOM Tepanum/BbICOKUN YPOBEHb
ypaToOB/BbICOKNN YPOBEHb XOSieCTepuHa/BblCOKasa onsmyeckast akTUBHOCTb

BO3MOXHbIE

Bbicokoe noTpebneHne ButamuHa E ¢ nuiien
OnutensHbin npnem HIBC, ctaTtnHoB, aHTaroHnctoB Ca
CaxapHbin gnabet

Ankorornb

JleeuH OC c
oon, 2011



Obcyxaaemble dakTopbl
pucka bonesHu NapkMHCOHa

BO3pacT/ceMenHbI aHaMHe3/MY>XCKOM Mof: |V|/>K =1.5/1

BEPOATHbLIE
[epbuunabl/necTtnunabl

BO3MOXHbIE

oodhopakTomus/oepuumnt sButammua D/YMT/pbikuin UBET BONOC/TSXKenble
MeTanmnbl/anekTpoMarHuTHble Nonga/mn3bbITOYHbIN BEC/YNOTPEDEHMNE KUBOTHbLIX XKUPOB U
MOJNOYHbIX NpoAyKTOB/paboTa yuntenem nnn megpabTHUKOM????



bosie3Hb lNapKuHCOHa: 2eHemMuKa

Jlokyc

PARK1

PARK2
KOBeHwUn.
PARKS3

PARK4
PARKS
PARKG

PARKY

PARKS8

MoHoz2eHHbIe ¢hopmbi 60os1e3HU lMapKuHCOHa

Xpomocoma benok

4q21-22

6Qq25.2-27

2p13

4p15
4p14-15
1p35-36

1p36

12p12

Anbda-
CUHYKNEWH

[MapkuH
40% pno 40
ner

UCH-L1
PINK1

DJ

LRRK2

Tvn
MyTauuun

HacregoBaHUA
A53T, A30p, AyTOCOMHO-
MynbTUNANKaLnS OOMUHAHTHbLIN

[leneuuns, ToO4KOBbIE
MyTaunun, U3MEHEHne

AyTOCOMO-
nopsaaka y
peLecCmMBHbIN
YyepenoBaHUS
HYKNeoTua0B
AyTOCOMHO-
JOMWUHAHTHbIW
AyTOCOMHO-

JOMWUHAHTHbIW

G309D, E414G, AyTOCOMO-
CA145 peLeCcCUBHbIN
Ala167Ala (c501A>l, AyTOCOMHO-
rs 71653621) peLeCcCUBHbIN

G2019S AyTOCOMHO- !

ABTOpbI

Ntanus,
peuns,
[epmaHua

[MoBcemecTHO

EBpona

Cembn,
NOBCEMECTHO

[epmaHusa

[MoBcemecTHO

18,19

14,15,16

H.A. WHaiipnef @MV/IERPdideb/ 2012 ¢



MynbmudgakmopuasnbHbie ¢popMbil 60s1e3HU [NapKUHCOHa

Jlokyc Xpomocoma MyTauum

PARKS

LRRK2 14p12

PARK16 1932

DCC

EPHB1

FMR1

JMG2385R,
SNPs
rs34778348,
R1628P
rs33949390

SNPs
SNPs
rc17468382

SNPs
rs 2030737

MynsTunnukaum

A ryaHunHa

BnusaHue Ha pa3sutue bl1 ABTOpbI

[ToBbILLEHME pUCKa

CHMXeHne pucka

[ToBbILLEHNE pUCKa

[ToBbILLEHWE pUCKa

[ToBbILLEHME pUCKa

H.A. lWWHanaep M.P. CanpoHoBa,

2012

28

21

23

23

27



bll c paHHUM Ha4yanom bll c no3gHM Ha4Yanom

BHelwlHue

reHeTuka BHelwHUe dpakTopbl

reHeTuka

dakTopbl

-1 poacTBEHHMK ¢ Bl ‘l‘ B 2 pa3a puck

-2 poacTtBeHHuKa c bl ' B 10 pa3a puUckK




Bonestb MapkuHcoHa: natomopporiormsl
OcCHOBHbIe HeUupornamoJsio2au4eckKue

HaxoO0Ku:
e 1. lubensb HelipoHOB YepHOU cybcmaHuyuu:

- genurMmeHTaumsa YepHom cybcTaHumu;

- Kaxable 10 rnet norndaet B HOpMe 4,7% KNeToK
4yepHomn cybcTaHunu;

- MOTOpHbIe Npu3Hakn bl noasnaTca npu
notepe 60-80% HEUPOHHO




Cmaoduu HelipoOde2eHepamueHO20
npouecca

M'm6enb HeMpoHOB

N

HeuponpOTeKuMﬂ

npeCI/IMHTOMaTI/I‘{eCKaﬂ cTaaus
Heﬁpoz[erenepaunn

CHUMIITOMBI

0ose3Hu

>
TeyeHune HelpoaereHepaTUBHOO npouecca (rogbl)

45% HelipoHoe noz2ubaem e nepesie 4-6 1em
3aboJsiecaHus



Bone3Hb NapknHcoHa: natomopdonoruna

* 2. NHTpauuTonnasmaTnyeckmne BKNOYEHNS B
OCTaBLUMXCA HeUpOHax— Tenbua JleBu (a-CUHYKNEWUH)

1912 Ppenepuk Jlesun

Substantia nigra

-Tenbua J1eBu BbISABNAKTCA B APYIrMX CTPYKTYypax rofioBHOro Mosra
— cTagunHocTb bll;

-Tenbua J1leBu BbISBNAKTCA N B APYrnX BHYTPEHHUX OpraHax —
rmnore3a gocumMmntomMmHou ctaguu bll.



«HeupooezeHepauus rpu
bone3Hu lNapkuHcoHa He Ha4uHaemcs u
He 3aKkaH4ueaemcs 8 YepHou
cybcmaHyuu»

Cortex

R. Robinson, 2005




Cmaduu pa3sumusi namosio2u4ecKko20
rnpouecca npu b1

presymptomatic symptomatic presymptomatic symptomatic presymptomatic symplomatic
phase phase phase phase phase phase

locus :
coeruleus 3
dorsal IX/X L
nucleus 1
BRI R

. [ R
11 21 3 1 41 5 168

a

co
dorsal IX/X
nucleus

Braak H, et al. J Neurology. 2002; 249(suppl 3):1432-1459.




CmaodutiHocmb BI1

Otan 1: [lopcanbHoe ABuratenbHoe S4p0 n. vagus, 0OOHATENbHANA NyKOBMULA,
nepegHee 0OOHATENbHOE AAPO, KULLEYHOE CMNeTeHne

JTan 2: HWXKHee S4po LBa (CepOTOHUH, cMMnaToaapeHanoBasa cuctema),
ronyboe nsaTHO (KaTexonaMUuHbl), FTMFaHTOKIETOYHOE AAPO PETUKYNAPHOU

dopmaumnm 1 ap. CTPYKTYypbl CTBOMA

JTan 3: YepHas cybctaHuud, MmHaanmHbl, apo MenHepTa (auemnxo(l-l)

3Tan 4: BUCOYHbIM ME30KOPTEKC
JTan 5: BUCO4YHasi Kopbl rOfTOBHOIO Mo3ra, NPeMoTOpHbIE 0bracTu

aTan 6: HEOKOPTEKC, NnepBmnYHble CEHCOPHbIE N MOTOPHbIE 30HbI



[lamozeHe3 borne3Hu lNapKuHcoHa

[lpemMoTopHas MoTOpHas cTaaus
CTaauns

>

¢8-10 neT

VI pemeHuus, ncuxoT. p-Ba

II penpeccus, 3anopsl, HapyweHunsa cHa, CBH

I HapyweHue 060HAHUS



KnuHuyecknm

r
] | I1 [11 IV \Y
= [unocmus PacctponcTaa lemun-  2-cTopoHHue Hapyu. MNageHus MNpvkoBaH
E 3anopi CHa ctagusi  cumntombl  6anaHca MOCTOPOHHSIS K Kpecny
C < HapyLueHus [enpeccus noMowb  JleMeHuus
= MOYENCnycKaHus u Bonb KOrHUTUBHOE
5 SpeKunn 0 CHUXEHWe
\ =20 ner -10 net A +10 net +20 net t
o 2 3 4 5 6
§ KuweyHoe lony6oe NATHO; S. nigra; BucoyHas MNpedpoHTanbHass BTopuuHble,
- cnneTeHue; Snpa Wwea u MuUHOanuHa: aons; Kopa; nae3§:1ilxb|?e
o OOoHATENbHbIE  TMIAHTOKIETOYHOE QHTOpMarnbHas TpeTnyHble P
S<  nykosuus: A7po A Kopa; CEHCOpHbIE MOTOPHEIE
o o ernkynapron  MeiHepTa; > accoumaTBHbe  CCHCOPHbIe
- [BurartensHoe PETVKYNIAD M [Mnnokamn; Lé obnactu
< AAPO X Hepsa BopuaL n§ﬂ¥;:ﬂg Anpa opnact KOpbI
=1 CuMnaTuyeckas AAPO Tandmyc
HepBHas
cucteMma Grinberg et al., 2010

Wnnupuowwkun CH,
2011



[TaToreHes 6one3Hu NapkUHCOHa

‘ BHEIIHNE (DAKTOPLI ‘ ‘ BO3pacCT ‘ ‘HaCJIeIlCTBeHHOCTb‘

\/ \/

OKUCJIUTEIbHBIN CTPece
yBeJIMYCHUE BO30YKAAOMIUX AMUHOKUCIOT
aerpaganusa 0eJIKoB
U30bITOYHOE HAKOIJICHHE HOHOB KAJIbLUA
HApYUICHUE 00MEHa KeJie3a
BOCHAJICHUE IJINH
HEJO0CTATOYHOCTH HENPOTPOPUUYECKUX (PAKTOPOB
nedeKThl MUTOXOHAPU I

v

AKRKTHUBAIIUA alloIlTo3a

Y

rudeib HUrPOCTPHAPHBIX
HEHPOHOB




[Mpwn
NporpeccupoBaHnm
3aboneBaHns

~ AuUeTuUnxonunHa >
+ DeduumnT ? *
S~ /,EI,OCbaMI/IHa

Substantia nigra * CepoToHUHa

ww.netterimages.com

+ HopapgpeHanuHa



HapyweHue obmeHa xernesa rpu
bl

* [MNepaxoreHHOCTb MPW BbINMOJIHEHUN
HenpocoHorpadoun:

S 6ornee 0.2 cm2
xomsi 6b1 ¢ 0OHOU CMOPOHbI —
95%

Mehnert S. BMC Neurology 2010, 10:9



[lnarHocTtmka B NpeMoTOpHY ctaauto bl

1. 3yyeHmne oDOHSAHMS, LIBETOBOCTIPUATUSA U NP.

2. [lonncomHorpadus, HenpocoHorpadus,
CUMHTUrpadua Mmokapaa

3. M3T, O3KT

* [1p. MeTOabI — OMOMNCUS KOXN..1 np.




bosie3Hb lNapKuHCOHa:

anudemuosio2usi

 [MpoaoMmKNTENBHOCTb XXNU3HWN Y MY>X4YMH MEHBbLLE Ha
3,4 ropga n Ha 5,3 neT — Y XXeHLMH;

CMEepPTHOCTL — B 2 pa3a Bbillie YeM B 00LLEen Nonynsauum
[MTpNYNHBI CMEPTHOCTU: MHEBMOHUSY( B 45 pa3 valle),

MHcyneT ( B 3 pasa),

cepaeyYHO-CocyanCTbIe 3a6oneBaH|/4( B 1,3 pa3)



bone3Hb [MapkuHCcOHa: anudemuosio2ust

[Mpn cBOEBPEMEHHOM U NPaBUITbHOM
neyeHunm:

N/
[Py~
&

: !.

lpodosmkumesribHOCMb
XXU3HU npu debrome bIles
60-65 s;ilem MoOXxem
cocmasumb 20 siem u
6osiee!!!



14 13

6 — MeauarnbHoe SApo TarnamMyca; 7 — XBOCT XBOCTaToro Aapa; 8 — runnokamn; 9 —
cyGTanamumyeckoe s4po;13 — MuHaaneBuaHoe Teno; 14 — 3puTenbHbl TPAKT; 15 — HUXKHUIA por
GOKOBOrO XXenyao4ka; 16 — BepXHsisl BUcoYHas 6opo3aaa; 17 — orpaaa; 18 — ocTpoBoOkK; 19 —
nateparnbHas 6opo3aa, 20 — NOKpbILWKa; 21 — ckopnyna; 22 — GneaHbil Wwap; 23 — BHYTPEHHSS
Karncyna; 24 — nateparnbHble sapa Tanamyca; 25 — XBocTaToe s4po; 26 — MO3roBas nnacTuHka
Tanamyca; 27 — nepeaHue sapa tanamMyca.



