llamogbusuosiocu4yeckue oCHOBbI
Helipode2eHepamueHbIx 3abosiesaHuU

(6onesHu Anbuzeumepa, lMapKUHCOHa, paccesiHHbIU CKJiepos3)

lNanuHa NpuzopbeeHa Ckubo
L.veod.Hayk, npogeccop, 3a8. 0mOoesioM yumosio2suu,
VIHcmumym ¢pusuosiocuu um.A.A.bocomornbua



HepeHasi mKaHb

OcobeHHOoCTU:

*bopMMpyET HEPBHYHO CUCTEMY
(LEeHTparnbHyHo 1
nepudepnYECKyIo)

*KIIETOYHBIE BIIEMEHThI:
HeUpPOHHlI,

MUKpPO2JiUs,
oJiuzodeHodouumsl (LIHC),
| | : =& acmpouumai,
MuennHuzMpoean- : v £ arieHouUMasibHbIEe Kiiemku
HBIl aKCOH s e . n = & e (LIHC),

MuenuoBas — ) AN LlleaHHOBCKUE KiemKu

obonoyka -\ . . - .y
| ‘ 4 : MHC
(pa3pe3) b N N Kenyaouek ( )

Mmozra

ACTpOUuMT

OnurogesapouMT £ ‘ : " , : Kanunnsap

*MEXKIIETOYHbLIE KOHTAaKTbI:
CUHariCcbI

OcHoBHaa pyHKUUA:

100 mspo.HelipoHOB8/MO32
10-30 mbiIc. cuHarncoe/HeUupPoH

200 mbic. cueHasoe /cekyHOa



CuHarncsbI

CMHanc — mecTo KoHTaKkTa Mexay ABYMS o | HeitpodhrnameHT
HEVPOHAMM UM MEXay HEMPOHOM I MOyYatoLLEN

curHan adEKTOPHOM KNETKOW. Cry»XKUT ASis

nepeaayy HepBHOIO VMMYbCa MeEXay ABYMS MUKPOTPYGOMKM
KneTkamu, IPYYEM B XOAE CUHAMTYECKON nepeaaqy
aMnAVTyaa ¥ YactoTa curHamna MoryT

pPEryJinpoBaTbCA.

MUTOXOHOPUA

CunHanTn4yeckmne
TepmyH 66151 BBEAEH B 1897 I aHIINCKAM BE3MKYJIbI

domsnoriorom Yaprisaom LLieppyHrTOHOM.

G2 E CREZRIIE b

h

’y;f

J

MOCTCNHaNnTn4ecKkan
CTPYKTYpa




CriocobHoCmMb Mo32a UMEHSIMb CmpyKmypy U QyHKUU 8
rpouecce oby4yeHUs, UHOUBUOYasibHO20 pa3sumus usmu
rnoepexxo0eHus. [lnacmu4yHocmb Mposerisemcs 8 HopMalsibHbIX
yCri08USX, KO20a M0o32 HaduHaem obpabambieamnb CEHCOPHYHO

UHQOopMauuro.

TepmuH

6b151 88e0eH ApHecmo
Jly2apo e 1906 2.

Akademuk Kocmrok I.T.

HepeHa,q cucmema omiiu4daemcs o 8cex Opyeux cucmem opeaHu3Ma

, KOMmMopsble Mocym

U3MEHSIMb C8OK (hOPMY, MOJIEKYSPHY Op2aHu3auuro U 83auMHbIe C853U 8
WuUpoKom Oduarna3oHe 8peMeHU — om ceKyHO 00 Yacos U jiem.



HEWPOLOEMEHEPATUBHBIE 3AE0JIEBAHUS

— 3mo 3aboriesaHusi, B03HUKarouue 8 pesyribmame

, BXOOAWUX 8 OripeOerieHHbIe CMpPYKMypkbl
LIHC, npusodsuwue K paspeigy cesdel mexoy omoernamu LIHC u oucbarniaHcy 8
CUHMe3e U 8bI0EIEHUU cOomeememeayruUx HelpomMeouamopos U, Kak criedcmsue,

6bI3blearotlyue HapyweHUe ram4-mdu, KOOPOUHaL(UU 0BUXXEHUU U MbICIIUMENbHbLIX
CrIOCOBHOCMEU YErioBeKa.

» dnumenbHbIU lameHmMHbIU epuod B x pa3suTtnm (o1 6 4o 8-10 5ieT), oTcyTCTBUE
AEVICTBEHHBIX MAaTOrEHENYECKNX METOLOB JIEYEHNS 1 abCOMIOTHO CMEPTENBHBIN NCX04

» [lamozeHe3 HedocmamoYHO MOHsIMeH. B BOMbLUVHCTBE ClyYaeB BaXKHbIM
SBIIFETCH B3aNMOLEVICTBME [EHETNYECKMX (HaceaCcTBEHHbIX) daKTOpPOB 1 BO3pacTa

» HekoTopble AereHepatnBHbIE OOME3HN NOpPaXaloT orpedesieHHbIe aHamoMuYecKue
cucmembl Uslu 83aUMoOCcesi3aHHbIe HepeHble obpa3oeaHus. [1aTonornsa MoXeT

ObITb AN dy3HOM UK, Korda oHa dokanbHas, MOXET ObITb U BunatepansHoON, Nnn
CUMMETPNYHOMN

4 XapaKTeprlm NMPN3HAaKOM ABJTAETCA HAKOIMNJIEHUE B HGVIpOHaX «HEernpaBUJIbHbLIX»
OenkoB — Tak Ha3biBaemMas rnpomeuHornamusi



TUMbI
HEWPOOEIMEHEPATUBHbIX 3AGEO0JIEBAHUU

KorHuTUBHbLIE paccTponcTBa (AemMmeHuun)

A. [lereHepauusi KOpbl FONMOBHOro Mo3ra (60/7e3Hb Bonest XaHTuHrTona

(xBOCTaTOE AAPO U hpOHTaNbLHasA Kopa)

Arnibugetmepa, ulemudyeckasi 0emMeHuus, 6oresHb
[luka)

[IBuratenbHbIe pacCTPOUCTBA
A. lereHepauus, oxBaTbiBarwWasa substantia nigra

BonesHb Anbureiimepa

W basanbHble raHrmuu (6osie3Hb [1apKuHCoHa) " (hpoHTanLHas Kkopa v
"~ runnokamn)
b. [lereHepauusi, oxBaTbIBaroLas MO3XXe4YOK U ', "~ BonesHb MapkuHcoHa
coeaunHsioLMe nNyTH (amakcus Ppetiopuxa, , \ (Hepnan cybeTanuus)
amakcus-merieaHeuaKmasus) ‘ ‘-t\‘{°"“B°“°"'°“e"eﬁe“""”"a"
Llepe6ennsipHoonuBapHasa |, CHUHOMO3FOBbIe
B. [lereHepauuss MOTOPHbIX HEUPOHOB RereHepauyy

(amuompoguyeckuU siameparibHbIU CKIIePO3) -

Atakcusa dpengpuxa

I. JereHepauuns 6a3anbHbIX raHrnveB (60/1e3Hb
XaHmuHemoHa)

O. MHoxecTBeHHas cucteMmHasi atpodusi. Moxert J—
nposABRAATLCA Kak B. (cmpuamoHuzparibHas e TMATEPANBHBIA CKNIEPO3
deceHepauyus), nNMbo Kak aucdyHKLUs
aBTOHOMHbIX cucteM (cuHopowm Lllas-Lpazepa)
PaccesHHbIU cKriepo3s




HelipodezeHepamueHbie 3abosieeaHusi Kak npomeuHonamuu

KnoyeBbiM MOMEHTOM B natoreHese HeVIpO,D,eFeHepaTVIBHbIX Oones3Hen ABNAETCA OTIIOXKEeHMe
namoJsio2u4yeckux 6es1Kkoe B moasre.
Ta|<, onpegerieHHble KINEeTOYHbIE MNMPOTENHBLI, KOTOPbIE B HOPME ABJIAKOTCA PaCTBOPUMbIMU, 3a CHET HapyLUEHUA
HpOCTpaHCTBeHHOIZ CTPYKTYpPHbI rpeBpaLlaoTCA B HEPaACTBOPUMBbIE U OTKI1aAblBAKOTCA B TKaHW MO3ra B BUAE
HepacmeopuMbix hubpuUNIsPHbLIX 0erno3umoe. 3T 4eno3nTbl MoryT 6biTb OEHTUMOULUPOBAHBLI Ha
cpe3ax n ABMNAKTCA CI'IeLI,VICbI/IL-IeCKI/IMVI A5 onpeaerieHHbIX rpymnn 3aboneBaHun.

BornesHb AnbLrenvepa:
OAFLWKN 1 KTy BKN

BoresHb [lapknHcoHa

a-criupans + Tenbua JleBn
i a-cnupanbs —p P-cknad4yameiu N

csiou ~ 40%

Bone3Hb XaHTUHITOHA:
BHYTPUSLAEPHbIE BKMOYEHMS

[MpWOHHbIE BNALLKM

AMnoTpodmyeckum natepanbHbI CKNepos:
BHYTPUKINETOUHbIE arperaTbl



HakonneHue 6erikoebIx agpe2amos U HapyuweHue
yHKUUU MUMOXOHOPUU fpu HeupodezseHepamu8HbIX
3abosiesaHusix

Intermembrane
Outer membrance SPace

Inner
| membrane

™~
~matrix

Protiens of
electron-transport system

Succinate Fumarate

3aborneBaHue

Buva nHknro3nm

ArpernpoBaHHbIN 6enok

ADP+Pi

MuTtoxoHapuanbHbIe
ANCPYHKLUN

Bone3Hb Anburenmepa

AMunongHble OnALWKN

Amunowug — (AB)

HenpodmnbpmnnnsapHbsie
Knyoku

Tay-npoTteuH

HedeKTbl B KOMMneKkcax
'

Bone3Hb lNapkMHcoHa

TenbLua neBu

O-CUHYKNenH

HdedeKkTbl B KOMMneKkcax
ln IV

AmMunotpodcuyecknm HenpodunnameHTbl coa-1 HapyweHue koMnnekcoB
natepanbHbIN CKnepo3 cog-1 ln IV

Bone3Hb (xopes) BHyTpusigepHbie XaHTUHITUH (C HedekTbl B kKOMnnekce |l
XaHTUHITOHA WUHKJTHO3UMN nosTopamu nonulny)




bone3Hb AnbuceumMepa

B 1901 rogy Hemeukun ncuxmnatp Anouc Anbuzeumep
OTMETUS cry4yan 6onesHu, KotTopas BrnocneacTsum doina
Ha3BaHa ero umeHem. AHanma 3aboneBaHus
narngecatuneTHen Asryctol [l. oH onybnukosan
Bnepsble B 1907 roay, nocne Toro Kak nauueHTka, 3a
KOTOPOM OH Habnaan, ckoH4Yanacs.

Anowuc Anburenvep

B TeueHne nocnegyowmx natn neTt 8B Me4ULIMHCKON 1864-1915
nuteparype nosiBUIOCH eLe oanHHaauaTb MOXOXMX
onncaHmn, NPUYEM aBTOPbI HEKOTOPBLIX U3 HUX YXKe

ncnosib3oBann TepMuH «bonesHb Anburenmepay.

AsrycTta M., naumeHTka Aronca
Anburenmvepa, 1901 r.

IMusb KpenesiuHd 6bin nepBbiM, KTO Ha3Ban 6onesHb
Anburermepa camoctoaTenbHbIM 3abonesaHnem. B 1910 roay
OH BblAENWI €€ B Ka4ecTBe noaTmna CEHUNbHON AEMEHLUN B
BOCbMOM M3OaHun cBoero y4ebHumka no ncuxmatpum, gas em
napannenbHoe Ha3BaHUEe «MpeceHnribHas AeMEHLNAY.

Avunnb KpenenuH
1856-1926



w e Pasmepbl MO3ra 340p0OBOT0 YEN0BEKA
Bosie3sHb ArnbyzeliMepa [l Spessimem
¥ - BonesHbio Anbureiinepa

BAM3KMIA K rubenu HeHpoH ¢
HEHPODHUBPUANAPHBIM KNYBKOM

bone3Hb Anbuy2eumMepa - gereHepaTMBHOE . , o
3aborneBaHne LEHTPaNbHOM HEPBHOW CUCTEMBI, . X — % ¥
XapaKTEPMBYHOLLIEECS MNPOrPECCHPYHOLLINM ‘ 2322;1’;;"“1 f"’*
CHKEHNEM NHTEMMEKTA, PACCTPONCTBOM NAMSATV 1  of l‘ {7

N3MEHEHNEM IOBEAEHWA.

300pOBbIH HEHPOH

[lo oueHkam BO3 B MUpE okosio 18 MusisiuoHoe
yesioeek CTpadaeT 6onesHb AbLUreMepa.

CHUeHue Macchbl Mo32a npu 6ose3HU AnbuyzelmMepa
(6o3pacm 70-90)

Atpodusi mo3ra npu 6one3Hu Aabureiimepa Macca mosra, r.

1600 —

1400 |

1200 | )

» — ' > ) - A '
3 4 s | . 1000 ' ' ¥ '
‘ . ¥
5 . 800 : v
opMabHbII i oo B ' '
- >
y 600 —

400 |-

200 [

| | |
0 5 10 20 ONUTENEHOCTE

DonesHu




bone3Hb Anbuzeumepa

BCerga ConpoBOXAAaeTCca npomeuHonamuell — HaKonmeHneM B TKaHsIX Mo3ra
HeHopMarbHO CBEPHYTLIX BenkoB — 6ema-amusiouda u may-6eska

HelpumHbie 6nsiwku: HekoTopble GNSALWKN MEOT

LEHTP, COCTOSALMIA U3 OTNOXEHUN BeTa-aMmmMnongHoro HelipogpubpunnsipHbie kny6ku (3Be3004KN) U HelpUMmMHbIe
6enka. AToT 6enok MoXeT OTKNaabiBaTbCA BOKPYT 6nswku (cTpenku) npun 6onesHn Anburenmepa.
KPOBEHOCHbIX COCYO0B.

Ha cpese amunong BuaeH Kak aMmopdHbIN MaTepuan, [Mnnokamn nauueHTa ¢ BblpaXeHHOW AeMeHLen
OKpaLLEHHbIN B po30BbIi LBET (KOHro KpacHbIn), (nmnperHaums cepebpom). Knybkun pacnonoxXeHol BHYTPU
OKPY>XEHHbIV PeaKTUBHBbIMU MUKPOTMManbHbIMU KIeTkaMu HENPOHOB, a BriALLKN - BHEKIETOYHO

(ykasaHbl cTpenkamm).



SJIEKMPOHHBIE MUKPOgomozpaguu

HelupoubpunnsipHbIX Ki1y6Kos.
(A) Humorninasma HelUpoHOo8, cooepkawuasi
HeupoubpUrinsSpHbLIE KilybKu

(B, C) ®omo 8bIcOK020 pa3peweHusi
HeupogubpuriispHbIX KilybKkoe
[10Ka3bl8arom rpoOO0sIbHO U [10repeyHo
pacriosioXeHHble purnameHms|

YnbmpacmpykmypHbIl aHaau3 namosio2u4yecKux

SKJTrOYeHUU

HeupumHas (ceHunbHasi, amusioudHasl)

6s1siWIKa 8 mKkaHu uepebpanbHO20 KopmeKca.
AMUIIOUOHBbIE buiameHmbl IpeodcmasieHb! Ha
gcmaske

Scale = 2 um, (200 nm in Inset).



eHemuka 6one3Hu Anbyzeumepa

regions implicated in Alzheimer's disease

8 o
28 oge .. o . B 1990-e rofpl Gbinv 06HAPYKEHbI TEHbI,
8 5 BE S8 00 68 . .. .. j” ‘ E‘Tﬂ,“" CBSA3aHHbIE C 6onesHbo ArbLrermepa.
|g 1HIRIBIBIBRIEBIRIE| E‘_ Ha 1-u xpomocome riokannsoBaH reH
il I A [L no| e npeceHunnHa-2 (PSN-2),
preseiin3 (482 o vy | H@ 14-u — reH-npeceHnnvHa-1 (PSN-1) v
e Ha 21-u xpomMocome — aMUIIOVIAHOrO
e e A P 1 npeglecTseHHvika (8- APP).

region 20p
ADS © CNSforum.com

* MyTtaumm B reHe PSN-1 okasanuck oTBETCTBEHHBIMY 32 60—70% BCEX PaHHMX (MPECEHUIBHBIX)
cny4yaeB cemenHom doopmbl BA. Mytaumm B reHe PSN-1 0653aTenbHO NPOoSBASIOTCH B BO3PACTE OT
30 go 50 et

» Mytaumm B reHe PSN-2 6ornee peakn. Mytaumm B reHe PSN-2 BoBreYeHbl B pa3Butne boree
PEOKNX KaK PaHHUX, Tak 1 NO3AHUX CEMENHBIX dopM boresHn AnbLrenmepa.

» Hocutenu mytaumm B e¢eHe APP BcTpedatotcsd B 3—5% BCEX CEMEN C MPECEHNSTbHBIM TUNOM
3aboreBaHvs. HacrnegoBaHve 3T0ro Npy3Haka NPoNCXoguT Mo ayTOCOMHO-OOMUHAHTHOMY TUMY.

» [eH APOE, xognpyet ApoE, 6enKoBLIA KOMAOHEHT HECKOSbKUX MIa3MEHHbIX JINNONPOTENHOB.
Annenb e4 APOE yBennuMBaeT BOCNPUMMHYNBOCTb K HeceMenHon 6onesHn Anburenmepa.



Obpa3oeaHue amusioudHou 6ssiwiku

Amyloid precursor. protein (APP) — oanH 13 MHOX
BENKOB, BCTPOEHHBIX B MOBEPXHOCTHYH MEMBPaHyY. B
HEKOTOPbIX KIIETOYHBIX KOMAAPTMEHTAX, a TaKke €
BHELLHEN CTOPOHLI MEMOpPaHbI a-, B- U y- cekpemasbl

paspesatoT 3ToT BENOK Ha OTAENbHBIE ParMEHTH!.

[aTomornyecknm NpoLEecc cBA3aH C NociedoBaTebHON

¢pacmenmauuet APP - B- U y-cekpema3amu. Npu
3TOM 0bpasyoTbCs dparMeHThl 6efnka AIMHON B 42
aMWHOKMCIIOThI, KOTOPbIE 0BagaT CIOCOOHOCTLIO K
arperaumm c obpasoBaHneM bnsiek. AMUIOMAHbIE
BRSLWKN NOCPEACTBOM psiaa HelipomoKCcUYeCcKUX
MEXaHN3MOB NOpPakatoT NAapPEHXNMY rOSIOBHOIO MO3ra.

Beta-Amyloid




dopmupoeaHue HeupoubpunnsipHbIX Ki1yb6Kos

‘ ?7%\
...{f«'/// o2

DYING NEURON [
Tangles [

\
Paired Helical Ftam
M

Ao~ ¥ Hyperphosphorylated
Normal Tau Strands
Tau

HenpodunbpunngpHeie knybkn obpasytotcs eunepgocghopusiuposaHuem may-6esika.
B Hopme may-6esiok ces3bieaemcsi ¢ MUKpompy6o4Ykamu i MPYHMMAET y4acTue B X hopMmupoBaHnn u

cTabunusaumm.
[Mpun eunepghochopunuposaHuu 3TOT BENOK HE MOXET BbINOHATL CBOIO OYHKLMIO, MUKPOTPYOOUKM

CTaHOBSATCS HecmabusbHbIMU 1 HAa4YMHAOT pacnadambcsi. HecBA3aHHbIN may-6es10k dhopMupyet
CKOMMeHus - HetpogubpunnsipHble Kiy6ku



Knemoy4yHasi namosioa2usi npu 6osie3HuU
Alnbeeumepa

Alzheimer's Disease

Healthy Neuron

Gamma-secretase

T isad :‘ / 5 .
R ® Complex / Gamma-secretase »

k) IR 3t ,-2, Complex
a8 Tau Fragments
ochondrion w2 L. g Healthy
“ =, F, Microtubule
L) ; | g
o : 77
b Disintegrating Microtubule e Healthy

Mitochondrion



MexaHu3mbI ¢hopMuUpOB8aHUSsI MamoJsio2u4ecKo20
B-amunouda u HelupogubpunrsipHbIX Kr1iybkoe

MpoueccuHr ObpasoBaHue
«yanuvHeHHoro» B-amunouga

MeMOpaHHOro
6enka B-APP

AKTUBaUUSA KMHa3bI ‘

__(rmukoreHcuHTeTasa-3) OGpa3oBaHue

aMUNOUAHbIX
M'nepdocdopunupoBaHme onsiwek
Tay-6ernka u TyoynuHa

O6pa3oBaHue
Heupodubpun-
NISAAPHbIX KNYyOKOB

AKTuBauus
Y-CeKpeTasbl

MyTauus reHoB

PS-1 un (unu) PS-2

Bbone3Hb Anburenmepa



lomeps cesizeu Mexxady KremkKamu
U KriemoyYHasi 2ubersb

TpeTbM OCHOBHbIM NPU3HaKoM 6os1e3HU Anbuz2elumMepa SBnsieTcd
NOCTENEHHAs momeps cesizel Mexxdy HelpoHaMu, a NOCKOSIbKY
HEVPOHLI HE MOrYT OYHKUNOHMPOBATL N30IMPOBAHHO APYr OT Apyra,
OHW rnormbator.

[locrie rmbenn HEMPOHOB ONPEAENEHHBIE OBAACT MO3ra HaYMHaKoT
cMopLUvBaThCs (atpodus mosra). Ha domHanbHom ctagmn 60e3Hn
NoBpeXaaeTcs NoYTh BECb MO3T.

YMeHbLUeHne Konn4yecTBa CMHANTUYEeCKNX TepMUHaneu npum
bone3Hn Anburenmepa

PR P L]

HopmanbHas kopa N3ameHeHus npu 6onesHn AnbLrervepa

CurHanTnyeckne TepMmnHany Kopbl FONOBHOrO Mo3ra (KoHgoKanbHas MMKPOCKONUS).
IMMYHOFMCTOXMMUS C NCMOSIb30BaHNEM aHTUTEN K CUHANTOU3MHY. .
Kaxkgas 3eneHasi MeTka COOTBETCTBYET NPECUHANTUYECKOMY OKOHYaHWMIO



KnuHu4eckasi kapmuHa

1.0e6rom o6bIYHO MEANEHHbI U MOXET AJIUTbLCA OT HECKONbKUX MecsLeB 0 2-4 nerT.
Xapaktepuayetcsi NosBNEHNEM U NOCTENEHHbIM HapacTaHUeM paccmpolicma namsimu.
PaspyLueHne naMsaTy NpoTeKaeT, cornacHo 3akoHy Pnbo: cHavyana paspyleHue naMmstm
KacaeTcs HeaaBHUX BOCNIOMUHAHWUIN, 3aTEM OHO PacrnpoOCTPaHAETCA Ha BCE CTOPOHBI
YMCTBEHHOWN OeATENBHOCTUN, NO3AHEE 3aXBaTbIBAET YYBCTBOBAHUSA U NPUBLIYKMA.

2. HavyanbHbIlU nepuod xapaktepusyetca ympamou crioHmaHHoOCmu 8 ricuxuke. B
nosegeHnn 60NbHOr0 Ha POHE CHMKEHMA NaMATU BO3HMKAOT CTEPEOTUNHBLIE peakLnM.

3. PazeepHymabil nepuood - NosiBNiEHNe a2zHo3uuU, agha3uu u anpaxkcuu. bonbHom He
NOHMMAaET obpaLleHHOW peyn, HE MOXET Ha3BaTb NpeaMeThl. B HEKOTOPLIX criyvasx
pa3BMBAETCS NOropest - NOTOK MasrionoHATHOM M3-3a arpaMmMaTM3MoB peyn. PaccTpoucTtea
peyvn ConpoBOXOalTCS HapYLLEHMEM NUCbMa N YTEHNSA. 3pUTeNnbHasa arHo3us B BUae
HEBO3MOXXHOCTU Y3HaTb popMy, npeameT, nnuo. NpocTpaHCTBEHHAdA arHO3MA He MOo3BOSIAET
OonbHbIM aganTUpoBaTbCA B HOBOM MPOCTPAHCTBE, PACCMOTPETb OCOBEHHOCTU KapTUHKN
(He MOryT CroXuTb Lernoe npeacTaBreHne 0 KapTUHKe, BUAAT TONbKO OTAESbHbIE
3fIEMEHTHI), HE MOTYT ONpeaennTb pacrnonoXxeHne NpeaMeToB B NpocTpaHcTBe. B kKoHUe
3TON CTaguun pasBMUBaAETCS arnpakCcus - HEBO3MOXHOCTb COBEPLLUEHNST NMPOU3BOSIbHbIX
OBWXEHUN 1 pacnag NpMobpeTEHHbIX paHee HaBLIKOB (CTOsIHUE, cuaeHne, BnageHme
CTONOBbIMU NpeaMeTamMun, xoaboa).

4. KoHe4yHas1 cmadusi xapaktepuayetca aybokum obwum criaboymuem. N3 aBuratenbHbIX
aKTOB OCTalTCS NMPUMUTUBHbIE PeIIEKChl cocaTerbHble, XXeBaTerbHble, MMoTaTeNbHbIE.



PaHHs15 QuacHocmuka 6osie3HuU
Anbuceumepa

B HacToswwee BpeMa Hanbonee MHPOPMaTUBHbLIM MPUXKXN3HEHHBIM Domapkepom bA
Npu3HaeTcs BbisiBrieHNe bnswek AR B ronoBHOM MO3re METOAOM O3UMPOHHO-
AMuccuoHHoU momoepadpuu (M3T) c ncnonb3oBaHMeEM cneundnyeckmx
pagmodapmMmnpenapartos

B uepebpocnuHanbHoOU xudkocmu 60nNbHbIX, CTpagaoLlmnx 6onesHbo Anburenmepa,
CHU)XEeH ypoeeHb nenmuda b-AP42 u noebiweH ypoeeHb b6esika may. [Npucytcrene
B JIMKBOPE KOMBUHaUUM 3TUX OBYX NPeanonoXuTernbHbIX MapkepoB BonesHn
Anburenmepa npmnsHaeTcd qoakTopoMm, noBbILLAKLLNM TOYHOCTb ANArHOCTUKN
3aboneBaHus

O6oHsimenbHbIU mecm. CambiM pacnipoctpaHeHHbIM aBnsietca Smell Identification
Test™ (Sensonics, Inc., Haddon Heights, NJ), paspabotaHHbil B [[leHCubBaHCKOM
yHuBepcutete (TI1Y). Tect cogepxut 40 06pasyoB pasfnYHbIX 3aNaxoB C BapuaHTamm
OTBETA. [eCcT CHabXEH TOYHBLIM KOMMMYECTBEHHBIM PACYETOM MOKa3aTEeNen,
CBMOETENBCTBYIOLLNX O Pa3BUTUM 3ab0rIEBaHNS.

'eHemuy4eckoe mecmupoeaHue



CoepemeHHas1 mepanus

CneumanbHbIX NpenapaTos, u3nedynsaroLmx 6onesHb AnbLrerimepa, noka He cyulectsyet. OgHako
eCTb NneKkapcTBa, KoTopble obreryaT NposiBreHnss 00Ne3HN N CyLLLECTBEHHO CAepPKMBaIOT

ee pasBuTMe.

KOMrieHcamopHasl (3amecmumeribHasl) mepariusi, HarnpaeneHHas Ha npeogorieHme
neuunta HEMPOTPaAHCMUTTEPOB B Pa3NUYHbIX HEMPOHAarbHbIX CUCTEMAX, KOTOPbIE B
bonbLlen nnn meHbllen cteneHn ctpagatot npy bA. K HUm otHocsaTcs:

- UHIMBUTOPLI aUETUNXONUHACTEPasbl: HeobpaTuMble (PU3OCTUIMUH, TAKPUH, aMUPUONH)
YacTU4YHO obpaTuMble (3KCENOoH) n obpatnmele (apucenT)

- npenapaThbl HanpaBreHHbIE HA YCUIEHWE LIEHTParbHOW XONUHEPTNYECKON aKTUBHOCTH -
FMUaTUNUH

- MOOYNATOPbI rnyTamaTeprmquKon CUCTEMbI- aKaTUHOJ1, MEMAHTUH

HeuporipomekmueHasi meparnusi, CnocobCTBYOLLLAs MOBbILLEHUIO XXN3HECMTOCOBHOCTH
HEMPOHOB N HENPOHASTbHOW MNNAaCcTUYHOCTU - Lepedponmn3nH, Mekcnaon

ea3oakmueHasi mepanusi- HALEPIronunH (CEPMUNOH)

npomueoegocnasumesnibHass mepanusi. OCHOBaHWEM AN pa3paboTky 3Ton Tepanuu
NOCIYXXWUNU JaHHble, NoKasbiBaoLwme, YTo nNuua, ANUTenbLHO nony4vasLume
HeropMoHarbHYyH NPOTUBOBOCMHASNUTENBHYIO Tepanuio, JOCTOBEPHO pexe 3abonesatoT
BA. imetoTca fgaHHble 0 BO3MOXHOM BOBJIEYEHUM UMMYHHbBIX U BOCHANUTENbHbIX
NnpoLeccoB B HepoHarbHoe nospexaeHue rnpu BA. Noka HedACHO, urpatoT Sin OHWU POSib
NepBUYHOrO MexaHM3aMa Unmn SBnAKTCA OTBETOM Ha Npoucxoaduime nartosiormyeckme
N3MEHeHNS

KJsiemo4YHas mepanus



PoHanbg PeiiraH Puta XaiisopT

Anun XKupapgo

Anpuc Mepgok

HopmaH Poksenn



bosie3Hb [lapKUHCOHa

Briepsblie onucaHo B 1817 roay [>xkeumcom
lMapKkuHCOHOM B KHUre "3Occe 0 ApoXaTeSlbHOM

napanuye”.
B ynoTpebrieHHOM HasBaHnM «ApoXXaTernbHbI napannyy Obino
ChpaBeasiBoO OTPaXXEHO HEOBBLIYHOE COYETAHNE OCHOBHLIX CMMITOMOB
Bore3HN — N30bITOYHOM HEMPOW3BOSILHOM MNOABWKHOCTY (mpemMop),
«CKOBAHHOCTM» W MOBbLILUEHMS MbILLEYHOIO TOHYCA (pu2udHOCMb)
HECNOCOBHOCTW YAEPXMBATb PaBHOBECKE (MocmypasnibHas
Heycmou4ueocmb).

Normal
Neuron

borne3Hb lMapKuHcoOHa usiu napKUHCOHU3M —
UL 35001eBaHME MOXUMbIX NOAEN, Yallle BCEro
pasByBaeTcs B Bo3pacte 70-80 net. Cpean
Narkingorfs NaUMEHTOB Yalle BCTPEYATCH MY>XYMHBI.

gﬁiﬁ’jﬁ B nocregHvie gecarnnetvs 6onesHb
Movement |_|apKI/IHCOHa HEYKITOHHO «MOJIOAEET», HEPEAKIN
Yépran cybcmanyus disorders cryyay BOSHMKHOBEHMSA MapKkMHCOHMU3Ma Ha

| Ypossti cpesa LIEeCTOM AECATUNETUN XXN3HU N JaXKe paHbLUe.
..~ MO3ra Ha KOTOpOM ‘

BUOHO YEPHYIO
cy6cmarnyuo

ConpoBoXOaeTCsl MPOrpeCccrpyoLLEN riMbenbio doghamuHepauvecKux
.ol HelUupoHOe YepPHOW cybCcTaHLnN.

sl HevipogereHepauys NPpYBOANT K Pas30obLUEHMIO CBA3EN MeEXAOY

Ralinsiistinadll KOMMOHEHTAMY SKCTPANUPaMUAHON CUCTEMBI, YBEMUYEHNIO TOPMO3HOM

aKTMBHOCTM BasanbHbIX raHMEB (BCIIEACTBME NX

AodaMnHEPrMyeckon geHepBauumn), NogaBneHno ABuraTesnbHbIX

OTAENOB KOPbI C pa3BUTUEM HapYLUEHMS OBUraTENIbHOM aKTUBHOCTM.



bone3Hb lNapKuHCOHa

Hannune meneuy Jleeu — oanH 13 npn3HakoB 6omne3Hn [NapkmMHcoHa.

Tenbua Jleau - 303nHOMUNBbHBIE LMTONMA3MaTUYECKUE BKIOYEHS,
COCTOSILLME U3 NIOTHOrO SA4pa, OKPY>KEHHOIO OPEOSIOM U3 pagnanbHO
pacxoagumxcsa dondpunn. OCHOBHbIMY BENTKOBLIMY KOMIOHEHTAMM 3TUX
BKITHOMEHMN GBMASIOTCH O-CUHYKJ/TIEeUH , BENKN HENPOMNAaMEHTOB, yOUKEUMUH.

a-CUHYKJIeUH TakKe HakannyBaeTcs B OTPOCTKaX HEVPOHOB, acTpouuTax v
onurogeHapounTax.

Arperauvs mesiey Jleeu obycriaBnvBaET AEreHEPALUMIO U MBenb
HEVPOHOB.

3oHa Substantia nigra
npu 6onesHu NapkMHcoHa

@ubpusnsbl a-CUHYKIEUHa,
accoyuuposaHHbIe ¢ mesbuem

Jlesu.

SIeKmMpPOoHHas MUKpogomoepaghusi mesnbua

Jlesu dopmupoBaHue Teney JleBun

npu 6onesxuu MNMapknHcoHa



lTamomopgosiocusi

HapyuweHue

nepuepuyeckux m C 2003 roga, korga rpynna nccregoBartenen Bo raee ¢ Heiko Braak
0DOHATENLHOW DYHKUUIA

nccriegoBarna pasfimyHble oTAenbl Mo3ra Ha NpeaMeT ObHapY>KeHNS arperaTtoB
a-CUHyKJsieuHa (omsoxeHusi mesney Jleeu), Obina npyHATa NPEAsIoKEHHas UM
Xe Kraccndmkauns ctaanpoBaHms NnaTtoMopdonornyeckux NBMEHEHN B MO3re
yenoBeka npu bonesHun NapknHcoHa.

[lepBLie OTIOXKEHNS mesiey Jlegu fokanuayroTcs B KayaanbHbIX
otgenax creosia (bulbus olfactorius, medulla oblongata, pontine

MoTOpHbIE tegmentum,)u 0OHapy>KMBAKOTCH TaM 3a40s1ro A0 NOSBAEHNS
paccTpoucTsea KIMVNHNYECKNX CUMIITOMOB.

C nporpeccupoBaHNEM 3aborieBaHns Hannune mesiey Jleesu
OTMEYAaETCH B HEVMPOHaX YEPHOW CybCcTaHuUnW, CPEAHENO MO3ra,
OasasnbHbIX FAHIVEB 1 HA KOHEYHLIX 3Tamnax B KieTkax Kopbl
FOJIOBHOIO MO3ra.

«Knacenyeckoe» NposiBieHne 6oNeE3HN CONOCTaBNMO fAnllb C 3
KorHMTuBHbIE ctagven no Braak, koraa mamosio2u4yeckue ghopmbl
paccTponcTea a-CUHyKJIeuHa HeobpaTIMO NOBPEXAAOT OOLLIVPHbIE

o HeMpoHanbHbLIE CKOMMEHWS YEPHOW CyOCTaHLUMM CPEeAHEro Mo3ra.

B noocriegHee Bpems B NUTEpaATypEe BCTPEYaAOTCH AaHHLIE 06
obHapy»xeHn B nlateHTHoM nepuoae bl (ctagus 1) meney Jleeu B
nepughepuy4yecKkol HepeHoU cucmeme: e criiemeHusix Ayapbaxa
u MeliccHepa, HelipoHax Ha0rno4Ye4YHUKO8, HelpoHax
cemyYyamku, Hep8HbIX CriJiemeHUU C/IFOHHbLIX )KeJie3, KOXU .

Tensbua Jlesu



Peaynsiuusi dsuxeHusi u 6osie3Hb lNapKuHCcOHa

BakHbIM ANS LIENOCTHOrO NpoLecca ABMKEHUS ABMASIETCS KOHTPOSb HE TOMbKO 3a Mpou380JibHbIMU, HO 1 3a
Henpou3e8osibHbLIMU ABMWKEHNSMN. ATy OYHKLUNIO BLIMOMHAET 3KcmpanupaMuoHasi cucmema,
obecneyrBaloLLlas NNaBHOCTb ABMXEHUI 1 BO3MOXHOCTb NPEPBaTb HaYaToe AencTBme. ATa cucTema
0ObEeAVHSET CTPYKTYpPbI - basanbHble raHmnn, pacnonarallmecsd 3a npeaenamMy NPoAoroBaToro Mo3ra.

HenpoTpaHcMUTTEPOM, OBECHEYNBAIOLLNY BECCO3HATENBHBIVM KOHTPOMb 3a ABMKEHNAMN,
aBnsieTcd doghamuH. B ocHoBe 60re3HN TapkMHCOHa NEXNUT NopaXXeHne doamMuHepaudecKux
HeupoHOoe YepHou cybcTaHuumn

L &

XapakmepHbie cUMIMMOMbI

* ApoXaHwne
» "CKOBAHHOCTb' MbILLILL

3aMeafieHHOCTb ABMKEHUN

HeycTon4YmBoe pPpaBHOBECHKE

HapyLUEHME PEYM - OHA MOXXET CTaTb Masio MOAYINPOBaHHOW, HEPA3bopPYNBOM
HapyLleEHVE OBWKXEHUN U3MEHSET U NoYepPK. Ecnv 605IbHOM HE CTapaeTCs XOPOLUO
AncaTb, TO HEPEOKO ObIBAET TPYAHO MPoYMTaTh HAaNNCAHHOE.

* BeretatuBHblE paccTpPoMCTBa: MUSMEHEHME anmneTnTa, CAHOOTAENIEHNS,
OEATENBbHOCTU KNLWEYHUKA (3anopbl), YacToe MOYENCYCKaHNE

» penpeccus. [posiBrieHns genpeccumn pasHoobpasHbl, HO BKIIHOYAOT B CceDS psaa
XapaKTEPHbIX CUMMNTOMOB: MNSIOXOE HACTPOEHNE, HEODLIYHO BbICTPas YTOMIISIEMOCTb,
CHWXEeHNe BHUMaHUS U COCPenoTOYEHHOCTU, TPEBOra N pasapaXkUTernbHOCTb,
Be3pasnmume K OKpy KatoLeMY, CHKEHME anneTumTa.



HopmanbHoe crapeHue

Hauano
3200JIeBAHUA

ITepBbie
CUMITTOMBI

bonesHb
NMNapKMHCOHa
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Bospacr (ner)

HoxmuHuveckas
CTajuA

Knunuueckas
cTajius

CyuTaercd, YTo XapaKTepHbIE OAJiA bosesHn napKI/IHCOHa KIMNMHNYECKUE NMPUN3HaKU

NPOSABASTCA Npw rmbeny npnbnnantensHo 60% aodhamMMHEPTNYECKUX HENPOHOB
KOMMAKTHOW YacT YyepHou cybcmaHyuu 1 80%-HOM CHKEHNN YPOBHS AodamMumHa

8 roJsiocamomM mersie.




[ubesib doghaMuHoOBbIX HellpOHO8 KaK OCHO8a
rnamozaeHe3a rnapKUHCOHU3Ma

Pa3pyLieHue gopaMMHOBbLIX HEMPOHOB

HapyuweHue HepBHbIX
Py P HapyweHue cuHTe3a Pasp S g
pocgammHoBoMn

CBA3eM B cUCTEMeE: YepHasi A A AR
cyocTaHuusa, 6a3anbHbIe A &b cUcTeMblI

raHrnuu, Tanamyc, Kbl MOJIOXKUTENb-

HbIX 3MOLUMHA

CHUXXeHue

HapyweHue koopauHauum MOTUBALUHA,
ABWXEHUN, TPEMOp, aTaKCus, aenpeccusi,

dKUHe3us, permgHoOCTb MyCKyna HapylweHus
TYypbl namMmsTu,

AeMeHuus

Nbenb po-
¢haMUHOBbLIX
krnetok KbI
(noGHbIe
aonu)

MAPKMHCOHWU3M




Tenbua Jlesu

MyTauum
a_
CHHYKJIEUHA

|
’-

benoxk c
mucgonounzom

.

]
h..
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HelApoHOB

DL

ComaTtuuecku Mymuuu HapyweHue axtusHoCTU
e mytauum, NapKUHa NpOTEeacoOMHOro
KOMMJieKca

reHol

npeapacno-

NOXeHHOCTMU, O O A A
cpeanosbIe Myranuu Q A A A
(PAKTOpbI UCH-11

Hetokcukauus



Ynakoeka 6esnkoe e
HOpMaJibHbIX KJlemKax

CuHTesupyemsiin
Genok

BeAOK He MOoXeT
NPAJBMABHO YNAKOBATLCS

1 MpasuasHO
i YNAKOBAHHBLIN GOAOK
Beaok l

yTpauusaer

NPABUABHYIO
npocrpax-
CTBEHHYIO
KOHIUrypauymo

WanepoH l

\

I Y

BOAOK BCO-TAKHM HO MOXET NPUHATL Y

NPABMUABHY IO KOHOPMaUuio
MpasuAabHO

YAOXKEHHbLIN GeAoK

YOUKsUTUH

Umo npoucxodum c 6enkamu

npu napKUuHcoOHU3Me

MY TOHTHEIA C240K o- CHHYEASHH

i

NpoTaaccKma

HenpoenakHe
YACHSHHE A e ok

wfl el
ol «ofl

DTN Wy TOHTHBD
S KB

" MNpoTeacamMo

CECNASHHS

MervSiwan
EASTHEO

My TOHTHRIA SeAcK NODEMH

YEGHEEMTHH

OHCMO AR HE X i A s




lamozeHe3 nepeuUYHO20 NMapKUHCOHU3Ma
(6one3Hu lNapKkuHCOHa)

MyTauuu u
HacriegoBaHue BenkoBble
AedeKkTHbIX arperatbl Hepocratok

reHOB: NapKuHa, (Tenbua u LLanepoHOB.
DJ-1, PINK 1 HeBpuUThLI JleBn)) MyTauum

reHa
lIanepoHoB

MyTtauuu u
HacrnegoBaHue
ned)eKTHoro Mmbenb
reHa 6enka AocaMUHOBBLIX
O-CUHYKIIeUHa HEMPOHOB

NEPBUYHbLIVN MAPKUHCOHU3M



lNpu4yuHbl 60s1€3HU lNapKUHCOHa

ATmonorusa 6onesHu MNMapkMHCOHa OCTaeTCs A0 KOHLA He U3y4YeHHbIM, TEM HE MEHEE B Ka4ecTBe
NPUYMHBI 3a60neBaHns paccMaTpUBaETCsl coMeTaHNe HECKOMNbKNX hakTopoB

CmapeHue

ToT pakT, UTO HEKOTOPbIE NPosiBNeHns 6one3Hn NapkMHCoOHa BO3HMKAIOT U Npu
HOpManbLHOM CTapeHun, 3acTaBndeT npeanosaraTb, YTO OAHOW N3 NPUYNH MAPKMHCOHU3Ma
MOXET ObITb BO3pACTHOE CHMXKEHUE aKTUBHOCTU HEMPOHOB MO3ra.

HacnedcmeeHHOCMb

Yke B TE4EHNE MHOIMX NET 00CYyKaaeTcs BO3MOXHOCTb reHETUYECKOW
NpeapacnonoXXeHHoOCTH K 6one3Hu NapkMHCOHa 1 HAaKOMMEHO MHOMO MHopmaLmm o
HanNnM4YMM MymaHmMHbIX 2eHO8, BOBINEYEHHbIX B pasButne 6onesHu

TokcuHbI u Opyaue sewecmea

B 1977 rogy 66110 onMcaHO HECKOSTbKO CriyvaeB TSXKEeoro napkMHCOHM3mMa y MosiofbIX
HapKOMaHOB, MPUHUMAaBLUNX CUHTETUYECKUN FEePOUH. OTOT DaKT CBUAETENBLCTBYET O TOM,
YTO pasfiMyHble XMMUYecKne BeLecTBa MOoryT "3anyckarb" natofiormyeckni NpoLiecc B
HeWpOHax rofiloBHOroO Mo3ra 1 Bbi3blBaTb MPOABEHNA NapkKMHCOHM3Ma. I3BeCTeH Takxke
MapraHueBbIN MApKMHCOHW3M, CTaBLUMIA B NOCNeaHne rogsl cepbe3Hon npobnemon B
CBSA3M C ynoTpebrneHnem niuuammn npenmMyLLecTBEHHO MOog0ro Bo3pacTta CypporaTHbIX
HapKOTUYECKNX COeQUHEHUN, coaepXaLlmMxX MapraHeLl.

BupycHbie uHgbekyuu, npueodsujue K nocmaHyegdaaumHoMy nNapKUHCOHU3MY,
AmepockKriepo3 cocydoe 20J/I08HO20 M032a;

Tsikenbie u rnoemopHbIe YepermHo-Mo3208bIe mpa8Mbl.



JuaazHocmuka 6one3Hu lNapKuHcoOHa

1.CTrpykTypHas HenpoBuayanusauns — KT, MPT — manonHdopmMaTnBHbI A8 ANarHOCTUKN
Bl n ncnonbaytoTcs Ang UCKMYEHNUT BTOPUYHORO NAapKMHCOHM3MA.

2.DyHKUUOHasIbHasi Heupoeu3yasiuzayusi -No3NTPOHHO-SMNCCNOHHAad ToMorpadms
(M3T) c dnroopogonon, 0AHOMOTOHHAs SMUCCMOHHAA KOMALIOTEPHAsS ToMorpadus
(ODBKT) - BOBMOXXHOCTb 3TNX METOLAOB BbICOKA, T.K. MO3BOSMSOT BbIIBUTE NMBMEHEHNS
doghamMuHoe020 obmMeHa 3a 4-6 siem A0 NOSABIEHNS KIWHNYECKMX CUMATOMOB, HO B
AAHHBIN MOMEHT 3TO SBMISIETCSH TEXHUYECKN CAOXHBIM U AOPOIrM METOAOM
VICCIEOOBaHWS, YTO HE MO3BOJSISET VICMOSIb30BaTh Er0 B PYTVHHON APaKTVKXA As
BbisgBrieHns bIl.

3. TpaHCKpaHuasibHasi coHo2pagusi — BbISBHFET NOBbLILLUEHHYIO 2Unepaxo2eHHOCMb
YyepHou cyb6cmaHuyuu, 3a CYET NOBLILLEHHOIO COAEP)KaHNs TPEXBAIEHTHONO »Kefesa,
koTopble BbigBgoTcd y 80-90 % naumeHToB ¢ BI.

4.060HssmenbHbIe mecmel ([leHcunbBaHckm TecTt) OBoHATENBHASA ANCAYHKLUNS STO
Hanbosiee paHHU OOMOTOPHBIV Npu3Hak BI1. Hanbonee yacto ncnonb3yercd aTo
TECT, ECIN B KNVHMKE NpeobnagaeT ApoxaHue, npoBoas anddepeHUmanbHyo
AVNAarHOCTUKY MexXxay ScceHunanbHbIM TpeMopoMm 1 BIl, noTomy YTo TOMbKO ASis
NONONATUYECKOrO MAapKNHCOHM3Ma DYyOEeT XxapakTePHO N3MEHEHNE ODOHSATENBHbIX
TECTOB.



JleyeHue 60s1e3HU lNapKUHCOHa

OCHOBHbIM NpenapaToM, 3aMeASISLLNM pa3BUTME 3TOro 3abosieBaHns, B HACTOSILLEE BPEMS SBIISIETCH
Jieeodona (11eeo00@ha), Ho ero NPMMEHEHWE BbI3bIBAET LEMbI PAA MO60YHbIX 30 IEKTOB.

CumnmomMamuy4ecKkue aHmunapKUHCOHUYecKue cpedcmea

CpefcrBa ¢ aHTUOKCUMAAHTHEIM 3dhekToM (anbda-ToKodEPOs1, TMOKTOBAs KMcroTa, AeCEPOKCAMUH,
NHIMBUTOPLI MOHOaMMHOKCKAA3k! Tvha B;

- aroHUCTbI AOaMNHOBLIX PELIENTOPOB;
- UHMIMOUTOPLI TPaHcHopTa AodaMmHa;
- aHTAarOHMCTLI BO3DY KAAOLMX aMUHOKMCIIOT (aMaHTaavH, OyannvH, peEMaLeMUa, pyily305);

- Tpodmyeckne dakTops! (FMnanbHbI HEMPOTPOMNYECK DaKTOP, MO3FOBOM (haKTop pocTa,
brBpobIacTHEIN hakTop pocTa);

- IPOTVUBOBOCHANMTENBHBIE CPEACTBA (MHIMBUTOPLI CMHTETAa3bl a3oTa, UMMYHOMUAVHBI,
Tanngoomma).

rny6buHHas cmuMysisiyusi Mo32a cnabbiMy SMEKTPUYECKVMYI TOKAMM.
BcrneacrTBue anekTpocTMynsaLumMm BOCCTaHaBAMBAOTCH YTPAYEHHbIE DYHKLIM
OMPE[ENEHHbIX Y4aCTKOB MO3ra.

KnemoyHass mepanusi




MNoanH [MaBen |l

CanbBagop anu

PobuH Yunbamc

Anonbd l'tnep



PaccesiHHbIU CK/1epo3

PaccesiHHbIU CKJ/1epO03 UJiu MHOXeCM@EEeHHbIU CKJ/1epo3 —
9TO XPOHMYECKOE, NpOorpeccupytoLlee,
aeMnennHuanpyoLee 3aboneBaHne, xapaktepusyroLleecs
NpU3HaKaMmm MHOroo4aroBoro nopakeHns HepPBHOWM
CUCTEMBI.

OCHOBHbIE CMMATOMBI BLINN BriepBble onncaHbl KaHom KproBenbe
okosio 150 ret Hadan. [lepBoe aetanbHOE ONMCaHNEM TEYEHNS
boresHn - oncaHve »xu3Hy BHyka lreopra lll, kHa39 ABrycTta ge
Ecte. ABTOGMOrpadms aToro NpYHLA COAEPXKNT AaHHbLIE, KOTOPbLIE
NO3OHEE PACLEHNIIN KaK TUANYHO KapTUHY PacCeIHHOIO XKan Mapmen LUapko
CKIeposa. 1825—1893

B otaenbHyo Ho3omornyeckyo doopmy 6omesHb Obiia BelaeneHa ddpaHLLy3CKM HEBPOSTOrOM
)XaHom MapmeHom Lllapko B 1866, KOTOpbLIV BREPBLIE OnMcasn Tpyuagy CUMATOMOB (HUCTarw,
CKaHANPOBAHHYIO PEYb N MHTEHLMOHHBIV TPEMOP), YCTAaHOBWI AEMVENNHN3NPYIOLLA NPOLIECC
N OPMUPOBAHNE CKIIEPOTUYECKNX BIISILLEK B HEPBHOW CUCTEME

Oco6eHHOCTLIO 60Mne3Hun ABnsieTcsl OAHOBPEMEeHHOe Nnopa)XxeHne HeCKONbKUX
pa3fnnyYHbIX OTAENOB HEPBHOW CUCTEMbI, YTO NMPUBOAUT K NOSABIIEHUIO Y
60NbHbIX Pa3HOOOpPa3HbIX HEBPONOrMYeCKUX CUMNTOMOB



OCHOBHbIe CUMITMOMbI pacCcessHHO20 CKJlepo3a

PaccesHHbIV CKI1epo3 — 310
LHC: XPOHUYECKOE aymouUMMYHHOE

-yTomneHue SPeHue: | 3aboeBaHue.

- HACTarm
- LweHue " O
Kgrx;!vlllmuux - peTpobynbbapHbIi

cnocobHocTel HEBPUT e ‘
-nepenag  ~VnMionMA 2 ' B otnnyne ot gpyrmx

HEBPOSIOFNYECKMX BOME3HEN,
MnoTxa: - KOTOPLIE Yallle BO3HNKAOT B
-amcparvn NN NOXWIOM BO3pacTe, aTa

CBROTHEIS MBI ,";é S BO3HVKaeT y Jirodeu om 15 do

- ocnabnexnue

- cnasmbl (' 7 40 nem.

HacTpoeHus Peub:
- Aenpeccus - AV3apTpua

- aTaKkcus
- pucTpodus

o -
-:‘ﬂ"“ A3BeCTHLI cryvyaw, korga PC

- rMnocTesus TR\ ObHapyxmBanu y AeTey oT AByX

- napacTesus
J1EeT.

KvweyHuk:

- HeaepxaHue
- MOHOC Unu 3anop

XXeHwuHbl 6051er0m 6 1,5-2

Mouesod N Y pasa yawe, 4eM MY>X4MHbI (3TO
-Hepepxarve L el MO3BOJINIIO 3aMo4o3pPUTh POrib
- 4acrtoe unum 3 y -

pezioe | R 1 o A rOPMOHarbHbIX PaKTOPOB B
ONOPOXHEHMe D A R
NaToONIOrMyeckoM rnpoLiecce).




PaccesiHHbIU CcKlepo3

PaccesiHHbIN CKNepo3 OTHOCUTCSA K rpynne demMuesiuHu3upyroujux 3abonesaHnin, OCHOBHbIM
NaToNIOrMYECKUM MPOSIBIIEHNEM KOTOPbIX ABNSAETCA paspyLUeHne MUenuHa.
MuenuH - BELLECTBO, COCTaBMSAOLEE MUEJTUHOBYH 060J104KY HEPBHLIX BONOKOH. MuernuHoesyto
060s104Ky 06pa3yloT B nepndepmnieckon HepBHoM cucteme — LLIBaHHOBCKME KNETKK, B
LEeHTpanbHOW HEPBHOW CUCTEME — ONUIro4EHAPOUNTHI.

mttormyi e iall OCHOBHas QoyHKUUS MUETTUHA —

MO yeesiud4eHue CKopocmu
rnpoeedeHUsi HepP8HO20 uMnyJsibca
U nmnumaHue aKCOHa

HopmansHbii HepB - muenunoeas 060n04Ka He NOBPEXACHA

i (0061IEHHE NEPRAILTCA MEANEHHO (CKOPOCTS OKONO & Ki/4ac)
oo ‘z <
nospe»uxeuuuu HEPB - MHeNMHOBAA 06010YKa NOBDEXALH MAK DA3DYWEHA

CouyeTaHne demuenuHu3ayuu c 2ubesnbsro
oJiu2o2s1uoyumose v nponudepaumnen actTpouMToB NPUBOANT
K 06pasoBaHMio CBOEOOpa3sHbIX 04aroB, KOTOPbIE Ha3bIBaOT i
«bn1IsswIKamMu» paccesHHOro CKnepoasa.




PaccesiHHbIU cKiepo3

Brisiwuku paccesiHHOro ckreposa — oyaru |
paspyLleHVs MUennHa (GemMuenuHu3ayuu) = g
Benoro BellecTBa rOfIOBHOMO M CAVHHOIO LN ey,
MO3ra. \ S

MoodenupoeaHue npouecca MuesUuHU3auuu u demuesiuHu3ayuu in vitro e
ouccouuupoeaHHOU KyJibmype KJ1IemoK MO3)XKe4YKa HOB0OPOXXOEHHbIX KpPbIC

s S : ' T T . ’ :
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A. 26 DIV B. 26 DIV B npncyTCTBMN CbIBOPOTKMN
KpoBu 6onbHoro PC B ctagmm ob6ocTpeHns

MacLwTabHag nuHUa = 2 MKM
KonotywkuHa E.B..... Cknbo I'T.

Henpodwumaunonorus, 2000 r.



,C{uaaHochKa pPacCesiHHO20 CKJiepo3a

MPT (Ma2HUMHO-pe30HaHCHass momMozpagusi) — ovarn geMUENNHN3aUNn

CriuHHOMO3208as NMYyHKUUS Usu NossiCHUYHasl nyHKuusi. CninHoMo3roBagd
XWOKOCTb MCCHEQAYETCH Ha HAaNMYmne OJIU2OKJIOHallIbHbIX aHmumer K
bernkam MYEeHa 1 YBENMYEHNE KOHLIEHTPaALUWM UMMYHo2/106ynuHa G B
LLEPEDBPOCHNHANBHOMN XNAKOCTW MO CPaBHEHWUIO C EF0 COAEP>KAHMEM B
CbIBOPOTKE KpOBW. OTOT TeCT nonioxuteneH y 90% ntogen ¢ PC, HO OH Takxke
He dBrisieTcd cneundnyHeim angd PC.

Ogmanbmosio2udeckoe obcriedoeaHue - NPyl PacCEAHHOM CKIEpo3e YacTo
BO3HMKaEeT heHOMEH eblnadeHusi riosiel 3peHus



JleyeHue npu paccesiHHOM CKJiepo3e

PaccedHHbIN ckriepo3 Hemareunm. JleyeHne, Kak npaBusio, HaueneHo Ha bopbOy C
ApUCTynammn, USMEHEHNE TEYEHUS BONE3HN 1 obrerYeHNe CMMATOMOB.

TakTuKa ne4vyeHus Npuv NpUcTynax pacceAsHHOro cKkneposa
KopmukocmepouOsi.

lnasmogbepes.

CTpaTerMM NM3MEeHEeHUs Te4yeHus 6onesHun
Bbema-uHnmepghepoHbl.
Glatiramer (Copaxone). matupamep (KonakcoH). Bpayuu cumtatoT, 4to rmatnpamep 6rnoknpyet encreme
MMMYHHOW CUCTEMbI MO PaspyLLUEHNIO MUENMHOBOIO CI10S HEPBA.
Fingolimod (Gilenya). ®uHronumog (Mmnexus). NpenapaTt npuHMMaeTcs nepopansHO pas B AEHb,
AENCTBME OCHOBLIBAETCA Ha yAepXaHUN MMMYHHbIX KNETOK B IMMdaTU4eCKnX yanax.
Natalizumab (Tysabri). Hatannaymab (Tucabpu). 3ToT npenapat pa3paboTaH, 4ToObl MPOTUBOCTOATb
ABVKEHUIO MMMYHHbIX KIETOK U3 KPOBSIHOIO TOKAa K rOSTOBHOMY U CAIMIHHOMY MO3TY.
Mitoxantrone (Novantrone). MutokcaHTpoH (HoBaHTpOH). UMMyHOgenpeccaHT

CTpaTervm ie4yeHnd cCMuMnTomMmoB
dusnoTepanus.
MblweYHble periakCcaHThbl.
Cnocobbl yMeHbLUEeHUS YTOMASEMOCTU. Takne npenapaTthbl, Kak aMaHTaguH, NOMOryT CHU3UTb
YyTOMNAEMOCTb.



hxek O360pH Puyapa Mpaitop

MaTtb [)koaH PoynuHr - EHH - cTpagana paccesiHHbIM CKNepo3oMm
6onee 10 net n ymepna B 1990.



Pakmopbl pucka pazsumus
HelUpoOezeHepamueHbix 3abosieeaHull

dakTopbl OKpYyXatoLen cpeabl

leHeTuka/Bo3pacT

‘ \ |

AncyHKUNA MUTOXOHOPWIA \I ;OKCMHGTMBHHVI CcTpecc

M3meHeHus B moamukaumnm
GenkoBbIX MONeKyn

«HenpaBunbHas» ynakoska Hakornenue M6enb HeiiPOHOB
GenkoBbIx Monexyn OenkoBbIX arperaTos




3aksirodeHue

 HeupogereHepaTnBHbIe 3aboneBaHUSA - o370 3a6oreBaHnsl, BO3HVKAIOLLME B pe3ynbrarte
NporpeccupyroLLen deeeHepauuu u 2ubesu HelipoHO8, BXOASLWMX B onpeaeneHHbie cTpykTypbl LIHC,
ApuBoAsLLME K pa3pbiBy cBA3eN mexay otaenamm LIHC. STmnonormsa n HEKOTOpPbIE BONPOCHI NaToreHesa
3TNX 3ab0fEBAHNIN OCTAKOTCH HESCHBIMU.

» OCHOBY BOSIbLUMHCTBA HEMPOAErEHEPATUBHBIX 3ab0fIEBAHNI ONPEOENSIOT 2eHemu4Yeckue ¢ghakmopabl.
Criopagmnyeckme criydam MoryT 00bACHATLCS U MPMOBPETEHHOW NATONOIMEN, BOSHUKAIOLLEN B PE3yribTaTte
cocyoducmbix paccmpolicme, UHGEKUUOHHO20 rnpouecca, Jiokanausyruezocs e cmpykmypax LIHC,
unu MmemabosiudecKkux HapyuweHuu. 3T e hakTopbl CNOCOOHbI 3HAUYNTENBHO OCHOXHATL M TEYEHNE
HenpoaereHepaTUBHbIX 3a00NEBAHNN, MMEIOLLUNX FEHETUYECKOE NPOVCXOXAEHME.

» B 0OCHOBE pasBUTUS 3TX 3aB60NEBAHNN JIEXXUT HapyLLUEHNE METABOIM3MA N USMEHEHUE KOHopmMauuu
Ksiemo4YHbIX 6€es1IKoe C X NOCHEeayoLLM HaKonJIeHUeM U agpezayuell B OnpeaeneHHbIX rpynnax
HEVIPOHOB.

» KnivHn4yeckne nposiBieHnst HEMPOAEreHEPATBHbIX BONE3HEN XapaKTEPN3YHTCH CyLLECTBEHHBIM
noJsiuMopgU3MOM.

» [1n9 GoAbLUMHCTBA HEMPOAErEHEPATMBHBIX BONE3HEN omcymcmeyrom padukasibHble Memoob!
Jie4yeHusi, KOTopble NO3BOMNIIN Obl MOSIHOCTLIO OCTAHOBUTE MATOIOrMYECKMI NpoLECC U TeM Bosee
0bpaTnTb Ero BCASTh.

» [1ns1 6onblUMHCTBA HENPOAEreHeEPaTMBHbIX 3ab60NeBaHNIN XapakTepHa dsiumesibHas JlameHmHas ghasa,
fNocre KOTOPOW CPpaBHUTENBHO DbICTPO pasBMBAETCS MaHUMECTALNS SBHBIX KITMHUYECKUX MPOSIBAEHNN
B6onesHn. BaxHO Kak MOXXHO paHblle duazHOCmMupoeamb MNamosio2uro 1 NocTapaTbCd NPeaoTBpaTuTh
Nn XoTs Obl OTCPOYNTL HACTYNNEHNE HEODPATUMbIX UBMEHEHUIA.



Cnacubo 3a sHumaHue!



