[lepBUYHbIE U BTOPUYHbIE
AeMeHUUn

HOXXHO-YparnbCKkun rocyaapCTBeHHbIN MegnLUNHCKUN
YHUBEPCUTET

Kadenpa HepBHbIX bone3Heun
AoueHT, K.M.H. MapkoBa B.B.



CuHapomanbHaa Kknaccudpumkauma
neMeHUun

KopkoBas

- NepegHe-nobHasa 1 NObHO-BMCOYHAaA AeMEHLNA U CUHOPOM
[Tnka (3TO MOpdoonornyeckn anarHos, a B Hallen ctpaHe Tenbla
[Tnka noaTBEPANTb HEBO3MOXHO, MO3TOMY He DONe3Hb, a

CUHOPOM).
- 3agHSAA KopkoBasi (TunnuyHas ans oonesHn Anburenmepa —
BUCOYHO-NTNMbUYeckasa, BUCOYHO-TEMEHHAS).

[NoakopkoBas (NogkopkoBo-robHas) — bonesHb [NapknHcoHa ¢
noemMeHumen.

KopkoBo-noakopkoBasi — CMeLLIaHHas, Yalle cocyaucTas.



[MTpnvnHbLI AemeHUunn

1.NMepBUYHBbIE — NOBHO-BMCOYHAs 2-5%, 6ore3Hb AnbLrenmepa 25-50%
(npeobnanaet bonesHb AnbLrenmepa).

2. BTopuuHble
cocyaucTble 10-15%, ankorosibHble 10%, MeTabonuyeckmne 1-2%,

HOPMOTEH3MBHas rugpouedanus 1-3%, nocTtrpaBMmaTndeckas 1-2%,
aemMuenunHmnsnpyrouwme sabonesaHuns, BUY.

3. JemeHUunn npu gereHepaTtuBHbIX 3adboneBaHnax LUHC — nemeHuusa c
Tenbuamu Jleesun 10%, kopTukobasarnbHasa gereHepauus, 6onesHb
BunbcoHa-KoHoBarnoBa, xopes [ eHTUHITOHA.

4. CMewaHHble AoeMeHUnu — LepebpoBackynapHbie 3abonesaHna 20%,
gereHepauum mexay cobou.



bone3Hb NapknHCcoHa ¢ aemeHuuen G20

JemeHuusa c Tenbuamu JleBu G31.8- gpyrme yToyHeHHble AereHepaTuBHbIe
0orne3Hn HepBHON CUCTEMbI

JlTo6HO-BUCOYHasA AeMeHuusa - G31.0 — orpaHnyYeHHasa aTpodurs ronoBHOro
Mo3ra

lNMporpeccupyrowmm HagbAOepPHbIN Napanuy G31.8- Apyrue yToYHeHHbIe
AereHepaTtuBHble 00f€3HN HEPBHOU CUCTEMbI

bone3Hub Anburenmepa G30.0

bone3Hb BunbcoHa-KoHoBanoBa E83.0

Cocyoucrtasa peMeHUUSA U coYeTaHHas AeMeHuuns:

169 — nocneacTBnA LepedbpoBacKynspHbIX 3aboneBaHny,

167.3 — nporpeccupyrowias cocyaucrtas riemkoaHuedanonartums,
167.8 — Apyrve yToyHeHHble LepedbpoBacKynspHblie 3aboneBaHns



3aboneBaHus, NPuU KOTOPbIX pa3BUTUE
NapKUHCOHU3MA He CONpPOoBOXAaeTCs
KOrHUTUBHbIMU HapPYyLUEHUAMM

[TporpeccupyoLmn HagbaaepHbiv napanuy G31.8- opyrne yToyHeHHble
gereHepaTmBHble DONE3HN HEPBHOW CUCTEMBI

MynbTnucuctemHasa atpoua G31.8- Apyrme yTodHeHHble gereHepaTuBHbIE
6os1e3HN HEPBHOW CUCTEMBI



[TlaToreHe3 gemeHUMU Npu 60rie3HN

[TapKMHCOHAa
CuHyKknenHonaTtum -

MyJILTUCUCTEMHanA aTpodusn,
aemMeHuUus c Tenbuamu Jlesu,
O6one3Hb [NapKMHCOHA.

Onuromepbl CUHYKNENHA (HECKOSIbKO CLEMUBLUMXCS MOMEKYN CUHYKMEeWHa) MeLllatoT
paboTe MUTOXOHAPUN.

Teopua bpaak, 2003- pereHepauusa npu 0Oone3Hn [lapKMHCOHA MON3eT OT
ONbdaKTOPHOM SMKM 4Yepe3 YepHyr CcybcTaHuui K MegumanbHOWM MNOBEPXHOCTU
BUCOYHOU [OONM W Janee K Kope - NpoucxoguT KOpTUKanusauus: cHadana
OVHAMUYECKUN  KOTHUTUBHLIN  Npodunb  (NOOKOPKOBbLIM), 4epe3 5-10 netr -

onepauuoHanbHbIN (noBpexaeHne nodbHon gonu). Puck gemeHumm npu 6onesHu
[TapkMHCOHa B 5-6 pa3 BhlILLE.

Kak noctaBuUTb AMarHo3 — ecnu gemeHuusi npu donesxn lNapkmHcoHa pa3BuBaeTcs B
nepBble 5 neT 3aboneBaHUd, VCTaHaBMMBaETCH AmarHo3 «obones3Hb [lapkuHcoHa C



Henponcuxonornyeckmu npodpunb npu 6one3Hun
[TapKnHCOHa

KOrHUTUBHOE CHUXKEHME pa3BMBaETCA Ha OOHE pa3BEPHYTON KAPTUHbLI DONe3HN
[TocTeneHHoe Ha4yano n MeanieHHoe NporpeccnpoBaHme KOrHUTUBHbLIX HApYyLUEeHUI
[T0OKOPKOBO-IT0DOHbIE HAPYLUEHUS:

- KOTHUTUBHbIE PIOKTYaL MM (aHanor MOTOPHbIX ONIOKTyaLKUi): KpaTKOBPEMEHHbIE
aNn3o4bl CNYTAaHHOCTU U MHAKTUBHOCTW, BO3MOXXHbI 3M1304bl JHEBHOM COHIMNBOCTMH,

- 3pUTEnNbHbIE rannoLnHaLUum Yaule, 4Yem dpeq,

- 4acTo Aenpeccus, anatus (yrpata MOTUBaLMN, MHTEPECA K OKpYKatloLLIEMY,
nedonunT LeneHanpaBrneHHOro NnoBeaeHus), Tpesora

- paHHEE pa3BUTUE 3PUTESNTbHO-NPOCTPAHCTBEHHbLIX HAPYLUEHUI (CNOCOBHOCTU K
PUCOBAHMIO U KONMUPOBAHUIO, K Y3HABAHUIO NNL, Y3HABaHUIO «3aLlyMITEHHbIX
n3obpaxeHnn)



OdunarHocTnkKka KOrHUTUBHbIX HapyLWeHUU npn
6one3Hu lNapKnHcoHa

Bcem pucoBaTb Yachbl — KOPPENMUPYET CO CTEMNEHBLIO TAXECTU — ToNbKO Npu GonesHu
NMapkuHCOHa

Ecnn ecTb XO0Tb 0Ha OWIMOKa — KOTHUTUBHbIE HApPYLLEHUS €CTb
HapucoBaTb Yachbl —

: [TPOUN3BECTW=TemeHHaa u
N3OBPECTWN=no06H

[1noxo HapucoBan Cko b — HE Hago n3obpeTtaTb, 3aJaHne TONbKO
Anst TeMeHHON O0nun

Xopolwo ckonupoBar- [Tnoxo ckonupoBan — nopaxeHa
nopaxeHa riobHas TeMeHHas gons
(He n3odbpeTaerT, HO

(He BOCNpoM3BOAUT Oaxe B
obner4eHHbIX YCNOBUAX) —
aroHUCTbl yopaTb

BOCNpPOU3BOAUT)




HavyanbHble ctaguu 6one3Hun NMNapknHcoHa

PuncoBaHne 4yacoB HAMHOIO XyXe KonmpoBaHuA

CeMaHTU4YeCKnx accoumauunm (pacteHns) HasbiBaeT HAMHOIo DornbLUe, YeM
doHeTUYECKNX

\ Y3HaeTt nyvyule, 4em BOCnpon3soanT /

f

JIoGHBIV TUN HapYyLLUEHU, NOKA3aHO Ha3Ha4YEHNW aroOHUCTOB

No0daMMHOBLIX PELIENTOPOB




[MpeanKTOpPbI KOFHUTUBHOIO CHMXXEHUA NPU
6one3Hu NapkUHCOHA

Uewm cTaplue, Tem bbicTpee

CeMeWnHbIN aHaMHEe3

OTHOCUTENBbHO CUMMETPUYHOE Ha4ano
[lpeobnagaHne purngHoCTn

Hauyano c neBon CTOPOHbLI

Hanun4yne genpeccuu

HapyweHne nosegeHusa Bo CHe
[1HEBHAsA COHIMNBOCTb

Pa3BuTre ncnxosa Ha npnem nesogonsl



Henpeccusa npu 6one3Hu NapKknHcoHa

OcCHOBHOM haKTop, BMUSAIOLWNN Ha KAQY4E€CTBO XXN3HU NALIMEHTOB
OcoBeHHOCTN: MeHbLLE BUHbI U TOCKU, BonbLUe pa3apaXXeHus
YacTo He gnarHocTtmpyetcs

KnnHunyeckune NnpodBIiEeHUA AeNnpecCnun «nepekpbiBarTCA» C
MOTOPHbIMU MPOoABITIEHUAMU U anaTmnen

[lenpeccuBHbIe HApyLLEeHUA 3aTPYAHAT ANAarHOCTUKY KOTHUTUBHbIX
HapyLUEeHNW

[TpnymHa KaxyLlenca pe3amMcTeHTHOCTUN K afeKkBaTHOU
NPOTUBONAPKUHCOHNYECKOU Tepanun

OCHOBHbIe MeXaHN3Mbl: AereHepaLunsa CTBOMOBbIX
KaTexonammnuHeprmieckmux nyTeu



PYyHKUUOHANbHbIE HAPYLUEeHNA NpKn
6one3Hu [NapkuHCoOHa

OcobeHHOCTU YHKUMOHAIbHbIX HAPYLLIEHUN MPU
bones3Hu [lapKMHCOHAa 3aKno4vaoTCs B COMETAHUN
OBUratTenbHbIX U KOTHUTUBHbBIX HAPYLLEHU.

[1pn Takom coveTaHnn Heobxoanmo
andpdepeHLnpoBaTb C AEMEHLIMEN C TENbLIAMU
Nesn (OTIT)



[lemeHUUA ¢ Tenbuamu JleBu

BTopasi ng yactote nocne 6one3nn Anburenmepa — 5-25% oT Bcex
OEMeEHUNN

22% cnyyaeB gemMmeHuun y nuy ctapwie 85 net

PacnpocTtpaHeHHOCTb B nonynauun: 0,7% - cpeauv nuu ctaplle 65 ner,
5% - cpegn nuu ctapuie 85 neT

BoapacTt gebtota ot 50 10 92 neTt

CpegHum Bo3pacT gebtota 70 net

COOTHOLLUEHNE MYXXUYMH U XKEHLLIMH 1,5:1

CeMenHbIN XapaKkTep He MeHee YeM B 5-10% cny4aeB

CKOpPOCTb KOTHUTUBHOIO CHMXXEHUA 0DblvHas AN AeMeHuumn — 2-4
oanna MMSE 3a 1 roag

UacTto coveTaeTtcs ¢ bonesHbto AnbLrenmepa — Temn dbicTpee —
HECKOJbKO MecsLeB



[TaToreHes nemeHuUuun c Tenbuamu Jlesm

bone3Hb HakonmneHus — CUHYKITIENHOMaTUNA.

CuHyKNenH oTknaabiBaeTcs B 060HATENbBHOM MYKOBULIE, CTBOIE,
nepndepnyeckorn HepBHOWM CUCTEME — Pa3BUBAIOTCS TMNOCMUS, 3aMopbl,

NOBbLILLEHHOE CMNIOHOOTAENEHME, OPTOCTATUYECKAA TMNOTEH3NA Ha PaHHUX
cTagunsax

[lereHepaTuBHbLIN NPOLECC HUCXOAUT — NEPBON NOopaXkaeTcya Kopa U BO3HUKAET
OeMeHLUMs1, a 3aTeM NopakaroTcsa basaribHble raHrnMm N NOSBASIETCH
NapPKNHCOHN3M.

Hakonnenus anbda-crHyknenHa s runnoxkamMne n ctpuaryme onee
BblpakeHbl, Yem npun 6onesHn NapknHcoHa ¢ AeMeHLneN.

[Tpn BbonesHun NapknHcoHa ¢ AeMEHLIMEN YNCIEHHOCTb KINETOK YEPHOWN
cybcTaHumm Hrxe, yem npu A TJ1

ﬁj_l'ljlglureé‘/'lmepOBCKme natomopdronornyeckne NsMeHeH1a paBHa BblpaXkeHbl Npu
n bl



VOHOBHRDbIC RJIMANHCCRMC TIPpMsndiv doevicnuviv ©
Tenbuamu JleBu 2017
(MepBble 3 0OLIYHO NOABIAIOTCA Ha paHHEN CTaaun U
MOTYT COXPaHATbLCA Ha NPOTAXEeHUN BCero Te4eHus

dnykTyauum BblpameHHocﬁl?fb?ﬁﬁll'@llaHblx HapyLeHnin, o0cCOBEHHO
PACCTPONCTB BHUMAHUA.

[ToBTOpPSOLWMECH 3pUTENbHbIE rantounHaumm (0bbI4YHO
aetanbHble).

PaccTponctBo B (pase cHa ¢ BbICTPbIMU ABUXKEHUAMU rNas,
KOTOPOE MOXET NpeaLecTsoBaTb KOFTHUTUBHOMY CHUXKEHWUIO.

OOWH U HECKOSBbKO CUMMNTOMOB NAaPKUHCOHU3MA, HE CBA3AHHbIX C
NPMeEMOM HEWUPOSIENTUKOB: DpaanKnHe3ns (onpegensemas Kak
3amMensieHHOCTb ABUXXEHUU U YMEHbLLUEHNE UX aMNNNUTYyabl NNK
CKOPOCTHU), TPEMOP NMOKOA UM PUrMaHOCTb.

McKeith I.G. et al. Diagnosis and management of dementia with Lewy bodies: Fourth
consensus report of the DLB Consortium. Neurology 2017; 89 (1): 88-100.



[lononHuTenbHbIe KIMUHNYEeCKue NMPU3HAKHA

MoBbIileHHasAe 4YYyBCTBUTENIbHOCTb K  aHTUNCUXOTUYECKUM
npenaparam;

nocTyparbHasg HeECTabUITbHOCT;
NOBTOPSAKOLLMECH NaOEHUS;

OOMOpPOK unNu Apyrve npexogsiliue 3nm3odbl NOTEPU CO3HAHUS;
cepbe3Haa BeretatuBHasi OUCYHKUMA  (Hanpumep,  3anop,
opToCcTaTU4YecKasi ’MnoTEeH3Us, HeAepXaHNe MOYU;

rMNEPCOMHUS;
rMNocMus;

ranniounHaumm B Opyrux MopgarnbHOCTAX (KpoMe 3pUTENbHbIX);
cucTemMaTn3npoBaHHbIN Bpea; anaTusi, TPEBOXHOCTb, AeNpeccus.



OcHOBHbIe bMoMapkepbl

CHWXXEHHbIN 3aXBaTI%naMMHa B 6a3anbHbIX raHIMUsSIX, BbIABMEHHbIN NPU
nomoLuum SPECT nnu T.

CHmXeH meTabonnam B 3aTbINMOYHbIX OTAeriax, Ho He B MOSAACHQW n3sunuHe. [Mpu
6one3Hn AnbLrenmMmepa M B 3aTbINOYHOW 0O6NacTy U B MOSACHOW N3BUNMUHE.

AHOMarbHblE pe3¥nb1aTb| (HU3Kasa NOrnoLaemMoCcTb) MUOKapaManbHON
cumHTUrpadun ¢ 1231noa-metamnogoodeH3nryaHnanHoOM.

[TonucomHorpadgunyeckoe noareepxgeHne REM-ctagmm cHa 6e3 aToHuN.

JononHutenbHble OMoOMapkKkepbl

(K)_i_l'}-ll\(/)I%l/_ll:l'eﬂbHaFl COXPaHHOCTb MeANalribHbIX CTPYKTYP BUCOYHbIX aonen Ha

[ eHepann3oBaHHOE CHUXEHME 3axBaTa Npu CKaAHNPOBAHUU
nepdysnn/metadbonuama Ha SPECT/I1OT C NOHMKEHHON aKTUBHOCTLIO B
3aTbIfTIOYHbIX AoNAX +/- B 3aAHEN YacTu NOSICHOW U3BUMNKUHbI Ha FDG-TT3T.

BbipaxeHHaa measieHHOBOMHOBAA akKTUBHOCTL Ha Q3[ ¢ nepmoanvyeckumm
donyKkTyaumsamn B npeg-anbda-reta-ananasoHe.



HoBoe - YKP-TJ1 2020 - kputepum

ObsaszarenbHbIiM Anga anarHo3da YKP-TJ1 asnsietca Hanun4vmne YKP, onpegensiemoe
NPUCYTCTBUEM KaXKO0ro 13 crieayrouwmx npnu3HaKkos:

O0ecnoKkoeHHOCTb NaumeHTa, MHopMaHTa UM Bpaya OTHOCUTENbHO KOTHUTUBHOIO
CHUXEHUS,

O6BLEKTUBHO YCTAaHOBIIEHHOE HapyLLEeHWE NO MeHbLUEN Mepe B OAHOM KOTHUTUBHOM
aoomeHe. KorHUTUBHbIE HAPYLLEHUS MOTYT OTHOCUTBLCS K JTI0OOMY JOMEHY, HO, CKOpEee BCErO,
OHW CBSA3aHbl C AePULUMNTOM BHUMaHUA/PerynatopHon oyHKUNUK N/ Unu ¢ HapyLUEeHUAMU
3pUTENBHOIO BOCMPUATUS.

COXpaHHOCTb NJin MMHUMalibHOE CHMNXEeHWE NMPUBbIYHOIO YPOBHA (Zt)yHKLlMOHaﬂbHOIZ
CaMOCTOATESIbHOCTH, HE OTBEeYaloLee Kputepmnam gemMmeHuni.

OCHOBHbIE KITMHUYECKUE NPU3HAKU
KorHutueHbIE conyKTyaummn ¢ koriebaHnsiMm BHUMaHNSA
[ToBTOpSAOLWMECA 3pUTENBbHbIE rantoumMHaLnun
PaccTponcTBo B doa3e CHa € ObICTPbIMU ABMKEHUSIMU a3

Kputepun onarHoctukmn gemeHuum ¢ Tensuamm JleBu Ha npoapomMarnbHbIN cTaguu (AnA KNMHNYECKUX
uccnenoBaHun)

NMcKaith | o ot Al Racaarcrh ~ritaria fAar +hoe Aiaonncic nf nradramal Aeamentia with | owwns hAadiae Nariralaoy, 2020 QA (17) 741275



HoBoe - YKP-TJ1 2020 - kputepum

OOWH U HECKOSbKO CUMMNTOMOB CMIOHTAHHOIO NapKNMHCOHU3MaA:

O6pagukmnHe3uns (onpegensemMas Kak 3aMmeasIeHHOCTb ABUXEHUI U YMEHbLLEHNE UX
aMnNNUTYabl UMW CKOPOCTK), TPEMOP MOKOS UITN PUTNMOHOCTb.

[Tpegnaraemble bnomapkepsbl

[TOHWXXEHHBbIN 3axBaT JodaMnHa B basarbHbIX raHrMnUaX, BbISIBNEHHbIN NpU
nomowun SPECT unu lNaT.

[TonncomHorpaduyeckoe noareepxgeHme REM-ctagmm cHa 6e3 aToHUMN.

[ToHMXXeHHOEe norrnoweHna metanogdeHsunryaHuamHa (MIBG) npu cumHTurpadounm
Munokapaa.

Kputepuu aAnarHoCcTUKU AemMeHuumn ¢ Tenbuamm JleBu Ha npoapomManbHbIX cTaguu (ANA KINMHUYECKUX
uccnenoBaHuN)

McKeith I.G. et al. Research criteria for the diagnosis of prodromal dementia with Lewy bodies. Neurology. 2020; 94 (17):
743-755. DOI: 10.1212/WNL.0000000000009323.



KnuHuka npemeHuuun c tensbuamu JleBu

[lemeHuus n NAapKNHCOHNU3M NOYT naparninernbHoO Ui AeMeHUnA Ha CpOHe Nierkoro
NapKNHCOHNU3Ma.

OcobeHHOCTU OeMeHUUNn:
NOJKOPKOBO-KOPKOBAS,

BblpakeHHble konebaHns akTUBHOCTU — CMYTaHHOCTb 10 HECKOMbKMX YacoB, 3aTeM
NPOsiICHEeHne

Bblpa)keHHOEe HapyLUeHne 3pUTeNibHO-NPOCTpaHCTBEHHOro YyBscTBa - TAKUX MJTOXUX
4aCOB HU NMPU Kakon 6one3Hn bonblLLUe HET,

paHHee NosIBIIeHne 3pUTENbHbIX ranmioLunHaLni (Kowku, ntogmn), 6onbHble nx He 6oATCA K
4acTO MOHUMAIOT, YTO 3TO rannUmMHaUnK, y 20% rannoLumMHaLnn HeT,

OKcTpakaMnunbHble OLYLLIEHUS — «KTO-TO €CTb 3a CMINHOW»
UINNO3Un

[oBbILLEHHAsA YYBCTBUTENBHOCTb K HEponenTukam

[Nenpeccusa- HacTonbKo BaXHa, YTO C Hee MHOoraa Bce HaYMHaeTcs.



KnuHunka nemeHuunu c tenbuamu JleBu

Bpea HapylweHusi uaeHTUdMKaLuMm: CUHAPOM
Kanrpa (6peg Kanrpa)

-He y3HatoT cebs B 3epkarne,
-YTBEPXKAAOT, YTO POACTBEHHMKA 3aMEHNIT ABONHUK

— NCMXonaTonormM4eckun CUHAPOM, Npu KOTOPOM OOSTIbHOU BEPUT,
YTO KOrO-TO U3 Ero OKPYXKEHUS (MYXKa, XKEHY, poanuTenemnm nT. n.) unm
ero camMmoro 3amMeHusn ero 4BONHUK, NMOO Koraa 00nbHOW
HEN3BECTHbIX JNL, MPUHUMAET 3a 3HAaKOMbIX, POACTBEHHUKOB.

Bo3moxxeH napaHoungHbIn bpen n oennpun.



KnuHuka npemeHuuun c tensbuamu JleBu

Ocob6eHHOCTU NapKMHCOHU3MA:
1) nerkun,
2) cnabag peakuus Ha nesogony,
3) CKINOHHOCTb K NageHnam,
4) NapPKNHCOHM3M OTCTOUT OT AEMEHLNU He Doree Yem Ha rog
5) TpEeMOp NMoKos pexe, Yem npu 6bonesHu NapknMHcoHa, a akcmanbHble CUMNTOMbI — Yallie.
Bo3mMoxeH napes B3opa BBePX, AMCPHoHUA\aAn3apTpusi, KaMnTKOPMUSA, MOTUMUOKITOHUMN.

BeretatuBHble HapyLUeHUs — CUHOPOM nepudepnyeckon BeretatTMBHOM
HeOCTaTO4YHOCTN (OpTOCTaTUYecKas rmnoTeH3nsa u/unn HapyLweHUsa MO4YenCrycKkaHus,
3anopbl, dpekTunbHas AUCcyHKUNSA), 3adame 2 goripoca: 2UrnomoHUsi cmos U riocrie eobl U
HUKMYpPUS

Camoe BaxHoe - PaccTpoucTBO noBeAeHUs BO CHe B (ha3y ObICTPbIX ABMKEHUN
rnas: B 9Ty (pasy B HopMe ncesgonapanuy, paccTpomuCcTBO HauMHaeTcd 3a 20-30 NeT 4o
Hayarna 6ornesHn.

BbiBOO: eMeHUUs ¢ NJIOXMMMN YacaMu+CoH+BeretatTuBHbIe



OnopHble NPpU3HaKM Ana gmarHo3a
O

[lemeHUmna KOpKOBO-NOAKOPKOBOro Tuna
3puTenbHbIe rannoumHaunum
[TapKUHCOHU3M

®ritoKTyaumnm NCMXmMYeCcKoro COCTOAHUSA
PrbAar



[1nHammnka BO3HUKHOBEHUSA
CMMNTOMOB

OOHOBPEMEHHO C
1O KOTHNTUBHOIO CHUXXEHNA KOFHUTUBHBIM CHUBKEHVEM
- PIBAI - NAPKNHCOHN3M
- TMNOCMWNSA - 3pUTEIbHbIE rariJilounHaunn
- aenpeccus - TpEBOIa
- OpTOCTaTU4ecKasi T’MNOTEH3US - HapyLIeHNE BHUMaHWs,
PErynaTopHbIX OYHKUMIA, NaMATY
- MMHUMarbHbIe ABUraTernbHble
HapyLUEHWS - 3pUTENBHO-NPOCTPAHCTBEHHbIE

HapyLLEHUS

- CHWKEHWNE 3PUTETTBHOTO - ORIOKTYaLMN KOTHUTUBHOTO
BOCNPUATUA COCTOSIHUS



Ecnn y noXunoro nayueHTa ecTb 3CCeHUManbHbIN TPEMOP, TO C BonbLUEN
BEPOSATHOCTLIO pasoBbeTca [1TJ1, a He bonesHb NapknHCcoHa. Tak Kak Tena
JleBn Ha4nHalOTCS OTKNaablBaTbCA CHaYyana B 0asarnbHbIX raHMmMmnax —
NosIBNAETCSH TPEMOP, 3aTEM B KOPE — NOABMAOTCA KOTHUTUBHBIE.



KnuHunka OTJ1

Kiauauka B neo0rore 3a00aeBanug % B Teuenune Bcero
3a001eBaHus %

JleMeHIs 100 100
[TapkuHCOHU3M 25-50 75 (40-100)
DIOKTYyallud KOTHUTUBHBIX 58 (8-85) 75 (45-90)
(byHKIMH

3puTeabHBIC TAIUTIOIUHAIIAN 33 (11-64) 54 (13-93)
Ci1yXoBbl€ TaJUTIOIMHALIMT 19 (13-35) 19-45
[TageHus 28 (10-38) 37 (22-50)
CucremMaTu3upoBaHHBIN Ope 56 65
Henpeccus 38 50
Henepxanue moun 97
3arnopsl 83

OpTocTaTuueckas TMIOTCH3US 38-93



3 doopmbl npoagpoma AT/

-OTJ1-YKP
- O TJ1- ncnxmartpunyeckme HapyLleHUS

- ATN-pennpun — B 3 pasa valle Ha JoJeMEHTHOU cTaguun,
y 25% peumnanBupyet



bromapkepbl npoapoManbHOU
cTaauu

JTabopaTopHble
- CHUXEHVe YpoBHS BeTa-amunonaa B NMMKsqQ
- NOBbILLEHNE YPOBHSA OSIMTOMEPOB B NTIUKBOP
NHCTpyMeHTasrbHble

- MUOKapananbHon cuuHTurpadum ¢ 123noa-metanogooeHsnnryaHnanHom
- DatScan

-T13T ¢ broopoae30KCUTTIHOKO30U

-M3T ¢ nurangom beta-amunonga

- MPT ronoBHOro mosra — OTCyTCTBME atpodunu rurnokamna, atTpodusi ocTpoBKa cripaBa,
neMmmnyeckme naMmeHeHusa B BogopasaesibHbIX 30HaX, «XBOCT JTACTOYKN»

- 93 — NMK-BONHOBAast aKTUBHOCTb OT BUCOYHbIX M TEMEHHbIX noren



OnddbepeHunanbHbIN ANarH03 AeMeHLUUumn ¢ TenbLamMmu
JleBu n 6one3Hbio NapKnHcoHa

artn

[lemeHunsa nnu onepexaet
OBuratenbHbIE pacCTPOUCTBa, UMK
pa3BMBaETCH OQHOBPEMEHHO, NNU
B nepsble 1,5 roga

Ilerkun cuHQpPOM NapKMHCOHU3MA

Tonbko paccTpolcTBa NOBEeAEHMS
BO CHEe N BeretaTuBHbIE CUMIMTOMbI—
NaTOrHOMOHWYHbI

BOJIE3Hb NAPKUHCOHA C

OEMEHLUUEN
[emeHuUnA pa3BMBaeTCcs B NepBble

5 NeT OT NMOSABNEHNS PaCCTPOWNCTB
[OBKEHUS

Ha paHHuX cTagnax nmeetcq
reMmunapkMHCOHMU3M, ganee
OBYCTOPOHHSAA cMMMTOMaTUKa



YXyalweHue uBeTOBOIrO 3peHnsa npu 60ne3Hu

Teney JleBu
HapyLueHme UBETOBOIO 3peH|/|$| oTmMe4aeTCHd r|p|/| agemMmeHunnm C TeribuaMin ﬂeBl/I,

Ha4yMHaga c npogpomMaribHOU cTaguu.
MeToabl:
-BM3yanunsauna TpaHcnopta gonamMmuHa (DaT-SPECT)

BontomeTpuyeckaa MPT y nauneHToB ¢ 6onesHbto Anburenvepa, 4TJ1 u
npegnonaraemou npo-AT]Jl,

- OHTanH-TeECTUPOBAHME LBETOBOIO 3peHna Farnsworth D-15.
111 naumneHToB (62 - ATJ1, 25 - npo-bTJ1 1 24 - BA). CpegHuin Bo3pacT - 75 net

Unger R.H. et al. Clinical and Imaging Characteris5cs Associated with Color Vision Impairment in Lewy Body
Disease. Journal of Alzheimer's Disease. 2019; 72 (4): 1233-1240. DOI: 10.3233/ JAD-190727.



YXxyalweHue uBeTOBOro 3peHus npu 0onesHn
Teneyu JleBu

HapyLweHnsa uBeToBOro 3peHunsa 6binn BbiSIBIEHbDI

Yy 67% nauueHTtos ¢ [ TJ1,

y 44% nauneHToB ¢ npo-ATJI

18% naymeHToB ¢ 6onesHbio AnbLrenmepa.

Y nauuneHTtoB ¢ [ TJ1 HapyLweHnsa UBETOBOIO 3peHNSA Koppenuposanu

- ¢ bonee HU3KUMKM nokasarenssmm MoHpeanbCKoOn KOrHUTUBHOM LUKarbl (MoCA)

- bornee HM3KMMK MoKasaTensiMy B 3aaHNAX Ha 3PUTENbHO-NPOCTPAHCTBEHHOE
BOCNPUATME/PErynATOPHYHO DYHKLNIO, HAMMEHOBAHWE U Peyb.

- bonee HM3KkMM 06 BLEMOM B NpPaBon BEPXHEN BUCOYHOU AOre.
ﬁ-l_lgﬁymse‘&mn LBETOBOIrO 3peHnsa MOryT ucnosnib3oBaTtbca ans ancpdepeHumnpoBaHuns
n BA.

HapylweHus uBeToBOro 3peHus Mog/T CINYXXUTb UHOANKATOPOM KOrHUTUBHOIO
CHWXeHUSA 1 nporpeccupoBaHus 3abonesanua npu ATI1.

Unger R.H. et al. Clinical and Imaging Characteris5cs Associated with Color Vision Impairment in
}E\B/y&ggg 7Dlsease. Journal of Alzheimer's Disease. 2019; 72 (4): 1233-1240. DOI: 10.3233/



JleueHne gemeHUuU ¢ Tenbuamu Jleeu

[TfpoTBONOKa3aHbI
Heunponentuku
AroHmcTtbl AohPaMMNHOBbLIX peLenTopoB

UWHrmnountopsl MAO B
AMaHTaOUHDbI



Neyenne OTJ1

maBHOe — He gaBaTb HENMPONEenTUKKN, AaXe Ha MUMHUManbHble J03bl
NoBbILLAETCA TemMnepaTypa, NepecTaeT rfoTaTtb — HEMPONEeNnTUYECKUA CUHAPOM.

[Tpn HEOBXOOMMOCTU — aTUMNYHBIE HEMPOSENTUKN: KIO3anuH, KBETUanuH,
onaH3anuH

JIleyeHue pemeHuunu: nroooum NXJ,

TaK KaK rnpmn 3aTom 3aborneBaHnn camas HM3Kast akTUBHOCTb XOJ'II/IHepFI/I‘-IeCKOI7I
CUCTEMDI.

TuTpoBaTb MeaneHHee, 4em npu bonesHn Anburemmepa, Tak Kak MHOMo NOBOYHbIX
9 PeKTOB, caMmoe De30onacHoOE fevYeHne — NnacTbipb C AKCENOHOM.

JleyeHne NnapKMHCOHM3MA: Ha3Ha4YaTb TOMNbLKO NeBoaoNny He bonee 400 Mr B CYTKN,
oonblUe Henb3d N OTMEHATb HeNnb34.

JleyeHune Tpemopa — 3o0HMcamma — HOBOE.

AroHnctamu JopaMmnHOBBIX PELIENTOPOB ObICTPO BbI3bIBAKOT ranouvHaumm, He
Ha3Haan|): (BCEM NApKMHCOHMKAM pMcoBaTb Yacbkl — ECNK NIIoXMe — yonpartb
aroHUCTbI).

JleyeHune genpeccun - CNO3C (Ce(praJ'II/IH, LUMTanonpam), Henb3s
aMUTPUNTUINH, XOPOLLO Benadakc (YyMeHbLIaeT OPTOCTAaTUYECKYHO MMNOTEH3UIO).

JleyeHne HapyLUeHUW cHa — TPa30a0H, MeNaTOHMH.



MynbTncucrtemHas
aTpopus



MynbTucuctemMHas atpocdpus

MCA nornotuna:

-CTpuoHuUrpanbHyto gereHepauuto,

- OJTMBOMNOHTOLEPEDENNAPHYIO AereHepaLuio,
n cuHgpom WWaga-Lpengxepa.

Tenepb ato dpopmbl MCA:
-NapKUHCOHNYECKaq,

- MO3)Xe4yKoBas,

-a BEreTaTuBHYIO HE BbIOENSAIOT.



KnuHuka MmynsTMCUCTEMHOMU
aTpodoum
- NAPKUHCOHN3M
- BeretatMBHaa He4oCTaTO4YHOCTb
- MO3)Xe4koBagd aTakcud
- IMpaMUaHbIA CUHOPOM



[laToreHe3 OCHOBHbLIX CUHOPOMOB

[lapKuHcoHU3M - aereHepaumns HeEMPOHOB KOMMNAKTHOW YaCcTn YEPHOW
cybcTaHumnm n ckopnynol

Moa3axxeuykosbie paccmpolicmea - NopaXeHme npeuepedennsapHbIX CTPYKTYP
(HEMPOHOB HMXKHUX ONUB N CODCTBEHHbLIX S4EP MOCTA), KOpbI NOnyLapun n
4yepBs MO3XeuKa.

[TupamMuOHbIU CUHOPOM - NOPaXEHNE KOPTUKOCTNHANBLHOIO NyTH

[poepeccupyrowjas secemamusHas He0ocmamo4yHOCMb - fereHepauns
CUMMNATUYECKUX MPeraHrnmoHapHbiX HEMPOHOB DOKOBBLIX POroB CIIMHHOIO
MO3ra,

A Takxke rpynribl BeretatnBHbIX A0€p HMXHEW YacTu cTBoMa.

N3bunpartenbHoe nopaxkeHne sgpa OHydra B nepeaHux porax KpecTLoBbIX
CEerMeHTOB (S2-54), "HHepBUpPYIOLLLEro nonepeyHo-nosiocaTble MbiLlLbI
HapYy>XHOro ypeTparnbHOro N aHanbHOro CPUHKTEPOB.



[MTapkunHcoHusm npu MCA

Hanbonee 4Yactoe aBuratenbHoe HapyLLleHue - 84 - 91% 60nbHbIX.

OgHOCTOpPOHHEE Ha4vano, xapaktepHoe ansa bll, Habntogaetca n B 47% cny4vaes
MCA

PurngHoctb npmn MCA Jalle nMmeeT nnacTU4YeCKUM XxapakTep, Toraa Kak
deHoMeH K 3ybyaToro Koneca.> MeHee xapakTEepPEH.

Y 93% O0nbHbIX pa3BMBaETCA NOCTyparibHasi HEYCTOMYMBOCTb, ClyXallada
NPUYNHOU YaCTbIX NageHUN.

B otnnyune ot bl'l, noctypanbHasa HEYyCTOUMYUBOCTL Pa3BMBaeTCA ObICTpee U
CTaHOBUTCA BblpaXXeHHOM yXXe B nepBble rogbl 005ne3Hun.

TpemMop NoOKoA HE XapaKTepeEH.



KpaHunouepBuKarnbHbie 1 TYNOBULLHbIE
ONCKUHE3NN

Bce Bnabl AUCTOHUN OYEHDb XapaKTepPHbI.

ACI/IMMeTpI/I‘-IHbIe N OAHOCTOPOHHNE OUCTOHNYECKUMU ClTa3MaMU JiLa N LLEMN,
BblICOBbIBaHUNE A3blKa UM €ro XOpeI/ICbOpMHbIMI/I ABMXEHUAMMU B MNMOJ1I0CTU PTAa.

Opocbaumaanble ANCKUHE3NUN COCTAaBJIAIOT NOYTU OBE TPETU CllyHaeB BCEX
ANCKNHE3NN.

Y yacTtu 6onbHbIX Ha NO3aHEeN cTagmn 3aboneBaHnst pa3BMUBaETCS
aHTEPOKOMNINC C BblpaXXeHHbIM HAaKNOHOM rof1oBbI Knepeawn. NepBoHavanbHo
HaKJTOH rofioBbl MOXET BO3HUKATb NMpu Xoabbe, HO 3aTeM DbICTPO CTAHOBUTCH
NOCTOSAHHbLIM, MHOIAA NPUBOAS K Pa3BUTUIO KOHTPAKTYpPbl. BbipaXKeHHbIN
aHTEPOKOSNINC PE3KO 3aTPYAHAET NPUeEM NULLK U Xoabby, orpaHN4YmMBaEeT
0030p.

[ncTtoHua TyrnosuLa - KaMMNTOKOPMUSA N «NU3aHCcKasa ballHA» (B OOK n
dopOHTaribHO)



Mo3)xeykoBbleé CUMNTOMBbI

B nebtote 3aboneBaHna NpPUCYTCTBYHOT NULLL Y 5% OONbHbIX
B cpegHem BbisiBNsAOTCA B 34—80% Crny4vaes.

B Tex Clty4dadX, Korga 3aboneBaHne Ha4YnHaeTcs ¢ NapKNMHCOHN3Ma,

MO3>XEe4YKOBbl€ 3HAaKN NPUCOEONHAIOTCA B cpegHeM cnycTta 4—5 nerT.

B 70% cny4aeB MO3)Xe4YKoBasi aTakCusl CONpoBOXAaeTcsa NMpamMuaHbIMu

3HaKaMu.



BeretatTuBHass He4OCTAaTOYHOCTDb

Y 75% 60MbHbIX CUMMTOMbI BEreTaTUBHOM HEQOCTATOYHOCTM NGO
npeawecTBYOT Pa3BUTUIO ABUraTeNnbHbIX HApyLIeHnn, nmb6o
NPUCOEeANHAIOTCA K HAM B NnepBble ABa roga 6onesHu.

BbicTpee pasBuBatoTcs nNpu npeobnagaHnm NnapkMHCOHN3MAa, a He
MO3>KEYKOBbIX HapyLLUEHU.

Ha no3aHen ctagnm 3aboneBaHns BeretaTMBHblE PpacCTPONCTBA
NPUCYTCTBYIOT Y 97% OONbHbIX.

BbisiBrieHne npmn3HakoB BblpaXXeHHOW BEretTatTMBHOM HEOOCTAaTOYHOCTU MMEET
BaXXHOe 3Ha4yeHune ans guarHoctukmn MCA: omcymemeue ebipakeHHOoU
gezcemamuegHoU OucyHKUUU Yepe3 2—3 200a rocrie Haqarsia 3aboriegaHus,
xomsi u He uckrirodaem duazHo3 MCA, Ho 3acmaerisiem 8 HeM yCOMHUMAbCH.



KnuHuka cuHapoma nepudepuvyeckon BeretTatTuBHOun

HeJOCTAaTO4YHOCTMU
-opTOCTaTN4ECKNE OOMOPOKMN,
-MMNOTEHLUMS,
-aHrngpos,

-apTepumanbHaga runepTeH3nd nexa,
-CUMNTOM «PUKCUPOBAHHOIO Nynbcay,

-MOXYAaHWe, HeaepkaHue MouK, 3anop, OM3apTpus, 3anoXeHHOCTb HOCa,
CTeHoKapaus.

XKanobbl - ronoBOKpPY)XeHWEe KaKk «MOTEMHEHME» B [Masax npu BCTaBaHWUMW,
YMEHbLUAeTCaA CUAA WNU nexa, ANUTCS CEeKyHAbl WU  MUHYTbl, MOXET
COMPOBOXAATbCA OLlyLLeHMeM cepaLebuneHns, «nycToTbl» UMK «JIErKOCTU» B
rosioBe.

daKkTopbl puUcCKa: NOXWNOW BO3pacT, Aerngparauunsd, BbiCOKasa Temneparypa
OKpYyXawLen cpeabl, Npuem yrnesogucTton nuULLM, ONUTENbHLIA MOCTENbHbLIN
PEXUM



OpTtocTtatTn4yeckas npoba

Heobxoammo npoBoanTb BCEM MOXUITbIM NaLUeHTaM.

B HopMme npu nepexoe B BepTUKarbHOE NosioXKeHne N3 ropu3oHTarbHoro
CUCTONMYEcKoe apTepuanbHoe gaBrneHne nogHumaeTtcs Ha 20 mm pt cT, YCC

yBennineaeTca A0 30 yaapoB B MUHYTY.

[1pn opTOCTaTUYECKOM TMNOTEH3NU cuctonmnyeckoe ALl cHmxaetca Ha 20 MM PT

CT n bonee nnbo anactonundeckoe ALl Ha 10 mm pT CT 1 bonee



JleyueHune opTOCTaTU4YECKOU MTMMNOTEH3UMN
npu cuHgpome nepudepmnyecKkon
BereTaTUBHOU HeA4OCTAaTOYHOCT!

OTmMeHa npenapaToB, YCUIMBAIOLLIMX OPTOCTAaTUYECKYIO TMNOTEH3NIO,
YacTtoe gpobHoe nuTaHue

COH Ha BbICOKOW NogyLuKe

OrpaHndyeHne obbema cocyaoB — OMHTOBaHWE, 3r1aCTUYECKMNE KOMTOTKM,

YBennyeHne obbema UMPKYNUPYIOLWLEN KPOBM — coneBasi AueTa — O4YeHb
OrpaHN4YeHHO

OOyyeHne meaneHHOMy BCTaBaHWIO (CUASA TMOMOXWUTb TONOBY Ha KOMEHW),
nsberatb ONUTENBHOIO CTOSAHUS, €CIM HYXHO CTOSATb, TO MNEepeMMHaTbCH,
CKpeLLnBaTb HOTH.



JleueHune opTOCTAaTUYECKOU MNMMNOTEH3INN
npu cuHgpome nepudepmnyecKon
BereTaTUBHOU HeA4OCTAaTO4YHOCTW

MwooapuH no 10Mr 2 unu 3 pasa B A€Hb, HA4YUHaTb C 2,5 Mr,
n3deraTb Npnema Ha Ho4b

apuTponoatuH 4000 EI noakoxHo 2 pasa B Hegento 6
Hedenb

dnygpokopTM3oH o 0,1 Mr/CyT C TMOCTENEHHbIM
yBENNYEHNEM

CNO3CH



KnuHuka mynbTucucTteMHou atpocdpum

- BblpaXXeHHble apdeKTMBHbIE HApPYLLEHUA 8 omcymcmeue deMeHyuu
- He ObIBaeT 3puUTeErbHbIX ranoLUMHaLNI
dusapmpusi u ducgpazusi eB03HUKarom 6bicmpo (Ha 2-3 200),
6bIcmpo e03HUKaem rnnocmypasibHasi Heycmou4yueocmsb (Ha 1 200)

Ecnun y nauneHTa nmeeTca NapKUHCOHU3M+ UHTEHLUMOHHbLIN TPEMOP (MO3XKEYKOBbLIN
cumntom) — aymatb 0 MCA, BaXkHO uccrnegoBaTb Hann4yne octaTovMHOM MOYU

«['lntocoBble» CMMNTOMbI B NEPBLIE 2 roAa - BeretaTUBHbIE:
[NaBHOe: 1) HegepXaHne MoYn U 2) opTocTaTudeckasi TMNoOTEH3US,
3) CMHeLWmne XONoaHbIe PYKK,

4) ablXaTenbHbIN CTPUAOP — HOYbIO N3OAal0T yCTpallarLwne 3BYyKN.,



MynbTcuctemMHas atpogpus

Uero He ObIBaeT:

TPpeMoOpa cKaTbiBaHUSA NUNIOIb,
paHHeN AeMeHLU NN,

rannoumnHaunm,

OTCYTCTBUSA axUnnoBbIX PeMIIEKCOB,
ceMenHoro aHamMmHesa



IleyeHune: nesogona 4o 1000 Mr/cyT He MeHee 3 MecsLEeB

[lpenapatbl NneBoaonbl yMEHbLUAIOT BblPpa)XeHHOCTb
CUMMNTOMOB NMapKUMHCOHM3MaA TOSIbKO Y TPETU BorbHbIX. HO
9PPEKT UCTOLLLAETCH B TEYEHUNE HECKONbKUX MECSILIEB UMK

ner.

la no3aHen ctTagmu npenapartbl 1IeBO4O0MNbl COXPAaHSAT
YMEPEHHY 3(PPEKTUBHOCTb

Wb Y 7—13% OOSbHbIX.

Y HEKOTOpbIX BonbHbIX OTMeYaeTca K gpamaTtnyeckas >
peakumsi Ha BbICOKME O03bl NeBogonbl (boree 750 Mr/cyT),
HO OHa CO BpeMeHeM UCTOLLaeTCcA.




[MporpeccupyeT ObICTPO - OONbHOWN OKa3blBaAETCS NPUKOBAHHbLIM K
NnocTenn U1 MHBannaHOM KoNsicke B cpegHeM Yepes 5 ner.

JleTanbHbIM NCcXod HACTynaeT Yepes 6—9,5 neT nocre nosiBreHus
nepBbIX CUMNTOMOB. /3BECTHbI criydyan bonee KopoTKoro (1—2
roga) unu bonee onNUTENbHOrO (00 14 NeT) TeYeHus.

bonbHbIe ¢ NpeocbnagaHnemM MO3)KEYKOBbIX CUMIMTOMOB B CPEAHEM
XXUBYT HECKOIBLKO A0riblue, YeM BOsibHbIE C NpeobrnagaHnem
NnapKMHCOHM3MA.

HebnaronpuaTHble NPOrHOCTUYECKNE (PakTopbl: paHHee pa3BUTnE
Bblpa)XeHHOW BeretatTMuBHOW He4OCTaTO4YHOCTHU, NOXMNOW BO3PAcCT,
PE3UCTEHTHOCTL K NeBoone.



Taynatuu

[1porpeccupyowmm HagbaaepHbI napanuy
KopTukobasarnbHasi gereHepauus
JloBbHO-BUCOYHAA oeMeHUNS
bones3Hb Anburenmepa —4yactuyHo (+ammnouna)
BAI 60re3Hb aprupouribHbIX rpaHyr

MTI B — cnopaguyeckaa MmynsTUCUCTEMHAA TaynaTtus C
rMooynApHLIMI BKITIOYEHNAMU

OOHK — oandodpysHaa HemnpodmbpunnnapHas knybo4dkosas
OEMeHUNA C Kanbundpunkaumnamm
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[Mporpeccupyrowmm HaobAAEPHbLIN
napanuvy

HasBaHue obbegnHaeT He MeHee 10 pa3HbIX BapnaHToB 3aboneBaHus

B cneunanunsnpoBaHHbix ueHTpax INHI1 BbigBnaetca B 4—7% cny4vaes
NapKNHCOHM3MA.

PacnpocTtpaHeHHOCTb 3aboneBaHns 1,4—6,4 (B cpegHeM OKOoJ1o 5) criy4yaeB Ha
100 000 HaceneHwus.

[MTHI1 BcTpevaeTcsa B 20 pa3 pexe, Yem 0oresHb [apknHCcoHa, HO HECKOMBbKO
yalle, YeM MynbTUCUCTEMHAsA aTpodous.

[1ebtoT 3aborneBaHust 55-70 reT — no3xe, 4em bonesHb lNapkmnHcoHa n MCA,
3aborieBaeMoCTb HapacTaeT No Mepe yBenuveHust BospacTta.



[Mporpeccupyrowmm HaobAAEPHbLIN
napanuvy

BbipakeHHasi noctyparbHasa HegoCcTaTtovHOCTb. [0fioBa 1 TynosuLLEe Ha3ag.
He ObiBaeT 3puUTenbHbIX rantoumMHaLnm.
Camasa cummeTpudHasi bonesHo.

[TapKNHCOHM3M, NPU KOTOPOM €CTb NMMNOKUHE3UA, HO HET OEKPEMEHTaA
aMnNnUTyObl, ABUXKEHUA HU3KOAMMNNUTYOHbIE U3HaYanbHO (nannuaapHbIn
NapKUHCOHU3M)

HeT Tpemopa noko4.

CWHAPOM «KYKOJbHbIX [Ma3»: MPOU3BOSbHbIN B30P NCYE3AET, HEMPOU3BOIbHbIN
OCTaeTCsl, CTPaHHbIE MUOKINOHNYECKMNE ABWXEHUS rMa3sHbiX S0MoK npu dukcaumn.

BHM3 napes B3opa — B nepBble rogbl 60ne3Hn HernaBHoe, OH HecneLundUYHbINA.

'maBHOe: HET BEreTaTMBHOM HEQOCTATOMHOCTW, NageHus — 1 roa, ancdarns — 2
roq



[TaTomopdonorus
Makpockonu4vecku npu INHI obHapyxmnBaetcsa atpodusa cTteosia (0cobeHHO
cpedHero Mmosra 1 rnoKpbILWKM MOCTa) M MO3XKeYKa C pacLUMPEHNEM TPETLETO,
4YETBEPTOro XEeNyao4koB U CUITbBMEBA BOAONPOBOAA, AeNUrMeHTaumsa YHepHOU

cybcTaHuum 1 ronyboro naTHa, ymepeHHas atpodurs OonbLUNX NOonyLLIapuin.

Hanbonee BblpaXkeHbl JereHepaTuBHbIE N3MEHEHNS B cyOTanaMmM4ecKkom
aape, YepHoW cyoCcTaHLUUK, BHYTPEHHEM CErMeHTe breaHoro wapa, BepXHUX

byropkax 4eTBEpPOXOSIMUSI.

[TouTn Bcerga ocTtaoTCa UHTAKTHbIMU KOpPa MO3XXeE4YKa 1 3aTblJ104HadA KOopa.



[TapKUHCOHU3M NpPU NporpeccupyroLem
HagbAOEepPHOM napanuye

Camasa cummeTpuyHasi 0onesHo,
TO €CTb CUMNTOMbI OAMHAKOBO BbIpPa)XeHbl C ABYX CTOPOH.
[TapKMHCOHN3M NpeXxae BCEro NposiBrgeTcs runokKNHe3nen, Ho

- HET AEKpPEMEHTa aMNNNTYObI, ABUXEHUA N3Ha4YaribHO HN3KOaMMNIMUTYOHbIE
(nannnaapHbIv NapKUHCOHU3M), B oTrindmne oT bll, npu MNMHIT 6onbHblIE CNOCOBHBLI
OOCTaTOYHO ObICTPO N YBEPEHHO CBOAUTHL N Pa3BOAUTb OONbLLIOW U
yKasaTtenbHbIN NanbLlbl KUCTU

- HET TPEMOpPA MOKOS.

[MNOMUMKMA C XapaKTePHbIM BblpaXXeHUEM NnnLa - Ha HEM Kak byaTo
< 3acTblBaeT > 4YyBCTBO N3YMIIEHUA.



[TapKUHCOHU3M NpPU NporpeccupyroLem
HagbAOEepPHOM napanuye

OcobeHHocTho NMHIT — npoaBneHUs rMnoKnHe3nmn okasbiBaroTCcA bornee
Bbipa)XXeHHbIMM B aKCUaNbHbIX OTAerax, YeM B KOHeYHOCTAX. bbicTpo
HapacTaeT 3aMeaSIEHHOCTb ABWMXEHUWN ronoBsbl 1 Tyrnosuula. M3-3a rmnoknHesnm
1 NOCTYyparbHOW HEYCTONYMBOCTN DONIbHOMY CTAHOBUTCSH BCE TPYAHEE MEHSTH
noay. ['pu BCTaBaHuK CO CTyna, ycaXmBaHUn B MaLLKHY, NOBOpPOTax O0NbLHOW

MOXeET yNnacTb.



PurnagHocTb npu nporpeccupyrowiem
HagbAAepPHOM napanunye
ToHyc npeobnagaeT B akcuarnbHbIX OTAenax, Npu 3ToM B AUCTarnbHbIX oTAenax
TOHYC MOXET ObITb HOPpMaJibHbIM, a UHOITAda N HU3KUM, UTO ABHO KOHTPACTUPYET

C BbICOKM TOHYCOM aKCunaJibHbIX MblLLL, N HEJTOBKOCTbHO PYK.

CwurnbHee BCEro TOHYC MoBbILLIAETCA B pa3rndaTtensx wen n CnuHbl, U3-3a 4ero
bonbHble ¢ [MHIT cToAaT NpsAMO, a HEKOTOPbIE CIiErka OTKIOHSTCS K3aaun, HO He

Bnepen, kak npu bl'l (Kropgenneasa ocaHka > ).



XoabOa npu nporpeccupyroLlieM HagbaaepHOM
napanuye
Xoaobba MeHdaeTcs no Tuny rnoo0KopKoesou acmasuu
- Ha paHHEeW cTaaun He OTMeYaeTcs 3aTpyaHEHUN MHUUMauMmM xoab0bl, yMeHbLUEHUSA ONNHbI

Lara 1 nnowaamn ornopbl, CHUXEHUA CKOPOCTU X0A4bbbl, axeMpoKnHeanmn kak npu brT.

13-3a pasmalumnCTbIX LLAaroB HOMM HepeaKko onepexarT K3agepKaBLleecs > TynoBuLle, U

6ONbHOM MOXET HEOXKUAAHHO YNAacTb HA CNUHY, AaXe He NPeanpuHMMas NOoNbITOK yaepXaTb

paBHOBecHKeE.
PaHo yTpaymMBaeTcs cnoCoOOHOCTb K TaHAEMHOM Xoaboe.

[TocTyparnbHas HeYyCTOMYNBOCTb Yy 2/3 BONbHbIX pa3BMBAETCH YXXe Ha paHHEN cTaanu
3aboneBaHns 1 B NoCneayLem CTaHOBUTCA OQHUM U3 OCHOBHbLIX MHBANMAN3NPYHOLLMX

doaKkTopOB.



OncToHusa npu nporpeccupyroLllem
HagbAOepPHOM napanuye

50% 0onbHbIX HI1

Mblwe4vHaa ONCTOHUA BO3MOXHA YXKe Ha paHHeW cTaguu n, B otnnyne ot b,
Yyalle He cBA3aHa c npuemMom godamMmmHeprm4eckmnx CpeacTB.

Ualle Bcero BcTpeyvatoTca bnedapocnasm, akcuanbHasa AUCTOHUS N ANCTOHUS
KOHEYHOCTEMWN.

LOnCTOHNS KOHEYHOCTEN MOXET ObITb ABYCTOPOHHEN, HO Yalle ObiBaeT
OOHOCTOPOHHEN, s18J15I5iICb €QUHCMBEHHbIM aCUMMeMpPUYHbIM MPU3HaKOM
npu FHI1

1 MHOTdA CYLLEeCTBEHHO 3aTPyaHASA ero ANarHoCTUKY.



[Mporpeccupyroimm HaabAAEePHbIN
napanuuy

BbipakeHHbIe nupamMuoHbIe U MO3XXeYK08bIe CUMIMMOMbI, @ MaKXXe HapyLeHUsl
yyecmeumeribHOCMuU He XapakmepHabI.

NceBaoOynbLO6apHbLIN CUHOAPOM pa3BUBaAETCA CPABHUTENBHO PaHO, UMEET TsKernble
ncesgobyrnbbapHble NPOSBNEHNA— An3apTpus, aucdarus, pedonekcobl opanbHOro
aBTOMaTM3Ma, HaCUIbCTBEHHbIM CMEX U MNiau.

[unzapTpua pasBnBaeTCcs MHOrAA Y>Xe Ha nNepBoM rogy 3abonesaHus n 00bIYHO
onepexaet rnasoasuratesibHble paccTponcTea Ha 1—2 roga. Hepes 2 roga nocre
Hayarna 6o5ie3Hn BblipaXkeHHasi An3apTpusa NPUCYTCTBYET Y 40%, yepes3 5 net — y 68%
OOSIbHbIX.

maBHoOe: HET BereTaTMBHOW HEAOCTATOYHOCTMN.
[TageHus pasBuBaloTcAa Ha 1 roay 3aboneBaHus, ancdarms — Ha 2 roay.



[ nazoaBuraTenbHble HapyLUeHUs

CybbeKTUBHO —

1) »)kanobbl HAa HEYETKOCTb 3peHNA N ABOeHME (0BbIYHO DbIBAET HEMOSHLIM - IBA N3006paXeHuns
pasgerieHbl HE NOSTHOCTbIO), CBA3aHbl HE C PACCTPONCTBOM COAPYKECTBEHHOCTU ABUKEHUN
rnas, a c HapyLeHUEM KOHBEPreHL N, HEYCTOMYNBOCTbIO (PUKCcaL MM B3opa U CyXOCTblO
rnasa.

2) Ha TPYQHOCTM NPWU CMyCKe BHWU3 MO NEeCTHULE, Npueme MuLu, Nonb30BaHUKU TyaneTom,
BOXEHMM aBTOMOOUNSA , CBA3aHbl C Nape3oM B3opa.

[Tapanuy B3opa NPUHATO KOHCTaTUPOBaTb, ECIN NPOU3BONbHOE ABWMXEHUE rMa3HbIX 610K
npoucxoauT B Anana3oHe meHee 15 rpaaycos.

OcobeHHO BaxxHOe anarHocTuyeckoe 3HavyeHue npu NHIN nmeet orpaHnyeHne amnnuTyabl

coApy)XeCTBEHHbIX ABUXeHUI rnas (napanuy B3opa) BH M3 HO B 3HAYUTENbHOM

4yacTu Cry4yaeB OHO pa3BUBAETCS NULLb CNYCTHA 2—3 roga oT Hayarna 6onesHun, 4Yto bbiBaeT
o4HOM 13 NpuYMH 3anosganou gunarHoctuku MNHr



N3ameHeHNnsa noBegeHUsA U SMOLIMOHAaNbHO-
JINYHOCTHbIE HapyLIeHUs npu
nporpeccupyroLlemMm HaabaaepHOM napanuye

Y nogasnstoLwero 6onbLUMHCTBA DOSbHbLIX BbISIBIIAETCHA YMEePEHHaA NI TAXXeJ1ad
anatud, ytparta nHtepeca K XmM3Hn, 3aaMKHYTOCTb.

Y TpeTn BO3HUKAKOT PacTOPMOXXEHHOCTb C YyTpaTOu MHTENNEKTYarnbHOro
KOHTPONA U UITHOPUPOBAHMEM COLMarbHbIX YCITOBHOCTEWN, anUdpopus,
atpdekTnBHAA NAabUNMBHOCTb N Pa3apaXXUTENbHOCTD.

B oTnnume ot 6onesnu NapknHcoHa n KOpTUKobasarnbHOW AereHepauunuy,

aenpeccusi ¢ ancopmen n Tockon BO3HUKAET peaKo 1 ObiBaeT CpaBHUTENMBHO
NErkow.

Penko otMeyvatoTcst u MPUCTYMbl arpeccun.



KOrHuTuBHbLIE HapyLUeHUs

Bbi3dBaHbl gucdyHKUMEN NOOHbIX JONEN.
B 10—30% criyyaeB OHUM ObIBAIOT NEPBLIM NPOSIBNEHMEM 3ab0neBaHus.

Henpo-anHammyeckme n perynatopHble HapyLeHNs 3Ha4YnTernbHo bonee
BblpakeHbl, 4em npu bl'l - nepBMYHO HapyLLUEH NOUCK XpaHALLENCH B NaMATU
MHdopmMaLunun 1 ee BocrnpounsseaeHmne, Ho OTHOCUTENbLHO COXPaHHbI
MHecTU4eckne pyHKLUUn, CBA3aHHbIE C TMNMnoKamMmnom.

Ha pasBepHyTON cTagnmn 3aboneBaHus y D0NbHbIX MOXET BbIABMNATLCA
OnHamumnyeckasi adpasnst Co CHUXEHNUEM PEYEBON aKTUBHOCTU, 3aTPYAHEHUAMMN
npu nogdbope crno., 0beaHEHMEM pedeBOUn CTPYKTYpPbI, HO 6e3 napadpasnun unm
HapyLLUEHUSI MOHUMaHUS PeYn

OcobeHHOCTb - HapyLleHWe yxe Ha paHHeu cTaany BbiNonHeHusa 3aaay,
CBA3AHHbIX CO 3pUTENbHON Harpy3Kou, 3puTeribHOM opueHTaumen unm
3pUTENBHOMN NAMATbLIO.

He ObIBaeT 3puUTEnbHbIX ranntounHaLmm.



Kputepun amarHosa nporpeccupyroLiero
HagbAAepPHOro napanuya

OnpeneneHHbIV NPOorpeccupyrowmMn HagbaaepHbIn napanny:
OTO KITMHNYECKNW AnarHo3 BEPOATHOro NnMbo BO3MOXKHOIo HagbsiAepHOro napanuya;

XapaKkTepHad rmcrtoriorm4eckad KaptmHa gefiaet BO3MOXHbIM ,El,OCTOBGprIVI ANarHo3
TOJ1bKO NMOCMEPTHO.

To eCTb, NPMXN3HEHHbIN ANarHo3 — BCerga He OKOHYaTeNbHbIN,

Hauw J-J, Daniel SE, Dickson D, et al. Preliminary NINDS neuropathologic criteria for Steele-Richardson-Olszewski syndrome (progressive supranuclear palsy).
Neurology 1994; 44: 2015-2019



BepoATHbLIN Nnporpeccupyrowmmn
HagobAAepPHbIU Nnapanuy

nocTerneHHoe NPorpeccupoBaHmE;

Ha4yano nocne 40 ner;

HaobsaAepHbIV Napes BepTukanbHoro s3opa UM BolpaXkeHHas
nocTtypanbHaa HeyCTOMYMBOCTL (NageHus), KoTopble
pPa3BMBAaIOTCA B TEYEHME MNepBoro roga 3abonesaHuns;

OTCYTCTBME AaHHbIX O APYrnx 3aboneBaHNsX, KOTOPbIE
MOrnu Obl Bbi3BaTb NepeYNCNEHHbIE CUMMTOMBI (CM. B
KPUTEPUSIX UCKITIOYEHNS).



Bo3MOXHbIU Nporpeccupyrowmin
HagobAAepPHbIU Nnapanuy

nocTeneHHoe NporpeccnpoBaHueE;
Ha4yano nocre 40 neT;

HaObsaOepHbIN nNapes BepTukanoHoro s3opa UJTN BeipakeHHas
nocTyparnbHasa HeyCTOMYMBOCTL (NageHns), KOTopble pa3BMBalOTCA B
TeYyeHue rnepBoro roga 3abonesaHus;

OTCYTCTBME AJaHHbIX O ApYrnx 3abosfieBaHnAX, KOTOpble MOrnn Obl
BbI3BaTb Nepe4vyncineHHble CUMNTOMbI (CM. B KPUTEPUAX
UCKIIOYEeHNS).



JononHuTenbHbIe (haKynbTaTUBHbLIE)
ANarHocTu4yeckKue Kputepum

CUMMETPUYHAsA MMMNOKNHE3NS UIMU PUTMAOHOCTb, O0riee BblpaXXeHHbIe B
NpoKcUMMarnbHbIX OTAenax;
DETPOKONIINC;

HMU3Kaa adpPEKTUBHOCTb NN OTCYTCTBME adppeKTa OT Nnpenaparos
neBoaonsbl;

paHHee pa3BuUTne aucdarum n on3apTpuu;

paHHeEe pPa3BUTNE KOTHUTUBHbIX HAPYLLUEHWI, BKITHOYASA MO MEHbLLEN
Mepe ABa 13 criegyroLmnx CMMNTOMOB: anaTus, HapyLweHmne
abcTparmpoBaHugd, yMeHbLUEHNE BErnocTn peyn, nobHas

ONCAYHKLNA.



Kputepumn ncknrovyeHmns BO3MOXHOINO U BEPOATHOro
nporpeccupyroLlero HaabAAEePHOro napanuya

KNMUHUYECKME NpU3HaKn neTaprmyeckoro aHuedanuTa;
CUHOPOM «YYXOWN PYKU»,
KOPKOBbI€ HapyLLUEeHNA YYBCTBUTENTbHOCTW,

rnokarnbHasa atpodusi TOOHbIX 1 NTOOHO-TEMEHHbIX 4ONEen rofIoBHOMO
MO3ra;

rannioumMHauum unm épen, He cBA3aHHbIe C NPMEMOM NpenapaToB
neBoaonbl;

KOpKOBasa AeMEHUNA anbLreMMepoBCKOro Tuna (BblpaeHHas
aMHe3und, adpasuns nnm arHosuns).



Kputepumn ucknroyeHmss BO3MOXXHOIoO 1 BePOSAATHOIo
nporpeccupyroLlero HaabA4epHOro napanmya

BblpaXX€HHbIE paHHME MO3XXEYKOBbIE HAPYLLUEHUSA NN HEODBACHUMAS
BeretatMBHaa He4oOCTaATOYHOCTb (BblpaXXeHHble TMMOTEH3UNA U
HegepXXaHne MoYn);

BblpaXX€HHaa aCUMMETPUS SKCTpanmpamMmaHom CUMMITOMATUKM,
bpaanknHesus;

Henpopaguorornyeckme gaHHble, CBUAETENBLCTBYIOLWNE O
COOTBETCTBYIOLLEN CTPYKTYPHOW naTonornu (MHapkTel 0asanbHbIX
raHrnmMeB U1 cTBona Mo3ra, nobapHast aTpodus);

bornesHb Yunnna (pegkoe 3aboneBaHne KNLWLEYHMKA MH(PEKLIMOHHON
npupoabl), NoATBEPXOAeHHAas NnonMMepasHoUn LIeNHOM peaKkumeWn.



TeyeHUe N NPOrHoO3

[Tporpeccupyet ObICTPO.

TspkecTb HEBPONOrMYecKoro Jedekrta HapacTaeT CTPEMUTENbHEE, YEM NPU
BI.

Yxe yepel3 3—5 net CNOCOBHOCTL K CaMOCTOATEJSIbHOMY nepenBmxeHnto
yTPpaydnNBa€eTCA, U 6onbHOM OKa3bIBaETCS NMPUKOBaAHHbIMU K KPECI1y NI
NOCTEIMN.

[Tocne aToro netanbHbIN UCX0A 0ObIYHO HACTynaeT B TeveHune 1-1,5 ner.
CpeaHast NpoaormKUTENbHOCTb XXN3HU Konebnetcs oT 5,9 00 9,7 ner.
MakcumanbHo - 10—15 ner.

CocTosiHMe DOorbHbIX 3HAYUTESTIBHO OTArOLWAETCA NPU TpaBMaXx, BbI3BaHHbIX
nageHnamm (Hanpumep, Npu YepernHo-Mo3roBon TpaBMe UIn neperioMme LLEenKn
benpa).

npO,EI,OJ'I)KI/ITeJ'IbHOCTb XN3HUN HE 3aBUCUT OT BO3pPaCTa Ha4alla 3aboneBaHus
Ui Halnvdm4da gemMmeHuUnmn.



HnaopepeHuymanbHbit agnarHod [HI n
MCA

[Tpn MCA paHOo pa3BuBaeTcd NnocTyparibHasg HEYCTOMYNBOCTb U
ncesgobynbbapHLIE NPOSIBNEHUS, peaKkumsa Ha rieBogony MUHUMATSIbHA,
OTCYTCTBYET TPEMOP MOKOS.

HO npn MCA: BbipaxeHHasi BeretaTuBHasa HeJOCTaTOMHOCTb, AN3apTpUa UMeeT
MeHee BblpaXXeHHbIM CNacTUYECKUN KOMMOHEHT M Yalle HOCUT aTaKTUYeCKUN,
CKaHONPOBAHHLIN XapakTep Wi gMCcOOHUYECKUN XapaKkTep.

MCA HauynHaeTca B bonee paHHeM Bo3pacTe (4acTo B Bo3pacTte 50-60 reT), yem
[THI1, ee cnmnTombl YaLle 6bIBAlOT aCUMMETPUYHBIMU, a rMa3oaBuraTesibHble
HapyLUEeHNS MeHee BblpaXeHbl.

[ns MCA 6onee cBOMCTBEHEH aHTepoKkonnuc, Toraa kak ansa MNHM —
PETPOKOIIINC NN NpAMasi OCaHKa.

[Tpu MCA Heunponcmuxonornyeckne HapyLueHmst TobHoro tmna obbl4HO He
OocTuraroT

cTeneHu oeMeHuUuun.



IlemeHUnun c paHHUM Ha4vanom (Ao 65 neT)

- MOCNEeACTBUSA TAXKENbIX YEPEMHO-MO3rOBbIX TPABM C
XNPYPru4eckMmM BMeLLaTenbCTBOM - 25%,

- ankorosrnbHasa 15%,
- BUY 8%,
- NOBHO-BUCOYHAA 3%
PaBHOe KOnMM4yecTBO MY>XUYMH U XKEHLLUH.



JloOHO-BMCOYHO AoneBas gereHepauuns —
npaBunbHOe Ha3BaHue rpynnoi
YacTo go 65 net 3aboneBaHun

KnnHuka: paHo HacTynarwLine pacCcTpomncTea KPUTUKN, coumanbHOM
apganTtauuuy, NMYHOCTU N NOBEAEHUSA B OTCYTCTBME MNEPBUYHbBIX HAPYLLEHUA

namMmsaTn, Nnpakcuca, rHo3nca (MHCTpyMeHTanbHbIX YHKLUMN MHTENNEKTa).

[eTeporeHHasd rpynna, 20 (50) Ho3omornu, 12 reHos.
Bonbluas YacTb HacnNeacTBEHHbIX cnydYaeB obycnoeneHa mytaunsimm B GRN, MAPT u C9orf72.

Taynatun.
50% MMEKT ayTOCOMHO-AOMUHAHTHOE HacnegoBaHue

Mopdonorusa: acummeTpuyHas gereHepaumsa nodbHoM Jonn U nepeaHnx
OTAes10B BUCOYHOWU 0NN



JloOHO-BMCOYHaA aAeMeHUus

50% - MONOXXUTEnNbHbLIK CEMEeNHbIN aHaMHe3

Llenb HEBpONora: cuHapomMaribHbI AMarHo3
nereHepaTtnuBHOro 3aboneBaHns, TO ECTb
nckroveHmne bonesHn Anourenvepa, AT/,
onyxonu v ap.



Knaccudpunkauma cdoeHOTUNoB NTIOOHO-
BMCOYHO [0SIEBOMU AereHepauun

1. [loBegeH4YecKkn BapuaHrT.

2. [lepBunyHas nporpeccupytouias agpasuns

- CemaHTM4yecknn BapmaHT

- Co cHmXeHnem BernocTun pedn — arpaMmmMmaTmyeckum
-JloroneHn4eckn BapmaHT.
3. MoTOpHbIEe HapyLUeHUS

[TapKknHCOHU3M 80%

CuHOpOM Nporpeccupyowlero HagbsaaepHoOro napanuya
KopTnkobasanbHbI CUHOPOM

nBAa/bAC



HeobxoanmocTtb andhepeHunanbHOro
AunarHosa geMeHuuu, BO3HUKarLWwmx o 65 net (c
paHHUM Ha4vyariom)

- bornesHb Anburenmvepa ¢ paHHMM Havdarnom
- BapuaHTbl TIOOHO-BMCOYHOW AEMEHLNN MeXay cobon

- 50% NayMeHToB C NOBEAEHYECKMM BApMaHTOM MOfy4aroT AnarHo3
aenpeccum nnu Wn3odpeHnn, B cpeaHeM KOPPEKTHbLIN AnarHo3s
BbICTaBNAETCA Yepes 5-6 NeT oT Ha4vyana 3aboneBaHus

Wolley et al, 2011, Ducharme et al, 2017



deHOTUMNDLI noGHo-BMcquov’l

. ereH
1. lNoBegeH4Yecknn BapuaHT no%go B CO‘-IHOI/I nemeHumm 60% -

HapyLweHnd rnosegeHnd N counalribHbIX KOTHUTUBHDIX q3yHKLI,I/II/I

[narHoctnyeckme kputepmum MexagyHapoaHoOro KoHcopuuyma 2011

BoO3MOXXHbIN AMArHo3 — 3TO KIMUHUYECKUWN.

BepoAaTHbIN AnarHo3a: KNMHUKa+HenpoBusyanmsaumng

[T — ppoHTO-TEMMOPAanbHbIN TMMNOMETaboNN3M,

SPECT - (ppoHTO-TEMMOpPasibHasa runonepdysuns,

MPT - opOoHTO-TEeMMNoOpanbHaga aTpodus.

OnpegeneHHsbIn anarHos:

- MoCMepTHas buoncus

- reHeTNnYeckoe obcriegoBaHmne Ansi BbIABNEHUA NATOreHHbIX MyTaLMn



KnnHuKa noBegeH4YecKkoro BapmaHTta riobHo-
BMCOYHOW OeMeHUnn

CoumnanbHo HeagekBaTHOe NoBeAeHe — BOPOBCTBO B MarasmHax,
HenpMUCToMHoe obHaXeHne, oOCKopOUTErNbHbIE BbiCKa3blBaHUSA, OTCYTCTBME
CMYLLEHUS.

[NoTeps cmumnaTm 1 COMYBCTBUS K APYTM JTOOsAIM — OTCYTCTBUE MHTEpeca K
npobrnemam cemMbMm, XeCTOKME KOMMEHTapUM B aApec CTapuKOB N OETEN.

CTepeoTunHoe MOTOPHOE NoBeAeHNe — KOMMNYNbCUN, PUTyansb|,
nepcesepauumn, NeBKuU.

3MeHeHne NULLEeBOro NoBeaeHns — nepeegaHne, egaTt HecbegobHoe,
n3oumpaTeribHO crnagkoe UM ropbKoe.

AnKoronusm, MrpoOMaHus.



MopanbHble 3MOoL MU NPU NOOHO-BUCOYHON AieMEHLUMN

MopanbHble 3MOLUN — 3MOLINK, CBSI3aHHbIE C 3TUYECKMMM NpobnemamMmm u
BKIMHOYAOLLIMX CTbl, YYBCTBO BMHbI, YyBCTBO rOPAOCTU U T.1.

Bonpoc: MoXeT nu aHanma MmopanbHbIX AMOLUNN NaumMeHTa
ondpdepeHumnpoBaTb nosegeH4yeckuin BapuaHT JIBL n 6onesHb
Anburenmepa (bA).

B nccnegoBaHue BKNOYEHbI 22 NaLMeHTa ¢ NnoBeAeHYeCKUM BapuaHTOM
J1BA, 15 naumeHToB ¢ TUNnM4Hou bA, nmeroLwmx nonoXxmTernbHble
bnomapkepsbl bA, 1 45 300pOBbIX NOOEN.

Bce BbinonHunu 3agaHne «OueHka MoparbHbIX 3MOLIUN», cOCTosALLEE N3 42
CLieHapueB, NpeacTaBnAlLWMX MONOXUTENbHbIE U OTPpULLIATESNbHbIE
MoparnbHble aMounn. g KOHTPOrA Takke ObINo NCMOoNb30BaHO 18
cLeHapueB ¢ aMoumsaMmn 6e3 MmoparnbHOM COCTaBMSIOLLEN.

Teichmann M. et al. Moral Emotions in Frontotemporal Dementia. Journal of Alzheimer’s Disease. 2019; 69
(3): 887-896. DOI 10.3233/JAD-180991



MoparnbHble 3MOLUX NPU TOOHO-BUCOYHOWN

aeMeHUUu
Pes3ynkraTthl:

- NAUMeHTbl ¢ noBegeH4Yeckum BapuaHTom J1IB[l meHee
yCMELLHO crnpaBnaTca ¢ 06pabomkou aMoyuu no
CpaBHEHWIO C KOHTPOINbHOW rPYNnon 1 nauueHTamm c
bones3Hbto Anburenmepa

- OHM 3Ha4YMMO XYK€ CnpaBralTCA C 06pabomkou
MopasibHbIX 3MoyuUU, YeM 3MoL MK 6e3 MoparibHOW

COCTaBMNsAKLLEMN.

3ajaHune Ha OLeHKY MoparbHbIX 3MOLMIK NpeacTaBnsieT cobon
4yBCTBUTEIbHbIN 1 Cneuudnyecknin ANarHoCTUYECKNN MHCTPYMEHT,
BbISIBNAIOLLMN noBegeH4Yeckun BapuaHT JIBL n otnuyatowmm ero ot 60ne3Hu

Anburenmepa.

Teichmann M. et al. Moral Emotions in Frontotemporal Dementia. Journal of
Alzheimer’s Disease. 2019; 69 (3): 887-896. DOl 10.3233/JAD-180991



AddheKTuBHbIE NPOABNEHUSA
noBegeH4Yeckoro BapuaHTta JIBL1

[enpeccus — CHUXEeHHOEe HacTPOeHMe, CHUXKEHNE CIOCOOHOCTY
norny4yaTb YOOBOSIbCTBUE, CHUXKEHNE SHEPIrMYHOCTH,

YTOMIAEMOCTb, NeCCUMMNCTUHECKOE BNOEHNE 6y,1:|,yu_|,ero, CHMWXEHNE
CaMOOUEHKU, CynungaribHbi€ MbICJ1N.

Tpesora.

Anatuna — notepsa MHTepeca K pabote, xobbu, cembe, He
yXaxkmBatoT 3a cobon.

MaHunakarnbHble CUMNTOMbI —MOBbILLEHHOE HaCTpoOEeHHue,
CaMOOLUEHKa, SHEPTNYHOCTb, CHUXKEHUE I'IOTpe6HOCTI/I BO CHE,
rMrnepceKkcyasibHoOCTb, PaCTOYMUTEIIbHOCTD.

KOrHUTUBHbIE CUMIMTOMbI — CHUXKEHWE BHUMAHUA, NaMSATb
COXpaHHa.



Pa3BuTtune noBegeH4YeCKUX HapyLleHUn npwn
FTIOOHO-BUCOYHOW AeMeHLUUN: O0SITOCPOoYHoe
chegBaLT;BMOHHoe mccnenoBaHue

[MoBegeH4eckne pacCTponcTBa OTHOCAT K OCHOBHbIM CMNTOMaM NOGHO-
BMCOYHOW AEMEHLINN.

Bonpoc: nporpeccuposaHue. 403 nauuneHTta c JIB[4

HeratuBHble CUMNTOMBI (anamus U ympama amMrnamuu) HapacTasrnu Ha
NPOTSKEHUM BCero 3aboneBaHus ripu ecex eapuaHmax JIBL

[103UTUBHbIE CUMMTOMbI (PACTOPMOXXEHHOCTb, MepceBepaLun 1 runepopannsm) -
bonbLle npu noBegeH4Yeckom BapuaHTte JIBL , yem npu gpyrux:

- Ha Ha4YanbHOM JTane y nauneHToB ¢ noBegeH4Yecknm BapuaHTom JIB/] 6bino
bosnbLUue HapyLEHNN CO CTOPOHbI MOBEAEHUSA, YEM Y APYINX

- yCunneanucb 4o ctaanmn yMepeHHOn AeMEHLMN,
- MOCTErNneHHoe CHMXeHMe Ha bonee nNo3gHux atanax.

Cosseddu M. et al. Progression of behavioural disturbances in frontotemporal demenb5a: a longitudinal
observa5onal study. European Journal of Neurology 2019, 27 (2): 265-272. DOI: 10.1111/ene.14071.



[[fannounHaum n open npw
noBegeH4Yeckom BapuaHTe JIB1

He xapakTtepHbl.

CnyxoBble ranmounHaumMm BO3HUKAKT NPU ABYX rEHETUYECKUX BapMaHTax:
-y 21-56% HocuTtenen C9orf72 (Dobson-Stone et al,2012, Devenney et al 2018),
-y 25% HocuTeneun GRN (Boeve et al 2006, Watson et al 2016)

bpenoBble paccTponcTBa nNpecnenoBaHus, PEBHOCTU, F(PAHANO3HOCTMN,
PENUIMO3HOCTN MOTYT NOABMAATLCA 3a40J1r0 A0 TUNUYHbIX cnmnTomos J1B[1



2. PeyeBble HapyLleHUA —

CemaHTM4ecKas geMeHuusa — pacnag CEMaHTUYECKNX
CBSI3el, OTCYTCTBUE TMOKOCTN MbILLIEHUS, yTpaTa
[OSITOBPEMEHHOW NaMATHN, arHO3usa Ha Nuua v
NpeaMeTbl, TO eCTb NOTEPA CEMAHTMUYECKON NaMATU Mpw
COXPaHEHUN OPYIrMX KOTHUTUBHBIX OYHKLUA.

[lporpeccupytroian acdhasuna — genpeccud, anaTtms,
CHUXXEeHMe pevyeBOn aKTUBHOCTU, Napadasunu,
TPYOAHOCTU HaxX0oXAeHUS CroB, OTCYTCTBUE M3MEHEHUU
noBedeHnsa BNAOoTb A0 NO3OHUX CTaauw.



OunddepeHunanbHbIN ANarHo3 ceMaHTUYEeCKOWU
AeMeHUuUu ¢ noBegeH4YeCKUM BapyaHTOM JTIOOHO-
BUCOYHOU AeMeHLUnn n bone3Hbio AnbLuremmepa

CpaBHeHME KOTHUTUBHbIX PYHKL M
MonekynsipHaga Budyanusauus - [NOT Ha amunona v ¢ 2-[18F] doTop-2-A€30KCU-D-TIHOKO30M.

TECT Ha 3aNN304N4YeCKyo NaMmAaTb C CEMaHTUYECKUMU no,cl,c:l(aﬁl(a
3PUTENBbHO-NPOCTPaHCTBEHHbIN TECT Anburenmepa

TECT Mo HaMMEHOBaHMUIO o

3afaHune Ha y3HaBaHue nuy

nepeenaHve
U3MeHeHue NPeanodYTeHuin B NMTaHUm

CeMaHTU4YeCKum

— BapuaHT NTIOOHO-
BUCOYHOU AeMeHUUuun

arpeccus } lNoBeaeH4YeCKUU BapnaHT JNTIOOHO-
HapyLeHne camoobCnyXMBaHUS
Pozueta A. et al. Cogni5ve and Behavioral Profiles of Le™ and Right Seman5c Demen5a: Differen5al

Diaﬁn_osis with Behavioral Variant Frontotemporal Demen5a and Alzheimer's Disease. Journal of
Alzheimer's Disease. 2019; 72 (4): 1129-1144. DOI: 10.3233/JAD-190877.

BUCOYHOU AeMeHLUnU



«CUHOPOMBbI, CBA3AHHbIE C FTOOHO-BUCOYHOM NTIODApHON AereHepaumnen, He
00pasyoT ANCKPETHLIX B3aUMMOUCKITHOYAKOLWMX CYLLIHOCTEW HW NO KITMHUYECKUM
NPOSABNEHUAMMU, HU MO XapaKTepPy CTPYKTYPHbIX U3BMEHEHUX rONOBHOIO MO3ra.
HanpoTtus, OHM POPMUPYIOT MHOTOMEPHbLIN HeNpepbIBHbIN cnekTp. [NauneHTb
4aCTO AEMOHCTPUPYIOT ANAarHOCTUYECKNE NPU3HAKN HECKOMNBKNX PAaCCTPOUCTB,
B TO BPEMS KaK noBegeH4Yeckne, ABurateribHble U peyveBbie HapyLLIEHUS He

OorpaHn4mMBarOTCA CI'IeLI,I/ICbI/IL-IeCKI/IMI/I ANarHoCTn4eCKNMU rpyrnamMmm»

Murley A. et al. Redefining the mul.dimensional clinical phenotypes of frontotemporal lobar degenera.on syndromes. Brain. 2020; 143 (5): 1555-1571. DOI:
10.1093/brain/awaa089.



INleyenune J1BM

FDA HMU4Yero He ytBepguna ana nedeHua J1B1
1-9 NMUHUSA — aHTUOENPECCAHTHI
2-9 NIMHUA — HEUPONENTUKN
AP Ppekt UXO n MemaHTUHA COMHUTESNbHbIN



BO3paCT NnoABJI1I€EHNA CUMITTOMOB U CMEPTHU, a TAKXE
NPOAOITKXUTEIIbHOCTDb 3aboneBaHusa rNnpu HaCﬂeﬂCTBeHHOIZ
NTOOHO-BUCOYHOM AeMeHuun: mexayHapoaHoe
PETPOCNEKTUNBHOE KOTOPTHOE UCCJ1IEeO0OBaHNE
CpeaHast NpoaormKMUTenbHOCTb 3aboneBaHns 3aBUCUT OT reHa

6,4 roga B rpynne C9orf72,
7,1 roga B rpynne GRN
9,3 roga B rpynne MAPT.

NHamBmayanbHbIM BO3PacT MNosiBlIEHUA CAMMITOMOB M CMEPTU JOCTOBEPHO
KoppenupoBarn Kak ¢ COOTBETCTBYHOLLMM BO3PaCTOM poanUTenen, Tak 1 co
cpedHM BO3pacTOM AS1d BCEX YI1eHOB CEMbW BO BCEX TPEX rpynnax, 04HaKo C
Hanbornee cunbHOU Koppensumen B rpyrnne MAPT.

Moore K.M. et al. Age at symptom onset and death and disease dura3on in gene3c frontotemporal demen3a: an interna3onal
retrospec3ve cohort study. Lancet Neurology. 2020; 19 (2): 145-56. DOI: 10.1016/ S1474-4422(19)30394-1.



KopTunko-6asanbHas
nereHepaumus



KopTuko-6asanbHasa gereHepauus

Penkoe sabonesaHue
50-60 net
My>k4nHbI DOetoT Yalle

ACMMMETPUYHOE NopakeHne rNIodHOU N TEMEHHOM
nonu, basanbHbIX rAHIMUEB, MO3XKe4Ka

OTNONoOrMa N natToreHe3 Hen3BeCTHbI



KopTuko-6asanbHaa gereHepauus

[1nsa guarHo3a HY>XHO 3 13 6 MPU3HaKOB:
1) NAPKMHCOHN3M, HE YyBCTBUTESbHbIN K NEBOAONE,

2) PEHOMEH «4YXKOWN PYKU» - KOHEYHOCTb COBEpLUAET
OBWKEHUA, HE3aBUCUMO OT XenaHUA YenoBeka,

3) anpakcus,

4) pokanbHas QUCTOHUA B KOHEYHOCTMN,

5) NoCTypanbHbIK NN KUHETUYECKNU TPEMOD,
6) MMOKITOHUU



KopTuko-6asanbHaa gereHepauus

KOrHUTUBHbIE HApPYLUEHUS HAapacTaloT Mo Mepe nporpeccupoBaHnsa 3aboneBaHus.
Hanbonee xapakTepHbI:

Anpakcum — y 80% Ha Ha4anbHbIX CTAaANAX, aCUMMETPUYHA, 6onbLLe Ha CTOPOHE
NapKMHCOHN3Ma

1) KUHECTEeTUYECKas — 3aTPYAHEHO BbINOMHEHNE NPON3BONbHbIX ABUMXXEHUIN B CBA3M
C HapyLLEHNEM OLLYLLIEHNS1 CBOErO Tena, NnaHMpoOBaHNE COXPaHEHO,

2) KUHETUYECKASA — HApYLLEHWNE CEPUNHOCTU N aBTOMAaTU3aLIMN OBUXKEHUI,
3) perynatopHas — HapyLLUeHWe nNnaHupoBaHUS

OunHamunyeckas achasuns — CHUKeHMe OernocTy peyn, nay3bl U OCTAHOBKM PeYH,
nepceBepauunu, 3aTpyaHEHNE NHULIMALIMK PeYvn, MOCTPOEHUs dpasbil.

NMamAaTb coxpaHHa, noackaska adodpekTUBHA, Tak KaK rmnnokammn He nopaxkaeTcsd



BTopu4yHble AeMeHL NN



HopmoTeH3uBHasA rugpouedanvs

-pacLunpeHne Xenyqo4yKkoBon CUCTEMbI, CBA3AHHOE C HapyLUeHUeM
NUKBOPOAUHAMUKN, HO DE3 ABMEHNN BHYTPUYEPENHOWN TMNEPTEH3NMN.

Tpnaga Xaknma-Agamca:

1. HemeHuwms.
2. HapyuweHune xoabbbl (anpakcus xoabosbl, Ancbasus)-odnmraTHbI KOUTEPUN.

3. HepepxaHne mouyun

MPT — pacwmnpeHue Xenygo4kos.

[uarHocTtnyeckas npoba: BbiBegeHmMe 50 MI1 IMKBOpa CONPOBOXKAAETCHA
yryJlleHnemM Xoab0bl

JleyeHue: WyHTMpOBaHUE, MOXET NPUBOAUTL K BOCCTAHOBIIEHUIO ABUraTENbHbIX U
KOTHUTUBHbIX OYHKLUN.



AnkKoronbHasa oeMeHUuus

CDaKTOpr, BlinAdrwouwme Ha ctenéeHb KOrHnTuBHOroO p,erVILI,VITa
- BO3pPacCT Ha4alia 3aBUCNMOCTU

non (KOrHUTUBHbIN AedULNT, BbI3BaHHbIW 3noynoTpebneHnem ankoronem, bonee
BblpaXXeH Yy XeHLLNH)

TSXKECTb aby3yca
KONMMYECTBO NPUHUMAEMOro arnkorons
yacTtoTa abCTUHEHLUNN

BoccTaHoBreHne oyHKLMW BO3MOXHO 3a CHET HEeMpOonslaCTUYHOCTHU (nocne
npekpaLlleHns aKkcuecca ycunmBaeTcs rmuanbHbiv 1 4eHOPUTHBIW POCT)

The effects of alcohol on cognition in the elderly:from protection to neurodegeneration Functional Neurology 2011; 26(2): 103-106 Sinforiani E, MD',
Zucchella C, PsyD" Pasotti, PsyD''iRCCS C, Mondino Nationai institute of Neurology Foundation, Pavia, Italy "University of Pavia, itaiy



Kputepuun ankorosnibHOu gemMeHuun

5 neT n bonee arnkorosibHOM 3aBUCUMOCTHU
MunHMym 4-5 ctTaHOapTHLIX 403 B AEHb

(1,0-1,2 n nuBa, 0,5-0,6 N BMHA, 125 MJ1 BOOKWN)
MepneHHoe nporpeccmpoBaHue
[locTeneHHoOe Ha4ano

MPT: Ha doHe auddpy3Houn obLumpHOU aTpodum bonee
Bblpa)eHa aTpodusa NTOOHOM 40NN U MO3XKeYKa, XapaKTePHO
paclimpeHne TPETbLErOo Xenyaoyka



Cocyaucras
NeEMeHU NS



KoHceHcycHasa knaccudpunkauma cocyancTbiX KOTHUTUBHbDbIX
pacCTPOUCTB
(Vascular Impairment of Cognition Classification Consensus Study —
VICCCS 2017)
TUNONOrns CocyaAnCcTon AeMeHLnmn

[ToCcTMHCYNLTHAA AeMeHUUs
CmMellaHHaga pemeHuud
[logkopkoBaga nemMmmnveckas cocygmuctaa AeMeHuUmns

MynbsTunHdapkTHaa geMeHLuus

O’Brien JT, Erkinjuntti T, Reisberg B, Roman G, Sawada T, Pantoni L, et al. Vascular
cognitive impairment. Lancet Neurol 2003; 2: 89-98.

Skrobot O.A. et al. The Vascular Impairment of Cognition Classification Consensus
Study. Alzheimer’s and Dementia. 2017; 13 (6): 624-633. DOI:
10.1016/j.jalz.2016.10.007.



CocyaucTtasa oemeHuUus

[MocTHCYNbLTHAA AeMeHUMS - Clydan MHOXECTBEHHbIX KOPTUKO-CYOKOPTUKANbHbIX
NHpapKTOB, MHJAPKTOB B CTpaTErMyeckou 3oHe, NoaAKOPKOBOU NLLIEMUNYECKON
cocyaucTon geMeHumMn 1 pasnnyHble opMbl HempoaereHepaTMBHOW NaTonoruu,
BKNtovasa 6one3Hb AnbLremmepa, KoTopble pa3BuBalOTCSl B TEYEHNE 6 MECSLIEB
nocne NHcynesTa

Y naumeHTa Mornm oTMevaTbCs (J'IVI6O HET) yMepeHHblE KOTHUTUBHbIE HAPYLUEHUA,
npenlecrsoBaBlLInNe UHCYIIbTY.

Y nauneHTa MOXET NPUCYTCTBOBATbL HEMeOJIEHHOE U/ NN OTCPOYEHHOE CTOUKOE
KOrHUTUBHOE CHMXXEHWUE, pa3BuUTHUE KOTOPOro Havyanocb HEMNOCPEeaCTBEHHO Nocsie
MHCYNbTa NMOO He NO3Xe, YeM B Te4eHUue 6 MecsleB NOoCcre NHCYNbTa — OCHOBA
ana ondpdepeHumnanbHOro gnarHo3a NOCTUHCYSIbTHOU AeMEHUNN N OPYTUX TUTMOB
COCYANCTON OEeMEHLMNN.

O’Brien JT, Erkinjuntti T, Reisberg B, Roman G, Sawada T, Pantoni L, et al. Vascular cognitive
impairment. Lancet Neurol 2003; 2: 89-98.



CmeluaHHasa aeMeHUms - Bce eHOoTUNbI, cneyndnLmMpoBaHHble NS KaXaom
KOMOWHaLMK: COCYaUCTble KOTHUTUBHbIE HapyLLUeHUs1 — 6one3Hb AnbLrenmepa,
COCYOUCTbIE€ KOTHATUBHbIE HAPYLLEHNS — AEMEHLUS C TenbLamMmun Jlesu.
PekomMmeHayeTcs YTOYHATb B AMarHo3e NpucyTCTBYHOLMN PeHOoTUN, a He
«CMellaHHasa aeMeHuns». [NepBbiM yKka3biBaTb Hanbonee BepOATHbIN JMarHo3

lNookopkoBas uLLeMUYecKas cocyaucTasa aeMeHuus - pesynsraT 3aboneBaHus
ManbIX cocyaoB. JlakyHapHbIV MHPAPKT N NLLEMUNYECKNE NopaXXeHns beroro
BelllecTBa ABMATCA OCHOBHbIM TUMOM NOPaXXeHUU rofIoBHOro Mo3ra, UMetoLLmnX
MECTO B NOJKOPKOBOW obracTtu.

MynbTunHgapKkTHas geMeHUUA - pesyribTaT MHOXKECTBEHHbIX D0NbLLNX
KOPTUKaNbHbIX NHQAPKTOB.

Skrobot O.A. et al. The Vascular Impairment of Cognition Classification Consensus
Study. Alzheimer’s and Dementia. 2017; 13 (6): 624-633. DOI: 10.1016/j.jalz.2016.10.007.



CocyaucTtasa oemeHuUuUsA

CtapLue 65 net
CocyancTbie goakTopbl pUcKa

JToBHbIE YepPTbl KOTHUTUBHbLIX HAPYLLIEHWUIA
«ObBanbHoe» TeyeHme

KoHdabynauun, bpen, ncmxosol



[InarHo3 cocyamcTton geMeHuun

1. Hann4ymne gemeHumnm
2. Hannume uepebpoBackynsipHoro 3abonesaHus

NPUCYTCTBME O4YaroBbIX HEBPOSIOrMYECKNX CUMNTOMOB: remunapesa, ocriabneHus
MbILLL, HUXKHEW YacTu nuua, pedrekca babunHckoro, ceHCopHorg aeduunTta,
remmaHQ)nmm N AN3apTpumn, CBA3aHHbIX C UHCYNLTOM (C UCTOPUEN NHCYNbTA U 6e3
TakoBOW),

HenpoBu3yanunaawms - MHOXXeCTBEeHHble UHAaPKTbl UM OANH UHMAPKT B _
CTpaTermyeckoun 3oHe (yrnosasi U3BUNMHa, Tanamyc, basanbHbii NEPegHUIA MO3T UK
y4yacTKu 3agHen Nnbo riepegHen MO3roBon apTepium), a Takke MHOXXECTBEHHbIE NaKyHbI
B Oa3anbHbIX raHMKUSX 1 OENOM BELLIECTBE, UM ODLLIMPHBLIE NEPUBEHTPUKYNAPHbIE
nopakeHnsi 6enoro BeLLecTBa, Un Nx KOMBUHAaLMMN.

3.04eBnaHas unu npegnogaraemas B3aMMoCBs3b MeXay AeMeHUUEN U
LepebpoBacKynsipHbiM 3abofieBaHUEM:

a) Hayano gemMeHUun B npegenax 3-6 MecsiLEeB NOCIe UHCYNbLTA;

6) BHE3aNHOE YXYALUEHUE KOTHUTUBHBIX (OYHKLINIA, CTYNeHYaToe NporpeccmpoBaHmne
KOFHUTUBHbIX HAPYLUEHUIA.



[JononHutTenbHble KITUHUYECKUE KpUTepun
AVnarHo3a «BeposiTHas cocyamncras AeMeHLUUns »

a) paHHee NPUCYTCTBUE HapYLLUEeHNA NOXOAKM (nepeaBmxeHne Menkumm
LaramMmn, «MarHUTHas» Noxoaka, anpakcusi/atakcus Xxoabobl,
NapKNMHCOHUYECKasa noxogka);

6) HEYyCTOMYMBOCTb N YacTble HECMPOBOLIMPOBAHHbIE NAaAEHUS;

B) paHHEE y4alleHHOEe MOYEUCIycKaHme, umnepaTmBHbIE NO3bIBbI U
Opyrme yponorn4eckme CUMnTOMbl, HE OObACHSEMbIE YPOIOrMYeCKNUM
3aboneBaHueM;

r) nceBgobynbbapHbIv Napanuy;

0) N3BMEHEHMNSA NMNYHOCTU U HAaCTPOeHUs, abynusa, genpeccus,
9MOLUMOHanbHOEe HeCcAepKaHHOCTb, NCUXOMOTOPHAaA 3aTOPMOXXEHHOCTb
N HapyLweHNUA UCNONMHUTENBHON OYHKLNN.



[TocTUHCYNbLTHaA oeMeHUus

EaQnHcTBEHHAsA npeaoTBpaTuMas AeMeHL s NoXXMNoro Bo3pacrTa.
BpemMeHHOU KpUTEPUWN HE MPUHAT.

MexaHn3m HEN3BECTEH.

YacTtoTta o1 6 00 32% (YKP 17-66%)

CokKpallaeT CPOK XXU3HW, BbXXMBAEMOCTb 3-5 NneT.

dakTopbl pUcKa: BO3PaCT, XKEHCKUI NOI, HU3KUIN YPOBEHL 0Opa3oBaHMs, caxapHbiit
anabeT, KypeHue, nsMeHeHus 6enoro BewlecTsa, MHMAPKT crieBa, 00MbLON 00beM
NHJbapKTa.

[T moxeT paccmaTtpuBaTbCA Kak HenocpeacTBeHHadA NpUYMHa UHCyNbTa Nuulb y
50%.

Poccunckue gaHHble: 30% N0 — 310 gekomneHcaumna HempogereHepaTuBHOIo
npotiecca



HOCTVIHcyH bTHbi€ KOFHUTUBHbIE HaPYLUEeHUA

PaHHue INWKH — nepBble 3 Mecaua nocne UHeynsra
[To3gHue NMKH — oo 1 roga nocne nHcyneta

Irobble [MTMKH ABNAOTCS HebnaronpuUATHbIM
NPOrHOCTNYECKNM doakTopowm, Xyxe nponcxoanT
BOCCTaHOBINEHNE HEBPOMNOrnyecKmnx doyHKL MW 7

doyHKLUMOHanNbLHOro craTyca.



nOCTVIHcyH bTHbl€ KOTHUTUBHbLIE HAPYLUEHUA

[MTMKH, BbI3BaHHbIE OANHOYHLIM MHMPAPKTOM, MopakatoLmm
cTpartermyeckue 30Hbl: NpedpoHTanbHas Kopa, MegmanbHble OTAENbl BUCKA,
Tanamyc, xsoctaTtoe s4po, 3oHa TT10 (yrnoBaga nssunuHa).

[TMKH, BbI3BaHHbLIE MYNBLTUUHMAPKTHLIM COCTOAHUEM. AHANN3 Koppenauun
BbicokononibHOU MPT 1 KOTHUTUBHBLIX PYHKLUWW: KOTHUTUBHbLIE KOPPENMUPYIOT
He C TeppuTopUnanbHbIM MHPAPKTOM, @ C MUKPOBACKYNSAPHOM NAaTONOrmen u
LepebpanbHon aTpodnen

[TMKH Ha dpoHe nenkoaHuedanonatum
[TMKH kak cnegcrterne KpoBOU3NUAHUN,
[MTMKH kak gebtoT unun knnHnyeckas MmaHudpectaumna bonesnmn Anburenmepa



[InarHocTukKka cMmelwaHHOU AeMeHLUUuun

Hanun4yne cocyauncThiX akTopoB

OHMK B aHamMHe3e

BblpakeHHbIN nenkoapeos nnu nakyHol Ha MPT

dnroKTyaunmn: neproabl BHeE3aNHOro yxyaweHua n ctabmnusauum

PaHHee nprcoeanHeHne NoOHbIX HapyLLEeHWU: NOBEAEHNS,
nocTypanbHasd HeyCTOMYMBOCTb, anaTus.

[lnarHocTrka cmewwlaHHOW AeMeHL MM BO3MOXHa Toraa, Koraa, ucxoad
13 KOHUEeNnUuUn oaHoro 3adonesaHns, HEBO3MOXHO OObACHUTb
KNMUHNYECKY0 KapTUHY UM 0COBEHHOCTU TEYEHUS npoLecca y JaHHOro
naymeHTa



CINACKBO 3A BHUMAHUE



