A. A. SIKoB/ieB

PEABUINTAILIUSA
ITPU BOJIE3HHA
ITAPKNMHCOHA



Ajnekcen 9dkoBjieB

PeaOuauranusi npu
0oae3Hu IlapkuHcoHna

«3paresibckue pereHus»



AxoBJjaeB A. A.

Peadbwnuranus npu 6one3nu [lapkuncona / A. A. SIkosneB —
«M3nareyibcKue peleHus»,

ISBN 978-5-44-968242-0

VY4eOHoe nmocoOue MOCBSIIEHO BOMPOCcaM OpraHU3allui MeJUIIMHCKOM
peadwmTanyy nanyeHTam ¢ 6ose3Hbio [lapkuncona. [Tocodue cogepxuT
oOIIMe MPUHIIUIIBI OKa3aHKs HelpopeaOMIMTAlIMOHHOM TIOMOIIIY TallMeHTaM

¢ 6ose3HbI0 ITapkUHCOHA, TpeICTaBIEHHbIE C MTO3UIIMK MEKAUCIIMTLTMHAPHOTO
TIOJIX0/Ia, TIOKA3aHUsI ¥ MPOTUBOIIOKA3AHHSI, CTAaHIaPThl, aJITOPUTMBI, IIPOTOKOJIbI,
TeopeTHUYECKUE U MPAKTUYECKUE PEKOMEH/IAINHY, a TaKKe CTPYKTYpHBIE
KOMITOHEHTBI OCYIIECTBIICHHUS MEUIIMHCKON peaOrInTAIIUM.

ISBN 978-5-44-968242-0 © dxoBneB A. A.

© Msnatenbckue perieHust



A. A. SIxoBneB. «Peabmmranus mpu 6ome3nu [TapkuHCcOHA»

Coaep:xanue

Ob ABTOPE
CIIMCOK COKPAIIIEHUI
OT ABTOPA
BOJIE3Hb ITAPKMHCOHA: [TATOI'EHE3, KIINHNKA
N JUATHOCTUKA
Bornesns [TapkuHcona u mapkuaconn3M. OOIue CBeIeHUS,
HaToreHes3
IMatomopdonorunueckue craauu pa3Butusi Oone3nu [lapkuHcoHa
Knunnueckue cragum pasputus 6osne3nu [lapkuHcona
Knunnueckas kaptuna 6one3nu [Tapkuncona
Huarnoctrka 6one3nn [TapkuHcoHa
JlokIMHUYecKasi JUarHOCTUKA
JlmarHocTriKa Ha paHHUX U TIO3[HUX CTaIusIX OONE3HU
ITapkuHCcOHa
Kpurtepun banka I'onmoBroro mosra OoimectBa bonesnn
INapkuncona BenukoOputanum (UK Parkinson’s Disease
Society Brain Bank Clinical Diagnostic Criteria)
Konen o3HakoMUTENBHOTO (PpparMeHTa.

S O N

10

21
23
25
37
37
39

42

46



A. A. fxosneB. «Peabwmrauus npu Oone3nu [lapkuHcona»

Peaounauranusa npu 0oje3nu Ilapkuncona

Anekcen AslekcanapoBnd fkoBJjieB

© Aunekceii AnekcanipoBud Skosnes, 2019

ISBN 978-5-4496-8242-0
Co3aHo B MHTEJUIEKTYaIbHOU U3/1aTeibckor cucteme Ridero



A. A. dxoBneB. «Peabwmuranus npu 6one3nn [lapkuHcoHA»

Ob ABTOPE

fAxoBaeB Anekcell AJleKCaHAPOBUY

3aBenyomuid HeBposiorndeckum otaesneHueM Ne2 kimuHuku HUW weBposormn ®I'BOY
BO «IICII6oI'MY um. U. I1. IMaBnoBa» M3 P®. Bpau-HeBposor, Bpau-pediekcoTepaneBT, Bpad
ne4eOHOi (PU3KYJIBTYPBl M CHOPTHBHOM MEIMIMHBI, KaHAWAAT MEAMIMHCKHUX HayK. ACCHCTEHT
kacenpsl HeBposornu U MaHyansHOW MeaunuHbel PI'BOY BO «IICII6IMY um. U. I1. Ilas-
noBa» M3 P®. AccucreHt kadeapsl JieueOHON (PU3KYJIBTYphl U CIIOPTUBHON Meauiuael PIBOY
BO «C3I'MY um. U. U. MeunukoBa» M3 P®. Unen PernonanbHO# 0OIIeCTBEHHON OpraHU3allum
«Bpaun Cankr-TlerepOypra», «Accommanuu HeBponoroB CaHkT-IletepOypra», oOIIEpOCCHICKON
obuiecTBeHHOH opranuzaimu «Coio3 peadummronoro Poccun». ABTop 60see 4eM 75 HaydIHBIX ITyO-
JIMKAIMH 10 BOIPOCAM JIMarHOCTUKY, JIEUSHHUs] M peaOMIINTalK TIPH Pa3IMYHBIX HEBPOJIOTMYECKUX
3aboneBanusix. Boiciiee oopasosanue: [BOY BI1O «Cankr-IletepOyprckas rocynapcTBeHHasT M-
nuHCcKas akajgemusi uM. U. . MeunukoBa» M3 P®, Bpau, cietmaibHOCTh «JleuebHoe neno» (2007),
Cankr-IlerepOyprckuii VIHXeHepHO-9KOHOMUUYECKUN YHUBEPCUTET, SKOHOMHCT-MEHEIKEp, Crely-
QJIBHOCTb «KOHOMUKA U YIPABJIEHUE HA ITPEANPUATUH 3IPABOOXPAHEHUA», ClIELMaIN3alus — IIpa-
BOBO€ PEryJIMPOBaHUE XO35IMCTBEHHOM eATeibHOCTH (2011). B 2015 r. 3a1mTi KaHIUAATCKYIO JUC-
ceprauio Ha Temy: «[lomHeliponaTys y malyeHToB ¢ NapanpOTeNHEMUIECKIMMU IeMOOIaCTO3aMM».
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CIINCOK COKPAIIIEHIN

AJIP — aroHucTsl 10(paMUHOBBIX (JO(PaMUHEPIUUECKUX) PELETITOPOB
AI'T — ayToreHHasi TpeHUpPOBKa

AT — anTHTENa

AT® — anenoszuHTpudochopHas Kucjaora

AXP — alleTUIIXOIIMHOBBIE PELIETITOPHI

BO3 — Beemupnasa Opranuzanus 3apaBoOX paHEHUS

BII — BLI3BaHHBIN HOTEHIINAI

BYBIII — BHyTpeHHsIs1 4acTh OJeJHOro Iapa

BITJI — 6one3up audpys3Hbix Tener JleBu

BY — 6e3 JONONHUTEIbHBIX YTOYHEHUI

BJIH — Gosne3Hb ABUTATEILHOTO HEHpOHa

BOC — 6uonoruueckast oOparHasi CBs3b

BIT — 60ne3np [TapkurcoHa

I'TIO — rpynonosicHU4HbIN OTEI TO3BOHOYHUKA

I'C — runepaxoreHHOCTh YepHOM CyOCTaHIMU

HAJl — IMacTom4eckoe apTepuajibHOE JABJICHNE

HTJI — nemeHuus ¢ TeablamMu JleBu

JPJl — nnapparmManbHO-peIakCalMOHHOE JbIXaHUE

KKT — keaya10uyHO-KUILIEYHbI TPAKT

KB]I — kopTuko-6a3anbHas qereHeparus

KI'P — koxHO-rajibBaHUUECKHUIA peiiekc

KK — kpearnHkunHaza

KOMT - unrudutops! karexon-O-metunrpancdepasbl

KIIM/I — KOHEUHOCTHO-TIOSICHAS] MBIIIEYHASA AUCTPODUs

KP - koapdpurment Pombepra

KT — kommnbiotepHas Tomorpadus

JIKUT" — neBopmona-kapOuIona MHTECTUHAIbHBIN Tellb

JUITIM/] — nuiie-nonaro4Ho-auneBast MplleuHast JUCTpogus
MAO - MoHOAMHHOKCHIa3a

MBB — muo3ut (Muonarvs) ¢ BHyTPUKJIETOYHBIMUA BKJIIOUEHUAMU
M/IHK — mMuToxoHapHasbHas Je30KCUPUOOHYKJIEMHOBAs KUCIIOTa
MKB - mexayHaponHas kiaccudpukanus 6one3Hei

MK® — mexayHapoaHas Kiaccupukanms (pyHKIMOHUPOBaHUS
MPT — MarHuTHO-pe30HaHCHAs ToMOrpadgus

MPTP - 1-metun-4-dpenni-1,2,3,6-terparugponupuinta

MCA — MHOXeCTBEHHAsA CUCTEMHas aTpodus

MC?3 - meguKo-conuaabHas IKCIEPTU3a

HI'3 — HazoracTpasnbHblii 30HA

OHMK - octpoe HapyleHHue MO3rOBOI0 KpOBOOOpAILeHH I
OPIKT - ogHO(POTOHHAS SMUCCUOHHASA KOMITBIOTEPHAsI TOMOT papus
ITJC — no3BOHOYHO- ABUraTEILHBIE CETMEHTHI

[IMP — naccuBHas MblllIeYHas peakcalys

IMTHMK - nocnencTBust HapyIieHusi MO3TOBOTO KPOBOOOpPAIIIEeHH ST
[THII — nporpeccupyoiuil HaIbsAEPHbIN NApATUY

[T — nexyHKYJIONMOHTUHHOE AAPO

[MPPBC — noBegeHvecKoe paccTporCTBO (pas3bl OBICTPOro CHa
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[19T — no3UTPOHHO-3MUCCUOHHASL TOMOTpadust

pTMC — putmMHueckasi TpaHCKpaHUaJIbHAasl MArHUTHASL CTUMYJISLIMS
P® — Poccuiickas ®enepaiust

CA]l — cucTonuueckoe aprepraibHOe JIaBieHue

CI'CI'M - ctumynisiust IIyOOKHX CTPYKTYP TOJIOBHOTO MO3Ta
CHUO3C - ceneKkTUBHbIE MTHTUOMTOPBH OOPATHOTO 3aXBaTa CEPOTOHUHA
CHMII - cBepXHU3KOYACTOTHBIE MAarHUTHBIE TIOJISI

CIIb — Cunragpom ITuzanckoi HanmHu

CCT - Caugpun Ctukc tect

CT4 - cyOranamuueckoe siipo

TKC - TpaHCcKpaHuasibHasi COHOTpadus

TITY — tecrt [leHCHMIBBAaHCKOTO YHUBEPCUTETA

TCP — TexHUYECKHE Cpe/ICTBA peadrINTaIiN

YMT - yepenHO-MO3roBas TpaBMa

ITHC — nenrpanbHast HEpBHasi cUCTeMa

OMI' - anekTpomuorpadus
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OT ABTOPA

JlaHHOE MeToaMuecKkoe MOcoOMe MOCBALIEHO BONPOCaM JAMArHOCTHKH, MEAMKAMEHTO3HOIO
JIeYeHus1, a Take MeJULIMHCKOM peabuutanuu npu 6one3nu [lapkuHcoHa. B mocodue npencraBieHst
Kak oOIIye NMPUHIMIBI HefipopeadumTaiyy rmpy Oone3nu [lapkuHCOHaA, Tak M YacTHBIE METOAMKHU
1 TexHosoruu. Cpeu METOI0B HEMEANKAMEHTO3HOI'O JIEYEHHU S B OT/IEJIbHBIX [V1aBaX y/eJIeHO BHUMA-
HUE NPUMEHEHHIO METO/IOB JIeueOHOM (PU3KYJIBTYPBI (B TOM UMCIe KMHE3MOTEPAuu, SproTeparum,
(pUTOON-TUMHACTUKY, CTEN-TMMHACTHKH, TAHII-TEPAI, MEXaHOTEPAIMU U MH. Jp), (PH3HOTEepanuy,
JIOTONEANH, NICUXOTEPAIUK B MPOLECCEe MEKIUCUUIIMHAPHOTO B3aMMOAEHCTBHSA MIPU OCYILECTBIIE-
HUM MEJIMIIMHCKON TMOMOIIM MO MPOpWI0 peadrIuTaliy ManydeHTam ¢ OonesHblo [lapkuHcoHa.
IIpencraBiieHHble B U3[JaHUU JAHHbIE OMMPAIOTCS Ha MO3ULMM JI0KA3aTeIbHON MeIULIMHbI, OpULI-
aJILHO YTBEPXKEHHbIE, B TOM YHCJIe HOPMATUBHO-IIPAaBOBBIMU JJOKYMEHTAMU MPOTOKOJIbI, AJITOPUTMBI,
CTaH/APTHl BeJEHHs MALlIEHTOB, a TAK)Ke COOCTBEHHBIE HAOMIONEHUS M pa3padOTKH.

Mertonuueckoe nocodue MNpeIHa3HAueHO AJIs LIMPOKOro Kpyra CIEeLUaIuCTOB, y4acTBYIO-
IIMX B MOCTPOEHUM MEXIMCLMIUIMHAPHOIO B3aMMOJEWCTBUSA IPU OKa3aHMM IMOMOIIM MO MeIu-
LMHCKOM peadWInMTaluuy MalMeHTaM C MposBieHUsAMH Oose3Hu IlapkuHcOHa, B TOM 4ucie
OpraHu3aTopaM 3[paBOOXPAaHEHMs], PYKOBOAMUTEIAM MEAMLMHCKUX Je4eOHO-NMPOPHIAKTUIECKUX
YUPEXKIECHWI, ClelMalIucTaM HEeBpPOJIOraM, pPEeaHWMarosoraM, Bpayam JieyeOHOM (PU3KYJIBTYpbI
Y CMIOPTUBHON MEIMLIMHBI, BpayaM-(U3HOoTepaneBTaM, MHCTPYKTOpaM-MeTOaCTaM JieueOHol (pus-
KYJIBTYpPbl ¥ MHCTPYKTOpaM JIe4eOHOHN (PU3KYJIBTYphl CO CPEeIHMM MEAMIIMHCKAM OOpa3OBaHHUEM,
MeIULIMHCKUM IICUXO0JIOraM, JIOTOIe/1aM, CPeIHEMY U MJIaAIeMy MEeJULIMHCKOMY IIEPCOHAITY, 4 TaKKe
CTYyJIEHTaM KJIMHUYECKUX CIIeLMaIbHOCTEH.
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BOJIE3Hb TAPKUHCOHA: ITATOT'EHE3,
K/IMHUKA N1 ITNATHOCTHUKA

boJuie3ns IlapknHcoHa M MAPKUHCOHU3M.
Oo6mue cBeeHNud, MaToreHe3

Bonesns [TapkuHcona (BIT) — XpoHndeckoe nmporpeccupylolee AereHepaTiBHOE 3a00IeBaHNe
ueHTpaisHou HepBHOU cuctemsl (LIHC), kimHMueckn nposssonieecs HapyIeHUEM IIPOU3BOJIbHBIX
newxeHnid. CuMnToMsl 3a0oreBanus, moxoxero Ha BI1, ymomunaotcs emie ¢ OuOIEHCKUX BpeMeH.
B Erunerckom nanupyce XII Beka /10 Harteil 3pbl y OJHOTO U3 (papaoHOB ONUCAHBI CUMITTOMBI 3200-
neBanus, noxoxero Ha bIl. B npeBHenHauickux tekcrax Awopsesl X BEKa 40 HALIEW 3pbl YIIOMU-
HaeTcs 3a00J1eBaHNe, ITPOSABIISIONIEECs TPEMOPOM, HapyIIEeHUEM JBUKEHUM, CITIOHOTEYEHUEM U JIpY-
TMMH CUMITTOMAaMH, JUTSI JIEYEHH ST KOTOPBIX MPeJIaraloTcsi HEKOTOPbIEe BU/IbI O0OOBBIX (B YaCTHOCTH —
MYKYHa Krydasi), KOTOpbIe COAepXar JIeBoAoIy. Takum 00pa3oM, BIOJHE BO3MOKHO, UTO MallEHThI
¢ BII ncnonp3oBasiv penMyLiecTBa JIEBOJOIBI €1LE HA pAaHHEN CTaUY Pa3BUTHS MEIULIVHEL B 1peB-
HEKU-TANCKOM JIMTepaType NpUBOJATCS oTaesbHble cumntoMbl BII. [IpeBHepumckui Bpau lanen,
ew€ Bo II Beke Hawen spel onucan Tpemop nokos. Jleonapno na Bununm (1452—1519) ynomunan
B CBOMX TPyZlax O HapyLIEHUsX ABUXEHUN U Tpemope. bonee no3nHue ynommuHanus, cumntomoB bII,
ObL1M oryOMKoBaHsbl B Tpyaax yueHbix X VII — X VIII Beka ®pannucka Cunbus, byaccu ne CoBaka,
Voxanneca Barucra Carapa, Meponuma ['obus, Jxona Xantepa, ®epenna Ianas IMapusa, Kane6a
Xuibepa Ilappu.

OpnHako, nepBbIM KT0 1oipooHo onucai bIT 6b11 anruiickuit Bpau Ixeiimce [TapkuHCOH (aHIJI.
James Parkins—n, 11 ampenss 1755 — 21 npexadps 1824) B 1817 rogy omyOnMKOBaBIIMA CBOW
Tpya «Dcce 0 ApOoKaTeTbHOM mapannde» (puc. 1), B KOTOpoM 000OLIMI pe3y/bTaThl HAOMOAEHUI
3a LIECTBIO MAILIMEHTAMMU.

ESSAY ESSAY

SHAKING PALSY.

SHAKING PALSY.

CHAPTER L

Puc. 1. «3cce o gpoxarenbHom nmapanmuue» xeiimca [TapkuHcoHa

B Hacrostimee Bpems nieHb poxaenust [xeiimca [MapkuHcoHa cran BcemupHBIM THEM GOphOBI
C IaHHBIM 3a00eBaHreM. B Hactosimmii MomeHT BIT nmuaupyet 1o pacrpocTpaHeHHOCTH Cpeiv Het-
ponereHeparuBHbIX 3a0oeBanuii [IHC. [Txeiimc [MapkuHcoH (prc. 2) ommchBal JaHHOE 3adoJie-
BaHME, KaK «JpOKaTeJIbHbIN Mapaany» O CIACAYIOIMMU XapaKTEPHbIMU MPOSBICHUSIMU: «HEPO-
W3BOJIbHBIC JIPOXKATENIbHbIE JBWKEHUs, OCNableHrne MBIIIEYHOW CHJIbI, OTPaHMYCHUE AKTUBHOCTH
JBVDKEHUH, TYJOBHUIIE OOJBHOIO HAKJIOHEHO BIepel, XoibOa mepexomuT B Oer, MpH 3TOM YyB-
CTBUTEJIbHOCTh M MHTEJJIEKT OOJIBHOTO OCTAOTCs coxpaHHbIMU». Cryctss 70 neT mocie cMepTu
Jxenimca TlapkuHcoHa 3HaMeHUTHIN (ppanity3ckuil HeBpomaronor JKan Mapren Illapko HaszBaiu

10



A. A. dxoBneB. «Peabwmuranus npu 6one3nn [lapkuHcoHA»

6one3np B yecTh ero umeHu. B 1910 rogy Ixopxaem Baprepom u [IxeliMcom DBEHCOM BIepBbIe
6I>UI CUHTE3UPOBAH JOIIaMHWH, HO MHOT'ME IOJbl OH CUUTAJICA JIMIIb NPEAIICCTBEHHUKOM HOpaJApCHa-
muHa. U tonbko B 1957 ropy mBenckuii papmakosior Apsuj Kapriccon nokasast, 4ro J0MaMuH siBJis-
eTcsl HePOTPaHCMUTTEPOM TOJIOBHOTO MO3ra, a TakXke pa3padoTall crocod ero u3MepeHusi U Halles
€ro camylo BBICOKYIO pe-TMOHAJIbHYIO KOHLIEHTPAIHIO B 0a3aJIbHBIX FAHIIUAX. 3@ UTO rOpaszio Mo3ke
(2000 r.) on monmyunn HoGeneBckyo mpeMuio 1o (pU3HOSIOrUy U MeAUIIMHE.

Puc. 2. [Ixeiimc [TapkuHcon

[TpunsaATO pasnmnuars noarue bII u napkuHcoHusma. ITapkMHCOHU3M — 3TO CUHAPOM, BeAdy-
MU KJIMHUYECKUMH MTPOSIBIIEHUSIMUA KOTOPOTO SIBJISIIOTCS: TUTIOKMHE3UsI (00s13aTe bHbIN MPU3HAK ),
MBIIIEYHAs] PUTMJHOCTb, TPEMOP IOKOSI, MOCTYpajibHAsl HEYCTOMUMBOCTh. [IapKMHCOHM3M B CBOIO
ouepe/ib MOAPA3AEAIOT Ha IEPBUYHBIN, BTOPUYHBIIA, 8 TaKkKe MApKUHCOHU3M ITPU MYJIbTUCUCTEMHBIX
nereneparmsax [THC (tad. 1).

CornacHo MeXayHapOqHOU CTaTUCTUYECKON KiaccH(pHUKaluu Ooe3Hel 1 mpooieM, CBs3aH-
HbIX co 310poBbeM (MKD — 10 nepecmotpa, 1995) Beigensior:

G20 boae3ns IlapkuHcona

I'emunapkuHCOHU3M

JpoxaTesbHbIi napaany

[NapkuHconusMm, nim 6omne3ns [lapkuHCOHA:

'BAY

lmaronaTuyeckui (as)

nepBUYHBIN (as1)

G21 BropnyHblil NIAPKNHCOHU3M

G21.0 310kauecTBEeHHBIH HePOJeNTHYECKUH CHHAPOM

[Tpu HEoOXOAMMOCTH MIEHTHU(UIMPOBATH JIEKAPCTBEHHOE CPEACTBO HCIOIb3YIOT HOTOIHU-
TEJILHBIN KOJI BHEITHUX NpUUuH (Ki1acc XX).

G21.1 Ipyrue cpopMbI BTOPHYHOI0 NAPKUHCOHN3MA, BLI3BAHHOTO JIeKapCTBEeHHbIMHI
cpeacTBaMM

[Tpu HEoOXOAMMOCTH MIEHTU(UIMPOBATH JIEKAPCTBEHHOE CPEACTBO HCIOIb3YIOT HOTOIHU-
TEJILHBIN KO/ BHEITHUX NpUUuH (Ki1acc XX).

G21.2 BropuyHblil IAaDKHHCOHN3M, BbI3BAHHBIN IPYrHMHU BHEIIHUMH (DaKTOpamMu

[Tpu HeoOX0AMMOCTH WUAEHTU(UIMPOBATh BHEIIHUN (PAKTOP KCIIONB3YIOT JOMOJHHUTETbHBIN
KOJI BHEIIHUX NpUYKH (Ki1acce XX).

G21.3 IMocToHueaauTHYe CKIl NAPKNHCOHU3M

G21.4 CocynucTtblil HAapKHHCOHU3M

G21.8 /Ipyrue ¢popmMbl BTOPHYHOT0 NAPKMHCOHU3MA

G21.9 BropuyHblil IaDKHHCOHU3M HeYTOYHEHHBbIN

G22 [NapkuHCOHM3M NPH 00J1e3HX, KJIacCH(PUIMPOBAHHBIX B APYrUX pyopuKax

Cudwmrnyeckuil napKkuHCOHU3M (AS52.1+)

I'enaronentukynspuas nereneparms (E83.0)
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IlapkuHCOHM3M @IpM JpPYrux HelipoJereHepaTUBHbIX 3a00JieBaHHUAX (MAPKUHCO-
HHU3M-ILIIOC)

Mynperucuremnas arpocpus (G23.2)

[Iporpeccupyromuii HaabsiaepHblid napanuy (G23.1)

Hemennys ¢ teapiamu Jlesn (G23.8)

Koprukob6azanenast nerenepanus (G23.8)

CriuHonepebesipabie aereHeparmu (G11.2)

Bbonesns 'entunrrona (G10)

[Manunapusie gerenepanuu (G23.8)

CemeitHas kanpliidukanys 6a3anbHbIx ranraves (G23.8)

B mupe pacnpocrpaneHHocts napkuHcoHusMa Ha 100 Teic. HaceneHusi cocraBisier 120—
180 ciryuaes (B Bo3pacrte crapiie 60 jet — 1%), a 3aboneBaemocts 10—20 cygaes Ha 100 Thic. Hace-
nenusi. B Poccuiickon ®enepayiu (PP) pacnpocrpaneHHOCTh NapkuHcoHM3Ma Ha 100 Toic. Hacele-
Hus coctapisiet 139,9 ciydaes, a B Bo3pacte crapiiie 40 JIeT 3TOT noKa3areib CYIIeCTBEHHO BO3pac-
TaeT 10 268,2. 3a06oneBaemMocth B PP nipu 3ToM coctapnser 16,9 ciydaeB Ha 100 ThIC. HaceNeHUs.
Bcero B P® no pasHbiM 1aHHbIM, HacuuThiBaetcst ot 117 go 338 Teic. 6ompabix BII. [Ipeanonaraor,
YTO C YBEJIMUEHUEM CpPEeJHEro Bo3pacTa HaceJeHHs B ONvKalle Tofbl paclipoCTpaHeHHOCTh Hap-
KMHCOHM3MA B MOMYJISIIIAY OYyIIeT YBeJTMYMBATHCS. YACTOTA BCTPEYAEMOCTH OCHOBHBIX (POPM MapKUH-
COHM3Ma Tpe/cTaBieHa B Tao. 1.

C Bospactom puck pazutus BIl yBenmumBaeTcs, KIMHUYECKUE MPOsIBICHUsT 3a001€BaHUS
BBISBJISIIOTCA y 1% mun crapiie 65 et u'y 2,6—4% nun crapie 85 ner. [le6iot 3a6oneBaHus yaiie
BCEro MPOMCXOAUT B Bo3pacte 55—60 set, cpeanuid Bo3pact Hauasa BI1 cocraBisier 55 ner, pu aTom
y 10% 6onmbHBIX 3a0051€BaHue Ae0TUpYeT B MoJiooM Bo3pacte 10 40 et (BI1 ¢ paHHUM Havaaom).
Pexe ciyuan pa3Butus 601e3HM B O0siee MOJIOAOM BO3pacTe Ae00T I0BEHUIBHOM (DOPMBI MTPOUCXO-
it B Bozpacrte 110 20 ner. [IpogomkutenbHOCTh poapomMaiibHOM asbl BIT BapeupyeT, Mo pa3HbIM
otieHkaMm, ot 3 0 20 ner. Koppensims pucka passutus BI1 u Bo3pacra naiuieHTa cBsizaHa, mpex/ie
BCETro, C TEM, 4YTO C BO3PACTOM IPOUCXOAUT Pl UBMEHEHUH, BaKHBIX U1l (PYHKLIMOHUPOBAHUS HEHl-
POHOB YEpHOU CcyOCTaHIMU. B 9acTHOCTH, 9TU M3MEHEHHS 3aTParMBaioT MPOIECChl METaboIM3Ma
nodamMHHa, a TaKKe BKJIIOYAIOT CHIKEHHME YMCiIa KOMUA MUTOXOHPUATIBHON 1e30KCUPUOOHYKJICH-
HoBo# kucyotel (M[IHK) qukoro tuna. CHuxenue konmdectsa koruid MIAHK nukoro tuna npuBoguT
K COKPAIEHUIO MTPOAYKIIUU afeHO3UHTprUdochopHoit KUcioThl (ATD) u cHukenuto 3¢h¢GeKTUBHOM
Aerpaganuu Oeska, 4To ToXe BIvsieT Ha (PyHKIIMOHUPOBAHUE HEMPOHOB.

BII BcTpeuaercs yaie y My XK4uH, 4eM y keHIIMH. [Ipy MeTa-aHanu3e MoKa3aHo yBEIMYEeHUE
OTHOCHUTEJIBHOTO pUCKa pa3Butus bl y MyXuMH 10 cpaBHEHMIO ¢ *keHIMHamu B 1,5 paza. [Ipenro-
JIaraeTcsi, YTO BO3JEUCTBUE SHAOTEHHBIX M 9K30T€HHBIX SCTPOTEHOB BHOCHUT BKJIA]] B PA3JIMUMS MEK/TY
nosnamu. MI3BECTHO, YTO 3CTPOreHbl MPEAOTBPAILAIOT UCTOIIEHUE JO(PaMUHEPIMUECKMX HEUPOHOB.
[NonoBbie XpOMOCOMBI CIOCOOHBI HE3ABUCUMO OT TOJIOBBIX CTEPOUIHBIX TOPMOHOB BIIUSITh HAa Pa3BU-
THE U MoAJep:kaHue 1o(haMHUHOBOI crucTeMbl. Kak pe3ysbTaT ropMOHAIBHBIX, XPOMOCOMHBIX U JIPY-
rux 3(peKToB CyIecTBYET MOJOBOM AUMOPGU3M Oa3aTbHBIX TAHIJIMEB ¥ HA MOJIEKYJISIPHBIX YPOBHSIX
B 10(haMUHEPruuecKrx HEMPOHAX, YTO MOKET MPUBECTU K PA3IMUHBIM NATOT€HETUYECKIM MEXaHH3-
MaM y MYKUMH U y XKeHIMH. Takum oOpa3oM, 3CTpOreHbl U CeJIEKTUBHBIE MOIYJISITOPBI 3CTPOreHO-
BBIX PEIENITOPOB MPEJICTABISIOT cOO0M HelporpoTeKTops! mpu BIT.

Ocnosusie Gopmbl NAPKHHCORNIMA Yacrora BCTPEUAeMoCcTH
1  boaeins apkuncona S0-85%
2 JlekapcTBeHHBIH TAPKHHCOHIIM 4-22%
3 Cocyancrbiii NAPKHHCOHNIM 1-8%
4  MyasTacncremuan arpodgun
5 Ilporpeccupyroimnii HATLAAEPHBIIT NapaIny
6  HopmoTeHIHBHS L

Tokcuuecs
8 Tocrrpasma

9  TMocrnuedaanTnaecknil NAPKHHCOHNIM
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Tab. 1. Yacrora OCHOBHBIX (pOpPM MAaPKUHCOHM3MA.

B ocHoBe narorenesa paspurtus bII nexut noBpexaeHue qopaMMHEPIMUECKUX HUTPOCTpUap-
HBIX HEPOHOB U HaKOIUIEHUE alib(pa-CUHYKJIMHA (0Syn), coaepaxaiuxcs B Tenblax JleBu. Anbga-
CUHYKJIEUH IBJISIETCSI OCHOBHBIM KOMIIOHeHToM Tejielt Jlesu. Hapymenue npoueccunra oSyn siBisi-
€TCsl LIEHTPAJILHBIM 3B€HOM MOJIEKYJISIPHOTO ITATOTEHETUYECKOTrO KacKaza, BEAYILEero K HaKOIUIEHUIO
B KJIETKE HEPACTBOPUMBIX OEJIKOBBIX KOMILJIEKCOB U ITPOTPECCUPYIOIIEH AereHepaliii COOTBETCTBYIO-
uieit nonysuuu HeiipoHos nipu BIT. Eme B 1919 roay coserckuii Heppomnarosnor Koncrantun Huko-
naeBud TperbsikoB (puc. 3) cBsI3al pa3BUTHE CUMIITOMOB NNAPKMHCOHM3MA C YTPATOM MUTMEHTHBIX
HEWPOHOB YEpHOI CYOCTAaHIIMU CTBOJA, & TAKXKe C HAKOIJIGHHMEM B 9THX KJIETKAaX MaTOJIOTMYECKUX
BKitoueHui (puc. 4). Heliponaspnble BkoueHus K. H. TpeTpsakoB npenioxkul Ha3bBaTh TEIbLAMU
JleBu B yecth Hemelikoro Mopgornora ®@puapuxa JIeBu, KOTOphIN paHee OMUCcall CXOKNUE U3MEHEHUS
IIpY MAPKMHCOHU3ME B JIPyIMX OT/ENaxX CTBOJIA MO3Ta.

Puc. 3. OcHOBONOJIOAKHUK HUTPAJIbHOW TEOpUM NapKUHCOHM3MA, tpodeccop K. H. TpeTbskos.

Hakomnenne aSyn paccmarpuBaeTcs Kak OCHOBHOM MOMeHT B matoreHese BII, 4ro orpa-
keHo B nomuMopdusmMax reHa SNCA, Begymux K 00pa30BaHUI0 aHOMAJIBHOTO Oenka. YOoenuTelb-
HBIM JIOKa3aTeIbCTBOM HEUPOTOKCMYHOCTH OLSYN CTAJIO MOIyYE€HUE HAa OCHOBE TMIIEPIKCIIPECCHU TEHA
SNCA 4enoBeka TPaHCTEHHBIX )KMBOTHBIX (Jp030(uJa, MbIIb), IEMOHCTPUPYIOIINX HEWPOHAJIbHbIE
0Syn-MoJIOKUTENIbHBIE BKITIOYEHUS U BO3PACTHYIO HEMPOJEreHepaluio 10(haMUHEPTMYECKUX HEUPO-
HOB MO3ra.

Puc. 4. Tenpiia JIeBu B 4epHOU CyOCTaHITUM CPEIHETO MO3ra MOjl MUKPOCKOIIOM B 20-KpaTHOM
yBenmueHnu (Suraj Rajan).

Crout 3ameTuTh, uTo BII sIBJIsIeTCS MperMyInecTBeHHO CriopaandeckuM 3a0osieBanreM (90—
95% cny4aeB), ceMEeMHbI aHAMHE3 TPOCJIEKUBAETCS BCETo JIUIIb B 5—15% ciyyaeB Mo JaHHBIM
Pa3IMYHbIX UCTOUHUKOB.

B Hacrosiiiee Bpemsi JOKa3zaHoO, YTO HAC/eICTBeHHbIe BapuaHThl BI1 00yc/oBIeHb My TaIsAMU
reHoB SNCA, LRRK2, PRKN, DJ1, PINK1 u ATP13A2 u ap. (puc. 5)

MyrTanus reHa, pacrojioxkeHHOro Ha Xxpomocome 4q21—22, komupyoiero 6ejok aSyn, 00y-
CJIaBJIMBAET pa3BUTHE HacieAcTBeHHOU ¢opmbl BI1 ¢ ayToCOMHO-IOMUHAHTHBIM TUIIOM HACJIEIOBA-

13



A. A. SkosneB. «Peabunmtanus npu 6osme3Hu [TapkuHCcOHa»

Hus. MysnbTumuimkaims reisoro jgjokyca PARK1 yeennuuBaer skcnpeccuio a.Syn v Bei3biBaeT BIT.
Takum 06pa3oM, MOXKHO YTBEp:KAaTh, UYTO MOBHIIICHUE KCITPECCHU 0.Syn TOKCHYHO JIJIsS HEUPOHOB.

Puc. 5. Myrauuy nstv reHoB SABJISIOTCSA IPUYMHON Pa3BUTHSA 10BEHWIBHON popmbl BIT, BKiTO-
yasg MyTaLMIO I'eHa aSyn.

Taxke MmokazaHo MHrUOMpYIOIee BIMsIHIE 0.SYyN Ha IPOLIecC MEMOPAHHOTO CITUSTHUS, KOTOPBIH
SIBJISIETCS BKHBIM OMOJIOTMYECKMM MEXaHU3MOM TOJepkaHnst 0a30BOM KJIETOYHOH OpraHU3aliiu
y aykapuot. F. Kamp u coasr. (2010) Ha kymbsType kinerok Caenorhabditis elegans (CBOOOTHOKHBY-
11asi HeMaToja) MoKa3ad, YTO MOBBIILEHHAs KOHIIEHTpauusa o.Syn MPUBOIUT K MUTOXOHAPUAIBHON
(pparmeHTaLMK, a TaKXkKe MOXET CMeIlaTh IMHAMUYECKOe MOP(OIOrnYeckoe paBHOBECHE MUTOXOH-
APUiA K YMEHBIIEHHOMY CJMSHUIO. B cBOIO ouepeb, MUTOXOHIpUaibHas (hparMeHTalus1, BbI3BaHHAS
sKcnpeccreil aSyn, Bo3ooHOBIsieTcs1 kKoakcrpeccredl PINK 1, mapkuna nmm DJ-1, Ho He BIl-acco-
nuupoBaHHeiMU MyTauusamu resa PINK1 G309D, rena napkuna A1—79 nmm rena DJ-1 C106A.
MyTaimu B reHe anbda-cunykiensa (AS3T, A30P) corpoBoxaloTcs: HapyleHHeM CTaOUIIbHOCTH
LEHTPAJIbHON YacTu OEJIKOBOI MOJIEKYJIbl, U3BMEHEHUEM €€ MPOCTPAHCTBEHHON OpraHu3aluu u ¢op-
MHPOBaHMEM OeTa-CKJIa[4aThiX CJIOEB, CIIOCOOHBIX aITPErMpoBaTh C APYTMMH aHATOTMYHBIMU MOJIe-
KyJIaMU C 00pa30BaHUEM MYJIbTUMOJIEKYISIPHBIX (PUOPUILI, UTO TaKXke HapyIlaeT MpoLecchl (pusno-
JIOTYECKOr0 MEMOPAHHOTO CITMSTHUSI.

Myrtanuu renHoro jiokyca PARK?2 cBsizanbl ¢ pazButuem 1oBeHubHOM BI1 ¢ ayrocomHo-periec-
CHIBHBIM TUTIOM HacJie/IoBaHuM s, OoJie3HH AJlblirefiMepa, paka, caxapHoro nquadera. B 1998 romy Obit
UIeHTUUITMPOBAH OCHOBHOW I'eH ayTOCOMHO-PelleCCBHOM 0BeHWIbHOM BIT B XpoMocoMHoM 001a-
ctu 6q25.2—27, copepxaumii 12 5K30HOB, ¥ KOAUPYIONINI OEJIOK MAPKUH, JJOKaJIM30BAHHBINA B KOM-
ruiekce [ObKM 1 1IMTO3071e HEHPOHOB MOJKOPKOBBIX sIAEP TOOBHOro mMosra. Hambombimast KoH-
HEHTpaIys MapKuHa OOHApyXKeHa B MUTMEHTHBIX KJIETKAaX KOMIIAKTHOHM 30HBI YE€PHOH CyOCTAHIIUH.
[MapkuH oOnagaer CBOWCTBAMU YOUKBUTHH-JIMTA3bl M UTPAET KITIOYEBYIO POJIb B KJIETOYHOM Jerpaja-
MM QaHOMAJIBHBIX OeKOB. MyTalu B TeHe MapKrHa BelyT K HapylieHuIo (pyHKIMi JaHHOTO (ep-
MEHTa B YePHOI CyOCTaHIIMK M CTPUATYMeE, YTO COITPOBOXKJAETCS] HAKOTIEHUEM aHOMAJIbHBIX OEJTKO-
BBIX CyOCTpATOB B KJIETKE, MHAYKIIMEH aronTo3a U ruOesIblo HEPOHOB.

B poccuiickom uccnenoBannu (Mimnapuowmkun C. H. u coasr., 2007 1.) ¢ KIMHUKO-TEHETUYE-
CKUM aHAIM30M 26 60mbHBIX 13 20 cemeii ¢ BozpactoM nedioTa BIT 1o 30 sier Obuth oIy YeHsb! Cliey-
tonue nanHbie: 41% cemeirt nmenu mytarmio rera napkuHa (PRKN). Beero 6b110 BhIsiBIIEHO 9 MyTa-
uii: 6 13 HUX ObUIM MPEACTABIICHBI JeJIeleld OTAETbHBIX S9K30HOB, 3-TOYKOBBIMHM MYTAIIMSIMU TeHA
PRKN, Beaymumu k capury pamku cuntsiBanus (del202—203AG) wim HapylIIeHUIO CIJIACUHIA
(IVS1+1G/A). T. Yoshida u coasrt. (2010) Ha npuMepe MyTaHTHBIX Mbllier (mnd2) nokaszaiu, 4To
BBE/ICHUE TAKMM MBbIIIIaM HOPMAJIBHOTO OeJika MApKUHA He BJIMsET Ha TeUueHUe HelpoJereHepaThB-
Horo mpouecca rpu bII.
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Puc. 6. PonocnoBnbie cement ¢ myrauussmu reHa LRRK?2. 3akpaiieHHble CHMBOIBI — YIEHBI
ceMei ¢ KIIMHIYeCKUMU TTposiBiieHusiMU BI1. 3HakoM «+» 0003HaYeHBI WICHBI CeMe, KOTOPBHIM TPO-
BEJICHO MOJICKYJISIPHO-TEHTUYECKOE TECTUPOBAaHUE: «m» (mutation) — 0003HAYEHBI HOCUTEIIM MYTa-
1un reHa LRRK?2, «wt» (wild type) — Hocutenn HopmasibHoro reHa LRRK2 (Berg D. et al., 2005).

Hawmbonee pacrnipoctpaHeHHOW MPUUYUHOW MOHOTeHHOW (hopmbl BIT ¢ ayTOCOMHO-TOMHHAHT-
HBIM TUIOM HacnegoBaHus siBisiercst myTanusi reHa LRRK?2 (leucinerich repeat kinase 2), kaptu-
poBaHHast Ha xpoMocoMme 12q12, cuierienHast ¢ jokycom PARKS u kopupymomas 6e1ok napiapuH,
(byHKIIMM KOTOPOro U3y4yeHbl He1ocTaTouHO (puc. 6). I1o HeKOTOPbIM JaHHBIM, JapIapyH MPUHUMAET
ydyacTrie B MPOIECCUHTe HeWPOHATBHBIX OEIKOB, (PYHKIIMIOHUPOBAHUN MUTOXOHIPUIA U B MEKHEH-
POHHBIX B3aumonencTBusix. J. Vitte u coant. (2010) ucciienoBaim 3KCIPECCHIO 3TOro OejKa B MO3re
3I0POBBIX JIIOZIEH U monel, crpaaatormux BI1. YceranoBneHo, uro sumoreHnsii 6enok LRRK?2 nokamm-
30BaH B 9H/IOTUIA3MATHUECKOM peThKyayme. 1o 24% Genka oOHapyKEeHO B KJICTOYHOM SIZIpE, B YacT-
HocTH B 11% ciydaeB — B Tenbliax JleBu 4epHOW CyOCTaHIMK TOJIOBHOTO MO3ra. Y MalueHTOB, NMe-
fonmx mytaiuio reHa LRRK?2 Ha xpomocome 12q12, KOHIIEHTpaIys UCCiIenyeMoro Oenka Oblia
yBenmdeHa 10 50%. H. Mortiboys u coast. (2010) mpoBenu uccieioBaHie OMONTATOB KOXH TSATH
narueHToB, nMerimux Myrauuio reHa LRRK?2 (G2019S), ¢ uenbio n3yyeHrus: MUTOXOHAPUAIBHBIX
MOTEHIIMAJIOB, YPOBHSI BHYTPUKJIETOYHON aJIeHO3UH-TpUdocdaTassl U nponykiun AT® MUTOXOH-
IpusiMUA HEMpoHOB. B pe3yibraTe uccaeaoBaHUs BbISIBJIEHA MUTOXOHIPUAIbHAS SJIOHTAIIMS, CHUXKe-
HHUE ypOBHSI MPOIAYKIINKM BHYTpuKJeTouHoH AT®, a Takxe CHMKEHHE MEMOpPAHHBIX MOTEHIMAJIOB
MHUTOXOHJIPHIA.

[Tarments ¢ BIT umeromume mytanuio reHa LRRK?2, kak npaBuio MMEOT KJIacCUYeCKUil Bapu-
aHT TeYeHUsI 3a00JICBaHUS C TUIMIHBIM BO3PACTOM Je0I0Ta KIMHUUYECKUX TIPOSIBJICHUI U C XOPOIITHM
OTBETOM Ha Ipernaparsl JeBaJoMbl.

Myrtanuu rena PTEN-unayimpoBanson kusHassl 1 tuna (PINK1) asisiorcs npuarHon cemen-
Hou (popmel BII ¢ ayrocomHo-peneccuBHbBIM TMNOM HacienoBaHus. bemok PINKI1, kak mona-
ralT aBTOPbI, OKA3bIBAET HEWPOIPOTEKTUBHBIM I(P(PEKT Ha JOPaMUHEPIUUECKUE KIIETKH, IEUCTBYS
Kak MUTOXOHApuaibHasA Ser/Thr nporenH-knHa3a. Ha npumepe monmenu xuBotHeix H.L. Wang
u coanT. (2011) nmokazamu, uro 6enok PINK1 HeoOxomum [uisi mognepskaHusi HOpMaJIbHBIT MUTO-
XOH/IPHATILHOTO MEeMOPaHHOTO TIOTEHIIMAMa ¥ MUTOXOHAPHATBHON MOPQOIOTHH JTOTTaMUHEPriye-
CKUX HEWPOHOB, a Tak:Ke TOT OeOK OKa3blBaeT HEMPONPOTEKTUBHBIN 3 PeKT, TMKBUIUPYS Op-
mupoBanre ROS. Mytaimu rennsix jokycoB PARK6 (G309D), E417G i CA145 rena PINK1
siBJisieTcsl Je(beKTHBIMU B PETYIMPOBAHUN MUTOXOHAPUAIIBHBIX (DYHKIIMI U YMEHbIIIEHUH TPOU3BOI-
crBa ROS nodamuuepruyeckumu HevipoHamu. Mytaimsa B reHe PINK1 npuBoaut k u3MeHeHUO
pabOThl MUTOXOHIIPUI HEHPOHOB, UTO, 10 MHeHMIO A. Berthier u coast. (2011), cBsA3aHO ¢ marore-
He3oM BII.
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MyrTars reaHoro Jokyca PARK7, kogupyomero 6enok DJ1, npuBoAUT K pa3BUTHIO ceMeN-
Hoit popmbl BIT ¢ ayTocOMHO-pe1iecCMBHBIM TUIIOM HACJIeJOBAHUSI.

R.N. Alcalay u coast. (2010) nccnenoBaiy 4acToTy BCTPEYAEMOCTHA MYTallMil B IPUUYMHHBIX
redax BIT (PRKN, SNCA, PINK1, LRRK?2, GBA). B ucciegoBanue Bonuiu 953 maneHra, crpa-
natomero BIT, ¢ Bo3pactom nedrora 3aboneBanust 1o S1 roga. ¥V 158 marmenToB (16,6%) BbIsSBICHBI
myTaiuu, Bkmodas 64 PRKN (6,7%), 35 LRRK2 G2019S (3,6%), 64 GBA (6,7%)u 1 DJ1 (0,2%).
MyTtanyu Obli O0Jiee YacThIMK Y MAIMeHTOB ¢ JieboToM 3adoseBanus 10 30 JieT Mo CpaBHEHUIO
C mareHTamMu, umetorMu oosee no3auuil nedot BIT — mexay 31 u 50 romamu (40,6%). [oka-
3aHa GoJiee BBICOKAs 4acToTa BeTpevyaeMocT MyTtaru reHa PRKN y ncnianckoro HacesieHUst OTHO-
CHUTEJIBHO Ipyrux 3THUYeckux rpymi (15,6% npotus 5,9%).

UccnenoBanue reHoMa SIMOHCKOTO HacesIeHUs] UASHTU(DUIIMPOBATIO 2 HOBBIX JIOKyca Ha Xpo-
mocome 132 (PARK16 u BST1), Biausiomux Ha npegpacnoyiokeHHocTsb K pazsutuio BI1. Ha npu-
Mepe koperickoro HacesieHus J.M. Kim u coasr. (2010) nokaszanu, uyto nonmumopgusmsl resos DCC
(rs17468382) u EPHBI1 (rs2030737) mMoryT ObITh CBSI3aHBI C yBeJIMUCHHEM pucka pa3Butus BII,
a nommopdusMel reHoB CHP (1s6492998) u RRAS?2 (1rs2970332) — ¢ yMeHbIIEHUEM pUCKa Pa3BU-
tus BII.

Pazsutne BII conmpoBoxgaercs akTuBaiment hepmMeHTa Kacnasbl-3, CTUMYJIMPYIOLIEH Mpo1iecc
arnonTo3a HeMpPOHOB.

T.H. Hamza u coasrt. (2010) BbimosnHum uccienoBanue Bcero renoma 2000 nmarreHToB, cTpa-
naormx BIT, u 1986 HeBposornyecku 370pOBbIX Jiofiel. ABTOPBI MOATBEPAWIN HAJIMUUE aCCOIUa-
1un myTaiuil reHoB SNCA u MAPT, a takke 0OHapyXUJIM HOBYIO accoruaInuio ¢ oomacteio HLA.
Accormanus mytaiii HLA Obi1a oqHOpoiHA BO BCEX TEHETHYECKMX M 9KOJIOTMYECKUX TpyIax
pucka. Iluk accoumanuu ObUT B BRICOKAM B cly4aeT myTanmu rs3129882 — HekoaupyoleM Bapu-
ante HLA-DRA. [IpeanonoxurenbHo, uto myTarms rs3129882 nusier Ha skcnpeccuto reHoB HLA-
DR u HLA-DQ. I'osoBHo#1 mo3r narnueHToB ¢ BIT yyBcTBUTENEH K BO3JEUCTBUIO aHTUreHOB DR
1 nipucyTcTBUI0 DR-MO3UTHBHOM peakTMBHON MHUKPOIJIUH, & HECTEPOUHbIC POTHBOBOCTIAUTEITh-
Hele cpencra (HIIBC) ymensiuatot puck passurtus BI1. ['enetnueckas accouuanus ¢ HLA noarsep-
KJaeT MPUYACTHOCTh IMMYHHOU CHCTeMBI B pa3BUTUH BI1 1 OTKphIBaeT HOBbIE TOPU3OHTHI JIJIS Jieue-
HUS 9TOTO 3a00JIeBaHMS.

J. Peng u coasr. (2010) nokazaiu cyliecTBeHHOE BJIMSIHUE SKOJOTMYeCKUX (PakTOpoB Ha pas-
BUTHE, KaK criopaanueckoit popmel BI1, Tak 1 cemeiHbIX (MOHOTEHHBIX ) (hopM 3a00sieBanus (Tad. 2).

T'un nacaenosans Jokye N poMocos
PARKI1 4q21-22

[ E]

AyToconmo-

2 PARK3 2p13
JOMITHAHTHEIN

| PARK4 4pl3 - -
| PARKS 12pl2 | LRRK2 G20198
PARK2 6q25.2-27 [RETVINTT] Jlenenis, TOUROBEIE

AVTocoMHo-

VR 1108

PARKG 1p35-36 PINKI | G309D, E414G, CALIS

PARK? 1p36 Dj Alal67Ala (cS01A-T,
rsT1653621)

perecciBHBII

Tab. 2. Monorennsie ¢opmbl BI1.

CylecTByeT Teopusi, 4TO CBapKa MOXKET YCKOpATh 1e0ioT BI1, Tak Kak B mporiecce cBapku oOpa-
3yIOTCSI CJIOXKHBIE METAUTMIECKUE a3PO30JIH, MHTAISAIIMS KOTOPBIX CBSI3aHa C HeOIaronpusiTHHIM BO3-
neictBreM Ha HeiipoHsbl. Tak Harpumep, K. Sriram u coast. (2010) Ha npumMepe 1a60paTOPHBIX KPBIC
MOATBEPAWIN J0(PaMUHEPIrUUECKYI0 HEMPOTOKCUYHOCTh MapraHiia CBApOYHOro JIbIMa.

J.M. Kim u coagr. (2010) nokazayim pons MyTtaruu reHoB 6enkoB JMG2385R (rs34778348)
1 R1628P (rs33949390), 6orateix sieiirmaoM noBtopHoi kuHasel 2 (LRRK2, PARKS), B pa3su-
iU criopaaudeckoit hopmel BIT cpenn Hacenenus Kuras u SInonnn. B viccnenoBanme ObUTH BKITIO-
yenbl 923 narmenTa ¢ BIT u 422 3n0poBeix jmil. [Tomumopgusm rena LRRK2 G2385R 6bu1 06Ha-
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pyxeH y 82 nauueHToB ¢ BII (8.9% — romozurora u 80% rereposurora) u'y 21 yenoBeka U3 rpymniisl
koHTpons (5.0%, — Bce rerepo3urotsl). Yacrora Bctpeyaemoctu Mytaimii reHa LRRK2 G2385R
cpeny 60sbHBIX BIT Obl1a 3HAUMTENBHO BBIIIE, YeM B IpyIine KOHTposis. [ eHaepHble pa3imums MexK 1y
310poBbIMU HOcuTeIsiMu MyTanuu G2385R u manmentamu ¢ BIl, He uMmenonmMu uccieayemMyio
MYTAIMIO, a TAK)KE Pa3HUIIA CPETHETO BO3pacTa Havyasa 3a00/ieBaHus, He BbIsIBJICHbL. MyTalus reHa
LRRK?2 (R1628P annensHbIi BapuaHT) BeTpedanach 3HauuTenbHO pexe (0,78% y Oombhbix BI,
0,26% B rpymnIe KOHTPOJIA).

Jokye | Xposmocosa My rammm Brmsinue ma puck
| | | passurna BIT
PARKS 12p12 JNIG2385R, SNPs rs34778348, T pucka
LRRK2 | | R162873 rs33949390 |
PARKI6 1932 SNPs | pucka
nec SNPs T pucka
| rel 7468382 |
EPHB1 SNPs T pueka
rs2030737

FMR1 | Myam T nnsanns ryannma | [ pucka

Tab. 3. Mynbtudakropuansasie popmbl BIT.

Ha ceropnsamnmii jeHp ponb HaciaeacTBeHHOro ¢akropa B passuruu BII HecomHeHHa, npu
BCEM M300WJIMM T€HETHMUYECKMX NETepPMHHAHT COBpeMeHHble mnpeictaBieHuss o BII Gasupyiorcs
Ha TOM, YTO JIaHHOE COCTOSIHUE SIBJISIETCS, MPEXkIE BCEro, MyJbTU(AKTOPUATIbHBIM 3a001€BaHUEM
(Tad. 3), 1 HAJIMYKE TOro WJIM MHOTO BapMaHTa MYTAllMM, MOXET CIIOCOOCTBOBATh KaK MOBBIILIEHUIO,
TaK U CHUKeHuIo pucka pa3sutus BII (1ab. 4, 5). Kpome Toro, reHetrueckuii (paktop urpaet dosnee
BaXHYI0 poiib B pazuThe BII ¢ paHHrM HavasioMm.

BHemnue daktopbl, cnocoOHble BIUATH Ha pUCK pa3BuTus BII, MoXxHO pacnpenenutsb
Ha 3 rpynnsl: 1) ymeHblnaope puck pasputus BIl (¢pusnyeckas akTUBHOCTb, YHOTpeOJIeHHE aJIKO-
roJjisi, KypeHue, padoTa BHe OMelIeHus, ynorpedienue koge, BuTamuHa E, runepreHsus, HecTepo-
U/IHbIE TIPOTUBOBOCHAJIMTEbHBIE TIPEnapaThl, OJIOKATOPBl KaJbLIMEBbIX KAHAJIOB, CTATUHBI); 2) yBe-
mvuuBawomye puck BIT (moxuinoi u crapyeckuid Bo3pacTt, My KCKOM 11071, ceMeiHas arperanus bII,
IEHETUYECKUI KOMIIOHEHT, YIJIEBOJOPO/Bl, 3aHATHE CEJILCKUM XO35MCTBOM, OPraHUYECKUE PacTBO-
pUTENH, MECTULIU/ABI, IPOXKUBAHUE B CEIBCKOM MECTHOCTH, YNOTpeOleHre MOJIOYHBIX MPOAYKTOB,
KOJIOZIE3HOM BOJIBI, 3aIOPbl, TPABMBI I'OJIOBBI, OECIIOKOICTBO, AEMPECCHsl, OCTEONOPO3, IeueHne OeTa-
Onokaropamu); 3) He OKa3bIBAIOIIME HUKAKOTO BIMSHUS (MArHUTHOE TOJIE CBEPXHU3KOW YacTOTHI,
Maprasell, CBApOYHbIE a3pO30JI1; YHOTpeOIeHre X0IeCTeprHa, YIJIEBOJOB, IPOTEUHOB, KUPOB, Yasl,
¢onaros, BuTamuHOB A, B6, B12, C, D; caxapHblii iuabeT, pak, s3BeHHass O0JIE3Hb KeyaKa, OBaph-
9KTOMMS], ITOAArpa, o0I1asi AaHECTE3Ms1, OpaJIbHble KOHTPALIETITHBbI, TOPMOHO3aMECTUTE IbHASI TEpaIsl
B MEHOIIAY3€).

Hexkoropble (pakTOpbl, BIUSOMIKE HA pUCK BO3HUKHOBEHUSA BII, MOXHO cuMTaTh yCTaHOBJIEH-
HBIMH, OCTaJIbHbIE — HEOOXOIMMO MCCIIEIOBATh B OyAyILeM, TaK KaK BJIMSHHUE TeX UM MHBIX BHELTHUX
(akTOpoB Ha puck pa3sutus BI1 nMeer pa3aUyHyIO CTeNeHb JOKA3aTelIbHOU Oa3bl.

| Crmmapm s
oSt 2

866 0.57-0,78)

.75 (0,660,585
[CIrET)

Tab. 4. dakTopsl, yMeHbIIAOMME pUCK pa3BuTHs BII.
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OnuH U3 BHEIHUX (haKTOPOB, KOTOPBIM MOXET ObITh MOTEHIIMAIbHO cBsi3aH ¢ BI1 — 310 cBepx-
HU3Ko4YacToTHBIe MarHuTHBIE 10151 (CHMIT). [TockonbKy MHOTHE paOOTHUKY OABEPralOTCsl BO3ACH-
CTBUIO 9THX TOJIEH B 103aX BBIIIE MPeJebHO JOMyCTUMOTO YPOBHSI, TAKOE N3Ty4eHHe CIIOCOOHO OKa-
3BIBAaTh CEPhE3HOE BIIMSAHKE Ha 00IIecTBeHHOE 3/10poBbe. Vccnenosarenu ornenwmm nevicreue CHMIT
Ha HaceJIeHUE U Ha MPO(eCCHOHAIIOB U MOJYYWIY IPOTUBOPEUMBBIE JaHHBIE: OHU PE3YJIbTaThl CBU-
neresibeTBoBasd 0 Hanmnuuu cBsizu CHMII ¢ puckom BII, apyrue — o e€ orcyrctBuu. Merta-aHanus
He BbIsiBUII yBeanueHus pucka bIT uz-3a CHMII.

Hecmotps Ha TO, YTO MMeEIOTCS OTAEJbHBIE COOOIIEHHS 00 acColMalUK OOJBIINX KOTNYECTB
MapraHiia ¢ pa3BUTHEM aTUITMYHOTO MAPKUHCOHMU3MA, CBSI3b MapraHiia ¢ o0braHou popmoit BIT 6omee
npotuBopeurBa. CBapLIMKKU NMOABEPraloTCs BO3AECUCTBUIO MapraHiia B COCTABE CBAPOYHBIX a3pO30-
Jield, HO OCTa€TCsl HESICHBIM, JOCTAaTOYHBI JIM €r0 YPOBHM 1S yBenuueHust pucka BIl. Pesynbrarel
MeTa-aHaJIn3a JaHHBIX KOTOPTHBIX M KEIC-KOHTPOJIbHBIX SMHUIEMUOJIOTMYECKUX UCCIIEA0BAHUM MTOKa-
3aJI1, YTO CBAPOYHBIE a3P0O30JIM M BO3JEHUCTBHE MapraHiia He nopbiualoT puck BII.

B psine paboT BhisiBJIeHa TOJIOKUTENbHAS CBS3b MEKIY BO3ICUCTBUEM YIJIEBOAOPOIOB U Pa3BU-
tuem BI1. TouHslii MeXaHU3M MOTEHITUAILHON HEHPOTOKCUYHOCTH YIJIEBOIOPOJIOB MOKA EIIIE HEesICEH,
XOTsl B 9KCIIEPUMEHTAX Ha KMBOTHBIX YCTAHOBJIEH psj MOBpexJalomux 3(pdeKToB. Y ManuueHToB
¢ BIl u jyinTenbHBIM BO3IEMCTBEM OPraHUYECKUX pacTBOPUTENIEH B aHAMHE3€E [TPU MarHUTHO-PE30-
HAHCHOW CIIEKTPOCKOIHHU ObUIA OOHAPYKEHBI MOBPEIKICHN ST HEWPOHOB TMOJIOCATOTO Telia, B TO BpeMs
KaK y JIMII, He TOJBEPraBIIMXCsl JEHCTBHIO TUX BEIECTB, MOJOOHBIX MOBPEXKICHUI HE HaNIIEHO.
BrickazaHO mpeanonokeHnue O CyIIECTBOBAHUM CEJIEKTUBHOM UYBCTBUTEIBHOCTH Oa3ajbHBIX T'aH-
IJIMEB K MOBpeXAAIIEMY 3(P(PEKTy OpraHn4ecKUX pacTBOPUTEIIEH, KOTOpasi MOATBEPkKIanach CTa-
TUCTUYECKU 3HAYMMOMW 3aBUCUMOCTBIO MEX/ly YPOBHEM MX BO3JEUCTBUS U CTENEHBIO OBPEKACHUS
HEepoHOB. [10 MHEHHMIO HEKOTOPBIX aBTOPOB BIIMSIHUE YIJIEBOAOPOIOB CTATUCTUUYECKU 3HAYMMO CHU-
’KaeT CBSI3bIBaHME TIEPEHOCUMKA J0aMIHA B HAPYKHOW YaCTH YeueBUIIC0OPA3HOTO sJpa MOJIOCATOrO
Tesa. Bo3amMoxxHO, HelipofereHepaius BO3HUKAET B pe3yJibTaTe COUETAHHOTO 3(P(peKTa reHeTUUECKUX
1 BHEIIHUX (pakTopoB. EcTh goKa3zaTenbcTBa TOro, YTO FeHETUYECKUE MOTMMOP(U3MBI (PEPMEHTOB,
PACILIETUISIONIMX KCEHOOMOTHKY, MMEIOT 3HAYCHHUE JIJIs1 HeMPOTOKCUYHOCTH YIiIeBOOoponoB. Kpome
TOTO, TPEAIIONaraeTcs, YTo B pe3yJbTarte MeTaboM3Ma YIJIeBOJOPOIOB MOTYT OOPa30BBIBATHCS TOK-
CUYHBIE ITPOMEKYTOUHBIE COEAUHEHMS, KOTOpble MHIYLMPYIOT MUTOXOHIPUATIBbHYIO AUCHYHKIUIO
MOCPEICTBOM YCUJIEHUSI OKCHJJATUBHOI'O CTpecca, YTo yBeanunuBaeT puck bII.

B HekoTophIx paboTax MokKaszaH MOBbIIIEHHbI puck BIT y nuil, mpoXUBAIOIIMX B CEIbCKOM
MECTHOCTH U 3aHIMAIOIINXCS CETLCKUM XO3HCTBOM. DTH JaHHbBIE MOTYT OBITh OObSICHEHbI BJIMSIHAEM
MECTULIMJIOB U IPYTUX XUMHUYECKUX BEILECTB. JInTepaTypHble NCTOUHUKY MOATBEPKAAIOT TUIIOTE3Y
O TOM, 4TO JEWCTBUE MECTULIMAOB WM pacTBopuTesien sipisercs ¢pakropoMm pucka BII. CymecrByer
IIMPOKUI CIIEKTP MECTULMAOB, UMEIOIMX PA3IMYHbII XUMUYECKUI COCTaB M MEXAHU3M JEUCTBUS.
[MomyyeHsl pe3yabTaThl, CBUAETEIbCTBYIONIME O TOM, YTO repOMIIMAbl 1 MHCEKTULIUIBI, HO He (DYHTH-
IU/IBI, acCOIMUpPYIOTCs ¢ pazBuTreM BII. Bmecte ¢ Tem TpymaHO pasrpaHuduTh 3(PGEKTH reponIu-
JOB Y MHCEKTULMJIOB, TIOCKOJIbKY 3TU T'PYMIbl NECTUIMIOB, KaK MPaBUJIO MCIIOIb3YIOTCSI OHOBpE-
MeHHO. [Ipr 3TOM paGoTa BHe MOMeIIeHHs CBsIi3aHa ¢ YMeHbIeHreM pucka BIT, uto obyciosieHo,
BEPOSITHO, OOJBIIMM KOJIMYECTBOM BUTaMuHA D B opraHmsme Jioziei, padoOTalomuX Ha OTKPBITOM
BO3JyXe.
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Tab. 5. daxTopsl, yBeIMUMBaIONMe puck paspurtus BI1.

B npocnekTrBHOM HcClieOBaHUM OBLIIO YCTAaHOBJIEHO, UTO CPEIHUIN YPOBEHb JTHEBHOU (pU3H-
YECKON aKTUBHOCTU acCOLMMPOBAICS ¢ MOHMXEeHHbIM puckoM BII. E€ zamutHyio ponb npu BII
MOATBEPAWIN IKCIIEPUMEHThI Ha KMBOTHBIX, CBUJETEJILCTBOBABILME O TOM, YTO NMpPUHYIUTEJIbHAS
(usnyeckass akTUBHOCTh oOeperaer NoaMUHEPruyecKue TePMUHAIM W YMEHbIIAaeT [BUraTesib-
Hple aHomaymu. Ha kpbicunbix mopensix BII mpunynurtenbHble ynpaXXHEHHs IMOBBILIAIN COAEP-
kaHue mmanbHoro Hedporpodudeckoro gakrtopa GDNF (koTopblil OKasbBasl MPOTEKTUBHBIMA
appexT Ha topamMuHEepruYecKre HeMPOHBI, MM CHUXAJT COOTHOIIIEHUE MEXKTY IEPEHOCUUKOM j10pa-
MUHA 1 OEJIKOM-TIEPEHOCUMKOM BE3UKYJISIPHOTO MOHOAMUHA, UTO JIeNIaio JopaMUHEpruuecKre Heul-
POHBI MEHee UYyBCTBUTEIbHBIMM K TOKCHHAM); a TaKKe BOCCTAHABIMBAIM JO(PaMUHEPrUYECKYIO
CUCTEMY M YBEJIMUUBAIN pabOTOCIOCOOHOCTh J0(haMUHEPrUYECKUX HEWPOHOB B CTpUATyMe, BO3-
MOXHO TIOCPEJICTBOM YCHJICHUsI BBICBOOOXKICHUSI BE3UKYJISIPHOrO JoaMuHa WK dKcripeccun D2-
peuentopoB. IIpeamnonaraercs, 4to y moaen (pu3MvecKkue yrnpakHEHUs MOBBIIAIOT YPOBEHb ypa-
TOB B ILJIa3Me, YTO, B CBOIO OUYepe/lb, ACCOIMUPYETCsl ¢ MeHbIUM puckoM BIT u Gonee MensieHHbIM
nporpeccupoBanreM 3adoneBanus. Kpome 3toro, orcyTcTBue (hU3NIECKOl aKTUBHOCTU TIPUBOIWT
K HaOOpy Beca WM OKUPEHMIO, YTO BBI3BIBAET YMEHbIIEHUE dKcIpeccuu D2-penentopoB B Mojo-
CaToM TeJle M TeM CaMbIM yBeanuuBaeT puck bII. Xorsa noreHumaibsHble MEXaHU3MBI BIUSAHUSA pa3-
JIMYHBIX TUIOB (PU3NYECKOW aKTMBHOCTH IOJTHOCTBIO HE SICHBI, UCCIIE0BAHUS JIIONEH U )KUBOTHBIX
JAEMOHCTPUPYIOT €€ ONMaronpusiTHBI OHOMOrnYecKuil 3(peKT B OTHOLIEHUH prcKa pa3Butus BII.
B npocnektuBHom uccnepoBanun 2014 ropa ¢ yuactuem 43000 yesnoBeK MPOAEMOHCTPUPOBAHO,
4yTO (pU3MUECcKass aKTUBHOCTb B TeueHHe 6 4yacoB B He/IeN0 YyMeHbIaeT puck passurus bI1 Ha 43%
I10 CPaBHEHUIO ¢ 2 yacaMu (pU3NYECKON aKTUBHOCTH.

B pesynbrate mera-aHanu3a BBISIBICHO, YTO yNoTpeOieHHne ajakoroisi yMeHbinaeT puck BII
Y accolMalIvsI CBS3aHa C TMBOM B OOJIBIIEH CTENEeHH, YeM C BUHOM U KPEeNKMMH HanmuTkamu. Oopar-
Has cBs3b pucka BIT v mpuéma ankoross ycTaHOBJIEHA y MYKUWH, HO He Y KeHIIUH. YTIOTpeOieHre
B fieHb 50 r Kpenkoro ankorons Ha 5% cHwmkaet puck BIT. TlokazaHo, yTo oOpaTHast CBSI3b pUEMa
askoronisi ¢ puckoM BIT ocimabeBana, HO OcTaBanach 3HAUMMOM TOCTIe KOPPEKTUPOBKH TI0 KypPEHUIO
U 110 yroTpedeHuio Kode.

[Tpuém ankorosnst MoxeT BO3/IEMCTBOBATh Ha PUCK BO3HMKHOBeHUs1 BII HenocpencTBeHHO muin
MYTEM BJIMSIHUS HA COJEPKaHUE MOUYEBOW KUCJIOTHI B CHIBOPOTKE KPOBHU, ITOCKOJIBKY YPOBEHb ITOTO
rokasareJist 00paTHO CBsi3aH ¢ pa3BuTueM BIT v cnocoOeH OTCpOUnTh e€ MporpeccupoBaHue.

Pesynbrarel MeTa-aHan3a CBUAETENLCTBYIOT, UTO KYPEHHUE SIBJISIETCS] IPOTEKTUBHBIM (DaKTO-
poMm B oTHomieHnu pa3Butus BI1. Kpome Toro, ycraHOBJIEHa CTAaTUCTUYECKW 3HAYMMasi oOpaTHast
3aBucuMocTh pucka BIT ot unnekca kypenusi. Tabak 1 Tabaunblii AbM coziepkat 6onee 9000 xummye-
CKMX KOMIIOHEHTOB, CPeJ KOTOPbIX UMEHHO HUKOTHH CTUMYJIMPYET 10(aMUHEPru4eCcKre HENPOHHI,
TEM CaMbIM 00Ja/iasi HEHPOIIPOTEKTHUBHBIM JieicTBUeM. HUKOTHH OKasbiBaeT 3(peKT Ha nepudepu-
YECKYI0 U LIEHTPaJbHYI0 HEPBHYIO CUCTEMY, CTUMYJIMPYs HUKOTHHOBBIE alleTUJIXOJIMHOBbIE peLien-
topbl. D.P. Hong 1 coaBT. rccnenoBaay BIMsiHUE HUKOTUHA U 4 IPYTMX KOMIIOHEHTOB CUTapETHOTO
apiMa (aHaGa3WH, KOTUHUH, THIPOXWMHOH U HOPHUKOTUH) Ha (pUOpMILIAIMIO 0.Syn OenKa, KOTOPHIi
arperupyercs B Tenbliax Jleeu npu BI1 Hapsimy ¢ npyriumu Oesikamu.

HuKOTHH ¥ ruApOXWHOH MHTUOUPYIOT 0Opa3oBanue o.Syn (puOpHUsIT (TIpH 3TOM HUKOTHH Oosiee
3 eKTrBeH). DT COCTABIISIONINE CTAOMIM3UPYIOT PACTBOPUMBIE OJTUTOMEpPHBIE (POPMBI aLSyn.

Hexoropble cnenmanuctsl nmpeanonaraiot, 4yto (epmMeHT MoHoamuHOkcugaza B (MAO-B),
KOTOPBII UTPaeT poiib B OMOAKTUBALIMK UHIYIIMPYIOIIETO MAPKMHCOHU3M HeHPOTOKCHHA 1-MeTui-4-
dbenmi-1,2,3,6-TeTparuAponvpUINHA, THTUOUPYETCS] B MO3TY KYPUJIBIIAKOB.

O)xupeHre — XOPOIIIO U3BECTHHIN (PaKTOP PUCKA PA3TUIHBIX METAOOIMUECKUX U COCYIUCTHIX
paccrpoiicTB. B pesynbrare Mera-ananusa 10 MpOCHEeKTUBHBIX UCCIIEIOBAaHUN HE OOHAPYXKEHO acco-
LMALMU MEX 1y UHJIEKCOM Macchl Tesa U puckoM BI1. Mera-aHanu3 BbISIBUJI, UTO HAJIMYKE B aHAMHE3E
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TPaBM TOJIOBbI, COIPOBOXJABIIMXCS MOTEPEil CO3HAHM S, CTATUCTUYECKU 3HAYMMO CBSI3aHO C TOBbI-
mieHHbIM prckoM BII. [IpenioxkeHo HECKOIBKO BO3MOKHBIX MEXaHM3MOB 3TOW B3aumocBsizu. Hau-
6osee MpaBIONOI0OHBIM MPECTABIISAETCS HEHPOBOCTIAJIEHNE, BBI3BAHHOE TPABMOM, KOTOPOE BHOCHT
BKJI1aJ B natoreHe3 BI1. TpaBma rosioBsl MOKET MPUBECTU K Pa3pylICHUIO TeMaTo3HIIehaTuuecKoro
Oapbepa 1 BbI3BATH JIEHKOIUTAPHYI0 MH(UIBTPALIMIO ¥ aKTUBAIMIO MUKPOTIIUH, a TAKKe HapylIeHHe
(byHKIIMM MUTOXOHIPUI M YCHJICHUE MHTOKCHKALIMK TTyTaMaTOM, 4TO CIIOCOOCTBYET Pa3BUTHIO HEW-
ponereHepaTtuBHbIX 3a001eBaHui, B ToM uuciie BI1. Tsokénbie TpaBMBI TOJOBHI CIE/IyeT paccMaTpu-
BaTh B KAYECTBE O/IHOIO U3 OCHOBHBIX (PAKTOPOB BO3HMKHOBEHHUS BII.

Ceszannbiii ¢ BIT 3amop MoxeT ObITh 0OyClIOBJIEH oOpa3oBaHMeM Tejell JIleBu B HEpBHOMN
CHUCTEME KUIIIEYHUKA VI JOPCATbHBIX IBUTATEIbHBIX sApax OMyKJaloIIero Hepsa, KOTOpbIe Mopa-
kalTcs B HanOosee paHHue cpoku pasButusi BIL. [Ipu mccrenoBanny B rpyrime MOXUIBIX MYK-
YMH peJKue IBMKEHUS KHUIIEYHUKA MO JAHHBIM CAaMOOLCHKHM OBbUTH CBSI3aHBI C BBICOKMM PHCKOM
BIT 1 ymMeHbIIeHreM TUIOTHOCTH HEMPOHOB YEPHOM CyOCTaHIMU. SIBIISIETCS JIM 3a1I0p CAMOCTOSITE b~
HBIM (pakTopoMm purcka BI1 v paHHUM CUMIITOMOM B ITPOAPOMAbHOM (hase 3a00neBaHus1, OCTAETCS
npeaMeToM criopoB. Hanmuue 3aropa, Hapsay ¢ ApyrMMUA HEMOTOPHBIMU CUMITOMAMHM, CIIOCOOHO
CJT’)KUTb IPU3HAKOM U151 UIEHTU(PUKALMU UHAUBUYYMOB C TIOBBIIIEHHBIM puckoM BIT.

Pe3ynbraThl KOTOPTHBIX UCCIIEOBAHUI caxapHOro auabera, kKak ¢aktopa pucka BIT mporuso-
peurBbl. B HEKOTOPBIX pabOTax BBISBIEHBI CTATUCTMYECKU 3HAYMMAS TTOJIOKUTENIbHAS aCCOIMAIIUS
pucka BIT ¢ GecriokoiicTBOM U Aenpeccuer U 3HaYuMasi OTPHULIATENIbHAS ACCOIMAIIMS C apTepUallb-
HOU runepreHsued. PaccTpoiicTBa HACTPOEHUsI CBSI3aHBI C BOBJICUEHUEM CTBOJIA MO3Ta, YTO (HapsiLy
C BOBJICYEHHEM OOOHSTENBLHOTO LIEHTpa) ciyvyaercs B paHHell ¢aze BI1. Hanbonee BbIpaxxeHHbIMU
akropamu pucka passutusi BI1 6pun cementnbiii aHamue3 BIT u Tpemop. He ycraHoBieHO cBsi3u
pucka bBII ¢ pakom.

Hannuue xupyprudeckoit MeHomay3bl CyIeCTBEHHO 3MeHs1o prck BIT, Ho HeoOxonma aab-
Helmast padoTa B 9TOM HAIpaBJIeHUH, TaK KaK MCCIIEIOBAHUS CIIy4al-KOHTPOJIb TPOAEMOHCTPUPO-
BaJIM CTAaTUCTUYECKU 3HAYMMOE CHU)KEHUE PUCKA, @ KOTOPTHBIE — €r0 CTAaTUCTUUYECKU 3HAYMMOE yBe-
JIMYEHME.

[Ipeanonaranocs, uto Helicobacter pylori — Bo3moxHbIi (pakTop pucka BIl, ogHako uccie-
JOBaHMS 3TOW CBSI3M OTCYTCTBYIOT. BMecTe ¢ TeM He BBISBIIEHO acCcOLMalliy IpPeAllecTBYIOLIEN
SI3BEHHOW OOJIe3HU KesylnKa (KOTopas MOXKET ObITh CyppOraTHBIM MapKEPOM JaHHOW MH(MEKIIWH)
¢ nocienyomum pazsuruem BII. MoueBas kuciora sgBiseTcs aHTUOKCUIAHTOM, a TMIIEPYPUKEMUS
KOppe/MpyeT ¢ OHWKeHHbIM prickoM BII; HO mpu mMeTa-aHanu3e He 0OHAapyKEHO OOpPAaTHOU CBSI3U
Mex 1y nogarpoi 1 puckom BIT. Pe3ysbTaThl HEKOTOPBIX UCCIIEJOBAHMI CBUIETEILCTBYIOT, UTO PUCK
pa3BUTHSI OCTEONIOPO3a Bbillle Y NanreHToB ¢ BI1 no cpaBHeHMIO CO 310pOBBIMU JIULIAMU KOHTPOJIbHOM
IpyMIIBL, a Takke y MyskuuH ¢ BI1 1o cpaBHEHMIO C KEHIMHAMH, CTPAIA0IIMMK TUM 3200JI€BaHHEM.

Mera-aHanu3 yKa3bslBaeT Ha TO, 4TO y nareHToB ¢ BIT miioTHOCTh KOCTH B 00J1aCTH Tasa, mosic-
HUYHBIX IO3BOHKOB U INEWKU Oe/ipa HIKE, YeM Y 3I0POBBIX JIUI pepepeHTHOM IPyIIIIbL.

[Tpuém Geta-610kaTOpOB yBeMUUMBaNI pUcK pazButus BI1. D10, oqHaKO, MOKHO OOBSICHUTD UX
MIPUMEHEHUEM [I151 JIEUEHU I U30JIMPOBAHHOIO TpeMopa. BiokaTopsl KalblMEBbIX KaHATIOB aCCOLUU-
POBaHbI C YMEHBIIEHUEM PUCKA.

[Ipu uccnenoBaHUM CTAaTMHOB TaKXke ObUT MPOIEMOHCTPUPOBAH TPEH[ CHYKeHHs pucka BI,
KOTOPbIA MOXET OBbITh OOYCJIOBJIEH MX MPOTEKTUBHBIM 3(P(PEKTOM B OTHOIIEHUH OKCHUAATUBHOTO
crpecca. [Ipuém HecTepouIHBIX MPOTUBOBOCHAIMTENBHBIX MpernaparoB yMeHbinan puck BIT mpu-
MepHO Ha 17%, 9To CBUIETENHCTBYET O CYILIECTBEHHOM POJIM BOCTIAJIEHHSI B IATOT€HE3¢e 3TOro 3a0oie-
BaHMs1. He Obl10 0OHAapyKE€HO HMUKAKOM CBSI3M MEXkTy MTPUEMOM OPaJIbHBIX KOHTPAIIEITUBOB WU TOp-
MOHO3aMECTUTENILHOH Teparuveil B MeHonay3e (octMeHonayse) v passurueM bI1, xors 3ty Bonpockl
TpeOyIOT JaIbHEHNIIero N3y4YeHH s, TOCKOJIbKY MCCIeIOBAHUS CITy4ali-KOHTPOJIb MTOKA3aJIM CTaTUCTH-
YECKM 3HAYMMOE CHUKEHHE PUCKA, TOrJa KaK KOTOPTHbIE — €r0 CTATUCTUYECKU 3HAUMMOE IOBBbIIIIe-
HUE.
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IIaTomopdojiornueckne craauu
pa3BuTusi 0ose3uu [lapkuncona

B Hactosiiiee BpeMsl CyIIeCTByeT KOHIICTIIUS TOCTAMHHOTO KJIMHUYecKoro pasutusi BII,
B OCHOBY KoTopoii jerna runore3a H. Braak, chopmymupoBannas B 2003 romy. CornacHo 3Toit
TUIIOTE3e, OCHOBAHHOM Ha MaToMOP(OIOrHIecKOM U3YYEeHUHM — CHHYKJIEUH-COICPKAIIUX U3MeHe-
HUH, y OOJILHBIX C Pa3TUYHON TskecThio BIT 1 jinil, He MMEeIOIUX MPY JKU3HU MPU3HAKOB MAPKUHCO-
HU3Ma, OOJIE3Hb MTPOTrpeccUpyeT Ha MPOTsikeHuu 6 craauii. HeliponerenepatuBHei rporecc rpu BIT
MOJET HAYMHATHCS C TIOsIBJICHUs Testel] JIeBu B nepudepruecKuX BereTaTUBHBIX Me3eHTEePUATbHBIX
CIUICTeHUSIX, PACIIPOCTPAHSSCH IIEHTPOIETAILHO, 3aTeM BOCXO/IS OT Kay/IaJIbHBIX OTEJIOB FOJIOBHOTO
Mo3ra Kk kope (Tao. 6).

Craans AHATOMINECKAS 001ACTL NOPAKEHN S
1 L OfonareasHas JYKOBIA, J0PCIbHoe 3P0 GIVE1aimero nepsa
11 Sapa mea, roayioe nATHO, TIFARTOKIETOUHOE PETIKY.IAPHOE AP0
111 CHepnan cyGeranung, nenTpaabnoe sApo MunIaannbl, sapo Meiinepra
I Kopa MeanaisHbIx 0T/1€108 BUCOMHOI 10am
\ ACCOMNATHBNLIE 30HLI KOpbI

Vi lpesmoTopuan Kopa, HepeItHLIC 3J0HLL KOPLI

Ta6. 6. I[Natomopdonorndyeckre craauu pa3Butus Oones3nu [lapkunacona (rmo Braak et al.,
2003).

Ha I cragum natoiornyeckuii mporiece 3aTparuBaeT 10pcaibHoe MOTOpHOE s1po X HepBa, 000-
HSATEJIbHYIO JIYKOBHILY C TIPHJIETAIONIEN YacThi0 IepeJHEro OOOHATEIBHOTO S/Ipa, YTO 00YCIaBIMBAET
TOsIBJIEHNE B KJIMHUYECKON CMMITOMATUKU CAMBIX PAHHHUX MPHU3HAKOB 3200JIEBAaHUS — TMIIOCMHUIO
1 TUCYHKIMIO KEJTYJOYHO-KHUIIIEYHOrO TPaKTa (KOHCTUIALIMIO).

Ha II cragnu nipu pacripocTpaHeHMu JEreHepaTUBHOIO IPOLIecca Ha 1pa 1IBa, YaCTU PETUKY-
JSIpHOY (bapMaruy U roy0oBaToe MATHO MOSBIISIOTCS CEHCOPHBbIE M3MEHEeHHsI, B YaCTHOCTH, Oosie-
BbI€ MPOSIBJIEHN ], SMOLIMOHAJIbHBIE PACCTPOMCTBA.

Ha III cragum mporieccoM 3arparvBaeTcsl YepHasi cyOCTaHIMs, HO Oe3 rmOesii HelpOoHOB,
a Takke MUHAAJIMHA, NeyHKYJONOHTUHHBIE S1/Ipa, OPAJIbHOE PO 1IBA, XOJMHIPTMUECKUE MArHoO-
HEJUTIOJUISIPHBIE siipa 0a3aIbHBIX OTIEJIOB MEPEIHEro Mo3ra, TyOepoOMaMUILISIPHBIE siipa THUMOTaIa-
Myca, 4To mposiBisiercs HapyiienueM REM-dasbl cHa (rapid eye movement — ObICTpBIE JBUKEHUS
a3, T. e. paza OpIcTporo cHa), aPEeKTUBHBIMU PACCTPONCTBAMHU, JETIPECCHEN.

Ha IV craguu nporcxonut CHIKEHUEe KOJTMYeCTBa HEMPOHOB B KOMITAKTHOM YacTH YePHOM CyO-
CTaHLIUM, IPUBOAAIIEE K JBUraTe/IbHbIM HapyleHusM. Kpome Toro, Ha 3Toli cTaguu B matojoruye-
CKHUM TIPOIIECC BOBJICKAETCS MepeXoHasi 30Ha MEKAY JAPEBHEN U HOBOW KOPOM, Yepe3 KOTOPYIO Clie-
AYIOT MPOEKIIUY TIEPBUYHBIX 30H KOPBI K IPe(PPOHTATBHOM KOpE, YTO BJIeYeT 3a COOON KOTHUTUBHBIH
nedunut B Bue ocaadaeHus MaMATH U yTPAThl TMYHOCTHON MHUIIMATHBLL, TIPOSIBJICHUS] BTOPHYHOM
JOOHOH UC(YHKIINH.

Ha V craguu npoucxonuT HapacTaHue KOTHUTUBHBIX HapyLIEHUW C OJIHOBPEMEHHBIM IOSIB-
JIEHUEM TICUXOTUUYECKUX PACCTPOWCTB BCJIEACTBUE BOBJIEUYEHUsI B MPOLECC CTPYKTYP HEOKOPTEKCa,
MIpEeskK/Ie BCEro, ACCOLMATUBHBIX 30H B NPEePOHTATIbHOM, BUCOYHOM U TEMEHHOH KOpe.

Ha VI cragum mpoucxomut ycyryOneHHe W3MEHEHUMH B paHee TMOpPaKeHHBIX CTPYKTYpax
C BOBJIEUEHHEM NEPBUYHBIX CEHCOPHBIX U MOTOPHBIX 30H KOpbl. O «nepudepuyeckom» reuese bI1
CTaJIi TOBOPUTD, KOT/Ia ObLIO MOKA3aHO, YTO B JIaTeHTHOM niepuoze BI1 HeliponereHepaTuBHbIE «map-
KMHCOHMYECKHE» U3MEHEHUs (arperarsl O-CUHYKJIEMHa, Tesbla JIeBu) BhIBISIOTCS B iepudepuye-
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CKUX BEereTaTUBHBIX HEMPOHAX: B KJIeTKaX HEPBHBIX CIICTCHUI KUILICUHUKA, TIpe- ¥ TapaBepTeOpaib-
HBIX TAQHMJIMSIX, B JTUCTAJbHBIX CUMIATUYECKUX TEPMHUHAIISAX M TAaHIIUSIX CUMIIATUYECKOro CTBOJIA,
HENpOHaX HAAMOYEYHUKOB, CJIOHHBIX Keje3, KOXH U T. A.. OJHON U3 TeOpUid MPeANoaraeTcs, 4ro
BOBJICUYEHHE MAPACUMITATHIECKIX HHTPAMYPaIbHBIX HEHPOHOB KUIIEYHUKA U KJIETOK OOOHATETbHBIX
siIep MOXKET ObITh HauOOJIee paHHUMU TIATOJIOTMYECKUMU COOBITHSIMU TIpU BIT, KOTOphIe YKa3hIBalOT
HAa BO3MOXHOCTb BIbIXaHUSI W/WJIM aJTMMEHTApPHOTO MOIJIONIeHUs] TPUTTEPHOro naroreHa. [lanbHei-
1Iee pacrpocTpaHeHHe MaTOJIOrMIeCKOro Mporiecca MOKeT MPOUCXOIUTh 0 BOJIOKHAM OOOHSTEITh-
HOTO 1 OJIyXJAI0IIero HepBoB (C TMOpakeHHeM COOTBETCTBYIOIIMX HEHMPOHOB KaylaJIbHOTO CTBOJIA),
a Tak’Ke M0 MeXaHU3MaM PEeTPOrpagHOro akCOHAJILHOTO TpaHCHopTa (B nepudepruuecKoil BereTaTuB-
HOW HEpBHOM CUCTEME — CM. PUC. 7).

Puc. 7. Ilatomopdonoruueckas craaudHocts BI1.
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Kumnnueckue crajguu pa3putus 0oJie3nn Ilapknacona

B knaccudukanum BIT BbIIensioT KIMHUYECKYIO (pOpMY, CTAIUIO0 U TEMII IPOIPECCUPOBAHMS.

B 3aBucMMOCTH OT TOMUHUPOBaHMUS B KJIMHUKE TOTO UM MIHOTO CUMIITOMA BbIIEJISIIOT TPU KJIH-
HUYECKUX (POPMBI: aKMHETUKO-PUTHIHO-ApoxkaTenbHyo (60—70%), akuHeTHKo-puruaHyo (15—
20%) u gpoxaresnbhyio (5—10%).

B oTHOImIEHNM KJIMHUYECKOW CTaauu 3a00JieBaHMs OOLICTIPU3HAHHON SIBJISIETCS CIEMyIOIast
Kjaccudukanus craaui (crenene tsoxectu) bIT:

Cranus 0. [IBuraresibHble POSIBIEHUS] OTCYTCTBYIOT;

Cragus 1. OqHOCTOPOHHUE NIPOSIBIICHUST 3a00IeBaHMS;

Cragus 2. JIByCTOpOHHME MPOsIBIEHH S 3a001eBaHus1 6€3 MOCTypaIbHOW HEYCTOMYUBOCTH;

Cranus 3. YMepeHHO BbpakeHHasi IOCTypajibHas HEYCTOMYMBOCTb, BOBMOKHO CAMOCTOSITEb-
HOE TIepe/IBUKEHHE;

Cranusa 4. 3HaunTesnbHas yTpara ABUraTeIbHOW aKTUBHOCTH, HO MALIMEHT B COCTOSIHUM Tepe-
JBUTaThCS;

Cranus 5. [1py oTCYTCTBMM IOCTOPOHHEN MOMOIIY MAIMEHT MPUKOBAH K MOCTENIM WIN WHBA-
JIMTHOMY Kpecity.

Boigensior Takxke moauduimpoBanHyio mkany Xet u Jp (Hoehn, Yahr, 1967), kotopas Brep-
BbIe ObLIa OIMyOIMKOBaHa B KypHasie «Neurology» Mapraper Xén u MensunoM SApom v opurmaibHO
yTBepxkeHa B 1967 roxy.

MoaucdunupoBannasi mkaJja Xen u Ap

Cragus 0.0 — HeT NpU3HAKOB MAPKUHCOHU3MA (OaHHASL CMAOUsl XapaKmepusyemcst Omcyni-
cmeuem KAUHUMECKUX NPOsI8AeHULL 3A001e8aHUSL, OOHAKO 8 UEHMPANLHOLL HEPEHOTL CUCTEME Ydice HauU-
HAromes. CmpykmypHule usmenenus. bonaesns na amoii cmaouu ouaznocmupyemcs OueHv peoko, Kaxk
npasuno, CAy4aiiHo);

Craaus 1.0 — To1bKO OJHOCTOPOHHUE MPOSIBIIEHUS (Y OOAbHBIX HAOAI0O0AIM 0OHOCMOPOHHULL
Mpemop KUCmu pyKU, mpemop umeen craoo evipadcenuslii xapakmep. Ilo mepe npozpeccuu nosensi-
HOMCSL UBMEHEHUSI OCAHKU, MUMUKU AUUA, NOXOOKU, MONCEM NOSABASIMbCS O0Nb 8 NAEUEBOM CYCHIABE
Ha cmopoHe nopadiceHus. Takdce modcem Nos8UMbCs OUYUleHUe «NecKka 8 21a3ax», 6CAeOCmEUe
COKPAW|EHUSL KOAUUECBA MULATENbHBIX OBUNCEHULL 8€K. Y NAUUEHNO08 Yeeauuuearomes 3ampamol
8peMeHU Ha Opumve, pacuecvl8anue u opyaue exceOHesHvle MAHUNYASUUY) ;

Cragus 1.5 — oqHOCTOPOHHUE TIPOSIBJICHUS C BOBJICUEHUEM aKCHAJIbHON MYCKYJIATyphbl (npo-
UCX00AM NOKOMOMOPHbLE USMEHEHUS, COKPAUEeHUe AMNAUMYObL OBUNCEHUL, NOSBASENCS BbIPAICEH-
HAsl PUZUOHOCTb MbIUY, AUUA U WLeliHo20 omoena);

Craaust 2.0 — 1ByXCTOpOHHME TIPOSIBJICHUsI Oe3 MPU3HAKOB HAPYILEHUs paBHOBECHs (pac-
cmpolicmea HOCAm 08YCMOPOHHUIL XapaKmep U NPOSBASIOMCsL OPOHCAHUEM KUCmell pyK, Hedocma-
MOYHOL AMNAUMYOOI U CKOBAHHOCMbIO. Bo3Hukaem HenpouzeonvHoe nokauusarue 20106bl, a puuo-
HOCMb AUUEB0LE MYCKYAAMYPbl NPUBOOUNT K 2UNOMUMUL (<«<MACKOOOPA3HOE» AUUO) |

Craaus 2.5 — Markue AByXCTOpOHHHUE TposiBieHus1. CoxpaHeHa CriocCOOHOCTh MPEOoJIeBaTh
BBI3BAHHYIO PETPOITYJIBCHIO;

Cragust 3.0 — ymepeHHble WM CpelHed TSKeCTU ABYXCTOpOHHME TposiBieHus. HeGoub-
Imasi MOCTypajibHasi HEYCTOMUMBOCTh. HO GONBbHON He HyXKIaeTcs B MOCTOPOHHEW MOMOIIHU (cma-
HOBUMCSL ©0N€ee BbIPANCEHHOU PempPOnYnbCusl. Y nauueHmos npozpeccupyem CKOBAHHOCHb 08UdCe-
HUli, 8 pe3ynbmame NOMepU PAHOBECUSi B03MONCHBL nadeHus. IIpu xo0vbe 60nbHOI npudcumaem
DYKU K meny, COKpauaemcs OMHA U 8blcOma waza — NPU3HAK «uapkaroueli» noxooku. Hecmomps
HA CUMNMOMAMUKY, YeA08EK NPOO0ANCAen CeOsl 0ODCAYNCUBAMND, COXPAHAEMCSL YACMUUHASL CNOCOOD-
HOCMb pabomamy);,
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Cragnsa 4.0 — tsoxénas 00e3IBIKEHHOCTD, OIHAKO €€ MOXKET XOQUTh WA CTOATH Oe3 ITojI-
OEPKKY (pa3eueaemcst 3HAUUMeNbHAs 2UNOKUHE3US], BLIPANCEHHBIIL MPEMOP 20108bl U KOHEUHOCHIEIL.
Hnoz0a mpemop ymenvutaemcs. BoavHoll He 8 cOCMOsSIHUU 8bINOAHSMb PUBUUECKYIO pabomy, YXoO
3a coOoli 8bI3bIBAEM CYWECIBEHHBIE 3AMPYOHEHUS. [IBUMCEHUST BLINOAHSIIOMCSL C MPYOOM, NOXOOKA
CMAHOBUMCSL OueHb MeonenHoll. Ha smom smane nayuenmy HeoOX00UMbl OONOAHUMENbHBIE CPeO-
cmea, umoobl NOOOEPHCUBAMb PABHOBECUE — MPOCHb, KOCMbLAU, XOOYHKU)

Cranus 5.0 — 6e3 MOCTOPOHHEH MOMOIIY MPUKOBAH K KPEClly WA KPOBATH (OanHAsk cmadust
3a001€8aHUSL XAPAKMEPUIYEMCSL NOMEPEN 803MONCHOCU CAMOCIOSIMENbHO nepedsuzamucst. boab-
HOUl nepemewyaemcst npU NOMOUU UHBANUOHO20 Kpecad, AUOO OH 8Ce 8peMsl NeXHCUm 6 Kpoeami.
C 3mo20 MomeHma uen08ex HYHCOaemcsi 8 NOCMOSIHHOM YX00e O CMOPOHblL OAUZKUX UL MEOUUUH-
cKkoeo nepconana. Iloseasromcest 8olpadceHHvle HAPYUWLEHUST 2A0MAMeNbHOU PYHKYUU, Umo eedem
K nomepe 6eca).

Kpowme toro, mpu BIT mpuHATO BEIAEIATH TPU BUJIA TEMIIA ITPOTPeCcChy 3a00JIeBaHMs: OBICTPHII,
yYMEpEeHHBIN 1 MeJieHHbIN. [Ipr ObICTpOM TeMIie cMeHa cTaani 3a0oseBaHus (TiepBas — BTOpasi/BTO-
past — TpeThsl) MPOUCXOIUT B TeueHue 2 u MeHee JieT. [Ipy yMepeHHOM TemIie CMeHa CTaIuil IPOVC-
XOouT Oojiee yeM 3a 2 rofa, Ho He Oosiee yeM 3a S jer. [Ipu MeieHHOM TeMIle CMeHa CTaJiui Tpo-
UCXONIUT Oojiee ueM Jepes S JieT.
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Kimnnueckas kaptuHa 6oje3nu Ilapkuncona

Kmnnueckue nposinenust BIT npuHsATO paspenssT Ha MOTOpHble U HeMoTopHble. Cpenu
MOTOPHBIX CHMITTOMOB 3a00JIeBaHMsI CJIeAyeT BBIICTUTH: OpaJIuKWHE3UI0, PUTHIHOCTb, TPEMOP
MIOKO$1, TIOCTYpaJIbHYI0 HEyCTOMUMBOCTh. K HemoTopHbIM mposiBieHusiM BII oTHocAT: HapyiieHus
OOOHSTHMSI, BEreTaTUBHbIC MPOSIBICHNS (AUCHYHKIUS KeTyI0UHO-KUILIEYHOTO TPaKTa, MOYEHUCITYC-
KaHMsl, TIOJIOBYIO TUC(YHKIIMIO, HAPYILIEHHE TIOTOOTACNICHHU I, TOCTYPAJIbHYIO TUTIOTEH3HIO, CeO0pe),
a(peKTUBHbIE HAPYUIEHUs, HAPYIIEHUSI CHA, TICUXOTUYECKHUE HAPYIIEHHUS, KOTHUTUBHbBIE Hapylle-
HUSI.

I'uno- nim 6pagukune3nst npu BIL.

Bpanukunesus npu BI1 npossisercs 3aMea/IeHHOCTBIO ABUKEHUI, YMEHbIIIEHUEM aAMITIUTY/IbI
JBWKEHUI, HapylIEHUEM MHULMALUKN JBUKEHUM, UCTOIAEMOCTBIO (IEKPEMEHT) JBMKEHUM, aCHUM-
MeTpuelt (B Hayasie OOJIe3HU MOXET ObITh TOJBKO B OJHOW KOHEYHOCTU WIJIM €€ CEerMEHTE), TUIIO-
MUMHEH, peIKUM MUTaHUEeM, YKOpPOYeHHEM IJTMHBI I11ara, 3aMe/IJIEeHHOCTBIO XOIbOBI, 3aTpyAHEHUEM
IIPY BCTaBaHUH, TIOBOPOTAX U T. /1., MUKpOTrpadueit, HapyIieHueM MeJIKMX JBHKEHH (IMCTKA 3yO0B,
reyataHve, Habop HoMepa TestepoHa), Opaaunanueit, runoOHUEH, TUCTIPOCOANEH (MOHOTOHHOCTB ),
uHoraa Taxudemuei (YyCKOpeHHasi pedb ¢ JIEMEHTaMy MHOTOCJIOBUS).

g crepeoruna noxonku npu bIT xapakrepHsl ciepyoone NPU3HAKU: NPUBOJAKHMBAHUE
OJTHOM HOTH TIPU XO/IbOe, aXepOKUHe3 (CUMIITOM poJieKca), MUKpoOa3us (YKOpOUYCHHE Iara), Imap-
KaHbe, yCKOpPEeHHe XOAbObI — 32 CUET YaCTOTHI II1aroB, MPOIYJIbCHHU, TAPOIOKCATbHBIE KWHE3UH, 3ACThI-
BaHus (freezing) — varie Mpy M3MEHEHUH MPOrPaMMBbI XOIbOBI, TONTAHUE HA MECTE.

Mpbimeynas purugaocts npu bIL

Mpeimeunasa puruaHocts npu BII mMoxer mmers cnepyolmme XapakTEPUCTUKU: IUIACTAYE-
CKHI THUII, TUT «3yO4aToro Kojeca», pa3BUBAETCS BO BCEX MBIIIEYHBIX TPYIax (arOHUCTHI M aHTa-
TOHUCTHI), B aKCUAJIbHOM MYCKYJIAType, HapacTaeT Mo Mepe NPOBEPKU, aCUMMETPUYHA, B Hayaje
O0JIe3HH Yallle MpecTaBiieHa B JUCTATbHBIX OTAENAX PYK, B IIee, YCUIIMBAETCS IPU ABUKEHUSX B JIPY-
I'MX KOHEYHOCTSIX.

Tpemop npu BIIL.

Knaccuueckum BapuantoMm Tpemopa 1ipu BII sBiisieTcst TpeMop Nokosi, pa3BUBAIOIIMIACS Yallle
B IVICTAJIbHOM OTJieJIe PYK, YCUIUBAIOIIUICS PH JBMKEHUSAX JPYTMMHU KOHEYHOCTSIMH | TTPU XOIbOe,
XapaKTepeH MaTTepH IO TUITYy «CKaThIBAHUE MUIIIOJb» UM «CYET MOHET», TPEMOP HOCUT aCUMMET-
PUYHBINA XapakTep, Y YacTH OOJNBHBIX MOCTYPaJbHBII TPEMOpP WM KUHETHUECKUI TPEMOp, TPEMOp
BO300OHOBJISIETCS TIPH y/IEPKAHUH TTO3bI

Beigesnsior cinenyomye Buasl Tpemopa npu bIT:

1. Tpemop nokost 3-6-I't1 ¥ MOCTYpasIbHO-KMHETUYECKUI TOU K€ YaCTOTHI;

2. Tpemop nokos1 3-6-I'11 1 nocTypaibHO-KMHETUYECKUI BBICOKOW 4acTOTHl (10 9 I'1);

3. MI3011poBaHHBII IOCTYPaJIbHO-KUHETUYECKUI BHICOKOM 4acToThl (10 9 T'r);

4. 30nupoBaHHBIN TPEMOP MOKOSI.

IHoctypaabHbie HapymeHus npu BII.

[NoctypasibHasi HEYCTOMUMBOCTH — 3TO HECTIOCOOHOCTh YAEPKUBATh PABHOBECHE MPU M3MeEHe-
HUM TIOJIOKEHM S Tesa Wik xoap0e. Y manuenTtoB ¢ BIT cMelnenre reHTpa TsKecT! pH M3MEHEHUH
M03bl HE BBI3BIBAET KOMIIEHCATOPHBIX IBMKEHHI (X0mbp0a, BCTaBaHUE, MTOBOPOTH HA OJJHOM MeCTe,
xonp0a Hazal, HakJIOH Briepen). s onpenenieHust MoCcTypabHOM HEYCTOMIMBOCTA PEKOMEHTYEeTCSI
MIPOBOIUTH TOIYKOBYIO MpoOy wiK npoOy TeseHapa. [laHHas mpoda rnpeaioxeHa (ppaHily3cKuM HeB-
posorom A. Thevenard (1898—1959). IIpoBonuTcst mpoda crieayomumM 00pa3oM: CTOSIIEro O0Jb-
HOT'O BBIBOJISIT M3 COCTOSIHUSI PABHOBECH I, IONTAJIKMBAS BOEPEN UM Ha3al, Bpad OOBIYHO CTAHOBUTCS
3a CIUHOU OOJBHOTO M PHIBKOM 32 TUIEUH TSIHET ero Ha cebs1. BosbHbIe ¢ MOoCTypaibHON HEeYCTONYH-
BOCTBIO [TPU 3TOM MAJAIOT WJIM, MBITAsACh BCE K€ yAepKaTb PaBHOBECHUE, JIENAIOT HECKOJIBKO MEIKUX
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II2)KKOB BIIepEN (MPOMy/IbCHsl) Wi Ha3a[ (peTpomyiibenst). Hopmoit siBisieTcs: — He 6osee 2-X 11aroB
151 ynepxanus paBHoBecus. K moctypaisaeiM HapymenusiM ripu BIT takoke Oyaet oTHOCHTCS: n3Me-
HEHUsI TI03bl, NTpeolialaHre TOHYCa B CruOaTeIbHOM MYCKYJIaType — 103a «IPOCUTENsT» (Crudareiib-
Has 103a), KaMITOKapMus (camptocormia; rped. campto — FHyTh, crudath ¥ kormos — TyJIoBHIIE) —
BBIPQXXEHHBIN HAKJIOH TYJIOBHILA BIepe]], aHTEPOKOJLIVC, HAKJIOH TYJIOBUINA BOOK, CKOJMO3 (CUMII-
toMm ITu3aHcKoM OarHm).

JlJ1 onMcaHus COrHyTOro NO3BOHOYHMKA Y narueHTa ¢ bII tTepMuH «kaMnTokopMusi» BIIEpBbIE
ucnonb3oBaiu B 1999 r.. B psine uccnenoBanuii onvcaHbl MOKa3aTesivd paclpoOCTPAaHEHHOCTH KaMIl-
tokopmuu nipu BI1 B mpenenax ot 3 1o 17,6% (Ta. 7). Takoi mupoKuii AMana3oH, BEpOsITHO, 00y-
CJIOBJIEH PA3JIMYHBIMU MOPOTOBBIMU 3HAUYEHUSIMH, MCHOJIB3YEMBIMU ISl IMarHOCTUKKM KaMITTOKOP-
MU, a TAKKE BCJIEICTBUE OTCYTCTBUSI TOUHOTO KJIMHUYECKOT'O OINPEeIeHUs ¥ Pa3InYUid U3ydaeMbIX
HOMyNAMA. Pe3yabTaTel 3MMAEMUONIOTMYECKUX UCCIEI0BAHMI YKa3bIBAIOT HAa TO, YTO pacipocTpa-
HEHHOCTh KAaMITTOKOPMUU MOET OBbITh BBIIIIE Y a3UaTOB, YTO MOXKET OTPaxkaTh TeHETUYECKUE pas3Iiu-
YMsl B CTPOEHUHM CKEJIeTa MEXAY Pa3IMYHbIMU STHUUECKUMU IpynnamMu. BosplmHCTBO MecnenoBare-
JIei COOOIAIOT O HATMYMH TOJIOKUTEILHOW CBSI3U MEK Iy KaMIITOKOPMHEH U TSKECTBIO 3a00JIeBaHHU .
VY manyeHToB ¢ KaMNTOKOpMUEH HaOMOAAI0T TEHACHIMIO K OoJiee TSKEeJIOMY TEUeHHIO MapKUHCO-
HU3Ma, 4eM y Juil 6e3 1ol aedopmarmu. KaMnToKOpMuIo Takske yarie BBISBISIOT Y MalieHTOB
OoJtee crapiiero Bo3pacra. B cpeHem kaMnTokopmust (hopMUpPYETCs CITyCTs1 7—8 JIeT 1ociie Havasia
pa3BUTHS TAPKUHCOHU3MA.
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"

o0 | 3

1 12
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Tab. 7. ViccnenoBanus pacpoCTPaHEHHOCTH MOCTYPAJIbHBIX iepopMaliuil y NalyeHToB ¢ rnap-
KUHCOHU3MOM.

JlnarHocTvKa KaMIITOKOPMUM TIPY MapKMHCOHM3ME OCHOBAHA TOJIBKO Ha pe3yJsibTaTax KJIMHU-
YeCKOro 00CIe0BaHMs], TIOCKOJIBKY MCCIIEOBaHUE STUOJIOTMYECKUX MPUUYMH JehopMaliiy 3aTpy/-
HEHO BCJIEJCTBHME HEOCTAaTKa 3HAHUM B 3TOW 0OiacTu. TeM He MeHee HEKOTopble crielupuiecKue
IIPU3HAKK MOT'YT yKa3blBaTh Ha aJIbTEPHATUBHBIN qrarHo3. Hanpumep, cinaGocTh py BHITPSMJIEHUM
TYJIOBHILIA CBUJIETEJILCTBYET O HAJTMYMU COIYTCTBYIOLIENH MUONATUU UJIM NOPAKEHUU KJIETOK Nepe[-
HEro pora, 4yTo JOJKHO MHULMUPOBATh JaJibHeliee o0cieloBaHie B 3TOM HarpasjieHuH. [loctosn-
Has Jedopmariys, KOTopast COXpaHsAeTcs Jaxe B IOJIOKEHUH JIexka Ha CIIMHEe, YKa3blBaeT Ha HaJIMuue
KOCTHO-CYCTaBHBIX I3MEHEHHH, KOTOPbIe MOTYT OBITh KaK €€ MPUYNHON (HaIpuMep, IepesioM M03Bo-
HOYHUMKA, aHKWJIO3UPYIOLMIA CHOHIWIINT) WM Pa3BUBAThCS BTOPUYHO M0 OTHOLLIEHUIO K Aedopma-
1M (Harpumep, puoOpeTeHHas JereHepaTBHas ClioHauIoapTponarys). CIIMCOK AUarHo30B, BEpO-
SATHOCTb KOTOPBIX CJIEJYeT paccMaTpUBaTh, a TaKke NONOJHUTEbHbIE MCCIEJOBaHUsA, K MOAOOpPY
KOTOPbIX HEOOXOAUMO MOIXOAUTh MHAUBUAYAIBHO, IPE/ICTABIIEH HA PUC. 8.

Ion aHTEKOUIMCOM NPpU MAPKUHCOHU3ME IMOfIpa3yMeBaloT crudbaHue BIeper OJIOBB U LIEU.
EcnM aHTEeKO/UTMC JIETKO BbIPakeH, €ro MOXKHO paccMaTpuBaTh, KaK 3JEMEHT CYTYJIOM MO3bl MPH
BII, HO y HEKOTOPBIX MALMEHTOB OTMEYAIOT TAK Ha3bIBAEMBII HEMPONOPLUOHAIbHBIA AaHTEKOJUINC:
11es1 CBUCAeT Bepe[ OOoJbllIe, YeM OXKUAAETCS, M0 CPABHEHUIO C COTHYTHIM IOJIOKEHUEM TYJIOBUIIA
Y KOHeuHocTer. TepMuH «cHHApPOM cBHcaolen royiosbl» (dropped head syndrome) nHorna ncnoss-
3yI0T AJIs1 ONUCAHMs BbIPAKEHHOIO M3ruoa IleM, HO ropasjio 0osiee YyacTo OH OTHOCUTCS K TaKUM
HEWPOMBIIIIEYHbIM 3200JIeBaHUsIM, KaK MUacTeHust (myasthenia gravis), OJMMHUO3UT U OOJIE3Hb JIBU-
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ratenpHOTrO HelipoHa (BIIH), mpy KOTOPBIX JaHHOE COCTOSTHHE CBSI3aHO CO CIAOOCTBIO MBIIIIII-Pa3TH-
Oateriel 1eu (YTO HEMOCPEACTBEHHO MPUBOIUT K CBUCAHUIO T'OJIOBHI BIIEpe).

Mssuieanas crabocms? Cmoiiwas degpopmanun?
Arsmepnamusnses dusznazsi;
1. Awswrorupyouui
cnonduwum;
Ocmeonopos;
3. Kasnpeccuonnsie
L —
Auuroudnas, mupeoudnax . Houonamuneckus w1s
stuonami; dezenepomusnsii cKoINOL.
7. Hasmosuerim u ez
P —

Koncepsamusnste meponpunmi: i S pp———
1. Memed Avencandepa

2. Hoza, nuramec;

4. Fudpomepanun;

4. Mexanomepanus;

5. BOC-mexnonocuu;

6. Memods apmesuposanin

 NOpCEMupOsaNKE.

4. Xupypeusecxoe esenue

degpapanu

nolsoncRuKE.

Puc. 8. [luddepennpanbHas TUarHOCTUKA, UCCIEIOBAHUS M BAPUAHTHI JIEYeHUsI TIOCTYpasib-
HBIX nedopmaruii ipu Oone3Hn [apkuncona BIIH — 6ome3ns neurarensHoro Helipona. BOC — 6uo-
noruveckast oopatHasi cBsizb. KIIM]I — KOHEYHOCTHO-TIOsICHAsT MbliieuHast quctpodust. JITITIM]L —
JIMLIE-JIONATOYHO-JIMLIeBast MbllieyHasi auctpoduss. MBB — muosur (Muonarusi) ¢ BHyTPUKJIETOY-
HbIMM BKJIIOueHUsAMU. AXP — anerriixonmunoBeie perientopbl. AT — antutena. KK — kpeatTuHkrHaza.
OMI - snekrpomuorpadusi. CITCI'M — ctumysasimst TIyOOKUX CTPYKTyp roioBHoro mosra. CTA —
cyoranamuaeckoe sapo. BUBII — BHyTpeHHSs yacThb OnemHoro mapa. [T — mexyHKyIonoHTHHHOE

SIPO.

AHTEKOJUIUC JIMIIb HEIAaBHO CTAJM paccMaTpuBaTh Kak MpOsiBIEHHE MapKUHCOHM3MA. Ero
CUMTAIOT CPAaBHUTEJIBHO PACIPOCTPAHEHHBIM MPOSIBJICHMEM MHOXECTBEHHOM CHUCTeMHOU aTpoduu
(MCA), npu KOTOpOI aHTEKOJJTUC OTHOCUTENILHO TTOCTOSIHHBIN, B OTJIMYME OT UAMONATUYECKOM CIia-
CTUYeCKOH KpuBollien. B perpocriekTuBHOM HccienoBanuu Ashour u Jankovic yka3bsiBaloT Ha BbICO-
KyI0 pacnpocTpaHeHHOCTh 310l aedopmaimu (42,1%) y naumentoB ¢ MCA, Torga Kak cpeqHui
rokazatesib pacrpoctpaneHHocTH Tipu BIT ropazno mensiie — 5,8%. [1pu uzydenuu cepuu KJIMHU-
yeckux ciay4daeB (15 GompHBIX ¢ Gone3Hblo [TapkuHCOHA) aHTEKOJUTUC Yallle BHISIBJISUIA Y JKEHIIUH,
a TaKke y TMaIMeHTOB, Y KOTOPBIX BHIPAKEHHBIMU MPU3HAKAMU TMAPKUHCOHM3MA OBUTM PUTHIHOCTD
1 akuHe3us. Kak u npu apyrux noctypajibHbix JedopMalusax, STHHYECKOE MPOUCXOKAEHUE UCCIie-
AyeMOH TOMYJISIIUY BIUSIET HA paCIpPOCTPAHEHHOCTh — OOJIbIIIE BCETO CITyyaeB aHTEKOJUINCA 3aperu-
CTPUPOBAHO B ATTOHUM.

AHTEKOJUTUC MOXKET Pa3BUBATHCS MOAOCTPO B TE€UEHUE HEJE b Wi MecsleB. OH MOXET BO3HU-
KaTh J0 MOSIBIEHUS IPYTUX IBUTaTeIbHBIX MposiBieHnid BI1, HO yale pa3BuBaeTcs yepe3 HECKOJIBKO
JIeT TIocJie Havasia 3a0osieBaHusl. [1arieHThl MOTYT 5KajloBaThCs Ha OOJb MO 33 JHEH TTOBEPXHOCTH IIIEH
WM Ha MTPOOJIeMbl, BO3HUKAIOIINE B CBSI3U CO CTMOaHUEM Ier (3aTpyIHEHUE TIIOTaHu 1, U30BITOUHOE
CJIIOHOTEYEHUE WJIM OTpaHWYEeHMe NoNs 3peHns). AnTekoumic rpu BIT yacro acconumupyercs co 3Ha-
YUTEJIbHBIM MOBBIILIEHUEM TOHYCA aKCHAJIBbHBIX MBIIIIL], XOTSI Y HEKOTOPbIX MALMEHTOB €Ie OCTaeTCs
BO3MOXHOCTb ITACCHBHOT'O Pa3ruOaHus 0 HOPMAJILHOTO MOJNOXKEHUS. Y IPYrUX MallieHTOB aHTEeKOJI-
JIC MOXET MEPENTH B IOCTOSTHHYIO JiepopMaliuio, J1axke CIycTs KOpOTKOE BpeMs MOcJie Havasa pas-
BUTHSL.

JloTOTHUTETbHBIE UAarHOCTUIECKUE UCCIIEIOBaHM S TP aHTEKOJUTMCE HEOOXOIMMO Ha3HAYATh
Ha OCHOBAHWH Pe3yJIbTaTOB (PU3UKAIBHOrO oOcienoBanus. [1o Mepe yBeIMueHusl IaBHOCTH CYIIle-
CTBOBaHMS JIe(pOpMaIK aHTEKOJTUC YaCTO ACCOLMUPYETCS C OrpaHMUEHNEM JIMara3oHa ABUKEHU,

HO B TE€X CiIy4dadX, KOrjga CymeCTBEHHOC OI'paHHU4YCHUC ,HBI/I)KGHI/Iﬁ €N BO3HUKACT IIOAOCTPO WJIN
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MHTEHCHUBHOCTb OOJI HE COOTBETCTBYET TAKOBOW MPH aHTEKOJLIHCE, HEOOXOAMMO MPOBEICHUE BHU3Y-
aIM3aluM 11 UCKJIIOYEHU S MaTOJIOTMU HIEWHOTo OT/esia IO3BOHOYHUKA. [Ipy BBIsSIBJIEHMU aHTEKOI-
nvca HanboJsiee pacnpocTpaHeHHor anbrepHaTuBol BIT siBiistercst MCA, ripr KOTOpOW aHTEKOJIIHC —
yacToe siBlieHre. B HemaBHMX COOOINEHMsAX TakXke oOpamalT BHUMaHME Ha BO3MOXHOE BIMSHUE
MeIUKaMEHTO3HOTO JIeYeHHsI Ha TIOJIO)KEHHE Ier. AHTEKOJUIUC MOXKET MPEACTaBISITh COOOM sIBJICHHUE,
pa3BUBaOILEEeCs B OTCYTCTBUE MIPUEMa ITPENapaToB, WM BO3HUKAIOIIEE ITPU MOBILLEHNUH 103kl Jo(pa-
MUHEPrHYeCKUX JIEKAPCTBEHHBIX CPENICTB, TAK XKe, KaK JUCKMHE3UH, I03TOMY HEOOXOAUMO HCCIIENO0-
BaTh U3MEHEHM 1 BRIPAKEHHOCTH aHTEKOJLIMCA M B3aMMOCBSI3b 3TUX U3MEHEHUH ¢ IeproiaMU IIpUeMa
¥ OTMEHBI JIEKApCTBEHHBIX cpeacTB. CyIecTByeT HECKOIBKO COOOIIEHUI O Cydasx, KOraa pa3Bu-
THE aHTEKOJLTUCA MOTJIO ObITh MHAYIIMPOBAHO TMPHEMOM aroHUCTOB JogamuHa (7 MalreHTOB MOy-
YaJIi IIPAMUITEKCO, 5 — KabeproyivH, 2 — Meproju; B 2 cliydyasx JeKapcTBeHHOEe CPENICTBO He ObLIO
UAEHTU(PUIMPOBAHO) UM TPUMEHEHUEM aMaHTaauHa. [103ToMy 1py HaJIMuMK TECHOW B3aUMOCBSI3U
BpPEMEHU Hayasla pUeMa yKa3aHHbBIX MPenapaToB U pa3BUTHUsI aHTEKOJLUIMCA HEOOXOAMMO IMpepBaTh
MIPUEM STHX JIEKAPCTBEHHBIX CPE/ICTB B KAYECTBE JUAr HOCTUIECKOM MPOODI, XOTS ClIeyeT YUUTHIBATD,
YTO aHTEKOJUTUC He 00s13aTeIbHO 00paTM, OCOOEHHO B TeX CiIydasiX, KOrja J0 OTMEHBI Ipernapara
JIeYeHre MPOBOJMIIN B TEYEHHUE JIUTEIBHOTO BPEMEHM.

Hannuwe y marueHTa MbIieqHO# ¢1ab0CTH TP UCCIIEIOBAHUM OCTATOYHOTO pa3ruOaHusI IeH
JOJDKHO TOOYXJaTh K MPOBEJCHUI0 OOCIEIOBAHUS Il BBISIBICHUsI HEHPOMBIIIEUHON MaTOMOTUH.
Ecnu manmeHTsl cooOImIaoT O IBOGHUH B I71a3aX WA O CUMIITOMAaX, YKa3bIBAIOIIMX Ha TOBBIIICH-
HYIO YTOMJISIEMOCTb, HEOOXOAMMO PACCMOTPETh BEPOSTHOCTh HANMMYMs MUACTeHUH. OIyOIrMKOBaHO
HEeOOJIbINoe KOJTMYECTBO COOOIIEHUH, B KOTOPBIX OMUCAHO KoMopOuaHoe Teuenue BI1 n Muactenun
y TIAIMEHTOB C aHTEKOJUTUCOM. MpliieuHas ciadoCTh NP Pa3ruOAHUH ITIeH TaKkKe MOXKET ObITh TPO-
sIBJIeHHEM OOJIe3HH JIBUTaTeJIbHOrO HelipoHa. Y nanuenToB ¢ BI1 u aHTekommcoM, HO 6e3 crmadocTw,
OTKJIOHEHHSI OT HOPMBI MOTYT OBITh BBISIBJICHBI ITPY MTPOBeJeHUH ek TpoMuorpadun (AMI) u 6uomn-
CHUH MBIIIL, HO JaHHBIE UCCJIEIOBAHUS YaCTO HECTIELM(PUYHBI ¥ HE UMEIOT JUArHOCTUYECKOW 1IEHHO-
CTH J1J151 OIIpeJeJIeHs] TOTO, SIBJISIIOTCS] OHU ITPUYMHOIN pa3BUTHS aHTEKOJIJIMCA WU €T0 CJIEJCTBUEM.

Cunpapom IMuzanckort Oanmau (CIIB) — 3TO BhIpakeHHBIH OOKOBOW W3rHO TYJIOBHIIA, KOTO-
pblii OOBIYHO HE sBJsAETCS (PUKCUPOBAHHBIM (HAIIpUMep, MCUe3aeT B TOJIOKEHUH Jiexka). BriepBoie
CIIb 6bu1 omvcaH, Kak AUCTOHUS TYJIOBUIIA, WM TUIEBPOTOTOHYC (TUIEBPOTOTOHYC (pleurothotonus) —
Pa3HOBUAHOCTb TETAHUYECKUX CYAOPOT, MPU KOTOPBHIX MPOMCXOAUT OTKJIOHEHHE TYJIOBHUINA BOOK,
B OTJIMYME OT OTKJIOHEHUs BIEpE] (IMIIPOCTOTOHYC), Ha3aj (ONMUCTOTOHYC) WM 3aCThIBAaHUS TeJia
B BBINPSIMJICHHOM TOJIOKEHUU (OPTOTOHYC)), BCTPEYAIOIIAsCs B BUJIE MOOOYHOT0 3(h(peKTa aHTUTICH-
xotudeckoro jedenus. [Tozauee CITB 6put orucan npu BIT. [Tomrmo 3TOro oH OBUT OIMTUCAH Y MaIy-
eHTOB ¢ 00JIe3HBI0 AJIbIIreliMepa, KOTOphble MOoMydyaar MHruOuTopsl xomuHactepasbl. CIIB Bcrpeva-
eTcsl TAK)Ke KaK AMONAaTUYeCKUil (peHOMEH M MOKET IpeIIeCTBOBATh Pa3BUTHIO cKosno3a npu BIT.

Huarnoctnueckux kpurepues CIIb He cymectByer, xoTs Bonanni et al. npennoxunu cinenyio-
e KPUTEPUH onpeesieHrs OOKOBOW aKCHAIbHOM JUCTOHUU: OOKOBOE CriOaHue TYyJIOBHUINA Oolee
15°, KoTopoe HapacTaeT BO BpeMsl XO/1bObl ¥ HUBEITUPYETCsI B TMOJIOKEHUH Jie)Ka Ha CITUHE MPU OTCYT-
CTBUM KaKUX-JTMOO MEXaHWYECKUX OrpaHUYEHMI ISl JBUKEHUI TYJIOBUINA (HAIpUMep, JereHepa-
THBHBIE 3200JIeBaHUsI TIO3BOHOYHUKA), & TaKXke MPOIOKEHHAss aKTUBHOCTh Ha DMI okononosBo-
HOYHBIX MBIIII TOSICHUYHOTO OT/esIa MO3BOHOYHMKA Ha CTOpOoHe n3ruda. HekoTopsle crienaiucTsl
cuuTtaiot, 4to CI1b MoXkeT ObITh TUArHOCTUPOBAH IMPH BhIpakeHHOM (He MeHee 10°) 6okoBOM u3ruoe,
KOTOPBIY MOJIHOCTBIO MCY€3aeT MPU MaCCMBHOW MOOWIM3ALMM WM B TIOJOKEHUH Jieka Ha CIHHE.
CrubaHue B oIHy CTOPOHY OYEHb YacTo BCTpeuaetcs B mo3aHux craausix bI1. Ckonvos npu BIT 6onee
pacrnpocTpaHeH, 4eM B OOIIel MOMy/ISIK TOKIIBIX JIIOZIEH, ero 4acToTa HaXOAUTCs B TUara3oHe
ot 8,4 10 90,5% npu napkuHcoHu3Me u ot 8,5 10 60% npu BII.

V GONBIIUHCTBA MAIMEHTOB B PAHHUX CTA/IMSIX He HAOMIOAAI0T KaKOro-1mo00 OOKOBOTo U3ruda
no3BoHouHrKa. CIIb MoxeT pa3BuUBaThCsl UIMTENBbHO (BHauyasie Oe3 SIBHBIX CUMIITOMOB W 3aTeM
C MOCTETICHHBIM YXYAIIEHUEM ) HJTH C IOAOCTPHIM HAYAJIOM, 32 KOTOPBIM CJIeAyeT ObICTPOE YXyAIIeHHe
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B TEUEHHE HECKOJIbKUX MecsieB. CHavyaga CTAHOBUTCS 3aMeTHA TeHJCHIMS K HAKJIOHY B OHY CTO-
POHY P CUICHHH TAIMEeHTAa Ha CTYJIe, @ HECKOJIBKO MO3/1Hee — OOKOBOE CruOaHue BO BpeMs XOIbObI.
[Tpu nporpeccupoBanuy JepopMaIvy y MalMeHTOB MOTYT HOSIBJISITBCS OOJIEBOM CUHIPOM, TUCITHOD
WJIM HEYCTOMYMBOCTb, KOTOPAst IPUBOAUT K MaJICHUSIM.

Bo Bpems oOcnienoBanus MaleHT CUIUT, CTOUT WK UAET HEMTPOU3BOJILHO HAKJIOHSISICh TIOCTO-
SITHHO B OJHY CTOpPOHY. MOKeT ObITh HApYIIEHO BOCHPUSTHE BEPTUKAJIBHOTO TOJIOXKEHUS, U TPH
MpockOe BHITPSIMUTHCS TAIIMEHTHI TOJATaloT, YTO OHU yKe CHEJIa 3TO; CIIeOBATEIbHO, AKTUBHOE
JBWXKEHUE 1J1s1 TPUBE/ICHUS TIAIEHTA B TIOJIOKEHHUE 110 CpeJHEN JIMHUM MOKET BHI3BIBATH OIIYILCHUE
MOTEePU PAaBHOBECHSI.

CyIecTBYIOT pa3HOIIacsl 1O MOBOJIY TOTO, HAMpaBJieH JIM OOKOBOW M3rMO TYJIOBUINA Y TAIIU-
entoB (kak ripu CIIb, Tak ¥ MpH CKONKMO3€e) B Ty CTOPOHY, 7€ MpeoliaaeT BHIPaKeHHOCTb Xapak-
TEPHBIX [Isl TAPKMHCOHM3MAa CUMITTOMOB, WM B ITPOTHUBOIIOJIOKHYIO. BONBIIMHCTBO HccieoBaTeneit
MIPUIILTH K BBIBOJY, YTO Y MAIIMEHTOB CYIIECTBYET TeHACHIIMS K HAKJIOHY B CTOPOHY, TPOTUBOIOJIOXK-
HYIO CTOPOHE, ¥ TOJIbKO HEKOTOpbIE aBTOPHI HE BBISIBIIIN CBSI3M ME3K/1y HaIpaBJeHUeM U3ruda v jiate-
panuzaruent bIT.

Huarno3 CIIb MOXHO yCTAaHOBUTH KJIMHMUYECKH HAa OCHOBAHMM HAIMYMSI OOKOBOTO M3ruda
TYJOBHILA, KOTOPHIA MOXET ObITh CKOPPEKTHPOBAH IMpPU TMOMOIIM MAaCCHBHOW MOOWIM3AIMN WJIH
B TOJIOKEHUM Jie)a Ha criuHe. [ JUarHOCTMKU M KOJIMYECTBEHHOW OIIEHKM CTENEeHU CKOJIM03a
HEOoOX0IMMO NPOBE/ICHNE BU3YAIM3alMOHHOTO MCCIEOBAHMSI TO3BOHOUHMKA C OIPE/IeNIeHUEM yTJa
Ko606a. Kak u B cydae aHTeKoHca, ecTh coodieHust, uro pa3surue CI1B MoxeT ObITh TOOOYHBIM
3 peKToM nprema JeKapcTBeHHbIX cpelcTB. [lepBOHAYaIBHO CUMTAJIM, YTO OH Pa3BUBAETCSl BTO-
PUYHO MpH MTpUeMe OI0KaTopoB JogaMuHa, HO B 6oJiee MO3JHUX padoTax OTMEUEHO, YTO pa3BUTHE
CIIb HaxoauTcsl B TECHON BPEMEHHOU CBSI3U C U3MEHEHUSIMU B I0(DAMUHEPTrUYEeCKON Tepanuu (Kak
BBEJIEHHE HOBOTO JIEKAPCTBEHHOTO CPEJICTBA, TaK U MOBBIIIEHHE JJO3bI Iperapara, KOTOPBIN yke Ipu-
HuUMaeT nanueHT). O600IIeHHbIe KPUTEPHUH IS ONIpeIe/ICHI s BAPHAHTA ITOCTYPAJIbHOM fehopMariuu
npe/cTaBiieHsl B Tabnuiie Ne§.

Brpaaennmii (ne menee 10°) Gokopoil w3rnG nossoneummka, kotopii
miipos Tlasckoii  MOKET GEITH HOMTH DOMHOCTHIO YCTPANCH NPH NACCHBHON MOBHIIAINN

Tab. 8. Kpurepuu onpeiesieHust BapuaHTa NOCTYpajibHOM JehOpMaLHH.

Heo610T 60se3Hu [lapkuHCoHA.

IMpu gebrote 3a001€BaHUS KIMHUYECKKE MPOSBICHUS UMEIOT CIIEYIOIINe OCOOEHHOCTH:

1. TIposiBneHust 3a001eBaHKs], KaK MPABUIIO OMTHOCTOPOHHETO XapaKTepa;

2. Yarie cMMITTOMBI 3a00JIEBaHKsI Pa3BUBAIOTCS B BEPXHEH KOHEYHOCTH.

3. KiaccuyeckMMHU CHMITOMaMK 1e0i0Ta 3a00/eBaHKsI SIBIIAIOTCS: CKOBAHHOCTD, 3aMejIjIeH-
HOCTb, B T.4. U3MEHEHHUE N0YEPKA, «ITOATATUBAHUE» PYKU IIPH XOIbOE, HEJIOBKOCTD IPH BHIIOJHEHUH
MEJIKMX JIBHKEHHIA.

4. TTepBbIM CUMITTOMOM MOZKET CTaTh OMHOCTOPOHHSIS1 OOJIb B TJIEYEBOM CYCTaBe, a TaK:ke OOJTH
B IIEHHOM U MOSICHUYHOM OT/IeJIaX MO3BOHOUHHKA;

5. YyBCTBO C1a00CTH ¥ OHEMEHUS B PyKE WM HOTE;
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6. «[IpuBoNaKMBaHKe» HIKHEN KOHEYHOCTU C OJJHOW CTOPOHBI IIPU XOIbOE;

7. 3amMeJIeHHOCTh XOIbOBI (II0 CPABHEHUIO C UCXOTHBIM YPOBHEM);

8. 3arpynHeHue nipyu ofieBaHUM (PyKaB OJEK/Ibl WM OOYBb C OJIHOW CTOPOHBI).

Pannne craguu 6ose3nn Ilapknncona.

Ha pannux cragusix BIT OCHOBHBIMM KJIMHUYECKUMHU TPOSIBJICHUSIMH CTAHOBSITCS: HAPYIIICHU ST
OOOHSTHM S, BereTaTMBHbIe HapyleHus (qucyHKIMs KemyaouHo-kumreyHoro tpakta (JKKT), moue-
UCITyCKaHU S, TIOJIOBOW (DYHKIMHU, TOTOOTAEIEHHUS], TIOCTYpajibHasi TUIIOTeH3Us], cebopest), apheKTHB-
HbIe HApYILIeHUsI, HAPYIIEHHUs CHA, YyBCTBUTEIIbHbIE HAPYIIICHHUS.

Oo6oHsATEALHBbIE HAPYIIEHHSI.

Vike Ha cambIX paHHUX cTtaausx BI1 xapakrepusyercsi pa3BUTHEM OOOHSTENBHOTO AeduIuTa,
IIpY 3TOM OOOHSTENbHBIE HAPYIIEHUsI MOTYT Pa3BUBATLCS 32 HECKOJBKO JIET /IO TOSIBJICHUS [IBU-
raTesibHbIX paccTpoiicTB. IlepBbie myOnukanuu mo oOoHsATenbHOMY aedunuTy rpu BIT nosBummch
B 1975 romy, Korpa ObUIO OMKCAHO TMOBBIIIEHHE MOpPora OOOHSHUS Yy 22 MAlMeHTOB C KJIMHHUYe-
ckuM auarHozoM BIT npu Bapixanum OaHaH amuarierara. [lociemyompe uccaeaoBaHus MoATBEp-
i Hamaue 6osee yeM y 50% nanuenToB ¢ BIT moBbIIeHHOro mopora Mpy BAbIXaHUH amMuJialie-
tara. B niesiom, cpenym narpieHToB ¢ BIT o0oHsATebHBIe HapyIeHus BhsiBIIsioTCs B 70—90% ciydaes,
a o gaHHbM Lotsch ¢ coasr. (2008) — naxe B 99% ciy4aes. [Ipu 3ToM 000HsTEIbHBIE HAPYILICHUS
MOTYT HE OIIYIIAThCSl CAMUM MALMEHTOM, [T03TOMY JJIs1 UX BBISIBJICHUS IPUHLIUIIUATIBHBIM SIBJISETCS
MPOBEIEHHE CIIEIMATBLHOTO TeCTUpOBaHusl. [locie BOSHUKHOBEHHS «CYOKJIIMHUYECKUX» OOOHSITEIb-
HBIX HapylleHu yepe3 2—7 JIeT y NalMeHTOB pa3BuBaloTcsi MoTopHble cumnToMbl BIT. TTokasano,
YTO Cpeid HEBPOJIOTMYECKH 3IO0POBBIX JIHIL C BBISIBICHHBIM OOOHSTENIBHBIM JIe(OUIIUTOM, KAK MUHU-
MyMm y 10—13% B Gynymem pazuBaercs BII. Jluiia co cHMkeHHOW (DyHKIMEH OOOHSHUS UMEIOT
6onee BricOkui puck BII, mubo BeisiBIeHUs Ternel] JIeBr Ha ayTOINICUU: B TIOMYJISIIIMOHHOM HMCCIIEIO-
Banuu PRIPS (Prospective validation of Risk factors for the development of Parkinson Syndrome)
OTHOCHUTENBHBINM pucK pa3BuThs BIl cpenu nui ¢ runocMueit 3a Tpu roga cocrasui 3,9%, a 1o JaH-
HBIM TPOCHEKTUBHOTO McciieoBaHusl 1'oHomyy, puck passutus BII y HeBponormuecku 310poBbIX
JONIeW ¢ TUTIOCMUEN BO3pacTaeT B 5 pa3. Y Onmkallimx poacTBEHHUKOB OOnbHBIX BIT rumocmus
TMOBHIIIAET PUCK Pa3BUTHUs 3a00seBaHus B Omkaiiive 2 roga Ha 10—20%. TlokazaHo, 9TO CHUXe-
HUe 00OHSHMS XapakTepHo st BIT u 6one3nu qudy3Hsix Tener JIeBH, HO He 1JIs APYTUX MapKUH-
COHMYECKUX CUHIPOMOB, TAKUX KaK IPOTrPECCUPYIOLINIA HAIbsIEPHBIN Mapajnuy U Ipyrue.

TOYHOCTP OLIEHKM CTENEHU U XapaKTepa TMIIOCMUM 3HAYUTENILHO MOBBIIIAETCS MTPU UCTIONb30-
BaHuu crietmaibHbix TectoB — UPSIT (IlencunbBanckuii Tect), Sniffin’ Sticks u nip.

Kak yxe ckazaHo paHee, MOTOpHBIe TiposiBiieHus1 ipy BI1 HaumHaoTCs rpu rudem He MeHee
60% noaMUHIPIUYECKUX HUTPATbHBIX HEHPOHOB, TOrIa Kak AJisi OOOHATENBHON IUC(YHKIMU
MO/I00HBIE KOPPEJISIMH YCTAHOBUTH CIIOXKHee. B 11e710M, He BBISIBJIEHO 3aBUCUMOCTH TUIIOCMUH OT CTa-
auu OOJIE3HM: TaK, HAa pa3BepHYTHIX cTaausx BIl kommuecTBeHHas olieHKa IedurMra OOOHSIHUS,
IO IaHHBIM MHOT'MX aBTOPOB, HE KOPPEJIMPOBaia C BO3PACTOM, TSKECTBIO COCTOSIHUS (BKJIIOYAs ypO-
BEHb MOTOPHBIX M KOTHUTUBHBIX HAPYIICHUH), [UIMTEILHOCTBIO 3a00JIeBaHMS U TIPOBOAMMON Tepa-
nmeid. OiHaKo ecThb U Apyrasi Touka 3peHus: ucnonb3ys Sniffin’ Stickstect, Daum et al. (2000) Hatum
OTPULIATENILHYIO KOPPEIALMIO MEX1y YPOBHEM AUCKPUMMHALIMM 3araxoB U TskecToio BII. Anaio-
riuyHBIM 06pa3oM, Tissingh et al. (2001) BBISIBIIN OTPHUIIATEIHHYIO KOPPEIISIIAI0 MEXKTY OOOHATEITh-
HOH MCKpUMUHAIEN U cTaauen 3adoneBanus mo mkagam UPDRS u Hoehn-Jahr. Hawkes ¢ coaBr.
(1993) ¢ momompio UPSIT-Tecta 0OHapyKUIM BO3PACTHYIO JIMHEHHYIO PErpeccuio OOOHSIHUS TIPU
BII, uto cBunerenbcTByeT 00 00beqHEHHOM 3(h(peKTe MOHMKEHUsI OOOHSIHUS KaK 10 BO3PacTy, Tak
1 no paseutuio BIl. DT naHHBIE MOKA3BIBAIOT CJI0KHOCTh MHTEPIIPETALIMUA TUIIOCMHUM Y MOKUIIBIX
nauuenToB ¢ BI1. [leiicTBUTENbHO, CIOCOOHOCTh MACHTH(HUKALIMK 3a1IaX0B HAYMHAET YMEHBIIAThCS
yxe ¢ 36 ser, a mexay 56 u 80 rogamu 50% i UMEIOT TOT WK MHOM aedpunuT odoHsHUSA. Deeb et
al. (2006) cooOIMIM O CYITIeCTBEHHOM KOppesiuu Mexay cymmon 6ayuto B UPSIT-tecte u MmoTop-
HBIMH HapyIIEHUsIMU yke B paHHUX cragusax BI1. Dto Habmonenue, HapsiLy cO MHOTUMU APYTUMH,
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MOTYEPKUBAET ACCOIMAIMIO OOOHATENBHBIX M MOTOPHBIX Hapymienuil npu BI1. CornacHo naHHBIM
Sniffin’ Sticks-Tecra, y natmentoB ¢ BIT onbgakTopHas aucdyHKIMS TPOsBIISIETCS B BUIE YXY/IIe-
HUS BCeX TpeX IMoKasaresiel, HO HanOosiee 3HAUMMbIM SIBJISIETCS HapyIleHne UICHTH(UKAIUK 3aria-
XOB, IIPU 3TOM, C YAJMHEHUEM CPOKa MIEHTU(UKALIMS 3a1aXx0B OCTAeTCs HEM3MEHHOM, a BOT 3Haue-
HUSI AUCKPUMUHAIMM 3a11aX0B yxyAmatoTcs. B ommune ot atux nanubix, Lotsch ¢ coast. (2008) mpu
nipoBesieHrn Sniffin’ Sticks-Tecra crnenany BeIBoA, YT0 HarOoIee MokasatesbHa i BIT cymma Bcex
TPeX U3ydaeMbIX MIApaMeTPOB B 1I€JIOM, MEHEE 3HAUMM IOPOTOBBIM TECT, €Ille MEHEe 3HAUUMBbl UJIEH-
TU(UKALMS 1 IUCKpPUMHHALIMSA TI0 OTIebHOCTU. [1py ncciepoBany runmocMur B KadecTse Guomap-
kepa BI1 uHTepecHsl paboTHI, OIIEHUBAIOIIME TPOrHOCTHUECKUI TIOTEHIIMAI ONb(DAKTOPHBIX Hapy-
IIIeHUI HerocpeCTBeHHO sl camoro TedeHust BI1. B cBoeir padorte Stephenson ¢ coast. (2010)
MOKAa3aJI1 CBSA3b MEXK/Y BbIPR)KEHHOCTBIO TMIIOCMUY U TIOBBIIIEHHBIM PUCKOM OIPEIEIEHHBIX OCIIOXK-
HeHuii BI1, a *MEHHO, KOTHUTUBHBIX HAPYIIEHUI U 3pUTEJIbHBIX Ia/UIIoUMHaLMK. 1151 3TOro ¢ NoMo-
mpio UPSIT-Tecra 0bumn 0o0ciaenoBansl 100 manuentos ¢ BI1, qmurenbsHOCTS OT Hayajla CUMIITOMOB
BIT 1o tectupoBanusi OOOHSHKS cocTaBuiIa B cpenHeM 3,6 net. [Ipr OBTOpHOM 00CIIeIOBAaHUH CITY-
cra 6,814,6 et oka3anock, uTo y 37% OONBHBIX Pa3BUIIMCh 3PUTEIIbHBIC rajuTionuHanmu, y 38% —
KOTHUTHBHBIE HapylleHus, y 66% — nuckuHe3uu, a 'y 65% nossuinch nageHust. ConocrabieHne
31X ocyoxHeHui ¢ faHHbiIMU UPSIT nokaszaso, 4to BelpakeHHast TMIOCMMUS SIBJISIETCS TPOrHOCTH-
YeCKU HeOaronprusTHOW B OTHOIIEHUU PAa3BUTHSI KOTHUTUBHBIX HAPYIIEHUIA U 3pUTEIIbHBIX TaJLTIO-
uuHaumi. IIpy sTOM runocmus He SABISETCS MPEIUKTOPOM MOTOPHBIX ocioxHeHuil BII. Beut che-
JIaH BBIBOJI, YTO HApYIIEHHUs] OOOHSIHUS OTPaXaloT, MPEkIe BCEro, SKCTPAHUTPAIBHYIO MATONOTHIO,
a He CTPUATOHUTPAJIbHYIO IMC(YHKIIMIO. DTO COIIACYETCs € MOCTaJUIHBIM pa3BuTreM BI1, B koropom
OOOHSITETbHBIE JIYKOBHUIIBI MTPECTABIISIOT COOOM MPOMEKYTOUHBIN STall HA MYTH PACIIPOCTPAHEHUS
tesnienr JIeu Kk kope Oonbimx momyrmapuid. CXxoqHbIe JaHHbIE TIomydeHbl Baba et al. (2012): aBTops!
MOKAa3aJiv, YTO BbIPAKEHHAs TUTIOCMUS — IPEAUKTOP pa3BUTUs AeMeHuuu npu bIl no pesynpratam
3-x-netHero HaOmoaeHusi. Takum 06pa3oM, MOCKOJIBKY TMITIOCMHEST MOKET ObITh HETTOCPEICTBEHHBIM,
MIPOrHOCTUYECKM BaKHBIM MapKepOM MHBIMAUZUPYIOUIMX HEWPONCUXUATPUUYECKUX OCIIOKHEHU,
ee IUarHoCTUKa UMeeT 3HaYeHHe /ISl BhICTpanBaHKs 0coOoii crpateruu jJeuenus bIT.

Cumxenrie obonsiHus nipu BIT oObsicHsieTcs, B MepBy0 o4yepe/b, NMaToMOPPOIOrnIeCKUMU
UCCIIEIOBAaHUSIMU, B KOTOPBIX TIOKA3aHO, YTO OOOHSITENIbHBIE JTyKOBHIIB TIOPAKAIOTCS HA HAYAJIbHBIX
CTa/IMSIX ellle JI0 BOBJICUCHHS] YePHOUM CyOCTaHIIMM B TIporiecc HelpopereHepanuu. OO0HATebHAS
JIyKOBULIA COAEPKUT OKoJIo 20 MeAUaTopoB, BKJIoYas fogamuH. M eci MOTOpHBIN 1epULUT pu
BII cBsi3an ¢ fohaMUHIPruyecKoil IeHepBalyielt CTpuaTyma, To B 00OHSATeIbHOH JTyKoBuile Tipu BI1
(BO BCSIKOM CiTyuae, B ieOTe 3a0071eBaHus1) 3HaUMMoro aedunmra godamuHa HeT. VIHBIMU CJToBaMH,
y MaIMEeHTOB UMEET MecTO (PYHKIIMOHAJIbHASI aHOCMUS, KOTOpasi MOATBEPKAECHA UCCIIEIOBAHUSMU
Herting et al. (2008). [1pu nmpoBeieHnN MOBTOPHBIX OOOHSATEBHBIX TECTOB Yepe3 3—6 JieT oOHapy-
KHUJIOCh, UTO OJb(haKTOpHAs (PYHKITUS HECTAOWITbHA, a €€ U3MEHEHU s UMEIOT CJIOXKHBIN HEeJTMHEHHBIN
xapaktep. O0bsicHeHre 0OOHATELHON AUC(HYHKIMH MPH OTCYTCTBUU JeduiuTa qoaMuHa B 000-
HATEJILHOU JyKoBUIle HaijieHo Huismann et al (2004). ABTOpbl OOHApYXWIU yBeJrueHue noda-
MUHIPIrHUYECKUX HEHPOHOB B JIyKoBHUIIEe Y O0bHBIX BIT, 4TO BRI3BIBAET M3MEHEHHSI B PACIIM(PPOBKE
onbakTopHor MH(pOpMaIyu. B 3ToM cirydae 0b(akTOpHBIN 1e(UIMT MOXKET ObITh CBSI3aH C YBEJIH-
YeHUeM MHIMOUPOBaHUs 10(haMUHIPTUUECKUX HEHPOHOB B JIYKOBHIIE, UTO CIIOCOOCTBYET TMIIOCMUM
WX (PyHKIMOHAJIBHOM aHOCMMHU.

[Nomumo HapyieHust 10paMUHEPrUIECKON MEeJUaTOPHON CUCTEMBI, B TeHe3e OOOHSTEIbHBIX
HapymeHuil ipu BII nmeer 3HaueHMe M3MEHEHHE XOJIMHEPrMYeCKOM aKTMBHOCTH B TMIIOKaMIe,
MUH/IaJIMHE W HeokopTekce. B uccnenoBanuu Bohnen et al. (2010) ¢ momorbio 0OOHATETLHOTO
tecta UPSIT u nosurponHo-amuccuonHon tomorpagpuu (I13T) ¢ [11C] merun-4-nunepuanHui
MPOMMOHATOM BBIsIBJIeHa ObLIa JOCTOBEpHAsl MO3UTHBHASI CBSA3b MEXIY AKTHMBHOCTHIO XOJIMHICTE-
pasbl B JTMMOMYECKOW CHUCTEME UM YPOBHEM HapylleHusi 0OOHsSHUs. [Ipy 3TOM CHUKeHHE OOOHSI-
Hus o mkase UPSIT Gonbliie KOppenupoBaso ¢ ypoOBHEM aKTHBHOCTH XOJIMHACTEPasbl B JIMMOU-
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YECKOH CUCTEME, YEM C aKTUBHOCTbIO MOHOAMUHEPTMYECKON NHHEPBAIMU B cTpuaryme. I1ockonbky
HAa CErofiHsi UMeeTCsl yKe JOCTATOYHO JTAaHHBIX O HAJIMYMU OOOHSTEJIbHBIX HApYIIEHUH B IPEMOTOp-
Ho# craguu BII, mocnenHue mccnenoBaHusi OOOHSHUS TIPU HEeWpoJereHepaTHBHBIX 3a00/IeBaHUSIX
HarpasJieHbl Ha OTpaOOTKy aaroput™a is AudepeHIMaIbHON TUarHOCTUKYA U PAHHETO BBISBIIE-
HUSl TaK Ha3bIBAEMOW I'PYIIBI PUCKA — JIML, UMEIOIIMX BBICOKYIO MPEJPACIONIOKREHHOCTh K Pa3BU-
trio BI1. Tak, Hanpumep, 0OOHSTENIBHOE TECTUPOBAHNE BXOIUT B CKPMHUHIOBBIE TIOMYJISIIOHHBIC
nporpamMbl PARS (Parkinson Associated Risk Syndrome), PRIPS (Prospective validation of Risk
factors for the development of Parkinson Syndrome) u np. Padots! rpynmer S. Boesveldt moka3si-
BAIOT, YTO PaCIIMPEHHbIE OOOHSTEIbHBIE TECThl HE YBEJIMUUBAIOT JUATHOCTHUYECKYIO TOYHOCTD TPH
BIT o cpaBHeHU10 ¢ OMUHOYHBIMU TecTaMu. OUeBUIHO, UACHTU(PUKAITMOHHOTO TecTa u3 16 npeame-
TOB, BXxoasmero B Sniffin’ Sticks-tect, nocraroyno, 4ToObl YJIOBUTH OJIb(AKTOPHBIE HAPYIIEHUS TIPH
€ro UCIOJIb30BaHUM.

Hapymenusi ncuxo3MonuoHaabHoM ccepsbl.

Henpeccust — Hanbosee pacnpoctpaneHHsiii cummTom ripu BIT. 1o 45% Bcex nmareHToB ¢ BIT
MMEIOT KJIMHUYECKU 3HaunMyIo jienipeccuio. F. Nilsson 1 coaBT. ycTaHOBHIIY, UTO NALIMEHTHI C IENpec-
cruell UMeloT OONbIIMKA pUCK pa3BuThs BII, YeM malMeHThl ¢ OCTEO0APTPUTOM U CaxapHBIM uade-
TOM. [Ipyroe perpocrieKTUBHOE MCCIIEIOBAHUE BBISIBUJIO, UYTO MPUKU3HEHHbIM JUArHO3 JAENpeccuu
1o noctaHoBKU auarno3a BI1 Berpeuasics Gosee yem B 2 pa3a yaile Mpy CpaBHEHUHU ¢ KOHTPOJIbHOM
rpynmnoii. BeisiBieHre nerpeccuy MeeT BaKHOe 3HaYeHMe, TaK KaK OHa SIBJIsieTCsl HanOoJiee 3HAuH-
MBIM (PaKTOPOM, BIMSIONIMM Ha KauecTBO k13HU nauueHToB ¢ BI1. BrisiBnenue nenpeccun npu BI1
OCJIO’KHEHO TE€M, YTO KJIMHMYECKasl KapTMHA MOXET BKJII0YaTh, KaK paHHWE KOTHUTHUBHBIE Hapylle-
HUS, TAK ¥ AKMHETUYECKYI0 CUMITTOMATUKY MApKWHCOHM3MA, HAPUMEP TUIIOMUMUIO, Opard peHuIo,
amaruio u Ap. B marorenese nenpeccuu urpaet posib AUChYHKIMs JohaMUuH-, CEPOTOHUH- U HOPa/-
PEHEPruvecKux MmyTei TMMONIECKON CUCTEMBI.

TpeBoXHBIE PacCTPOMCTBA TaKkKe IMMPOKO pacrpocTpaHensl npu BI1 u moryT ObITh ee mpe-
KJIMHUYECKUM (pakTopoM pucka. Ilo qaHHbsIM pa3nnyHbix vccnenoBanuil, 10 40% nauyeHtos ¢ BIT
MMEIOT pa3/InyHble NMaHuueckue paccTporcTBa. CHeKTp TpeBOXHBIX paccTpoictB npu BII Bkio-
YaeT MaHUYEeCKHe aTaku, MPOCThIE U colrabHbie (hoOru, aropadpoOuio, reHepaTn30BaHHbIE TPEBOK-
Hble 1 Heaud depeHIIMPOBaHHBIE TPEBOKHBIE PACCTPONCTBA, (POOMUECKHE, a TAKkKe 00CECCUBHO-KOM-
MyJIbCUBHOE HapylieHus. TpeBora Moxer ObTh 1O0(paMUH3ABUCHMBIM SIBJICHUEM, SIBJISISICh YacThIO
SMU30/10B «KOHILIA 103bl» (MIEPUOBI YXYALLIEHNS] CAMIITOMOB B KOHIIE IEHCTBUS 103bl 10(haMUHEPT -
YECKOro Mpenapara), 4acTo B BU/ie TAHMYECKUX aTak. B Takux cilyyasix oHa OTBeYaeT Ha KOPPEKLUIO
nodaMUHEpruyecKol Tepanuy, HaIpaBJICHHOW Ha TIPeI0TBpaIlieHre TIOMO0OHBIX MU3010B. TpeBora,
acCOLIMMPOBAaHHAs C JIETIPECCUEN, B HEKOTOPBIX CIydasX MOXET OTBEYaTh Ha J10(haMHUHEPrHUecKoe
Jie4eHre, HO y YaCTH MAIlMeHTOB TPeOyeT CrelaibHON KOPPEKIIUH.

Anarus sBisieTcst OTAeIbHBIM cUMITOMOM BI, KOTOpbIii MOXET BO3HUKATh BHE 3aBUCUMOCTHU
OT HAJIMYUS JIENIPECCUH, COHJIMBOCTU M YTOMJISIEMOCTH, XOTSI MHOI/Ia COYETAeTCs C ACTIPECCUEN Wn
TPEBOXHBIM paccTporicTBoM. [TartenTsi ¢ BIT nMeroT 6osee BHICOKHIA ypOBEHb allaTHH 1O CPAaBHEHUIO
C MAIMEHTaMH C OCTEOAPTPUTOM C AaHAJIOTHMYHOM CTENEHbIO Ne3a0MIUTali. XOTsS B OCHOBE arlaTuM,
BEPOSITHO, JIEKUT JoaMUHEepriuueckas TucyHKIIMS, HE UCKJII0YAeTCsl BOBJIEUEHHUE U IPYTUX Hell-
POTPaHCMUTTEPHBIX IyTEH, U €€ He BCer/a yIaeTcsl yCTPaHUTh Jo(paMUHEPrUYeCKMMHU MpenapaTamu.

Hapymenusi cua. {luccomunst npu 6ose3uu Ilapkuncona.

[paktrueckn Bce marmeHTsl ¢ BI1 uMeoT HapyieHus cHa yke Ha paHHUX CTaausix 3a0o0-
JIeBaHUSI B BHUJE TPYTHOCTEW 3aChIIaHUS, YaCThIX MPOOYKAEHUI, HOYHOW CKOBAaHHOCTH, OOJIE3HEH-
HBIX JUCTOHUM, MEPUOAUYECKUX IBUKEHUN KOHEUHOCTEN BO CHE, BHIPAKEHHOW JHEBHOUW COHJIMBO-
crtu u Jip. [IpyunHON MX BO3HUKHOBEHUS MPEATIONOKUTEBHO SABISAETCS AeTeHepalysl LIEHTPaIbHbIX
CTBOJIOBBIX CTPYKTYp M TaJaMOKOPTUKaJbHBIX myTedd. Hapymenne REM-dasbl cHa Habmonaercs
y 1/3 marmenToB c BIT, npeacrapiisis coOoi MapacOMHUIO, C IOTepeil HOpMaJIbHON aTOHUU CKEJICTHOW
MYCKYJIaTypBbl, UYTO TIO3BOJISIET MALIMEHTY (PU3MUECKU OCYLLECTBIATh CBOM CHbl. COH COITPOBOXKIAETCS
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BOKaIM3alUMsAMHU (pa3roBop, KpUK) U ABUKEHUSIMU (IIOIEPIrUBaHUs PYK U HOT, MaJEHUsl C KPOBaTH,
HaraJieHre ), KOTOpble COOTBETCTBYIOT COAEPKAHHMIO CHOB, OOBIYHO HOCSIIIMX HETAaTUBHBIA U SPKUIA
xapakrep. bosnee yem y 30% nauuenrtos ¢ BIl nmerorcs nomcoMHorpaguyueckue KpuTepuu Hapy-
mennsi REM-gassl cHa, a 6onee yem y 50% — ero snuzoasl 6e3 aronnu. Hapymenne REM-gaszbr
CHA MOXET 3aJJ0JIT0 MPEIIeCTBOBATh PA3BUTHUIO ABUTATEIbHOTO MAPKMHCOHU3MA y nanueHToB ¢ BbIT.
Hab6monenue 3a 29 nanueHtamu ¢ uauonatuyeckuM HapyiienueM REM-¢asbl cHa mokasano, 4to
yepe3 4 roga BIT pazsunacek y 39% naiuieHToB, a yepe3 7 et —y 60%. ¥V naiueHToB ¢ uauonaruye-
ckuM HapyiieHrneM REM-@a3bl cHa nmeeTcsi CUMMETPUYHOE CHMKEHUE 3aXBaTa Jo(paMHUHa B CTPU-
aTyme, 4YTO MOXET CBUJETENIbCTBOBATh O NpekjmHuueckon BII. BepostHo, Hapymenne REM-gasbl
CHA MOXET BO3HHMKATh 10 MPUYNHE AETeHEPaINH siiep HIKHUX OTAEIOB CTBOJA, 00ECTIeYHBAIOIINX
HOpMaJTbHYI0 aToHMI0 B REM-(baze cHa (1e1yHKYyIONOHTUHHOE PO, TOIyO0BaTOE MECTO, PETPOpY-
OpasbHOE SAPO), uTo XapakTepHo 1ist ctaaui [ u II mo Bpaaky.

BeipaskeHHast THeBHas1 COHJIMBOCTH HaOmonaercs y 50% narnuienToB ¢ BI1, 3HaunTebHO BiUsIs
Ha KayecTBO UX *KMU3HU. COHJIMBOCTh BBI3BIBAET HApYIIEHHE KOHLIEHTpAllMM BHUMAaHMS, yXyAlle-
HUE NIaMSITH, MOXET SIBUTHCS IPUUMHON JOPOXKHO-TPAHCTIOPTHBIX MTPOUCILIECTBHIA U TpaBM. [1prun-
HOW COHJIMBOCTU MOeT OBITh 3a00JIieBaHKe camo To ceOe, (hparMeHTallst HOYHOTO CHa, TOOOYHbIe
3(pPeKThl aHTUNIAPKMHCOHUYECKUX MpenaparoB. Y psjia MalUMeHTOB MpreM 10(haMHUHOBBIX arOHH-
CTOB MOXET BbI3BaTh SMU30/Ibl BHE3AIMHOW COHIMBOCTU. [Ipeanonaraercs cyiiecTBoBaHIE BTOPUYHOW
HapKkosnericuu 0e3 Kararuiekcuu ripu BI1, cBA3aHHOI ¢ lereHepanyeil TUImoKpPeTUHOBBIX (OPEKCUHO-
Bbl€) HEIIPOHOB TMIIOTajIaMyca.

BererarupHble Hapymenus npu 6osae3nu [lapkuncona.

BereratuBHbIE HapyIIEHUS BKJIIOYAIOT OPTOCTAaTUUECKYIO TUIIOTEH3HIO, TUC(YHKIIMIO MOYEBOTO
Iy3bIps1, NOJIOBBbIE HAPYIIEHUS, 3aM0pbl, TUIIEPIUIPO3 U Ap. B OCHOBE MX pa3BUTHS JIEKUT AETeHe-
paiusi BereTaTUBHBIX LIEHTPOB — JAOPCATIBHOTO siapa OJysKIAI0IIEero HepBa, ABOSIKOTO siapa, Berera-
TUBHBIX LIEHTPOB MPOJOJIrOBATOrO MO3ra U JIp. BeretarnBHble HApyIIEHUS IIMPOKO PaCpOCTPAHEHBI
Ha Bcex cranusx BII. Tak, oprocratuueckas runoreH3us umeetcs y 30% OOIbHBIX, 3aIepKKH MOYe-
ucnyckanus — y 32%, 3anopsl — y 36%. CHUXKEHUE CUCTOJIMYECKOTO apTepUaIbHOTO JIaBJICHUS TIPU
opTocTaTudeckoi mpode dosiee yem Ha 20 MM. PT. CT. BhIsIBIICHO Y 58 % marwenToB ¢ BIT, a'y 20% —
OpTOCTaTUYeCKasi THUIMOTeH3Us ObUIa CHMITTOMAaTHUYECKOW U KOPpEeIupoBasia C JUTUTETbHOCThIO BIT
¥ TipueMoM J0(haMHUHEPrUYecKrX rpernaparoB. BosmoxkHa paHHsis aeHepBauus cepana rnpu BI1, o0y-
CJIOBJICHHAs1 HAKOIUIEHUEM oSyn.

3anop sIBAsETCS OIHUM U3 HarOoJIee paclipocTpaHeHHBIX HeMOTOPHBIX cumnToMoB BIT v yacto
MIPEAIEeCTBYET pa3BUTHIO 3a001eBanus1. PacipocTpaneHHOCTD 3aropoB y nanpeHToB ¢ BIT gocturaer
60% 110 cpaBHeHUIO ¢ KOHTposieM (6—33%). Ilokazano, uto yepe3 10 sieT mocje Havasga 3armnopoB
puck pa3Butus BIl B 3 pa3a Bblllle IO CPaBHEHHUIO CO 3/10pOBbIMU. BO3HMKHOBEHME 3allOpOB €llie
Ha | cragum nmo Bpaaky MokeT OOBSICHATBCS MOPaKeHUEM JOPCATIBHOTO si/ipa OJTysKAIoIero HepBa.
B maronornueckuii mporecc BOBJIEKaeTCsl Takke CrieTeHue AyspOaxa ¢ CUMIIATUYECKON JeHepBa-
el kumeyHuka. ['acrponapes npu BI1 HabmonaeTcs peako.

Hapymenus mouencnyckanus npu BI1 BkitoyaloT UMIiepaTUBHBIE O3bIBBI U yUalllEHHOE MOYe-
UCITyCKaHUe, HUKTYPUIO, HETIOJTHOE ONIOPOKHEHNE MOYEBOIO ITy3bIpsl, HeJepkaHue Mouu u ap. Hau-
Oonee pacnpocTpaHeHa rurieppediekcus AeTpy3opa, B TO BpeMs Kak ero MOHWKEHHAs1 aKTUBHOCTD
BCTpevaeTcsl peke. [ urepakTUBHOCTD JIETPy30pa MpPOSIBIISIETCS HUKTypHed ¢ wiu 0e3 yJalleHHbIX
MO3bIBOB B JHEBHOE BpPEMsl, a HEJEp:KaHUE MOYH SIBJISIETCS IPU3HAKOM TOJIbKO MO3AHUX cTaguii BIT.
BrisiBiIeHbI TAPOIOKCAIbHBIE COKPAILIEHUS MBIIIL aHTATOHUCTOB YPETPAIbHOTO C(PUHKTEPA, KOppe-
JIMPYIOLIME C HAPYLLIEHUEM ONOPOKHEHUS] MOYEBOTO MY3bIps B MIEPHO]] «BBIKJIIOUEHUSI» .

Hawubonee pacnpocTpaHeHHBIM HapyIIeHUeM IMOJIOBOM (PYHKIMHU y 2/3 MalMeHTOB SBJISAETCS
SpeKTHIbHAS JUC(HYHKIMS. BonbHbIE OTMEUalOT CHUXEHUE JIMOWIO0, 3aTPyAHEHUs B JOCTHXKCHUM
oprasma, B TO BpeMsi KaK MalMeHThI C JJTUTEIbHBIM TeUeHneM 3a00JIeBaHMsI UMENTH YBEINYeHHe CeK-
CyaJIbHBIX (paHTa3UM.
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BboaeBoii cunapom npu 6oJie3uu Ilapkuncona.

[Nocne ucKMOYeHNsT BTOPUYHBIX MPUYMH OOJM (MBIIIEYHO-CKEIETHBIE CUHIPOMBI, Helpora-
THUYecKasi 00JIb) PaCIPOCTPAHEHHOCTb MEPBUYHBIX CEHCOPHBIX cuMnTOMOB Mpu BIT mocturaer 40
—50%. CeHcOpHBIE CUMIITOMBI OMUCHIBAIMCh MAllMEHTaMH, KaK TMOKaJIbIBaHUE, KEHHUE, IMOX0J0-
JaHue, OUIyleHue kapa u 0omu. Bonb MOXeT BO3HMKATh B paMKax JBUTATENIBHBIX (DIIIOKTYallUi,
paHHel yTpeHHel nucToHuu. BosMoxkHa rimyOokas BHUcIepaibHas O0Jb, CBSI3aHHAsI C PETPOIEPH-
TOHeaJIbHBIM (PUOPO30M Ha (hOHE MpUeMa SProTaMHHOBBIX arOHMCTOB. Bojb Takke MOXET ObITh
peMOTOpHBIM cuMIiToMoM BI1. OgHOCTOpOHHSIS TPOKCUMAaITbHAS CIIOHTaHHAsI 00JIb B KOHEYHOCTH,
0COOEHHO Ha CTOPOHE Havasia M HAauOOJIbIIIEN BHIPAKEHHOCTH 3a00JIeBaHUSI, SIBJISIETCS OHUM M3 pac-
npoctpaHeHHbIx cumiitoMoB BIT. [Tpeanonaraercs, uro npuuuHoit 6omu ripu BIT siBisieTcst mopaxe-
HUe NapadpaxuaibHOTO SApa, FOyOOBAaTOrO MATHA, BTOPUYHON COMATOCEHCOPHOU M MOSICHOM KOPBI.

Pa3BepHyThle u no3auue craauu 6oae3nn [lapkuncona.

Ha passepnytoii ctaguu BI1 k BbllllenepeynciieHHbIM KIMHUYECKUM CUMITTOMaM TTPUCOETH-
HSIOTCS KOTHUTUBHBIE U TICUXOTUYECKHE HapylleHus. Pa3BepHyThie U MO3AHUE CTaAUU XapaKTepH-
3yI0TCS HE TOJIbKO KOJTMYECTBEHHBIM HApaCTaHUEM, HO M KaUeCTBEHHbIM M3MEHEHUEM CUMIITOMOB.

Kpowme Toro, Ha pa3BepHyToil craguu BII kiMHUYeckr 3HAYMMBIMU CUMIITOMaMU MOTYT CTa-
HOBUTBCSI:

1. IprxaTenbHbIe HApYIIEHW, B T.4.:

— [UnokuHe3Ms 1 yTOMIIIEMOCTb JJbIXaTEIbHbIX MBIIIILI;

— ucyHKIIMS MBIIII] BEPXHUX JbIXaTEIbHBIX MyTEH;

— Pecnimparopnas anpakcus;

— OOCTpYKTHBHBIE WU LIEHTPAJIbHBIE AITHOS BO CHE;

— Hapacranue B nepriof] «BBIKJTIOUSHUS».

2. CeHCOpHBbIE HApYILIEHHUS, B T.4.:

— Ounymenust MOKaJbIBaHMS, XKEHHUsI, 3y/1a, OHEMeHus1, O0JIel;

— OTcyTCTBHE 30H TMIIO- WM TUIIEPECTE3UH;

— Hapacranue B neprio]] «BBIKJTIOUSHUST».

3. XpoHrYecKas yCTaloCTh — COCTOSIHAE KpailHEero YTOMIIeHHs1, CIa00CTH, UCTOIIEHHUS], YTIaIKa
(pu3MUeCcKUX M NCUXUYECKUX CHUJI, HACTYMAIOUIMX B PE3Yy/IbTaTe BBHIIIOJIHEHU S IPUBBIYHOM JJIs MalU-
€HTa Harpy3KH U OrpaHUuMBAIOIIee ero (PyHKIMOHAIBHYIO AKTUBHOCTD.

4. HemoTopHble (OIIOKTYyaluu, B T.4.:

— Tpesora — 49%

— T'uneprungpos — 48%

— Huzecte3ust — 48%

— Ycranocts — 42%

— Huchopus — 37%

— Kapauanruu — 29%

— Hapyenns moueucnyckanus — 26%

— Oppiika — 10%

— bomb — 18%

5. MotopHble (iyKTyaluu, B T.4.:

— DeHOMeH UCTOIEHUsT KOHIIA JO3bl, T.€. TIOCTereHHoe ocnadnenue 3(pgeKTa K KOHITY Ieu-
CTBHUS JI03bl JIEBOAONBI B BUJIE HApacTaHWs CUMIITOMOB NAapKMHCOHM3MAa B YTPEHHME 4achl WU
K MOMEHTY IIpMeMa CJIe1yIOIeN JO3bl;

— Vcue3HoBeHME WM 3HAYUTENIbHOE YMEHBILIEHUE CUMIITOMOB ITAPKMHCOHU3MA [0CIIe IIpUeMa
OuYepeTHOM JI03bI;

— MK IMYHOCTD, MPEe/ICKa3yeMOCTh HApaCTaH!UsI U YMEHBIIEHU S CUMIITOMOB.
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— ®EeHOMEH «BKJIIOUEHUsI» — «BBIKJIIOUEHUS». Pe3kuil mepexoj OT COCTOSTHUSI KOMIIEHCAIIu!
CUMIITOMOB K 00e3/1BHKeHHOCTU. HapacraeT TskecTb eprooB «BHIKJIIOUeHUs». COKpaIaercs Am-
TEJILHOCTh MEPUOIOB «BKIIOUeHH». HOUHAS U yTpEeHHSIS] aKMHE3UsI.

— OmnoxkeHHOe «BKJIIOYeHHEe». OTIOKEHHOE «BKIIIOUEHHE» — HacTyruleHue 3¢ deKTa yepes
60 1 Gosee MUHYT TOCTIE TIPHEMa JIEBOIOMBI. DIMUZ0ANUYECKOE OTCYTCTBHE 3(peKTa MPUHATON T03bI.
Yacras nmprunHA: HecOOMOIeHNEe peXUMa TpreMa Mo OTHOIIEHUIO K efe (ocoOeHHo Ooratou Oei-
KaMM ), HapyILlEHUE [IEPUCTAIBTUKHU KeynouHo-KuieyHoro Tpakra (ZKKT), nmpuem neBononsl 3amen-
JIEHHOTO BBICBOOOXKICHUSI.

— OTcyTCTBUE «BKIIIOUCHHUSI» .

— «Wlo-HHOMHT» — HeNpeCcKa3yeMOCTh PA3BUTHS MEPHONIOB «BBIKIOUEHU» U «BKTIOUEHHS».
CrioHTaHHO WM Ha (POHE CITy4alHbIX IIPUYMH (HAIpUMep, CTPECC) BHE3AITHOE «BBIKJIIOUEHUE». BHe-
3aIiHOe YJIy4llleHHe KpailHe PeKo.

6. JluckuHe3uu, B T.4.:

— JIuckuHe3nu rmuKa 103bl. Xopeo(hOPMHBIN HITH OBICTPBIN TUCTOHMUYECKUI TUTIEPKUHE3 (JIUIIO,
iesi, TYJIOBUIIE, KOHEYHOCTH). Ha pa3BepHYTHIX M MO3IHUX CTaJUSAX COMPOBOXAAT BECh NEPHOLL
«BKJIIOUEHU». [IpnunHa: cy:xeHre TepareBTHYeCKOro OKHa JoraMHUHa (CHUKEHHUE TIOpora pa3BUTHS
JVCKUHE3UI).

— JuckuHe3uM 1iato 103bl. XOpeo(OPMHBIA WM OBICTPBIA JUCTOHMYECKUI TMIIEPKUHE3
(Jio, 1es, TyJOBUINE, KOHEYHOCTH). Ha pa3BepHYTHIX M MO3AHUX CTaJusIX CONPOBOXIAIOT BECh
NEpUOJ «BKJIOUYEHUs». [IprumHa: cykeHue TeparneBTUUeCKOro OKHa JolaMHHa (CHUKEHUE Mopora
pa3BUTHUSI TUCKUHE3U)

7. ByxdazHble TUCKUHE3UU:

— JIucTOHMY «BBHIKTIOUeHUsT». PoKatbHasi O0Ne3HeHHas! TUCTOHMUSI, Yallle B HIKHAX KOHEUHO-
CTSIX, peKe reHepaIu30BaHHAas JUCTOHUS WU aKaTU3HUsl.

Momopubie paykmyayuu u OUCKUHe3Uu:

— OIPENIEJISIOT TSKECTh COCTOSIHUSA M KaUeCTBO )KM3HU MAllMEHTa Ha pa3BepHyThIX cranusx bIl;

— BCTPEYAIOTCS B TIOJIABJISAIONIEM OOJBIIMHCTBE cTydaeB pa3BepHyThiX craauii BIT (30—95%
B 3aBUCUMOCTH OT JJIUTESIBHOCTU OOJIE3HN);

— KOPPEKLMs MOTOPHBIX (PIYKTyallMil ¥ AUCKUHE3UI — OCHOBA JIEYEHUsI MAlIUEHTa Ha pa3Bep-
HyTbIX cTaausx BII.

Yacmoma momopHuix paykmyauyuii 4 OUCKUHE3UIL:

2 rofa OT HavaJia JiedeHusI JIeBOJoIoN: (heHOMEH «HCTOIIEeHHS KOHIIa 103bl» Oonee 50%, auc-
KuHEe3uN — 46%, «BKJI — BBIKJI» — 10%;

5 niet: yKTyalmu u AUCKUHE3un 22 % NallueHToB;

BIT o 5 ner: dpykryanuu — 8%, auckunesuu — 4%;

BII 6ostee 5 et — 50%, nucknnesnn — 28%;

BIT 6omee 10 ner — dmykryaruu 75—85%;

BIT 15 ner — guckunesud 94%, ucromenue 103el — 96%.

KornutuBnas nuccyHkums.

KoruuTtrBHbIe HapyIIeHNsI MOTYT HAaOJTIOAATLCS YKe Ha paHHuX ctanusix BIT, mposeisisich Hapy-
LIEHUEM UCTIOJTHUTEJIBHBIX (DYHKLUI U 3pUTEIbHO-TIpOcTpaHcTBeHHOro aedunmra. o 40% nanyes-
ToB ¢ BIT umetor nemenimio, 4To B 6 pa3 Bblille, YeM B KOHTPOJILHOMH Irpy1irie, y 84% oHa pa3BUBaETCs
yepe3 15—18 niet ot Havasa 3aboneBanusl. Knmunndeckue nposisieHus neMeHimu rnpu BI1 Bkmoyaor
OpaaugpeHnIo, HapyIeHus 3pUTETbHO-TIPOCTPAHCTBEHHOTO THO3KCA, (DIIOKTYallM BHUMAHUsI, pac-
CTPOMCTBA JIMYHOCTU M HACTPOEHU S, TAJTIONMHALMY U TICUX03, OHAKO Peyb U MPAKCUC OCTAIOTCS
MPEUMYIIIECTBEHHO COXPaHHBIMU. [lemMeHIMs cBsizaHa ¢ yxyamieHneM 3(pdekTuBHOCTH 1oaMUHep-
TMYECKOro OTBETA M, CJIeJOBATENIbHO, TPOrHO3a 3a0oneBaHus1. HecMOTpst Ha HaIMuue B KOPTHUKAITb-
HBIX ¥ CYOKOPTHKAJIBHBIX CTPYKTypax Tesjell JIeBu, OCHOBHOW MPUYMHON pa3BUTHsI KOTHUTHUBHBIX
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HApYILIEHUH SIBJSETCS] THOesb XOJIMHEPrMUecKUX HEeMPOHOB B Oa3asibHOM siipe MelHepTa, mpriem
oObem rurmokammna npu BIT u 6one3nu AsbireiiMepa yMeHbIIIEH B aHAJIOTUYHOM CTETICHHU.

IIcuxoTHyeckue HapyleHus.

Hannune ncMxoTryeckux CMMITOMOB 3HAYMTENBHO yXyamaeT nporHo3 BII u yBennuuBaer
cMmeptHOCTh. KimmHnueckuil criekTp nicuxosa npu bl BkioyaeT 3putesibHble WILTIO3UH, TaJUTIOLUHA-
1M, TTAPAHOMIHBIN TAJLTIONIMHATOPHBIN MICUX03, Opel 1 Apyrue CUMITTOMBL. MaJible MM SKCTpaKam-
MUHHBIE TAJUTIONMHAIIN TPECTABIISAIOT COO0M (DEHOMEHBI «IIPUCYTCTBUSI» U «ITPOXOXKICHHUSD» , KOTAA
y O0JIBHOTO BO3HMKAET OIIYIIEHUE MPUCYTCTBHS HEKOETO CYIIeCTBa (UeIOBEK W )KMBOTHOE) 32 CITH-
HOW B KOMHATe WJIM €ro MPOX0oxkJeHus no nepudepun noss 3penust. o 40% nanuentos ¢ BI1 umeror
3pHUTEIIbHBIE TALTIOIMHALIAK, KOTOPBIE OOBIYHO HOCAT SIPKUI XOPOITIO 0(hOPMIICHHBIH XapakTep, CIIy-
XOBBIE M OOOHSITEbHbIE TAJLTIONMHAIIMK BCTPEYAIOTCs peke. BeposTHON MpUYMHON BOSHUKHOBEHUSI
3pUTeNbHBIX TajumorHanuil pu BI1 sinsieTcs nereHepanus ne yHKYJIONOHTUHHOTO sIApa, roiryoo-
BAaTOr'O IIATHA U SAJEP LB, KOTOPAsl TAKKE IPUBOAUT K Pa3BUTHIO IIOBEAECHUYECKOro HapyeHuss REM-
(basbl cHa. PakTOpaMu pyCKa BO3HUKHOBEHMS TAJTIOLMHALMI SBJISIOTCS] KOTHUTUBHBIE HAPYIIEHUS
u nipueM npenapatoB L-JJOPA; Bo3pacT, MTeIbHOCTh 3200I€BaHUs U ACNIPECCUs] HE UTPAIOT 3Ha-
YUTEJILHOUN POJTH.

Bce kiaccel aHTUMTAPKMHCOHMYECKUX TPENapaToB CIOCOOHBI TPOBOIMPOBATH TAJLTIOIMHALIAH
u nicuxos. [IpoBokaiys nosiBisieTcs NPeAIonoKUTEIbHO 10 IPUYMHE BOZHUKHOBEHUs (pparMeHTa-
LMM CHA, MPUBOASILEHN K PKUM CHOBUAEHUSIM, TJLTIOLMHALIMAM U Jequpuio. PaHHue rajunonyHa-
MM B OTBET Ha HazHaueHue JodamMuHepruyeckor tepanuu rnpu BI1 koppennpoBanu ¢ pa3ButreM
KOTHUTHBHBIX HapYIIEHUI U IEMEHIINY.
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Huarnocruka 6osae3nn Ilapkuacona

IIOKJII/IHI/I‘ICCKaH AUArHOCTHKA

B Hacrosmee Bpems u3BectHo, uto 11 bI1 xapakrepHa npoapoMasbHas pa3a, OqHAKO BbISBIIE-
HUeE JTIo[el ¢ CyOKJIMHUYecKuMHU nposiBieHnssMu BIT ocraercs cnoxHoi 3aiaueil. Pesynprarel nato-
JIOTOAHATOMUAYECKUX MCCIIENOBAHUI CBUAETEIBCTBYIOT O TOM, YTO HA MOMEHT ITOCTAHOBKY JIMarHo3a
B YEpPHOM CYOCTaHIIMM OTMEYaeTcs BHIpaXKeHHasl TOTepsi HEMPOHOB, a B mocieayoiye 4 roxa mpo-
MCXOJMT NOYTH TOTaJbHas TMOenb 10(haMMHOBBIX OKOHUYaHUH B JIOpCajbHOM OONAcTH cTpuaryma.
[TyTem KCTparnonsuy 3TUX JaHHBIX ObUIO PACCUMTAHO, YTO NMATOJIOrMYECKHUE MPOLECCHl B TOJIOBHOM
Mo3re HaunHaloTcA 32 S—10 JeT 10 NosABIEHUS NEPBBIX KJIMHUYECKUX CUMIITOMOB U IIOCTaHOBKHU
AMarHo3a, o3TOMY NEPCIIEKTUBHBIM NPEACTABIAETCA NMOUCK NpeaukTopoB bII. Cpeayn Bo3MOxHBIX
npenrkTopoB BIT BeIEAOT: MOBegeHYeckoe paccTpoicTBO asbl ObicTporo cHa (ITPPBC), namo-
[aTUYECKYI0 AHOCMUIO 1 MOHOTE€HHbIE MyTalliH, TECHO cBsA3aHHbIE ¢ BII.

IMTPPBC xapakTepusyeTcst OTCYTCTBUEM MBILLIEYHOM aTOHUU BO BpeMs (pa3bl ObICTPOTO CHA, U3-
3a 4Ero BO CHE MOT'YT BO3HUKATh BOKAJIM3ALMY WIN CIIOKHBIE ABUraTENIbHBIE aKThl. PaccTpoicTBO, Kak
IIPaBUJIO, MaHUGECTUPYET y MyKuMH crapuie 50 ner (cpegnuit Bospact 50—65 ner). [IPOBC TecHo
cBs13aHo ¢ bII u apyruMuy cuHyKJIEMHONIATUAMU, TAKUMU, KaK JEMEHLIMS C TeIbLaMy JIeBU U MyJIbTH-
cucTeMHast aTpousi, ¥ YacTo BIIEPBbIE BHISBISIETCS ITPU STUX 3a00JIEBAHUSIX Y JIIOZIEH C OTCYTCTBHEM
paccTpoicTB cHa B aHamHe3e. Kpome Toro, nourn y Beex mogen ¢ IIPOBC Bnocnenctsun passusa-
ercst otHO U3 Tpex 3a0oneBannil. [IPOBC kak 1301MpoBaHHOE PACCTPOICTBO U KaK MPOIpOMasIbHAS
¢aza BII coveraercsi ¢ 0ObEKTUBHBIMU U CYOBEKTUBHBIMH MTPU3HAKAMHA MOTOPHOTO ¥ HEMOTOPHOTO
aeguumTa, BKIIOYas HapyleHue OajaHca paBHOBECH s, U3MEHEHHE MOXOJKU U JPYTUMU OOJIbIIMMU
Y MJIBIMH NIPU3HAKAMHU JABUIATEIBHOU 3aTOPMOKEHHOCTH.

X poHnuecKast aHOCMHUSI WIIH TUIIOCMHUSI MOKET ObITh OOYCIIOBJIEHHOM PSIIOM COCTOSIHUIA: BPOJK-
JEHHBIX, TOCTTPABMATUYECKUX, HOCTUH(EKIIMOHHBIX, UIUONATUYECKUX, WX ObITh CBSI3aHHOM C HEH-
ponereHepauueil. AHOCMMS — HEPEIKOE SBJIEHUE, OHO Berpevaercs B 20% nomyasauuu. AHOCMUSA
XapakTepHa Juist OonbmHCTBa nanueHToB ¢ BI1. ¥V poxcreennnkos jur ¢ BI1, He nmeromux Heipo-
TMICUXMYECKUX WM YCTAHOBJICHHBIX OOOHSITENIBHBIX PACCTPOICTB, HAPYIIEHUsI OOOHSIHUS CBUJIETEb-
CTBYIOT O TTOBBIIIEHHOM pHcKe pa3ButHs BI1 B Teuenue 2 ner. [Totepst 000HSHMS accolMMpoBaHa ¢ 5-
KpaTHBIM NoBbIIIeHHeM pricka BI1 B TedeHue 4 et HaOmoaeH s, ITPY NIONPaBKe Ha BO3PACT U IpyrHe
(akTophl, Mrpatomnme pois B passutun BI1 (kypeHue curapet, norpedieHue Kode, 3arophl).

B nccnepoanuu dakropos pucka BII (The Parkinson At-Risk Study, PARS) nposonuicsa
MOKMCK TIPM3HAKOB MPOIPOMAIIBHON (has3bl 3a0oseBanus. boum o0cienoBansl 669 B3pOCIBIX Yeso-
Bek crapiue 50 JIeT ¢ TMIIOCMUEN, KaK OCHOBHBIM ITpoxpoMasibHbIM ITpu3HakoM bII, n 4330 yenosek
C MHTaKTHBIM OOOHsSIHMEM. B rpyrme c HapymeHreM OOOHSIHMS yalle BCTpedatnch 3anopsl (21%
npotuB 16% B rpynme ¢ UHTaKTHBIM OOOHSIHMEM), TpeBora (B NcuxuyeckoM craryce y 19% npotus
14%, xak yepra muHocTH Y 23% nipotus 17%) n penpeccus (19% nporus 11%). Ilpuznaku ITPOBC
Takke ObUTH OoJiee pacripocTpaHeHs! y mozed ¢ runocmueii (12% npotus 7% v 3% nipotus 1% pis
HENPOU3BOJIBHBIX ABUKEHUH Pa3HOM MHTEHCUBHOCTH). B Ipyrom aHaioruyHoOM MCCIIEOBAHUH OKOJIO
700 yenoBek B Bozpacte S0—85 yieT ¢ nmpu3HaKamMu Mpoapoma (HapylieHue OOOHSHUS, JEeTPecCHs
wi [TP®BC) ocMmarpuBammch ABaXbl B rofl. BelpakeHHble pa3inuus ObLIM OTMEYEHBI B 4acTOTe
BO3HUKHOBEHUS 3a110opos (7% B rpymnne anocmuu, 22% B rpynne [TPOBC u 25% B rpynne nenpec-
CHUH), HapyllIeHUH cHa, OTINYHBIX OT [IPOBC (34%, 65% v 53%, COOTBETCTBEHHO ), 3pUTEIBHO-TTPO-
CTpaHCTBEHHOTrO BocnpusTus (2,2%, 12% n 14%, cOOTBETCTBEHHO), OPTOCTATUYECKON TUIIOTEH3UN
(13%, 33% u 25%) n KOTHUTUBHBIX HapylieHus (Opagudpenus: 24%, 36%, 46%, 3anoMUHaHKE

37



A. A. SIkopneB. «PeaOunuranus rpu 6ose3nu [TapkuHCOHA»

cnoB: 37%, 60%, 53%). Takum obpa3zoM, HaudoJIee TeCHbIE CBA3M C OCTATIBHBIMU MPU3HAKAMU OBLTH
BbIsiBJIeHBI [yisi [IPOBC.

MeToab! ncciieJoBaHNs 000HATEJbLHOr0 aHAJU3ATOPA.

B EBporie ¢ 1995 rona ceprugunmposan Sniffin’ Sticks test (Caudpun Cruxc tect, CCT).
Ceituac ero ucnonbs3ylot B I'epmanun, Acrpuu, lIseinapuun, Uramuu. Tect sBaseTcs MHOropaso-
BBIM, MTOPTATUBHBIM, (DYHKIIMOHUpPYeT 6—12 mec. BkimouaeT CKpUHUHT M SKCTeHOU], (paciivpeH-
HBII) TecThl (puc. 9).

Puc. 9. Kommnekr pis npoBeaenust Sniffin’ Sticks test.

CCT cocTouT 13 TpexX UCTIIBITAHUI:

1. Onpenenenue mopora OOOHSIHUS, YyBCTBYET JIM MAIMEHT 3araxu. [lopor — 310 Ta MUHU-
MaJibHasi KOHLIEHTpAIKs 3araxa, KOTOpyIo OUlyllaeT nauueHt. B 16 mpoHymMepoBaHHBIX KapaHaalax
HAXOOUTCsS H-OyTaHOJ B pa3HBIX KOHIIEHTpanusX oT 1 10 16 mo yObIBaHMI0 MHTEHCUBHOCTH 3ariaxa.
B Tpuruier BXoauT oMH KapaHani ¢ 3arnaxom, aBa 6e3. Tect HaunHaeTcs C TOro, YTO UCIIHITYEMOMY
MIpeJIaraioT ONpee/uTb, YyBCTBYET JIM OH 3amax B KapaHjaie N1 ¢ camMoil BBICOKOW KOHLIEHTpa-
el H-OytaHona. 3areM nogHocAT Kapanaam N16, 15, 14... u T. 1. 10 NPaBUIBHOTO OIpe/Ie/ICHUSI
KapaHaia ¢ 3arnaxom. Kapanaamm B TpurjieTe MEHSIOT MECTAaMH M IIPOBOASAT TIOBTOPHOE MCCIIENIO-
BaHMe. Pe3ynbTaT cunTaercs MojoKuTeIbHbIM, KOI/la MOBTOPHOE UCCIIEIOBAHME COBIAJIO C MPE/bl-
aymM. [lasee mpoBOIAT TO ke camoe C JAPYrod MpOOUPKO ¢ OOJbIell NMHTEHCHBHOCTHIO 3araxa
U T. 1. B Tecte 10/xKHO OBITh 7 MAKCUMAITLHBIX OTBETOB, IO TIOCJICTHUM 4 U3 KOTOPBIX BBIBOIAT CPe/l-
Hee 3HaueHue.

2. OmnpezesieHue AUCKPUMHHAIMKM. TO CIIOCOOHOCTh BBIOpaTh 2 OJMHAKOBBIX 3araxa
u3 3 npenaraembix. Tect cocTout U3 16 MpOHYMEPOBAHHBIX TPUILIETOB, KAXKbIl KapaHJalll B TPU-
rwiete paercs 1 pa3. CymMma MojoKUTEbHBIX OTBETOB U3 16 sIBIsETCS KOTMUYECTBEHHBIM Pe3yJ/ibTa-
TOM TECTAa.

3. Onpenenenre uaeHTUgUKanuu. CrnocoOHOCTh OMNpeEAeUTh 3arlax I0 IPedIoKEHHBIM
4 naumenoBaHusM. [lanenTy noaHocAr no 1 kapanjaiy u3 16 1715 BObIXaHUs 3amaxa, nepej ria-
3aMU OH UMeeT 4 Ha3BaHUsI 3aI1ax0B, OJMH W3 KOTOPHIX JIOJKeH BhIOpath (puc. 10). Pesynmbrar ckia-
JbIBAETCS] U3 CYMMBI [OJIOKUTEJIbHBIX OTBETOB Ha 16 NMpeabsBJICHHBIX 3a1aX0B.

Puc. 10. IIponeaypa npoBesieHust UcCeI0OBaHUsI OOOHATEBHOIO aHAIM3aTOPA.

38



A. A. dxoBneB. «Peabwmuranus npu 6one3nn [lapkuHcoHA»

Smell identification test wau I[NencunbBanckuil Tect paspadoran B 1984 romy B IleHcmitb-
BaHckoM yHuBepcutete (CIIA). Tect [leHcHIbBaHCKOTO YHUBEPCUTETA TIO3BOJISIET BBISIBUTH OOJIb-
IIMHCTBO HApYIIEHUHA OOOHSHHS M MCKJTIOUUTh CUMYJISIIIAIO PacCTpOMCTB 0OOHsAHMS. TecT conep-
KuUT 40 00pa3OB Pa3IMYHBIX 3aMaX0B C YETHIPbMsI BApHAaHTAMM OTBeTa Kaxablid. OOpasiibl 3amaxa
MIPE/ICTABIISIOT COOOM TUIACTUHKY MUKPOTpaHysl, HAHeCEHHbIe Ha TUIOTHYI0 Oymary (puc. 11). Tecrt
CHa0EH TOYHBIM KOJIMYECTBEHHBIM PAacyeTOM IOKa3aTesel, CBUIETENbCTBYIOIIMX O PA3BUTHH 3a00-
neBaHus. JIOCTOMHCTBOM TecTa SIBJISIOTCS: HA/IeKHOCTb, HU3Kas ce0eCTOMMOCTb, TPOCTOTA MCIOIb-
30BaHMs1, BOBMOXHOCTb TECTUPOBAHUS B JTIOOBIX YCIOBHUSX, aKe CAMOTECTUPOBAHUS B IOMAIITHUX

Y TIOJIEBBIX YCJIOBUSIX. TecT OTIMYaeT OYeHb BBICOKAs BOCIIPOU3BOJUMOCTh pe3ynbTatoB (r=0,90—
0,92).

Puc. 11. Smell identification test v [leHCHIIBBAHCKUI TECT.

MeTtoapl uccJie/I0BaHus HAPYHIeHUI MoYepKa.

CoBpeMeHHbIE TEXHOJIOTMH TTO3BOJISIOT OICHWBATh MapaMeTphl MoYepKa MO0 OObEKTUBHBIM
nokazaresisiM. Cnienimasicramu u3 YauBepcutera Xaridbr Capoit Pozenomiom u mpogeccopom Tama-
poMm Beficcom ¢ 3T0i 1ienblo ObLT pa3padoTaH npudop moa HazBanueM «ComPET». OH cocrout
13 6eCIPOBOIHOM JIEKTPOHHON PYYKH 1 OyMaru, HaJIOKEHHOM Ha SJIEKTPOHHYIO TA0JMYKY, Ha KOTO-
poii gesioBek ruieT. CucTeMa COCTOUT U3 IByX OJIOKOB: 1Tt cOOpa | JIJTsI aHaM3a JaHHBIX. [Ipudop
OIICHMBAET BpeMsI KOHTAKTa PyYKH ¢ OyMaroil 1 BpeMsl, KOrJa pyvka 3aBUCaeT B BO3/IyXe, CKOPOCTb
1 yCKOpeHHe, pa3Mep OYKB U MPOMEXYTKH MeXAy OyKBaMH, CTelleHb JaBJICHUsI PyYKH Ha Oymary
u T. 1. CrieruanbHbii coT MPOBOIUT rpaduIecKruil KOMIbIOTepHBIN aHamu3. K ero pazpadotke ObLH
MIPUBJICUCHBI CITEITUATTUCTHI-TIOUepKOBeIbl. OOpasiibl IOYepKa COXPaHSIOTCS B OIM(POBAHHOM BHIE,
YTO MMO3BOJISIET CPABHUBATh UX B PA3HBIX I'PYIIaX M Uyepe3 pa3Hble MPOMEKYTKH BpeMeHH. B ciyJae
BIT nosiBiisiercst BOBMOXKXHOCTD CIIEINTD 32 PA3BUTHEM U TIPOIPECCHPOBAHMEM 3200 IEBaHUI.

B skcniepumente ¢ yvactuem 40 wucnbityembix mpuoop «ComPET» mo ananmm3y modepka
BbisiBUT BIT Ha paHHel craguu ¢ TOYHOCTBIO 95%. PaHee ¢ MOMOIIBIO 9TON K€ METOAMKHU YUYeHbIe
3 YHuBepcutera Xaidbl BHISABISIN AeTed ¢ CHHIPOMOM THUIIEPAKTMBHOCTH C HApYIICHWEM BHU-
MaHUs1, TIOYEPK KOTOPBIX MMEET XapaKTepHble 0cOOeHHOCTH. Kpome Toro, Takyio cucteMy MOXKHO
WCITONIb30BaTh M IS KOPPEKIMY HAPYyIIeHU! MoYepKa, B 9TOM Cliydae OHa padoTaeT Mo MPUHIIUITY
OMOIOrMYeCcKOr OOPaTHOM CBSI3H.

III/IaFHOCTI/IKa HA PaHHUX U MO3HUX CTAANAX 00J1e3HH HapKI/IHCOHa

AHaMHe3, }KaJ00bl H KJINMHUYECKHE MPOSIBJICHHSI.

Jluaznocmuueckue Kpumepuu.

Kanoowi:

- TpeMop (MeJIKoe ApOokaHue KOHEUHOCTEH, TOJIOBbI) B KOHEYHOCTSIX, rojioBe. OOBIYHO BO3HU-
KaeT B TIOKOE, YMEHbIIIAETCsI TIPH TOTBITKE JIBUTAaTh KOHEYHOCTSIMU;

- CKOBaHHOCTb B MBIIIIAX — YCHJIMBAETCS MPU TMOBTOPHBIX IBMKEHUSAX (KaXIOe IBUKEHUE
BBITIOJIHAETCS BCE CIIOXKHEE);

- HapyIIeHUe MOXOAKH (X0Ip0a MeJIKMMHU MIAPKAIIIMMU MIaXKKaMH); - YacThle MnajeHusi (BO3-
HUKAIOT U3-3a Pa3BUBIIENCS HEYCTONUMBOCTHU TAIMEHTA);
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- 3aMeJIEHHOCTD JIBUXEHUN;

- 0€IHOCTb MUMUKH (OTCYTCTBHE MUMUKH, JIIIO MTPAKTHYECKH HE BBIPAKAET SIMOIIUN);

- YXy/IIIEHUE MaMsITH, MbIIIICHUS;

- SMOLMOHAJIbHBIE HAPYILIEHUSI: CKJIOHHOCTh K BOPWIMBOCTH, MTOJABJIEHHOE HACTPOEHUE;

- TIOBBILIIEHHOE CJIIOHOOT/IE/IEHUE U30 pTa.

Anammnes:

- HEOOXOAMMO YTOYHUTH B KAKOM BO3PACTe HAYaJI0Ch 3a00JIeBaHUEe, KAKUE CUMITTOMBI OBLTH €T
MIEPBBIM IIPOSIBJIEHUEM;

- HEOOXOIMMO YTOUHUTb, KaK HAYaJIOCh 3a00jieBaHKe (IOCTENIEHHO (He3aMEeTHO) /BHE3aITHO,
B CBSI3U C KAKUMH-TUOO (haKTOpamm);

- 00paTUTh BHUMaHUE HA HAJIMUWE KOTHUTUBHBIX HAPYIICHUH, ETPECCUU, TaJUTIONMHAIINN;

- BBISICHUTh HAIM4KE B ceMeiiHoM anamuese BI1/npyrux HeiiponereHepaTuBHbIX 3a001€BaHUI
(00 MX OTHETHHBIX CHMMIITOMOB, HAallpUMep, TPEMOpa) Y POICTBEHHUWKOB, HAIMYME B aHAMHE3e
MOBTOPHBIX TPABM T'OJIOBBI, IPO(ECCHOHATBHOTO/OBITOBOTO KOHTAKTa C TOKCUYHBIMU BEIIECTBAMM;

- B OTHOIIIEHUY MIPUHUMAEMBIX B HACTOSIIIEE BpPeMsl JIEKAPCTBEHHBIX CPE/ICTB, YTOUYHUTDh HAJIU-
YHe COITYTCTBYIONIMX 3a00JICBAHUM.

duszukaabHOE 00cjae/10BaHue.

Hesponoeuueckuii cmamyc:

- TUTIOKWHE3Us (aKUHE3Us);

- PUTUAHOCTD;

- TPEMOp B IOKOE, MpejacTaBisonmid purMudeckoe npoxanue I, III u nporusonocrasien-
Horo uM I majiplia KUcTy ¢ 4actotor 4—6 1’1, HAalTOMUHAIONIMIA CKaThIBaHME NaJIbLaMH XJIEOHOIO
mapuka (Mo TUMY «KaTaHUs MUTIONb»/«CYéTa MOHET»). B Havase 3a0oseBaHusl TpEMOpP OTHOCTO-
POHHMII/aCUMMETPUYHBIH, YCUIIMBAETCS Ha XOJIOZIE, TPU SMOLIMOHAIbHOM HAIIPSKEHUU U YCTAJIOCTH,
xoipOe, IBUAKEHUSIX B KOHTpajaTepaibHON pyke. IIpu JBMKEHMM KOHEYHOCTH TPEMOp yMEHbIIa-
ercsi/ucue3aet, BO BpeMs CHa OTcyTcTByeT. [1o Mepe nporpeccupoBaHus CTAHOBUTCS ABYCTOPOHHUM,
MIPUCOEVHSIETCS JPOKaHKE CTOII, YENTIOCTH, 3bIKa, BeK. Pe1ko BO3MOXkeH Je0I0T ¢ aCHMMETPUYHOTO,
OZIHOCTOPOHHETO TPEMOP IMOKOSI CTOIT;

- BereTaTUBHbIE PACCTPONCTBA;

- appeKTUBHBIE HAPYLIICHNUS,;

- KOTHUTUBHBIE TUCPYHKIINU;

- ICUXOTUYECKUE HAPYIIICHUSI.

T'unoxkunesus:

- 3aMeJIEHHOCTBIO ABUKEHUI;

- HapyllleHUeM UHUIMALINY;

- CHUDKEHHEeM CKOPOCTU Y aMIUTUTY/IbI MOBTOPSIEMBIX JBHKEHMUIA,

- TUTIOMUMUWUSI;

- peIKOe MUTaHUE;

- 3aMeJITIeHHast pedb (Opaauianus);

- TMTIO(POHUYHASI U MOHOTOHHASI peyb;

- qucparus ¢ 3aTpyAHEHUEM IJIOTAaHUS CJIIOHBI;

- yTpara COApPYKECTBEHHbIX JIBUXEHUI (aXePOKHUHE3);

- [IIapKaoIasi, KOPOTKMMM LIaraMu MOXOJIKa;

- MEJIKMI NToYepK (MUKporpadus);

- 3aTPYyAHEHM S MPU MIOBOPOTAX B IOCTEJIH; - 3aMEIJIEHHOCTb B TIOBCEIHEBHOIN aKTUBHOCTH.

Puzuonocmy:

- CKOBAaHHOCTB/YYBCTBO CTSITMBaHUS B Ile€, HUXKHEW YacCTU CIUHBI, B MBIIIIAX PYKU/HOTH
(B Havase 3a00JieBaHKsI PUTUAHOCTH HOCUT aCUMMETPHYHBIN, OJHOCTOPOHHHUI XapaKTep YCHIIMBa-
€TCsl PU OTBJICYEHUM BHUMAaHUsI/ABMKEHUSAX B KOHTpaJIaTepaIbHONM KOHEYHOCTH);
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- MBIIIIEUHBIN TOHYC BSI3KU, TJIACTUYECKUI, MOHOTOHHBIH, YCHIJIMBAETCS MPU KaXkJIOM MTOBTOP-
HOM [IaCCUBHOM JIBUKEHUM B MPOLIECCE MPOBEPKU ((P€HOMEH «BOCKOBOW KYKJIbl», (DEHOMEH «CBUH-
IIOBOU TPYOBI») TOMIYKOOOPa3HO MeHsieTcsl ((PeHOMEH «3y04aToro Kojieca ).

Iocmypanenas Heycmouuueocms.:

- HapylleHue CIIOCOOHOCTH ylepKUBaTh paBHOBecHe Tena/xonpbe; Hapymenne criocoGHOCTH
yZIep)KUBaTh paBHOBECHE TeJa/X0Ab0e MpeapacnosiaraeT MalyMeHTa K 4acThIM MaJIeHUsIM Yallie Brepes,
peke Hazall Mpu XxoApOe, MOBOPOTax Ha MeCTe, BCTABAHUM C Kpec/ia WM NocTeNu. [Jis BhIsBICHUS
TIO3HBIX HAPYILIEHUH TPOBOASIT TOIYKOBYIO IPOOY Ha MPOMYJIbCUIO/ PETPOITYIbCHIO. B paHHMX cTaausx
BII 3arpynHsioTcs TpeuMyIECTBEHHO TOHKUE JBUKEHUSI B KOHEYHOCTSX. sl BBISIBIEHUS JIETKOW
CTETNeH! TUTIOKMHE3UH MOXKHO TIOMPOCUTH OOJIBHOrO MoOapabaHUTh MAJIbIIAMU TI0 CTOJY, IOCTy4YaTh
CTOIOM O TOJI, OBICTPO CKUMATh U PA3KUMaTh KyJaKH, TPOHUPOBATH M CYITMHUPOBATH MPEIIICUbs].
Crnenyer obparaTh BHUMaHUE Ha aCUMMETPHIO JIBUKEHUH, HAa (PEHOMEH «MCTOIAeMOCTH» (JIeKpe-
MEHT) — 3aMe/IJICHUE IBUKEHHUS TIPU €r0 MOBTOPEHUU C YMEHBIIEHUEM aMILIUTY/IbI.

Hemomopnwvie cumnmomuot BI1.

1. BereratuBHbIe pacCTpOMCTBa, KaK Ha paHHEW, Tak W, OCOOGHHO, B Pa3BEPHYTOU CTAUM:
3aropbl; OPTOCTAaTUYECKAs TUIIOTEH3MST; HEAEP/KAHUE MOYM U KaJla; SpeKTUIIbHAS AUC(HYHKIMSA; CITIO-
HOTEUEHUE; CIIE30TEYEHHUE; PACCTPOIICTBO TEPMOPETYIALMH; HApyLIEHNUe NOTOOTAeIEeHH (TUIIOT -
po3/runiepruapo3s); cedopes.

2. CeHCOpHBIE PacCTPOKCTBA B BUJIE OLLYIIIEHUSI [TOKAJIBIBAHU 1, OHEMEHU S, KkeHus, 3yna (50%
MaryeHToB); HapyieHrue oO0oHsHUS (90% MareHToB).

3. Ilcuxuueckue HapyuieHUs: (Pa3BEPHYTOM CTaJud). - BO3MOXKHO JENpPeccusi U TpeBora
(Ha paHHeW CTaguM). - BO3MOXHO Pa3BUTHE 0OCECCUBHO-KOMITYJIbCHBHOTO CHHIpOMA (Ha MO3THEN
CTaJuMn).

4. KorHUTUBHBIE HapYIIEHUS JIETKOM U YMEPEHHOU CTENIEHU BbIPA)KEHHOCTH B IIEPBBIE 5 JIET
OTMEeYaloTcsl Y OOJIBIIMHCTBA OONbHBIX. [Ipu3HAaKK eMeHIMU MOsBIsieTCs CIycTs 5 JieT u Oornee,
KpaifHe pe/iko B MepBble Tofbl Oone3Hu. PaccrporictBa cHa — oOycioBiieHsl Kak camoit BIT (1po-
OyXJeHre B HOYHOE BpeMsl BCJIE/ICTBUE PUTHIHOCTU M TMITIOKMHE3UH ), TaK U IOOOUHBIM JeHCTBUEM
JeKkapcTB, ocooeHHO AJIP (aHeBHasi COHJIMBOCTb, MPHCTYIIBI BHE3AMHOTO 3ackinanus). [Icuxoruye-
CKHMe HapylleHusl (TaUTIOIMHALIMY, WJUTI03UM, OpeIoBble PacCTPOMCTBA, HAapyIlleHne MIeHTH(]UKaA-
UM, AEMMpUil) MOryT BO3HUKaTh Y 20—30% OGoJbHBIX Ha 000 cTaanuu O0JIe3HU U B JIIOOOM BO3-
pacte, HO yalle y MOXWIBIX TMAlMeHTOB C Mo3aHel craaueit BI1, y GOMbHBIX aKMHETUKO-PUTHIHON
(popmoii 1 OCTYpaJIbHOM HEYCTOMUMBOCTBIO B COUETAHUU C JIEMEHIIUEH.

Octpas nexomnencarus BIT:

- HApacTaHNe OCHOBHBIX KIIMHUUYECKHUX MPOSIBJICHUI MAPKUHCOHU3MA, OCOOEHHO M'MITOKUHE3HH,
PUTMIHOCTH, IOCTYPAJIbHOM HEYCTOMUMBOCTH;

- HapyIllIEeH!e peYH (BIUIOTh O aHAPTPUX) U INIOTAHUS;

- YCWJIEHHE MOTOPHBIX (PIIYKTYyaluii U TMCKUHE3UIA;

- TICUX{YECKHE PAaCCTPOUCTBA (CIYTaHHOCTh CO3HAHWSsI, TAJUTIOLMHAIMY, TAPAHOUIHBIN Oper,
KaTaTOHUS);

BEreTaTMBHasi HECTAOWJIBHOCTh (OPTOCTATHUECKasl TUIOTEH3Wsl, HApYIIEHHWs] CEepAeYHOrO
puTMa, TepMOpEryIsunY, norootaeseHus, Mmotopuku KKT, mouencnyckanus);

- Pa3sHOBUJIHOCTb [JEKOMIIEHCAIlUM — AKMHETUYECKUN KpH3, XapaKTepU3YIOLIUICA pPE3KUM
HapacTaHUeM TUIOKWHE3UH W PUTMIHOCTH C Pa3BUTHEM OOE3[BIKEHHOCTH, aHAPTPUU U Hapyllle-
HUS [TI0TaHU S, a TAKKe aKWHETUKO-TMIIEPTEPMUYECKUH (37I0KaUECTBEHHBIN ) CUHPOM, J1s1 KOTOPOTO,
MIOMUMO TPOSIBIEHUI aKUHETUYECKOTO KpU3a, XapakKTepHa rurneprepMusi (TuepnupeKcusi), BbI3BaH-
Hasl qucdyHKuuen runoragamyca. CorpoBoskaaomieecss CylecTBEeHHBIM OrpaHUYeHUeM (DyHKIM-
OHAJTLHBIX BO3MOKHOCTEH MalMeHTa U coxpaHsiomieecs: Oonee 24 4acoB, HECMOTPsI Ha TIPOHOJIKe-
H1Ee/BO30OHOBJICHUE MTPUBBIYHON JIJIs1 TIAIIMEHTA MTPOTUBONAPKUHCOHUYECKON TEparvy.

AJITOPUTM JMArHOCTHKHU NAaPKUHCOHU3MA.
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B nuarnoctnueckom anroputme BIT (purc.12) MokHO BbIIEIUTD ABa dTara.

[epBbiii 3TaN — ycTaHOBJIEHWE CUHIPOMA MAPKUHCOHM3MA U JudpepeHIraIbHas JUarHoCTUKA
€ro C BHEIIIHE CXOIHBIMM COCTOSIHMSIMM, B TOM YHUCJIE SCCEHLMAIbHBIM/ JUCTOHUYECKUM TPEMOPOM,
apPeKTUBHBIMU HapyILICHUsIMU (anaTus, Aernpeccusi, adynusi), MapaToHUel, UCTepHel, arpakcuen
X0bOBI (JTOOHOH ArcOa3melt) MPH COCYAUCTHIX MOPaKEHHUSIX TOJIOBHOTO MO3ra/Tupolieatnu, TUIO-

THPEO30M.

Bropoii aTan npeanonaraer ycraHOBJIEHHE HO30JIOTMUECKOT0 TMarHo3a MapKMHCOHU3Ma U Tud-
dbepennmanbayto quarHoctTuky BIT ¢ qpyriumu 3a001eBaHUSME, BHI3BIBAIOIIMU 3TOT CUHPOM.

Oumtro 6 ATMKHEESHA TR C He MeHEe
1 13 3 CAEAVIOLPL: CHMITO MO,

| DecenyHanss b

*  MEIUEYH 3 PRIBAHOCTE
& Tpewop mokoR Tpenop
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{anp @A xogeden)
Henpeccua
Aa Anario-
abymraecari
TMapxuHCOHRIM CHEApOM
) . Maparounna
‘L [Mcepgo Oymebapuent
Toxardecint ‘_{ Coad cnplem }_) Texap creennssi |
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TEp KHHCORRS M z 3 MEpFHHCORNIM
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d MeANEHED DPOTPECCHPYIOMES TEHERHE
l Her F:
& | Hud aprer'renop parun
Onyzons «——| KIMPT | B GaBANLHLIC PANIINIAY,
Cuppon edamia CPE/HEM MDIIE,
i, ofmpHED Nefiio apens
ABHBIE CTPYETYPHBE |
HIMEHEHHA HET
L z Mogoctpoe 1
2 ,J, cTymeneo Spasioe
Mapes Esopa EHHE PAIBHTHE CO
Ipy6as mocTypamHan Aa | HapacTaromui crabunmsamed o
HEYCTOATHBOCTE B €| KorsHMMBHbI Ded et perpeccom
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I\
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Puc. 12. Anroputm nuarHoctuku napkuHconusma (ATJI — gemeHuus c tenbuamu Jlesw,
ITHIT — nporpeccupyronmii HaabsaaepHsii napaand, MCA — MHOXECTBEHHAs! CUCTEMHAs aTpopus).

s knmHMyeckor ntuarHoctuku BIT ncnonb3ylor kputepun banka ronosHoro mosra Ooriie-
crBa Oone3nu [TapkuHcona BenmukoOpurannu. C MOMOIIBIO JaHHBIX KPUTEPUEB MOXHO YCTAHOBHTD
JIMIIb BEPOSITHBIM JUArHo3 (Ipy HAJIMYMM HE MEHee TPeX IMPU3HAKOB, OTHOCAIIMXCS K TpeTbei
rpymnIe) Wik BO3MOXKHBIN AUarHo3 (Ipy HaJIM4uu MeHee Tpex npusHakoB) BII. [loctoBepHsiil aua-
rHo3 BI1 Bo3MOXeH Juilib 0 JaHHBIM NaTOMOPQOIOTMYECKOrO UCCAEJOBAHUS.

Kputepuu banka I'osioBHOro mo3ra Qomiecrsa bojieznu
Iapkuncona Besmkoopuranun (UK Parkinson’s
Disease Society Brain Bank Clinical Diagnostic Criteria)

B nacrosiiee Bpemst quarno3 BI1 craButcst B COOTBETCTBUM € YTBEPKICHHBIMU KJIMHUKO-1A-
rHOCTUYEeCKUM Kputepusim banka romoBHoro mosra odmectBa BI1 BemukoOpuranuu (Gibb, Lees,
1988, 2009). [InarHocTiKka OCHOBaHA Ha OLIEHKE KJIMHUYECKUX KPUTEPUEB: HAIMUME CUHIpOMA Map-
KMHCOHHU3MA, OTCYTCTBUE NMPU3HAKOB, UCKMovarouux bI1 u Hamyne npu3HakoB, NOATBEPKAAIOLINX
auarHo3. JlaHHble KpuTepuu 00IaaaioT BRICOKOH crelipuaHOCThIO (B 98% ciydaeB B AaibHEHIIIEM
nonTBepskaaercs BIT), 4yBCTBUTENTBHOCTD JaHHBIX KpUTepueB mpuonmkaercs Kk 90%, uTo o3HavaerT,
yto Jimib B 10% cinyyaes BI1 He BbicTaBisieTCs IpU €€ HAJTMYMK.
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I 3ran. CuaagpoM napKkuHCOHU3MA.

— l'unokune3us.

+ OJMH U3 CHMIITOMOB

— MplieuHast puruiHoCTb;

— Tpemop nokos;

— IoctypanbHast HEYCTOMYMBOCTD, HE CBSI3aHHAS C IEPBUYHBIMU 3PUTEIBHBIMH.

II sran. Kpurepuu uckiawuenust 6ose3nn Ilapknacona BecTuOyasipHbIMi, MO3:KeU-
KOBBIMH M NPONPHOLENTHBHBIMH HAPYII€ HUSMH.

— [oBTOpHBIE MHCYJBTH B @aHAMHE3E CO CTYMEHEOOpa3HbIM MPOrPECCHPOBAHUEM CHMITTOMOB
MApKMHCOHU3MA;

— IToBTOpHBIE UMT B aHamHe3e;

— DHuedanuT B aHaMHE3e;

— OKynorupHsle Kpusbl;

— JleueHnue HeMpOJIENTUKAMKU HA MOMEHT MOSIBJIEHUSI CUMIITOMOB;

— CemeiiHbIll XapakTep 00JIe3HHU;

— Hanuuue nurensHON peMUCCHU;

— OHOCTOPOHHSISI CUMITTOMATHKa Oosiee 3 JeT;

— Ilapanuy B30pa BHU3;

— Pannsis ObicTpo nporpeccupyioiias BereraTuBHasi HeOCTaTOYHOCTb;

— Mo3XeuKoBbIe 3HAKH;

— Pano pasBuBaromascs 1eMeHLus ¢ HapyllleHUeM MaMsTH, PeYU U MPAKCHCa;

— Cumrirom BabuHckoro;

— Hamnuwme coobmatormeiics ruapouedanmu Ha KT;

— OTcyTCTBHE peaklvy Ha BHICOKHE JI03bI JIEBOIOIIBI;

— KOHTaKT ¢ TOKCHMUeCKMMU BeIeCTBAMU, BBI3bIBAIOIIMME MAPKUHCOHU3M.

III sran. Kputepun, noarsep:xaawmue auarno3 6ose3nn Ilapkuncona.

— OaHOCTOpOHHEE HAvaJIo;

— Tpemop nokos;

— Ilporpeccupyroiiee TeyeHue;

— CoxpaHeHre aCHMMETPUH CUMITTOMATHKY C MPeodialaHieM Ha IepBOHAYATIbHO BOBJICYCH-
HOW CTOPOHE;

— Bolcokast 3(p(peKTUBHOCTD JIEBOJOIIBI;

— XopeodopMHbIe JUCKMHE3NH, UHAYLIMPYEMbIE JIEBOJOIION;

— CoxpaHeHue peakIy Ha JICBOJIONY B TeUeHHe 5 JieT U OoJIbIIie;

— Teuenue 3a60neBanus 10 et u Gosnbie.

MeToab1 HeHPOBHU3YyaTU3 AU,

N3menenus, BbisBisieMble y nanueHToB ¢ BIl mpu nmpoBeaeHMM KOMITBIOTEPHOM TOMOTpa-
¢pun (KT) n/unu MPT B craHgapTHBIX pexuMax sIBJISIIOTCS BecbMa HecnieuupuuHbiMU. [Tpenmyie-
CTBEHHO I10 JIaHHbIM HEWPOBU3YyaJIM3alluM BBISIBJISETCS PA3IMYHON CTENIEHU BbIPA)KEHHOCTH YMEHb-
1eHre o0beMa BeIlecTBa TOJIOBHOTO MO3ra: KOHBEKCUTAJIbHAS aTPOusi KOPKOBBIX OTIEIOB MO3ra,
paciMpeHye KeslylI0YKOBOM CHUCTEMBI, KOTOpble HE SIBJISAIOTCS MaTOTHOMOHUYHBIMM INPU3HAKAMU
aTo¥ narosyioruu (puc. 13).
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Puc. 13. IIpumep MP-tomorpamm nanmentku 59 ner ¢ BIL

Boxkosvie dcenyoouku mosza He pacuiupervl, cummempuurivl (D=S). IlI-ii u IV-ii sceayoouxu
00bIuHOIl KOHUYpauuu u pazmepos. CynpaceansipHas YUCmepHa nporadupyem 8 noaocms mypeu-
K020 cedna, ocmanvhvle 6a3anbHble UUCMeEPHbl He uamerensl. Cyoapaxnouoanvrole AUKEOPHble NPo-
CMPAHCMBA HEePABHOMEPHO DACUIUPEHBL NO KOHBEKCUMANBHOU NOBEPXHOCMU 8 NPOEKUUU NOOHbIX,
memenHbvlx ooneli u Cunveuesvix weneil. HesnauumenvHo pacuiupervl nepusackynsipHvle nPOCHpaH-
cmea Bupxoea-Poouna no xody nenempupyrougux cocyoos. CpeouHHvle CmpyKkmypol He CMEUieHbl.
Bepmukanvhwiii pazmep eunogpusa — 0o 0,3 cm, coxparenHas mxams eunoguza umeem ooviurwvlii MP
CUZHAN.

Bornee BoipaxkenHble MP-nipu3Haku aTpogun OTMEUAIOTCs Y MAlMEHTOB C aKWHETUKOPUTUIHOM
dbopmoii 3a00eBaHus, a TaKKe MPU HAIMYKE B KJIMHUYECKON KapTHHE 3HAYNTETbHBIX KOTHUTHBHBIX
HapynieHuil. BeipaxkeHHOCTh aTpouu HApacTaeT v Mo Mepe YBETMUEHU s TSKECTU U POAOJIKUTEITh-
HocTH 3a0oneBanus. Tak, mpu umtensHocTH BIT 10 3 et atpoduist BRISABISAETCS y TPETH MAIEHTOB,
a TpU JITTUTEJIFHOCTH CBBIIIIE 6 JIeT Bo3pacTaeT Oosiee yeM B 2 paza U oTMeuaetcs y 78% ManyeHToB.

Hecmotpst Ha TOo yto MPT B CcTaHAapTHHIX pekMMax He BBISBISIET KaKUX-JTHMOO MAaTOrHOMO-
HUYHBIX TpU3HAKOB Mpu BII, 3TOT MeTon MO3BOJISET UCKIIIOUUTD IPYTUE CTPYKTYpPHbIE TIOPAKEHUS
MO3ra, COIPOBOXKJAIOIIMECS] CHHIPOMOM MapKUHCOHU3Ma. K TakuM nmatosiorusiM OTHOCSITCS OIyXOJb
0a3abHBIX T'aHTIIMEB, HOPMOTEH3UBHAs TUApOIedaInsl, COCYIUCThIe TIOPAKEHUsI, N3MEHEHUsI CUT-
HaJia OT OGa3aJIbHBIX TAHTIIMEB BCllenCcTBIe Oore3Hn Bubcona-KoHoBanoBa, oTpaBieHUst MapraHiiem
u ap. MPT nomoraer taksxke B tudppepeHmanbion quarnoctike bIT ¢ napkuHCOHU3MOM BClle/ICTBHE
HelpoJiereHepaTUBHBIX 3a00JIeBaHuUM, TIpU KakioM 13 Kotopeix MPT umeer psa criermduyeckux
CUMIITOMOB: «IJla3a Turpa» (puc. 14).

Puc. 14. IIpumep MP-Tomorpamm naumeHTku 69 JieT ¢ «HeMpoAereHepaluen ¢ OTIOKEHUEM
xene3a B Mosre» (NBIA-Syndrom — Neurodegeneration with Brain Iron Accumulation). B npoex-
U OA3ANbHBIX 2aH2UEE (OMMeUeHbl CIPENKAMUL) BbIABASIOMCS CUMMEMPUUHDBIE BbIMAHYMble 30Hbl
uzmererust MP-cuznana, HeoOHopooHozo eunourmercueiozo MP-cuenana na T2BH, Flair, uzourmer-
cusnvle Ha T1 BH, umo modcem coomeemcmeosams HAKONAEHUIO Jicene3d 8 OA3aNbHbIX 2AH2AUSIX.

[MonbITKY OIIEHKM M3MEHeHUI HepOHOB B 4epHOit cyoctaniu nipu BI1 B HacTosiee BpeMst
MIPOJOJIKAIOTCS C UCMOb30BAaHUEM HOBEHILMX METOMK HeWpOoBU3yaau3aluH, B ToM uucie MPT-

44



A. A. SIxoBneB. «Peabmmranus mpu 6ome3nu [TapkuHCcOHA»

MoppoMeTprn. DTOT METOJ MOTYUYUJT PacpOCTpaHEHNE TOJIbKO B MOCTIEAHEE JECATUIIETHE B CBS3U
C BHEJIPEHUEM B KJIMHUYECKYIO NPAKTUKY PEKMMOB BBICOKOIO pa3pelleHus U MOSBIEHUEM METOna
BOKCEJIbHBIX TMpeoOpa3oBaHuil TpexmepHbix JaHHbIX (VBM-voxel-based morphometry). Onenka
oObeMa uepHoU cyoctaniuu pu MPT-mopdomerpun rmoka He MoKa3aia 3HAYMMOTO YMEHBIIICHUS
oObemMa YepHOH CyOCTaHIIMK y TaieHToB ¢ BI1, BO3MOXHO, BCIIEACTBUE TPYJHOCTEN B BHIJEICHUN
rpanut] uepHo# cyocranimu. [Tpu BIT quddpysnonnas renzoprnas MPT BoisiBisieT crienidudHoe 1ist
JaHHOTO 3200JIeBaHUS CHIKeHHe (hPAKIIMOHHOW aHU30TPOITUH B Kay/ladbHBIX OT/EIaX YepPHOU CyO-
cranuumu. [To gannev D. Vaillancourt, stot npusHak ¢ 100%-Ho¥ cietnpuyHOCTBIO O3BOJIAET JUd-
(pepenuipoBath BIT OT rpymniiel KOHTPOJIS U MOKET SIBJISTHCS JONOJIHUTEIbHBIM JUAarHOCTUYECKUM
kputepueM, noareepxgaomuM BI1. TTonyuennsie D. Vaillancourt pe3yabTaTsl COracyrorcs ¢ naro-
MOpP(OIOrHIECKUMHU TIOCMEPTHBIMU MCCIIEI0OBAaHUAMH Y MariueHToB ¢ BIT, BRIABASIONMMY HAanOOI -
IIYI0 IOTEPIO HEPOHOB B BEHTPOKAYAAJIBHON YacTh YepHOM cyOcTanimu. Juddy3nonHo-TeH30pHast
MPT 1o3BoJIsI€T BBISIBIISATh MUKPOCTPYKTYPHBIE MTOPaKEHHs OJIOro BelecTBa Mpy HaJTMIUK KOTHU-
TUBHBIX HAPYIIEHUI U OLIEHUBATh UX 10 CHUKEHHUIO (DPaKIIMOHHOM aHnu30Tpornuu. Metonuka auday-
3uoHHO-B3BeneHHoH MPT oGnamaer 6ombliieit crienUIHOCTHIO 10 CPABHEHUIO CO CTAaHJAPTHBIMU
pesxxumamyu MPT u no3Bonsier nmpoBecty AupepeHIInaNbHblii JUarHo3 MeXIy NapKUHCOHU3MOM
npu HeliponereHepatuBHbIX 3a00neBanusx u BI1. IIporpamma DWI BeisiBnsie yBenmmuenue ko gu-
reHTa qudy3un B CKOpIyIie U B 00JIaCTH JICHTUKYISpHBIX siaep B 80—90% citydaeB KIMHUYECKU
Bo3MoxkHOI MCA u nporpeccupyiouiero HagbsaepHoro napaauya (ITHIT), B To Bpems kak y nauu-
eHToB ¢ BII B 3THX 30HaX OH OCTaeTcs B Mpeaeaax HOPMBI.
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KoHen 03HakoMuUTEJIbHOT0 (pparmMeHra.

Texkcr npenocrasieH OO0 «JIutPec».

[IpounTaiiTe 3Ty KHUTY LIEJIMKOM, KYIMB IIOJHYIO JIEraJbHYIO Bepcuio Ha JlutPec.

BesomnacHo onnatuTh KHUTY MOKHO OaHKOBCKOM Kaprtoit Visa, MasterCard, Maestro, co cuera
MOOWIIBHOTO TenepoHa, C TUIaTeKHOro tepMuHana, B catone MTC wm Cesi3Hoii, yepes PayPal,
WebMoney, fAunekc.densru, QIWI Komesnek, 60HyCHbIME KapTaMu WX APYTUM YIOOHBIM Bam crio-
COOOM.
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