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IIpedcmasnen knuHudeckuil cyyati pazsumus kopmukobasanvroti oecerepavuu (KB]]) y 58-nemmeii navuenmxu.
Ipoananusuposarv. cmparmezust 6v100pa 1eKAPCIBEHHOL MEPANULL UCXO0S U3 KTUHUHECKOLL KAPMUHYL 300071e8AHUS, B03MOHCHOCTIU
NnepcoHanu3uposantoil peabunumauu nayuenmos ¢ KbJI, a make apgexmusHocmp Kypca mepanuu u peabunumayuu

¥ KOHKPErHOTi NAuUeHMKY ¢ AKUEHIMOM HA POTIU KOPPEKUUL KOZHUMUBHDLX HAPYUAeHUTI 6 YIyuieHUY PYHKUUL X00b0bL.
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BBepeHune

Koprnkob6asanbhas ferenepaiyst (KBII) npencrasisier coboi
cropapydeckoe 3aboyeBaHue, pacpoCTPaHEHHOCTb KOTOPO-
ro mocturaet 4,9-7,3 cmyyas Ha 100 Tbic. denoBek [1]. Kpome
CIIOpA/IMYeCKIIX OMMICAHBI PefKyie TAaTOMOP(OIOrNIecK HOf-
TBeP)K/IeHHbIe ceMeitHble crydan [2]. Hecmorps na To yto KB]I
CUNTAETCS PEKIM HellpojieTeHepaTIBHBIM 3a007IeBaHIEeM, €T0
VICTMHHAsI PaclIpOCTPaHEHHOCTD Hen3BecTHa. COIIaCcHO JaH-
HeM D. Togasaki 1 C. Tanner [3], B ctpyxrype KB]] Ha nomo
MAPKMHCOHM3MA TIPYXOANTCs 4-6%. B saBucumoctyt ot 3abo-
neBaeMocTy 60ne3Hbl0 [TapKIHCOHA YacTOTa perucTpanyn
cry4ae KBl moxeT cocrasmars 0,62-0,92 na 100 Thic. Yerno-
BeK B Tof [3].

KBl 06s14H0 mebroTypyeT Ha 6-8-M HeCATUNIETIN JKU3HIL,
CHMIITOMBI MOSIB/ISIIOTCS B CpefHEM B Bospacte 63 yet (6e3
3HAYMMOTO reHfepHoro npeobtnananms) [4]. T KB tummy-
HbI TIOCTEIIEHHOE HAYa/Io ¥ HEYKIOHHOE IIPOrpeccypoBaHIe,
a TaKoKe COYeTaHMe Pas/IMIHBIX KOMOMHAIINMIT XapaKTepPHbIX
KIVHNYECKVX MIPYM3HAKOB, TAKNMX KaK aKMHEeTVKO-PUTMIHBIIA
CUHJIPOM C HEOCTAaTOYHbIM OTBETOM Ha Tepallyio Ipernapa-
TaMU JIEBOJIOIBL, arpakcius, adasus, GeHOMeH «IyXOoll Ko-
HEYHOCT!», KOTHUTVBHbBIE HAPYIIEHNA C aCHMMETPIIHBIMU
KOPKOBBIMHU aTPO(QUYECKNMM U3MEHEHUAMM IO JAHHBIM
HeltpoBusyamsaiy [5]. COBOKYIHOCTb KIVHIYECKUX U pa-
MOTIOTMYECKIX CHMIITOMOB Ha3bIBAIOT KOPTUKOOA3a/IbHBIM
cunppomoM (KBC).

KBC - pBuratenpbHoe paccTpoONCTBO, codeTaloleecs ¢ Ha-
pYylleHNeM KOTHUTVBHBIX U NoBefeHYecknx gpynkuuit. KbC
OCTAeTCs1 KOMIUIEKCHOI U IUCKY TabebHOI pobremoit. Briep-
Bbie KBC 6bu1 omvicad B 1968 1. |.J. Rebeiz 1 coaBT. MMeHHO Kak
IIBUTaTeNIbHOE PacCTpONCTBO. [0 Mepe HaKoIIeHNA HayYHbIX
JIAHHBIX OBUT OIVCAH IIMPOKIII CIIEKTP KOTHUTUBHBIX U JIBUTa-

Te/IbHBIX ITposB/IeHnt [6]. Kmmyraeckne npusnaky KbC moryT
peructpuposarbcst He TonbKo mpu KB/, Ho m mipy apyrux ma-
TOJIOTMYECKYX IPOLleccaX: aTUIIYHBIX BapuaHTax 00/Ie3HN
AnbureitMepa [7], pasnuyHbIX GpeHOTHIIAX TOOHO-BICOYHOI
JleTeHepaIyL, IIPOrpeccUpyIOlieM HafbAfepHOM IIapande
¥ JaKe TIPYOHHBIX 3a007IeBaHISIX [8].

C HexoTOpbIMU U3 TlepeuricieHHbIx 3abomeBanmit KBl 06b-
eMMHAOT CXOXKUe ITaToreHeTyyeckye Mexanusmol. [ia Kb]I
XapaKTepHO HaKOIUIEHMe BK/IIOYeHNiT BHYTPU HeJPOHOB,
00pa3soBaHHBIX ACCOLMIPOBAHHBIM C MUKPOTPYOOUIKaMI Tay-
6emxom (microtubule-associated protein tau, MAPT), B cBsi3u
¢ 94eM 607Te3Hb OTHOCAT K TPYIITIE TAyTIaTHIA.

Tay-6enok cymecTByeT B Bupe lecTy 130¢popM, obpasyro-
VXA B pe3y/bTare ajbTepHaTNBHOTO cIutaiicunra ero MPHK.
V3oopMbl 0TIMYAIOTCA Ha/IM4YMeM OO0 OTCYTCTBIEM BCTAB-
K1 B onoxkeryn 29 wim 58 B N-KOHLIEBOI 06/1acTiL, a TaKxKe
fo0aB/IeHMeM WM BbINafieHeM TaHIeMHOTO IIOBTOPa, KOTO-
pbuit B M3odopmax 4R mym 3R npercTaBiieH 4eTbIpbMA U TPeMs
KOIMAMY COOTBETCTBEHHO. [JaHHBIe TaH/ieMHbIe IOBTOPHI
pacrionoxenst B C-KOHIIeBOIT 067acTy Tay-6enka, HasblBa-
€MOJ JOMEHOM CBS3bIBaHMA ¢ MUKpoTpyboukamy. Crmaii-
cyHr TpaHcKpynTa rena MAPT sarparusaet sk30HbI 2, 3 1 10.
B narorenese KB]I yuacTByeT 1MeHHO 130(opMa ¢ YeTHIPbMS
noropamt (4R-Tay-6e10K), 4TO OT/IMYAeT ee OT psifia APYTUX
Taymaruit. ObpasyeMble Tay-6€/IKOM arperarbl CBA3aHbI C I0-
BpPEXJIeHIeM KIETOK MO3Ta, IIPOABJIAIONINMCS BBIPKEHHON
arpoduel y4acTKOB KOpbI TOJIOBHOTO MO3ra (JI06Hast, TeMeH-
Hasl M BUCOYHAs KOpa), a TAKXKe CePOTo BellleCTBa B HasaIbHbIX
siEpax Mosra (XBocTaroMm u ckopryte) [9, 10].

CormacHo cucremariieckoMy 063opy (2021), kpome MyTarpit
BreHe MAPT 4acto Bcrpevatorcsa MyTanym B reHe GRN. [laee
10 yacToTe BcTpeuaeMocty cnemytor C9orf72 v PRNP [1].
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ITpu HetipoBu3yanmu3army (MarHUTHO-Pe30HAHCHASA TOMOTpa-
¢, MPT) KB]] oT™MeuaroTcst acuMMeTpiaHast KOPTUKAIbHAs
aTpodis, 0cOOEHHO B BEPXHIX OT/ie/aX TeMEHHOII OTIH, aTpo-
¢udeckie n3MeHeHs1 TOGHOI M BUCOYHO 0TI, IBYCTOPOH-
Hs1s1 aTpodust 6a3a/IbHBIX TAHIIVEB VM MO3OJIICTOrO Tema [11].
ITarrepn arpodum npu Kb]I oT/mraaeTcst OT TaKOBOTO IpH IPo-
rpeccupylollieM HabAZePHOM Haparye: y naiyeHTos ¢ Kbl
Yallje PerncTpUpyeTcst aTpodyisi B 3afHeNIaTePaIbHOI 1 METIy-
a7IbHOI (PPOHTAIBHOI KOpe IIPU OTHOCUTENTBHO COXPAHHOM
QHATOMIY CTBOJIA TOJIOBHOTO Mo3ra [12].

KnuHuueckuin cnyyait

TMaumenTka IIL, 58 ntet, cunraet cebs 60mpHOI ¢ 2016 T, Korma
BIIEPBBI€ MOABIINCH 3aTPYRHEHN Iy Xoibhe. B 2018 1. crama
OTMeYaTh 3aMeJJIEHHOCTD IBVDKEHMII B JIEBOV HVDKHEN KOHeY-
HOCTH, pefKye MafieHNA C HeBO3MOXKHOCTBIO CAMOCTOATENNBHO
nopHATbcA. C 2019 1. yBemumaach CKOBaHHOCTD ABVDKEHMIA,
YXYALIN/IACh MOXOKA, BOSHUK/IM 3aTPYAHEHNA Havasa akTa
XOZIBOBL

B 2019 r. manmeHTKa HEOFHOKPATHO O6OpaILaIach B aMmbyIaTop-
HbIe ¥ CTAlYOHAPHBIE JIe4eOHO-TIPOGUIAKTIYECKIIe YIPEexX-
menys. Eif iMarHocTipoBa 0CTpoe HapylleHe MO3TOBOTO
KpoBooOpalieHrs B BepTebpanpHO-6asunsipHoM bacceiite,
11epeOpOBACKY/IAPHYIO 60/IE3HD, AUCLIMPKY/LITOPHYIO SHIeda-
yomaruio, 6omesHb [TapKIMHCOHA, TI0 TOBOJY KOTOPOIT Ha3HaYa-
JIV TEpAIIVIIO IpertapaTaMyl JIEBOROIIbI U arOHVCTaMM fodaMyl-
HOBBIX PeLIeNITOPOB Oe3 IIONIOKIUTEeNbHOI AyHaMuKu. B 2022 .,
Yepes I1IIECTb JIeT HOCTIe fiebioTa 3a60/eBaHMs, BBIIIOTHEHA
MPT ronosHoro Mosra: MP-TIpisHaKy acMMeTpUYHbIX aTpo-
(raecKyx M3MeHeHUIT KOpBI IPEUMYIIeCTBEHHO TeMEHHBIX,
BJICOYHBIX /1 JIOOHBIX IOTIEIN.

B 2023 r. narenTKa 06paTiIach B KIVHUKY VIHCTUTYTa MO3ra
yenoseka uM. H.IL bextepepoit Poccuiickort akafemmny Hayk
(MY PAH) o moBozty 3aMeyIeHHOCTI 1 CKOBAaHHOCTY IIpY
xozb0e, OJepIMBaHYA BEPXHIX KOHEYHOCTe!, OOTIbIIIe CTIeBa,
B3/IpaT¥BaHNA JIEBOJ HIDKHE KOHEYHOCTH, HapyLIeHN T10-
XOJKM B BUJie IPUIMIIAHVA CTOI K TIOJTy IIPY TIOTIBITKE CIENaTh
IIIaT ¥ HAa4aTh JIBVDKEHME.

CemeriHbIll aHAMHe3 He OTSrouieH. IIpyu 06beKTUBHOM
OCMOTpE BBIABJIEHBI CIEAYIONINE CUMIITOMBI: KOTHUTMBHOE
cHipkeHye (18 6aioB o MoHpeanbCKoil LIKale OLeHKY
KOrHUTUBHBIX QyHKIMI (MoCA), mpenMyIecTBEeHHO Ha-
PYILIEHbI 3pUTETbHO-KOHCTPYKTUBHBIE 1 MICTIOJTHUTENbHbIE
HABBIKI, CHIDKEHa GeI/IOCTb pedrt, 3aTPy/JHEH YCTHBI CUeT,
OTCPOYEHHOE BOCIPOM3BEJEHNE OCYIIECTBIEHO C MOJCKa3-
KOJi KaTeropum i YeThIpeX U3 IATY CI0B, OFHO CIIOBO
Ha3BaHO 6e3 TOfICKa3KM), TeCT «pedpo — TafOHb — Ky/IaK» —
0/3, cuMMeTpUYHasl MOTOpHAsl AIPaKCKs KOHEYHOCTEN,
OpoOyKKa/IbHAA allpaKcyst, KOpKoBas fucbasis, tect Timed
up and go - 62 cexyHpbl. Onpene/eHp! Jierkas IUIOMUMYIS
Y OMUroOpauKMHE3Ns C AaKIIEHTOM B JIEBBIX KOHEYHOCTSX,
aCYMMETPVYHbIN HePUTMIYHBII TOCTYPa/IbHbII MIOK/IOHYC
B KOHEYHOCTSX, B OOJIbILIEN CTEIIEHY CJIEBA. BbIABIIEHBI II0-
CTypa/IbHble HAPYIIEHVIT: PeTPOIYIbcus B Ipobe TeBeHapa
KOMIIEHCHPOBa/Iach 4YeThbIpbM IIaramu. [1asogBurareibHble
HapylIeHNs IPECTaB/IeHbl JIETKOJ HEIIABHOCTBIO BEPTH-
KaJIbHBIX CaKKaj Oe3 I1apesa BePTUKAIbHOIO B3opa. Peue-
BBIX HAPYLIEHNI, JVCTOHNY, HAPYIIEHNI TyBCTBUTEIbHOM
cepbl, B TOM 4MC/Ie aCTepeOrHo3a, He o6HapysxeHo. Deno-
MeHa «4y>KOJ KOHEUHOCTV» HET.

Hesponorua u ncuxmatpus

KNMHNUeCkaa npakTika

Ha ocHOBaHNY JaHHBIX aHAMHE3a, TOTO/THUTENbHOTO MHCTPY-
MEHTa/IbHOTO 00CTeIOBaHMA 1 KIVHUYECKUX Pe3y/IbTaToB
YCTaHOB/IEH [MarHo3: KIMHIIecKu Bo3MoxkHass KB]] ¢ BbIpa-
YKEHHOI1 KOPKOBOV iMcOa3uelt, MOTOPHOII aTIpaKcyiel KOHEYHO-
CTell, aCMMMETPUYHBIM, TIPEUMYIIIECTBEHHO JIEBOCTOPOHHIM,
MJOKIOHYCOM KOHEYHOCTeN!, BBIPKEHHBIMI KOTHUTYBHBIMI
HapPYLIEHVAMM, JTETKIM aKUHETUKO-PUTYIHBIM CHH/IPOMOM.
Inarnos KB]I chopmymnpoBaH Kak BO3MOXHBIIL MCXOMs
U3 AMArHOCTMYECKNX KputepueB M.]. Armstrong u coabT.
(2013) B orcyrcTBue kpuTepues vckmodeny Kb [13].
INanyreHTKa HAXOAVIACH HA CTAL[YIOHAPHOM JIEYEHVI B K/IVHIKE
VIMY PAH. V3-3a moMMHMpOBaHKA B KIMHIYECKOI KapTUHE
KOTHUTUBHBIX / IOCTYPajIbHbIX HAPYLIEHM], @ TAK)KE HAIIIILA
AKMHETMKO-PUTUTHOTO CUH/IPOMA OCHOBHbIM HaIpaB/IeHVeM
Teparmiu 6bUTa BBIOPaHA MEIMKAMEHTO3HAsI KOPPEKLVs KOI-
HVTUBHbIX HAPYIIEHNII I TAPKMHCOHM3MA C OFHOBPEMEHHOI
PaspaboTKol M peanysalyell IepcoHaMM3POBaHHON pea-
OMIUTALIOHHOV IPOTPaMMBI C aKIIEHTOM Ha BOCCTaHOBJIE-
HIIL IBUTATe/IbHbIX HABBIKOB, (POPMUPOBAHNI KOPPEKTHBIX
JIOKOMOTOPHBIX ITaTTEPHOB, YMEHBIUIEHNV BBIPA)KEHHOCTH
arpaxcuy. B paMKax maHHOJ IIpOrpaMMbl IPOBOAW/IVCD VH-
IVIBUIya/IbHbIE 3aHATIUA JIedeOHON (UBKYIBTYPOIL, OCHOBHOE
BHYIMaHMe ye/s/IoCh YIy4LIeHNIo TTOCTYpalbHOro 6aaHca.
C TOIit >Ke LIe/IbI0 OCYIECTBIAMICH TPEHMPOBKM C MCTIONb30-
BaHNEM CIELVATN3IPOBAHHOTO 000PY/IOBAHIIS, B TOM UIC/IE
MepyHckoro Tpegmuta H/P/Cosmos, nmuraTopa onopHoii
Harpysku «KopBut», 06ydeHne ckaHIMHABCKO X0fibbe, KOTHN-
TUBHBI TpeHNHT. KopkoBas fyc6asys ¢ HapylieHreM VHULIN-
ar Xofb0bI TpeGOBa/Ia BKIIOYEHNSI B IIPOrPaMMy TPEHMPO-
BOK CIICLIVA/IbHBIX YIIPKHEHNIT, HAIPAB/IEHHBIX Ha 0OydeHne
IIPMMEHEHIO BHEIITHIX CTUMYJIOB ¥ TPIOKOB LA IIPEOTO/IeHN
«3aCTBIBAHMIT»: PUTMIYECKOIT 3BYKOBOJ CTUMYJIALINM, YCTHO-
My CYeTy M YCTHBIM pedeBbIM KOMaH/aM («/IeBOJL — IPaBoil»,
«pa3-IBa» U T.IL), IepellarNBaHNIO Yepes IMHVY Ha IO, Bbl-
60pY 3pNUTE/IBHBIX OPMEHTUPOB 3a IIPEIATCTBIIEM, BbI3bIBAIO-
VM «3aCTbIBaHMe». [JOTIOTHUTENbHO JCIIO/Ib30BAJICS HOSIC
C 7IA3EPHOM YKa3KOM-«IMHUEI.

C yyeToM BbIPaKEHHOCTM CMHJPOMA MAPKMHCOHMU3MA CYTOY-
Hasl /1033 KOMOMHALN «IeBOfioNa + Kapbumora» 250 + 25 Mr
ObUTa yBemrdeHa o 1000 Mr. BepaskeHHOCTD aKMHETUKO-pY-
TUJHOTO CUHJIPOMA Y IAIMEHTKM MOKHO OXapaKTepH30BaTh
Kak n1erkyro. Opnaxo npu KB]I i1 nocTiokeHns oTBeTa Ha Te-
paImnio 3a4acTyio TPeOYIOTCs BBICOKME [03bL TakK, COIIACHO
mauHbM K. Kompoliti u coasr. (1998), cpentue cyTo4YHbIe JO3BI
JIEBOZOIIBI MOIYT fOCTUTaTh 1500 Mr [14].

B Tepanmio (off-label) 6511 BBeieH mpemapar MeMaHTHHA
TUIPOXJIOPUT, C TUTpaLyeli fo3bl oT 5 1o 20 mr B cyTku. ITocne
Te4eOHBIX ¥ peabIIUTALIMOHHBIX MEPOIPUATHIT 3adUKCH-
pOBaHa TONOXWUTENTbHAA AMHAMUKA HEMPOSVHAMIYIECKIX
nokasareneil: 19 6amwios no MoCA, tect «pe6po — afgoHb —
Ky/nak» — 1/3, ynydureHue nokasaters recta Timed up and go
o 34 cexynp. Kpome Toro, oTMe4anoch yMeHbllIeH)e BbIpa-
>KEHHOCTY O/IMTOOPANKIHE3HIL.

06cyxpaeHne

IvichyHKIMA XOABOBI OTHOCUTCA K HanboIee YacThIM ABM-
raTenbHbIM HapyureHyaM npu KB, a ¢ mpucoenuHennem
IIOCTYPA/IbHBIX PaCCTPONICTB MEPEXOINUT B Pa3pAN KpUTH-
YeCKM fle3aJal TUPYIOIX CMMITOMOB. ITocTypanbHble pac-
CTpOJICTBA U TMaJleHNA B COBOKYITHOCTM C XapaKTe€PHBIMUI
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HPOsIB/IEHISIMY AnCHasuy BCTpedatotcst y 70,3% manmeHToB
¢ KB]I [1], mpuueM yxe B TedeHue MEPBBIX JIeT OT MOMEHTa
mebrora cuMIIToMoB [15].

CormacHo cucteMatideckomy 063opy (2021), mpu KB vare

Bcero Bcrpedarorca MyTauym B TeHe GRN. Jlanee 1o pacmpo-

crpanenHocty cienytor MAPT, C9orf72 u PRNP [1]. C yue-

TOM reHeTideckoit rereporennocty KB]J mpocnexusaercs

B3aMMOCBA3Db NIPEUMYIIECTBEHHOTO HapylLIeHNUs QYHKLIUK

XOfbOBI C BbIAB/IsIEMBIMI MyTaLVsiMut. Tak, Ayc6asust oTMeda-

erca y 66,7% manueHTos ¢ MyTauysamy B resax MAPT u PRNP

n'y 3,6% nanyenros ¢ myraryamu B reie GRN [1]. B xope

HPOBEIEHNSI TEHETIYECKOTO MCCTIenoBanysl y nanmentku 11

yKa3aHHbIe MYTallVy OTCYTCTBOBAJIIL

HanHble muTepaTypsl [16-19] CBUEETEIBCTBYIOT O CBS3M KOI-

HUTUBHbIX HapyILeHuit ¢ aucdyHkuyeit noxopku. Hampymep,

y MAlMeHTOB ¢ 607e3HbI0 [TapKIHCOHA B OTCYTCTBHUE HeMeH-

I TIpy fo6aB/IeHNY OTHOBPEMEHHO BTOPOil KOTHUTVMBHOI

3aja4y apamMeTpbl XobObI Hapy1IaloTcs. [Ipy 9TOM CKOpoCTh

KOTHUTVBHOI 00pabOTKM 3a1a4y KOPpe/MpPyeT C [IMHOI I1ara

¥ CKOPOCTBIO XOAIBOBL, @ COXPAHHOCTD MCIIO/THUTEIBHOM (YHK-

LY — € BapuabeIbHOCTBIO IIMPYHBI Iara [20].

B cooTBeTCcTBMY C IPMHATOI! B HACTOsALIee BPEMS ITapa T MOit,

B IIaTOTeHese HapyIIeHNs XOAbObI py 6onesun ITapkuHCOHA

K/II0Y€Bast PO/Ib OTBOAUTCS:

1) nodpaMIHeprudecKOMy U XOMVHEPIUIeCKOMY HeUINTY;

2) HapyIIEeHVI0 KOTHUTUBHBIX (PYHKLNMIT BCIEACTBYE He-
IOCTaTOYHOCTY VIHTETPATUBHOI CEHCOPHOIT 00pabOoTKY,
4TO He N03BOJLIET a/IeKBaTHO (OPMUPOBATH BHYTPEHHIOI
[OCTYPAJIbHYIO MOJE/Ib;

3) HapYIICHNIO ABTOMATIYECKOTO IIPOrpaMMIPOBaHILA U3-3a
CHYDKEHVsSI aKTMBHOCTYI MOTOPHOIT 00/1acTy KOpbI TOJIOB-
HOTO MO3Ta;

4) HapyuIeHnI0 QPOHTOCYOKOPTUKAIBHBIX PEryIATOPHBIX
MexXaHu3MOB [21].

Kpome Toro, ycraHOB/IEHA CBA3b MEX/Y CKOPOCTBIO XOfbObI

VI CTEIIeHbI0 KOTHUTVMBHOI AMCHYHKIMN. Y HALUEHTOB C Jie-

MeHI[Vell 06BIYHO O0JTee KOPOTKIe IIary U 6onee BHICOKAsA

YaCTOTA IIATOB, YTO MOXXHO MHTEPIIPETHPOBATb KaK CTpaTe-

THIO OCTOPOXKHOCTY C KOPOTKMMI (ha3aMyI OIIOPHI ¥ IIePeHOCa.

ITpenmonoXNTeNbHO TaKast CTpaTerysA UCIIONb3YeTCs, KOr/ia aB-

TOMATYHOCTD MOXOIKY HApYILeHa, HApYMep IPY MaTOMOTMN

LIeHTPA/IbHOI HEPBHOL CUCTEMBI [22].

KpaiiHe BaXKHO paHHee BbIAB/IEH)i€ KOTHUTVYBHBIX HapyILIeHNIA.

ITapameTps! OXOAKY IIOTEHIMAIBHO MOTYT MMeTh 3HadeHIe

B IVIaTHOCTIYECKOM IIPOLIeCce, a TakoKe IIpY BBIOOpe CTpaTeruy

JIeYeHML.

Bb160p IPOTMBOLEMEHTHOI TepaIuy MeMaHTUHA TULPO-

XJIOpUAOM 00YC/IOB/IeH ero 9 deKTMBHOCTDIO IIPU HapyILe-

HISIX XOABOBI Ha (DOHE PA3TMUIHBIX HElIPOfereHePaTHBHbIX

3ab0jIeBaHIi, TaKMX Kak 00/esHb AjbLreiiMepa U 607e3Hb

ITapxuHcoHa [21], 1 MexaHM3MOM fieficTBYA. B psine pabot

MOKa3aHO, YTO MEMaHTVHA TUAPOXJIOPHT] CIIOCOOEH 3ally-

I[aTh XOTMHEPIUYeCKIe HEIPOHBI OT MOBPEXMAEHNs, 00-

YCIIOBJICHHOTO He TOJIbKO 3KCAliTOTOKCMYHOCTBIO, HO TAKOKe

TOKCIYECKMM BO3JIEIICTBYIEM OeTa-aMIION/a, MUTOXOHIPU-

anpHOI mycdyHKIMeN 1 HelfpoBocnanenueM. Kpome Ttoro,

Ha KJIeTOYHBIX KY/IbTYPaxX [OKa3aHo, YTO MEMAaHTIHA TU/PO-

XJIOPUJ, MOXKET YMEHBIIIATh aHOMa/IbHOE Tutepdocopum-

PpOBaHIe Tay-IIPOTeMHA I, KaK C/IEICTBIE, CHVDKATh CKOPOCTD

06pasoBanys1 HeVPOPUOPIIILIPHBIX KITyOOUKOB. MeMaHTIH

TIOBBIIIIAET JO/TI0 HAKTUBYMPOBAHHO PochOprmmpoBaHHOM
dbopmbr GSK-3-6eta — hepmeHTa, IIPEAIONIOKUTENBHO UTPa-
IOILET0 OCHOBHYIO PO/Ib B aHOMAJIbHOM poCcOpIIIMpOBaHII
tay-nporerHa. CHIDKeHMe YpoBHs (HochOpIINpoBaHHOTO
Tay-IIPOTeNHA B LIepeOPOCIIMHAIBHOI XXIAKOCTY OTMeda-
eTcsl Ha (hOHe JIedeHN Y IALNEHTOB C 60/Ie3HbI0 AJIbLirel-
Mepa [23]. CIOCOOHOCTD CHIKATb CKOPOCTh 00pa3oBaHyIA
HepoMOPMILIPHBIX KITYOOUYKOB MOYXKET OBITH II0TI€3HOM
He TO/IbKO ITpyt 6o7esHy AsibLirefiMepa, HO U IIPY APYTHX Tay-
HaTysX (I06HO-BUCOYHON leTeHepaLyy, IIPOrPecCUpyoLieM
HagbsiiepHoM napamnde, KBIT) [24].

OnTyMasnbHas peabyyITaLyis IPYU HAPYLIEHNSIX XOAbOBI Tpe6y-
eT paccMoTpeHus QYHKUVY TIePeBIDKEHNSA ¢ MEXXIVCLINITIN-
HAPHOJI TOYKM 3PEHIIH, @ HE TOTIBKO C IIO3VIIA Y TPaThl MCIIO/HM-
Te/IbHBIX (PYHKLIL. ITO KOHTPACTUPYET C IIOJXOHAMIL, KOTOpbIE
0OBIYHO VICTIONIB3YIOTCA B UCCIENOBAHIAX feduuyra MoOWIIb-
Hocty [25]. Kak u ppyrue cBOJICTBa MOTOPHOTO KOHTpOJL,
aBTOMATU3M MOXKHO YTYIINTb TIOCPEACTBOM JIBUTATETLHOTO
06y4ers. Bee 310poBble IO yoKe B JETCTBE JOCTUIAIOT aBTO-
MaTy3Ma XOfbOBL. ABTOMATI3M JOCTUTAETCS 1 [IPY BBIITOTTHEHNN
IPYIUX PacIpOCTPAHEHHBIX JBUTATENbHBIX 33/a4, TAKMX KaK
pedb, BOXIEHME aBTOMOOWIA WM Habop TeKcTa. [IByMs KiTto-
4eBBIMU KOMIIOHEHTAMI JIBUTATE/IbHOTO O0YUeHNs AB/AIOTCA
THIOBTOPEHIE ¥ CIIELM(ITIHOCTD 34N, 38 CYET MHOTOKPATHOI
AKTVBALIVY OIPE/ie/IeHHBIX HEIIPOHOB B 3aBMCMOCTIL OT 3a/1a4l
CHHAITIYECKIE CBSI3U MEXHY STUMIL HEJIPOHAMI YCU/IMBAIOT-
¢s1. 910 OfiHa U3 OPM «IUIACTUYHOCTY, 3aBUCALIEN OT aKTUB-
HOCTI», KOTOPAsi CYUTAETCSI OCHOBHBIM (PaKTOPOM MOTOPHOTO
06y4eHnst HOBBIM 3afjadaM. VI3HauaIbHO TIPOLIECCHI MCIIOMHI-
TE/IBHOTO KOHTPO/ISI HEOOXOMIMBI [/Is1 YIIPAB/ICHIISI COOTBETCT-
BYIOIVIMY KOHKPETHBIMI 3aa4aMyt, MOZETISIMI BO30YKAEHIS
HelIPOHOB B HVDKHMX (HAIIpyMep, CTBO/OBBIX ¥ CIIYHA/IbHBIX)
LIEHTPAaxX JBUTATEIbHOTO KOHTPO/sL. OfHAKO IPY HaTM4nH IIpa-
KTUYECKOTO OIIBITA I JBUTATENIBHOM OOYdIeHNN IIaTTEPHbI T10-
CTETIeHHO CTAHOBSITCS 007Iee ABTOMATIYECKVMI Vi TIOCTEIIEHHO
BBIXOJIST M3-TIOf] VICHIONHUTENTbHOTrO KoHTpors [25]. Xots 06-
ydeHyte MOTOPYKe TIOXXW/IbIX JIFOfieil /Wy TPYIIT HaceeHus
C HEBPOTIOTIYECKMMIL HAPYIIEHVISIMIL TIPECTAB/IETCS CIOXKHOI
3ajjadeli, HET COMHEHII, YTO 3HAYNTE/IbHBII IOTEHI[UAT /IS
MOTOpPHOTO 00y4eHns cymectsyeT. Hampumep, faxe B3pociibie
CO 3HAYUTENbHBIM HEBPOJIOTIIECKIIM TIOBPEX/IEHIEM CII0CO0-
HBI JOOUTBCS 3HAYUTENBHOTO YIYUIIeHNs! QYHKIMM XOABODI
Ha (oHe KOMIIIEKCHOIT Teparmit [26].

3aKniouenune

HeiiponereneparusHble 3aboneBanus, Takue kak KBC u ero
vacTHoe npossnenye Kb/, mpeacTasaoT CnoxXHy0 Menu-
LMHCKYI0 Ipo67ieMy. B akTya/bHOI MTepaType Io-TpeXHe-
My HEJIOCTATOYHO JIOKA3aTeNbHBIX JAHHBIX O JIEKAPCTBEHHON
Tepamnmy ¥ MeTOflax BOCCTaHOBUTeNbHOrO edenys py KB]I.
Taxum 06pasom, nedenvie naryentos ¢ KBJI f0mKHO ObITH KOM-
II/IEKCHBIM C TIpUMEeHEHMEM TIOJTHOTO apCeHana {BUTaTeNbHOI
¥ HeIPOKOTHUTVBHOI peabuuraryi. Beibupas Menykamen-
TO3HYIO TepaIlio, HeOOXOMVIMO YIUTBIBATD OIIBIT IPUMEHeHN
TIpenapaToB MY IPYTUX HelpofiereHepaTBHBIX 3a007eBaHN-
AX. besycoBHO, aKTyaTbHBIMY IPEACTAB/IAIOTCA IPOBENIEHIE
B O/yDKaiiies mepCcieKTHBe COOTBETCTBYIOLMX Mare6o-
KOHTpPO/IMPYeMbIX UCCTIEIOBAHMIL M OTCPOYEHHAs OLIeHKa 3¢-
(exTHBHOCTY IpertaparoB, mpuMeHAeMbIx npu KB/I.

Asmopol 3as86715110Mm 00 OMCYMCMBUL KOHPIUKINA UHINEPECOs.

JddexTBHAA dapmakoTepanua. 14/2024



KNMHKUeCKaa npakT

Nvreparypa

10.

11.
12.
13.
14.
15.
16.
17.
18.
19.
20.

21.

22

23.
24.
25.

26.

Hesponorua u ncuxmatpus

Arienti E, Lazzeri G., Vizziello M., et al. Unravelling genetic factors underlying corticobasal syndrome: a systematic review.
Cells. 2021; 10 (1): 171.

Brown J., Lantos P.L., Roques P, et al. Familial dementia with swollen achromatic neurons and corticobasal inclusion bodies:
a clinical and pathological study. J. Neurol. Sci. 1996; 135 (1): 21-30.

Togasaki D.M., Tanner C.M. Epidemiologic aspects. Adv. Neurol. 2000; 82: 53-59.

Wenning G.K,, Litvan I, Jankovic J., et al. Natural history and survival of 14 patients with corticobasal degeneration
confirmed at postmortem examination. J. Neurol. Neurosurg. Psychiatry. 1998; 64 (2): 184-189.

Wilson D., Le Heron C., Anderson T. Corticobasal syndrome: a practical guide. Pract. Neurol. 2021; 21 (4): 276-285.

Rebeiz ].J., Kolodny E.H., Richardson E.P. Corticodentatonigral degeneration with neuronal achromasia. Arch. Neurol. 1968; 18 (1): 20-33.
Hassan A., Whitwell J.L., Josephs K.A. The corticobasal syndrome — Alzheimer’s disease conundrum. Exp. Rev. Neurother.
2011; 11 (11): 1569-1578.

Ling H., O’Sullivan S.S., Holton J.L., et al. Does corticobasal degeneration exist? A clinicopathological re-evaluation. Brain.
2010; 133 (7): 2045-2057.

Parmera ].B., Rodriguez R.D., Studart Neto A., et al. Corticobasal syndrome: a diagnostic conundrum. Dement.
Neuropsychol. 2016; 10 (4): 267-275.

Krensesa A.H., Yynpos-Herounn PH., Mapycuu E.V. u gp. Ilonydenne KynpTypsl Ki1eToK Gpubpo61acToB MbliIn

C TIIOCTOSIHHBIM YPOBHEM 3KCIIpeccui 6e/Ka Tay 4eloBeKa ¥ M3ydeHNe Tay-3aBUCUMON LIIMTOTOKCMYHOCTH. Bronorndeckne
MeM6panbr: JKypHan MeMOpaHHOI 1 K1eTo4HO O6uonmorym. 2014; 31 (3): 185-193.

Tokumaru A.M., O'uchi T., Kuru Y, et al. Corticobasal degeneration: MR with histopathologic comparison. Am.

J. Neuroradiol. 1996; 17 (10): 1849-1852.

Grijalvo-Perez A.M., Litvan I. Corticobasal degeneration. Semin. Neurol. 2014; 34 (02): 160-173.

Armstrong M., Litvan I, Lang A.E., et al. Criteria for the diagnosis of corticobasal degeneration. Neurology. 2013; 80 (5): 496-503.
Kompoliti K., Goetz C.G., Boeve B.E, et al. Clinical presentation and pharmacological therapy in corticobasal degeneration.
Arch. Neurol. 1998; 55 (7): 957-961.

Levin J., Kurz A., Arzberger T, et al. The differential diagnosis and treatment of atypical parkinsonism. Dtsch. Arztebl. Int.
2016; 113 (5): 61-69.

Beauchet O., Launay C.P,, Montero-Odasso M., et al. Anti-dementia drugs-related changes in gait performance while single
and dual tasking in patients with Alzheimer disease: a meta-analysis. Curr. Alzheimer Res. 2015; 12 (8): 761-771.

Beauchet O., Allali G., Launay C., et al. Does memantine improve the gait of individuals with Alzheimer's disease? J. Am.
Geriatr. Soc. 2011; 59 (11): 2181-2182.

Montero-Odasso M., Verghese J., Beauchet O., Hausdorff ].M. Gait and cognition: a complementary approach

to understanding brain function and the risk of falling. J. Am. Geriatr. Soc. 2012; 60 (11): 2127-2136.

Broberg D.N., Wong D., Bellyou M., et al. Effects of memantine and high dose vitamin D on gait in male APP/PS1
Alzheimer's disease mice following vitamin D deprivation. J. Alzheimers Dis. 2022; 85 (4): 1755-1766.

Stegemoller E.L., Wilson J.P, Hazamy A., et al. Associations between cognitive and gait performance during single- and dual-
task walking in people with Parkinson disease. Phys. Ther. 2014; 94 (6): 757-766.

Mumoxuna V1.B., Ipauesa E.B. Biusnne AxatuHona MeMaHTIHA Ha HapyIIeHNs XOAbOBI Ha Pa3BePHYTHIX CTAAMUAX 60Ie3HI
IMapxuHcoHa. JKypuan Hesponoruu u ncuxuarpuu uM. C.C. Kopcakosa. 2020; 120 (8): 27-33.

. Zijlstra A., de Bruin E.D., Bruins N., Zijlstra W. The step lengthfrequency relationship in physically active community-

dwelling older women. Eur. J. Appl. Physiol. 2008; 104 (3): 427-434.

Jlesun O.C., Bacennna E.E. IIpumenenne AxaTuHona MeMaHTMHa B KIMHNYECKOI IpakTiKe. CoBpeMeHHas Tepanus

B IICUXMaTpuu u Hesposoruu. 2015; 1: 24-33.

Li L., Sengupta A., Haque N,, et al. Memantine inhibits and reverses the Alzheimer’s type abnormal hyperphosphorylation
of tau and associated neurodegeneration. FEBS Letters. 2004; 566 (1-3): 261-269.

Clark D.J. Automaticity of walking: functional significance, mechanisms, measurement and rehabilitation strategies. Front.
Hum. Neurosci. 2015; 9: 246.

Marsh B.C,, Astill S.L., Utley A., Ichiyama R.M. Movement rehabilitation after spinal cord injuries: emerging concepts

and future directions. Brain Res. Bull. 2011; 84 (4-5): 327-336.

Corticobasal Degeneration: Description of a Clinical Case and Approaches to Treatment and Rehabilitation

A.V. Rybakov, I.V. Milyukhina, PhD
N.P. Bekhtereva Institute of the Human Brain of the Russian Academy of Sciences

Contact person: Akim V. Rybakov, rybakovakim.ihb@yandex.ru

Presented a clinical case of corticobasal degeneration (CBD) in a 58-year-old patient. Analyzed the strategy of choosing drug therapy based
on the clinical picture of the disease, the possibility of personalized rehabilitation of patients with CBD, as well as the effectiveness of therapy
and rehabilitation in a particular patient with an emphasis on the role of correction of cognitive impairment in improving walking function.
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