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O0630p 72-1 exxerogHoOM BCTpEUMn
AMepunkaHCKOM akagaeMumn HeBpoOoJ1Iorum
(17-22 anpena 2021 r.)

I0.A. CenuBépcroB
DOIBHY “Hayunviii yenmp nesponocuu” (Mockea)

3amnanupoBaHHas Ha 2020 . 72-4 exeronHast
BCTpeya AMEPHMKAHCKOIM aKaTeMUu HEBPOJOTHH
He cocTosilach — MaHAeMUsI BHEC/a CBOU KOp-
PEeKTHBBI B IIPOBEACHUE MHOTMX 3HAKOBBIX LIS
HEBPOJIOTOB HAyYHO-TIPAKTUIECKUX MEPOIIPUSI-
Tuil. DTOT hopyM ObLT MpoBeneH 17—22 ampens
2021 r. ¥ mpouiea MOJHOCTbIO B BUPTYaTbHOM
(opmate. B cBa3M ¢ 3TMM 00IlIee YMCIIO CecCHit
OBUIO COKpAIIIEHO, HO BCE TPaAWIIMOHHBIC KITIO-
YeBBIC JIEMEHTBI IIPOTPaMMEBI OCTAINCh. B aTOM
0030pe Mbl KOCHEMCSI HanboJIee aKTyaTbHbIX TEM
B 00JacTW JBUTaTeIbHBIX PACCTPONCTB U BIU-
JIETICUIY, KOTOPbIE OBbUIM OCBEIIIEHBI Ha BCTpEYe.

[TnenapHast ceccusi, IOCBSIIIICHHAs] HOBUHKAM
B 00JIACTH JIBUTATEIbHBIX PACCTPOICTB, HaYaIaCh
¢ ynoMuHaHust 3ameTku oT 2020 T B XypHaje
JAMA Neurology 00 wumocTtpauusx 00Je3HU
IMapkurcona (BIl) B y4eOHOI M CIpaBOYHOI
qutepatype [1]. TpalMlIMOHHO B TeYEHUE YXe
6onee 100 ner ucnosb3yloTcs MoaU(UKALMU
oOpa3a MaleHTa ¢ 3TUM 3a00JIeBaHUEM, CO3/IaH-
HOro JoKTopoM YuiabsamoMm loBepcom elie B
1886 I. (pMCYHOK), — HEMOLIHBIN TTOXHUION YeJI0-
BEK EBPOIICOMIHON pachl B COTOCHHON ITO3e.
ABTOpaMU 3aMeTKM TOJHUMAETCsS BOIPOC O
HaspeBlIell HEOOXOAMMOCTH MEPECMOTPa TAKOTO
“yyeOHOro” oOpasza, TaK KakK OH He OTBevyaeT
COBpPEMEHHBIM 3HaHMSIM O rereporeHHoctd BIT
OTHOCHTENILHO TTOTEHIIMAILHOTO BO3pacTa Je0ro-
Ta, TI0JIa U PacOBOM/3THUIECKOM TTPUHAIJIEXHO-
CTU TIALMEHTOB C 3TUM 3a0osieBaHUEM. ABTOpPbI
YIIOMMHAEMOM 3aMETKM CChUIAIOTCS Ha MaHHBIC
KPYITHOTO MCCIIeI0OBAHNS, T/ie ObLIO IMPOaHAIN3H-
posano 593 marenTa ¢ BIT [2]. [To3nHwmii (ocne
70 neT) 1e0IOT MMEJ MeCTO JINITh Y 39% OOJIBHBIX,
B TO BpeMst Kak y 51% moneit BIT manudecTrpo-

Baja B cpegHeM Bospacte (50—69 ner); B 10%
ciydaeB umena Mecto BIT ¢ panHuM HavanoMm (10
50 ner). JloMmuHMpOBaHUE MYXYUH Cpedy Talu-
€HTOB C 3TUM 3a00JIeBAHMEM TOXE B HEKOTOPOil
CTEIIeHU TIepeolieHeHo. [T100aIbHbIe SMUIEMIO-
JIOTMYECKUE TaHHBIC CBUICTEIBCTBYIOT B ITOJIB3Y
COTOCTAaBUMOIi 320071€BaAEMOCTH CpeIu MYXYMH
(44,21 Ha 100000 yemoBeKO-J€T) M KEHIIMH
(37,16 Ha 100000 uenoBeko-Jer) [3]. DToMy 3a00-
JICBAHUIO TTOABEPKEHBI JIIOAU BCEX pac W STHUYIC-
CKMX IIpUHaIIekHOCTel. HakoHel, HeMOIIHOCTh
1 I1yOOKash MHBATMAM3AIIMS OO0JIbIlIe HE SBISIOT-
¢S TUIIMYHOM 4epToil B 0Opa3e cpelHeCcTaTUCTH-
yeckoro nauueHTa ¢ bIT — Tsxenble “310KavecT-
BeHHbIE” (DeHOTHITBI HabMonaTCs uiih y 16%

Knaccuueckoe wuszoOpaxeHue MalUMeHTa ¢
oosiesHblo I[lapkuHcoHa. PucyHok Yuibsima
ToBepca, BriepBbie BOCIIPOM3BEACHHbIN B U31a-
Hun: Gowers W.R. A Manual of Diseases of the
Central Nervous System. V. II. London:
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MalEeHTOB, U B KJIACCUIECKMX CIIyJasx CpemaHee
BpeMsI OT ITOCTAHOBKM IWAarHO3a O TOSBICHUS
MePBBIX MMAICHUIA, HEOOXOIUMOCTH MCITOIB30BaTh
MHBAJUIHOE KPECA0 WIM Pa3BUTHUSL AEMEHLUU
COCTaB/IIeT Ha CETONHSIIHUI AeHb OT 8,2 1o
14,3 rona [4]. Takum oOpa3oM, MOpaJIbHO yCTa-
PpeBIIMe yueOHbIE WIITIOCTPALIN BBOISIT B 3a0JTyK-
JIEHME W CO3MIal0T HEBEPHBIE CTEPEOTUITHI O 3a00-
JIEeBAaHUM, MCKaxas OOILIECTBEHHOE BOCIPUSITUE
BIl u noTeHUMaNbHO BAMSAS HAa BO3MOXHOCTb
0oJiee paHHETO BBIIBJICHUS ¢¢ CUMIITOMOB Y pa3-
JIMYHBIX Jitoniel. B 3Toii cBs13M Ha3pena HeoOXonu-
MOCTb OOHOBUTb BM3YaJIBbHBIN psiI, MJUTIOCTPH-
pytomiuii BI1 B yueOHOI MeIULIMHCKOM TUTEpaTy-
pe. OH TOJDKeH BKITI0YATh B ce0sI pa3HbIX MallMeH-
TOB: MOJIOIBIX W TTOXWUJIBIX, MYXKYIMH W XEHIIH,
(bm3mYecKy aKTUBHBIX ¥ MHBAJIUIN3MPOBAHHEIX,
paboTaroIIKX U HaXOJSIIMXCSl Ha MEHCUU.

OtnenbHOEe BHUMaHUE OBUIO YIEJECHO pa3BU-
TUIO HOBBIX JICKAPCTBEHHBIX (POPM M CITIOCOOOB
JOCTaBKM MTPOTUBOITAPKMHCOHMIECKUX TIpeTiapa-
TOB. 3a npoueaue 1,5 roga NosIBUIUCH MyOIn-
Kaluyu o0 YCHEIIHOM NPUMEHEHUU CYOIMHT-
BaJIbHOTO anoMopduHa (Havyajuo AeiCcTBUS yepe3
15 MuH, MakcuManbHbIN 3G deKkT yepe3 30 MuUH
TToCTIe IIPUMEHEHUST), MHTAISIINOHHOTO allOMOD-
(uHa (MMKOBast KOHIEHTPAIWS B TUIa3Me JOCTH-
raeTcsl CIyCTsl MeHee ueM 3,5 MUH Iocie MpuMe-
HEHUS) U TJIACTBIPS C POIMHUPONIOM (He MeHee
a(pdexkTBeH M 0Oe30maceH, YeM IepopaybHast
(opma). Kpome Toro, B peajibHyt0 KIMHUUYECKYIO
MPaKTUKY HAYMHACT BXOINUTH OMTMKATIOH — HOBBI
MHTUOUTOp  KaTexoJ-O-MeTunTrpaHchepassbl,
MTO3BOJISTIONIUI YMEHBIINUTL OOIIYIO TPOIOIKHU-
TEIIEHOCTD TICPUOIOB “BBIKIIIOYCHNS” B CYTKU Ha
58 MuH.

Jlnist IeBOMOMIBI, KOTOpasi OCTaeTcsl Haubosiee
3¢ @GEeKTUBHBIM  MPOTUBOMAPKUHCOHUYECKUM
IpenapaToM, Takke pa3pabaThIBalOTCSI HOBBIE
JIeKapCTBEHHBIE (POPMBI U IIYTH BBEICHUS, TaKHe
KaK CHCTEMBI JJIST HEIPEPHIBHOTO ITOIKOXKHOTO
BBeaeHus (NDO0612, ABBV-951) u uHTansImmoH-
Hast (opma (ToproBoe HaszBaHue MHOpumIXKa,
3apeructpupoBana B CILIA u EBpocorose).

[IponomkaroTcs MOMBITKY TMOBIUATH Ha TTATO-
(busnonornueckrie MexXaHW3MbI pa3Butust bBII.
UccnenoBanue PASADENA, B KoTopoM M3yua-

JIUCh 0€301acHOCTh M 9 (OEKTUBHOCTD MpacHHE-
3ymaba (rymaHusupoBaHHoe IgG1-MoHOKIIO-
HaJIbHOE aHTUTEJIO K arperupOBAHHOMY (/-CUHYK-
JIENHY), He JOCTUIJIO CBOECH MEPBUYHON KOHEY-
Ho#t Touku (oOmmii cyer mo vactsam I, II u III
mKanel MDS-UPDRS (yaudunmpoBanHas
mKana oueHku OojesHu IlapkuHcoHa Mexmy-
HapOoJHOIo 00IIeCTBA PACCTPOICTB ABMKEHUIN)),
OITHAKO KaK B aKTMBHOM Ipymre, Tak U B IPyIe
naauedo B NpUHLKIE HE HA0JII0a10Ch 3HAUUMO-
TO TIPOrPeCcCUPOBaHMS 3a00IeBaHUs 3a 52 Hel; B
HacTosIIee BpeMsl akTUBHA 2-51 YaCTh MCCIIEI0Ba-
HMSI, KOTOpast MPOIUTCS enle 52 Hexl.

Euie oguH moaxon K 60pb0e ¢ MaToJOTHYECKU
KOH(MOPMHUPOBAHHBIM O,-CUHYKJICHHOM — aKTHB-
Hass UMMyHM3a1us npermaparom PDO1A, comep-
KaIMM OJIUTOTETITUJL U3 OCTATKOB 8 aMUHOKMC-
JIOT, KOTOPbIi HAIlOMUHAET 3MUTOI B 00JacTu
C-KoHLIa O.-CHMHYKJIeMHa 4enoBeka. Ilpemapat
MoKa3ajl XOpOoUIui Mpoduib 0e30MMacHOCTH,
CITOCOOHOCTh MHAYLIMPOBATh BBEIPAOOTKY BEBICO-
KOCEJIEKTUBHBIX aHTUTE]T K OJTUTOMEPHBIM (hop-
MaM O-CUHYKJIEMHA; TIPU 3TOM TUTpPbI aHTUTE]
KOppeJIupoBaiu C H3MEHEHHMEM cueTa II0
gactu [Il mxaner MDS-UPDRS Bruiots 10
220-it Hemenu HCCleNOBaHUSI, a COIEpXKaHUE
OJINTOMEPHOI (hOPMBI 0-CUHYKJIEMHA B 1ieped-
POCIUHAJIBHON XUAKOCTU Y MALIMEHTOB, TOJy-
YaBIIMX 0ojice BBICOKYIO O3y Mperapara, CHU-
3u10ch Ha 51%, B TO BpeMsl KaK COAEpKaHue
o0IIeTO O-CUHYKJIEMHA OCTaJoCh MPEXHUM.
[TonyyeHHbIe TaHHbBIE, BEPOSITHO, JIATYT B OCHO-
By IUIAHUPOBAHUS Cleaylollero, 06ojee KpynHo-
IO KIMHUYECKOTO MCCIICIOBAHMSL.

Eme omHa wWHTepecHas MoJeKyJda —
UCB0599 — saBnsieTcss MHTUOMTOPOM MHUCHOI-
JHTA (TTaTOJIOTMYECKOM YKIIANAKK) O-CUHYKIICH-
Ha. OTO HU3KOMOJEKYISIPHOE COCOIUHEHUE IS
TepOPaIbLHOTO IIpHeMa, KOTOPOE XOPOIIIO MPOXO0-
IUT 4epe3 reMaTosHuedanuueckuit 6aprep. Ilo
JaHHbIM uccaenoBaHus ¢assl 1b, UCB0599
MoKa3ajJl B LIEJOM XOPOUIYIO IMEePeHOCUMOCTb.
B nexabpe 2020 r. 3TOT npenapaT Hayaa u3ydaThb-
c1 B paMKax |8-MecSYHOro KIMHHYECKOTO
nccienoBaHus a3l 2.

[Moaxom K MOAYJISIIIMY HelipoBOCTIAIEHUS TIpU
BIT Taxxke mpuBiekaeT ydyeHbX. KimHuueckoe

n BionnereHb HauvoHanbHoro o6uecTea no usyyeHuio 6onesnu MapkuHCoHa M PacCTPOACTE ABWKEHUIA
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nccnenopanne TEAL ¢a3er 2 mpemapara
AKST4290, 60KHUpYIOIIETO CBSI3b 90TAKCUHA C
peuentopamu 3-ro tuna K xemokuHam C-C u
CHIDKAIOIIEr0 TaKUM 00pa3oM aKTUBHOCTb HeM-
poBocmaneHus, 3asepimniaoch B 2021 1. ITyonu-
KaIlisl €ro Pe3yabTaToB U 00CYXKICHME TIepCIeK-
TUB mpenapaTta naiueHTtoB ¢ bIl oxupalorcs k
KOHILY TEKYIIETo roaa.

AMODPOKCOJI, SABISIOIIMICA ILaIePOHOM,
MOBBILIAIOIINM aKTUBHOCTD B-IJII0KO1IepeOpo3u-
Ja3bl ¥ CHIDKAIOIINM COIepPKaHNe (-CHHYKJICHHA
in vitro  in vivo, yXe TOBOJIbHO I0JITO U3Y4aeTCs
npu BIT — Kak K1accuyeckoit, Tak ¥ aCCOLUUPO-
BaHHON C TeTepO3UTOTHBIMU IaTOreHHBIMU
BapuaHTaMu B reHe GBAI. AMOpoKcoI croco0-
CTBYeT TaKxXe TPaHCIOPTY P-TiIoKolepebpo3u-
Ja3bl ¢ HapYIIEHHBIM (DOJIMHTOM B JIN30COMBI.
ITo 1aHHBIM OTKPBITOTO UCCAEIOBAHMS C YUACTU-
eM 18 mauueHToB, aMOpokcos B mo3e 1,26 r/cyr
XOPOIIIO TIEPEHOCHIICS, TIPOHUKAJ Yepe3 TeMaTo-
SHIe(aTuIecKii 6apbep, MPUBOISI TIPU 3TOM K
TIOBBIILIEHUIO CONEPXaHWsl B 1epeOpOCITMHANb-
HOI XMIOKOCTU O-CUHYKJIEMHAa U YCUJICHUIO
aKTMBHOCTHU [-TTIOKOLIepeOpO3nIa3bl KaK y rete-
PO3UTOTHBIX HOCHUTEJIEH TAaTOIeHHBIX BAPMAHTOB
B GBAI, tak u y mauueHToB ¢ bIT 6e3 maroreH-
HBIX BAPMAHTOB B 3TOM TeHe. [losydyeHHbIe gaH-
Hble TPEOYIOT BAIMAALMN U AaTbHEUIIIEro n3yye-
HUS B paMKax 00jice KPYITHBIX TBOMHBIX CICTIBIX
I1aIIe00KOHTPOIMPYEMBIX UCCIICIOBAHUIA.

Hdnsa LRRK2-accouuupoBanHoil BIT Takxke
MIPOBOIUTCSI TIOMCK CIeUn(DUUIECKOll Teparumu.
B pamkax ucciaemoBanust ¢dassi 1 REASON B
HacTosIlliee BpeMsl M3y4aroTcsi 0e30MacHOCTb,
MTePEHOCUMOCTh 1 (hapMaKOKMHETIKA aHTUCMBIC-
JoBoro ojuronykiaeotuaa BIIB094, BBomumoro
MHTPATEKAJIbHO C LIEJIbI0 CHUXKEHUS COllepXKaHUST
B rojioBHOM Mo3re kKnuHasbl LRRK2 (mapmapuna).
Emie B omHOM aKTMBHOM MCClieioBaHUM (ha3bl |
OIICHMBAETCSI HU3KOMOJIEKYIISIPHBI WHIHOUTOP
JapAapuHa s epopaibHOro MpreMa Mo KOao-
BbIM Ha3BaHueM DNLI5I.

B despane 2021 . cTano U3BECTHO, YTO KOM-
manuu Voyager Therapeutics m Neurocrine
Biosciences mnpekpalaloT COTPYIHUYECTBO MO
paspaboTke reHHoil Tepanuu bI1. DTo o3HayaeT
OKOHYaHMeE MPOrpaMMbl KIMHUYECKOU pa3padoT-

ku VY-AADCOl — peKOMOMHAHTHOTO BEKTOP-
HOTO Tperapara Ha OCHOBE aJeHOaCCOLMUPO-
BaHHOTO BUpYca 2-TO TUIIA, CIIPOEKTHPOBAHHOTO
JUTs o0ecreyeHus CUHTe3a JeKapOOKCUIa3bl apo-
MaTUYecKUX L-aMMHOKUMCIOT, KOTOopas CIoco0-
CTBYET IIPe0Opa30BAHUIO JICBOMOIEI B TO(aMUH.
DTOT npenapaT BBOAUTCS B 00JACTb CKOPJIYIIBI C
00eux CTOpPOH Tpu noMouiu MP-HampaBieHHO
uHpy3un (MP — MarHUTHO-PE30HAHCHBIN).
[To maHHBIM, TIOJTYYEHHBIM B TeUCHUE 3 JIET KJIU-
HUYECKNX  WCCIeOOBaHMI, IIpUMEHEHUE
VY-AADCO1 y naimenToB ¢ bIT mo3Bonuio 3Ha-
YUTEJIbHO CHM3UTh J03bI MPOTUBOMAPKUHCOHU -
YeCcKUX IpernapaToB, 00eCreynBaio CTaOUIbHYIO
WINA JaXe JY4Ilylo NBUTaTebHYI0 (DYyHKIMIO U
KauecTBO KM3HHU. Cepbe3HbIX HEXeTaTeIbHBIX
SIBIICHWIA, CBSI3aHHBIX C TPUMEHEHWEM Tperapa-
Ta, 3aperMCTPUPOBAHO He ObLT0. OTHAKO YIUThI-
Bas pa3pbiB COTPYIHMUYECTBA MEXAY JBYMS KOM-
TMaHWSIMU, TaJbHEHIas cynp0a mpermapara mpem-
CTaBJISIETCS] COMHUTETBHOIM.

[MponomxkatoT uzyyarscs npu BIT u annoreH-
HbIe ME3eHXMMAaJIbHbIE CTBOJIOBbIE KJIETKH, MOJIY-
YEeHHBIC U3 KOCTHOTO MO3ra. B ocHOBe rumotess!
WX TIPUMEHEHHS JICKUT BO3MOXKHBIN UMMYHOMO-
nymupyronmii 3@ dexT. B paMkax omHOLIEHTPOBO-
IO OTKPBITOTO UCCIEA0BAHMS ITOTO MMOAX0Aa ObUTU
MoKa3aHbl 0€30MacHOCTh U YIOBAETBOPUTEIbHAS
MEePEHOCUMOCTh OIHOKPATHOTO BHYTPUBEHHOTO
BBEJICHUST AJUTOTEHHBIX ME3¢HXNMAJIbHBIX CTBOJIO-
BBbIX KJIETOK KOCTHOTO Mo3ra mauueHtam ¢ BII.
Cpenu HexxenaTeTbHbIX PeakIuil ObUTA OTMEUEHBI
OUCKUHE3UHU, apTepuajbHas TUIEPTOHUS U
ACUMIITOMHBIN XpOHMYecKUii TuMmdponnTo3. [Tpu
5TOM Yy TALMEHTOB, ITONYYMBIINX HAMOOJIBIIYIO
JI03y KJIETOK, ObLIO OTMEYEHO COKpAIlleHUE Mpo-
JOJDKUTEIbHOCTU TIEPUOIOB “BBIKIIOUEHNUS .

[To naHHBIM el1ie OAHOTO 3aBEPLIEHHOTO UCCIIe-
JIOBaHMS, TIperapaT HWJIOTMHMO (00jamaer crio-
COOHOCTBIO MHTMOMPOBATh TUPO3ZMHKUHA3Y KJIac-
TEpHOTO PerrMOHa TOYEYHOTO pa3pbiBa ADEIbCOHA
[BCR-ABL]; npeanonaraaock, 4To MHIMOKUPOBa-
HUE 3TOr0 TUIA TUPO3MHKMHA3BI CIOCOOCTBYET
JIeTpafallid O,-CUHYKJIEMHA C TATOJIOTMIEeCKOM
KoH(opManueilt U CTUMYyIUPYeT ayTodaruio) He
nokaszain addbextuBHocTH Tipy BIT 1 He MpoHuKa
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B mraHe cMMmTOMaTUYeCKOTO JIeUCHMST MHTE-
pec mccaemoBartesicii BHOBb BEPHYJICS K IIPUIO-
nuauHy — moaynsaropy D;-, 5-HT - u o-2C-an-
PEHOPELIENTOPOB, KOTOPBIi, KAK CYUUTAETCS, CIIO-
COOCTBYeT  OIpeNeeHHON  cTaOMIM3aluu
CHHAIITHYECKOro obopoTta modammHa. Tekyiee
ucciaenosanue ¢aspl 2b (glhIDe) mnpusBaHo
M3Y4UTh BO3MOXHOCTH 3TOTO IIperiapaTta B KOp-
PEKIIMHU JIeBOAOMAMHIYLIIMPOBAHHBIX AMCKUHE-
31ii y nauueHToB ¢ BII.

[Iponomkaercs pa3paboTKa HOBBIX METOIOB
CHUMITOMATHYECKOTO JIeYeHUS] HEMOTOPHBIX
cumnromoB bII, a umMeHHO:

— aroHUCTa pPEeLeNnTOpPOB CACIOBBIX AMMHOB
1-to tuma (TAARI) ¢ aKTUBHOCTBIO B OTHOIIIE-
HMU PELIENITOPOB S—HT1 A TT0/1 KOJIOBBIM Ha3BAHM -
eM SEP-363856 mj1s1 KOppeKLMHU TICUX034;

— HU3KOMOJIEKYJIIpHOro coeanueHust IRL752
(ycunrBaeT HEHWPOTPAHCMUCCHIO C YyJYacTHEM
HOpaJpeHaInHa, TohaMUHA W alleTHUIXOJIMHA B
KOpe TOJIOBHOTO MO3Ta) IPU KOTHUTUBHEIX pac-
CTPOMCTBAX;

— aMrMnpesoKceTuHa (MHTMOMTOpa OOpPaTHOIO
3axBaTa HOPAIPEHAINHA) /ISl JIEUEHUSI OPTOCTa-
TUIECKON TUTTOTEH3WH,

— MOTWUIMOHA (pacTUTEJIBHOTO TIperapaTa,
00J1a/1aI0IIET0 AHTATOHM3MOM I10 OTHOILIEHUIO K
5-HT,- u D,-peuentopam 1 He NPOHUKAIOLIETO
yepe3 TeMaTodHIedanndyecKuii Oapbep) ms
KOPPEKINHU KeTYITOUHO-KUAIICUHBIX CUMIITOMOB
npu BII.

besycnoBHo, Ha ¢opyme oOcyxnaauch U
HOBBIE JaHHBIE O MpuMeHeHun MP-HanpaBieH-
HOTO (hOKYCHMPOBAHHOTO YJIBTPa3ByKa ISl Jiede-
Hus BII. UutepecHa nndopmaiys o 3aBUCUMO-
CTH XapaKTepa HaOJoZaeMBIX YIYYIICHUN IIpU
CcyOTalaMOTOMMK (POKYCHPOBAHHBIM YJIBTPA3BY-
KOM OT Tororpaduu pa3pyliaeMoro yuyacTka cyo-
TajaMmuueckoro sapa. Ilpu pmectpykuuum Ooiee
POCTPATBbHBIX €r0 OTHENIOB y manueHToB ¢ BIIT
OTMeYaeTCsl YMEHbIICHNE BEIPAXKCHHOCTH OpaIn-
KUHE3UH, pa3pylleHUEe JaTepajbHbIX OTIEIOB
JaeT YMEHbILIEHE TPEMOpPa, a BEHTPO-POCTPaIb-
HBIX — MBIIIIEYHON PUTHIHOCTH.

B uccaenosanuu PD GENEration oneHusa-
JIUCh BO3MOXHOCTU M PE3YJIBTaThl IIMPOKOTO
MPUMEHEHUS] TeHEeTUYECKOro TEeCTUPOBaHUS Ha

BIT ¢ ucnonb3zoBaHMeM MaHead U3 7 OCHOBHBIX
reHoB: SNCA, PRKN, PINKI, PARK7, LRRK2,
GBA u VPS35. CpaBHUBAIUCH Takke 2 MOIeIu
TeHETUYECKOr0 KOHCYJIBTUPOBAHUS 110 Pe3ybTa-
TaM TECTUPOBAaHMS: JWYHAsS U YyoaJcHHas.
3a 6 Mec B HCClefOBaHUE YAajioch HaOpaTh
289 manueHToB. Y 17% naiueHTOB ObLIN BbISIB-
JICHBI T¢ WJIM WHBIC TTATOTeHHBIC BapUaHTHL. [1pn
STOM TMAaLMEHThl OKa3aJUCh B PaBHON CTEMEHU
YIOBJIETBOPEHBI TPOBEACHUEM TE€HETUYECKON
KOHCYJIBTAIINH KaK JJMYHO, TaK U YIAJICHHO.

Ha dopyme ObuTO yaeneHo BHMMaHWE pa3pa-
6oTKe 1 Banuaauu omomapkepoB bI1, Takux Kak
YMEHBIIIEHHAs TOJIIMHA CJI0SI HEPBHBIX BOJIOKOH
MO JAHHBIM OITUYECKON KOT€PEHTHOM TOMOIpa-
vm ceryaTkm (KOTOpasi KOppeIMpyeT ¢ TsKe-
CTblO 3a00JieBaHUsI), BBISBICHUE MATOJOTHYE-
CKOTO (/-CHMHYKJEWHA B TMOAHWXHEYETIOCTHON
CJIIOHHOI XeJie3e U obpas3lax Ouorncum Koxu, a
TaK:Ke TIOBHIIICHYE YPOBHS JITKHX IIeTIei Heipo-
(bumaMeHToOB B 1IepeOPOCITMHATIBLHOM KUIKOCTH
(KOppENMpPYIOIIETO C TSKECThIO JBUTATEIbHBIX
HapylIeHUWH W TO03BOJSIONIETO IpeacKasaTh
U3MEHEHMSI TIPU TMPOBeIeHUU OTHOGMOTOHHOM
SMMCCHOHHOM KOMITBIOTEPHOU ToMorpaduu c
itodmynanom ['21]).

ATUNINYHBIA MMapKUHCOHU3M TakKXke OBUI B
(bokyce nHTepeca uccienoBareneil. YnoMsiHyThIi
paHee aMIIPEeIOKCETHH, KaK M aTOMOKCETHH (e11ie
OIVH MHTUOMTOP 00PaTHOTO 3aXBaTa HOpaIpeHa-
JINHA, 3aperCcTpUpoBaH B Poccuy 1 mpuMeHser-
ST TIpH CUHApPOMe Ne(UIINTa BHUMAHKS C TUTIEP-
AKTUBHOCTDIO y JIeTell 1 B3POCJBIX), U3yYaeTcs B
HACTOSIIIee BpeMSI y TALIMEHTOB C MYJIBTUCHCTEM-
HOI aTpodmeil T KOPPEeKLIMM HEeHpOTeHHOM
OpTOCTATUYECKOM THUIOTeH3UM. IIpuMeHeHHe
AMUTaJUTOKATEeXMH-3-rajijiata He MmoKa3ajio CBOei
3(p(MEKTUBHOCTA MPU MYJIBTUCUCTEMHOI aTpo-
bun u B 17% ciy4aeB COIPOBOXIANOCH SIBJIE-
HMSIMU TeIaTOTOKCHMYHOCTU. AHTHOKCHUIAHTHAS
Tepamusl ¢ WCITONb30BaHNEM WHO3WH-5-MOHO-
docdaTa Toxke okazanach Hed(POEKTUBHON MPU
3TOM 3a00JIeBaHUU.

Ynomanyteiii panee mpenapar PDO1A g
AKTUBHON WMMMYHHM3alMM K IIATOJOTHMUECKOMY
O.-CUHYKJIEMHY M3y4asicsl He Tojibko npu BIT, Ho
U MpU MYJIBTUCUCTEMHON aTpoduM, MoKasaB y
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STOM KaTeTOPUU IAIIMEHTOB XOPOIIYIO TIepeHO-
CUMOCTh M YCTONYMBEIN TUTP 00pa3yeMBIX CIIe-
nudUIecKUX aHTUTE]d. B Hacrosiee BpeMsi B
AKTUBHOH (a3e HaXOOUTCS HCCAeqOBaHUE IO
OlLICHKE WHTUOMTOpa  MHUEJONEepPOKCHIa3bl
BHV-3241 npu MyJabTUCHUCTEMHOI aTpodun,
LeJIb KOTOPOTO — YMEHBIIeHUEe aKTUBAlUU
MUKPOIJIMM 1 HeMPOBOCIIAIEHUSI.

KnuHuveckue wuccnenoBaHus MOHOKJIOHAb-
HBIX QHTUTEI K TaTOJOTUYECKOMY Tay-OenKy
(tocypaHemab® M THJIaBOHEMab) TIPU IIPOTPECCH-
pyIoIIeM HambsIepHOM Mapajuye ObLTH 10CPOY-
HO TMpeKpalieHbl U3-3a HeI(PGHEKTUBHOCTU ITUX
npenapatoB. B HacTosiiee Bpemsi B paMKax
OTKPBHITOTO MccenoBaHus (as3bl 2 M3ydaercs
MprMeHeHre (a3yamia y MalleHToB ¢ Iporpec-
CUPYIOIUM HabsiiepHbIM rapanudoM. Dazymun
siBIIsIeTCsl MHruouTopoM Rho-accoumupoBaHHOR
nporenHkrHa3bl (ROCK), moBblllieHHAsS aKTUB-
HOCTb KOTOPOI1 Oblj1a ITOKa3aHa B 00pa3Liax rojioB-
HOTO MO3ra TAIMeHTOB C IIPOTPECCHPYIONIIM
HaIbAEPHBIM MTApaIMuoOM M KOPTUKOOA3aJbHOM
JIeTeHEepaLUEd.

VY ManueHToB ¢ 3CCEHIMAIbHBIM TPEMOPOM
M3yJaJIoCch TIPUMEHEHHE CEJICKTMBHOTO MOIYIIS-
TOpa KaJIbIIMEBBIX KaHATOB T-THIa 1oy Ha3BaHU-
eM CX-8998. DTu KaHalbl PeryaupyroT aKTUB-
HOCTb HEVPOHHBIX CBA3E1 MEXIY HUXKHEN OJIMBOM
M MO3XEYKOM, a TaKkKe TaJlaMOKOPTUKATbHBIX
MpoeKunii. VX TOBBIIICHHAs] aKTUBHOCTh MTpaeT
KJIIOYEBYIO POJIb B T€HEPALUU 3CCEHIUATBLHOTO
Tpemopa. 1o JaHHBIM 3aBEpIIEHHOTO KIMHMIYE-
CcKoro wuccienoBaHusi, npumeHeHue CX-8998
TIPUBOAMIO K 3HAYNTETBHOMY YMEHBILIEHUIO IPO-
JKaTeJIGHOTO TMIIEPKIHE3a Y TTAIIIEeHTOB C YMEPCH-
HBIM 1 TSDKEJTBIM 3CCeHIIMATbHBIM TpeMopoM. [List
JIeueHus: 3Toro 3abosieBaHUsI pa3pabaTbiBaeTCs
Takxke TiepopalbHblii TipenapaT SAGE-324,
SIBJIIOIIUIACA HEWPOAKTUBHBIM CTEPOUIHBIM
TTOJIOXKUTENIEHBIM  aJJIOCTEPUICCKUM MOLIYJISATO-
poM TAMK-A-perienTopoB. AKTUBHOE IEHCTBYIO-
11Ie€ BELIECTBO CBS3BIBACTCS C CUHANTUYECKUMU U
skcTpacuHantTuyeckumu  TAMK-A-penenTo-
pamMu, YCWUIMBas WHTHOMpYOINee BIUSHUE
TAMKepruueckoii cucrembl. Pe3yasrathl uccie-
noBaHus (asbl 2 KINETIC nokasanu, 4yto npu-
Menenne SAGE-324 B no3e 60 Mr mpHUBOIUT K

YMEHBIICHUIO BBIPAXKEHHOCTH TpeMoOpa, OICHH-
Baemoro 1o 1kajie TETRAS, na 36%. Haubonee
YaCTBIMU HeEXeJaTeJbHBIMKU SIBJICHUSIMA OBLITN
TOJIOBOKPYKEHUE U COHJIMBOCTb.

[IpomomkalT uU3y4aTbCsSd BO3MOXKHOCTU
MP-HanpaBieHHOTO (hOKYCUPOBAHHOTO VJIBT-
pa3ByKa IUIS JICUCHUST SCCEHIIMAIBHOTO TPEMOopa.
Ha dopyme Obuin mpeacTaBieHbl pe3yabTaThl
HCcClieIoBaHus, ToKa3aBiiero 3h¢GeKTUBHOCTh
OIHOCTOPOHHEH TaJaMOTOMUU (DOKYCHpPOBaH-
HBIM YIBTPa3BYKOM C YMEHBIIEHHEM TpeMopa B
cpenHeM Ha 73,94%. Ipu stom y 48,7% nauveH-
ToB yayutieHue umelio 100% xapakrep. HanGonee
YacTBIMM HeXeJIaTeJIbHBIMU SIBICHUSIMU OBLIU
IIaTkasi TIOXOIKa, MapecTe3uy B Majabllax U JIer-
Kasl TUTIECTe3UsI B Ty0ax/sI3bIKe.

g 6one3Hu [eHTUHITOHA TEKYIUI O 03HA-
MEHOBAJICSI CepUeil HEOXUAaHHBIX HOBOCTEM.
B mapre 2021 1. 6b110 COOOLLEHO O MPEKPaLIEHUN
HCCIeIOBAaHMIA TOMHHEPCEHA (aHTHUCMBICIOBOI
OJINTOHYKJICOTH IS aJljIebHeCTIeIn(PIIHOTO
MHTMOMPOBaHUSI 00pa30BaHUsI TE€HTUHITMHA), a
taxke coenrHenuit WVE-120101 1 WVE-120102
(aHTHUCMBICIOBBIC OJIUTOHYKJICOTUIBI IS JlJIe b=
CIIen(pUIHOTO WHTUOMPOBAHUS BKCIPECCUH
MYTaHTHOTO TeHTWHITHHA). I[IpoMeXyTOUHEII
IJIAHOBBI  aHalW3 JAaHHBIX MCCIEIOBAHUS
GENERATION-HDI1 noxaszan, 4To IOTEHLIM-
aJIbHAs TI0JTh3a OT €r0 MPUMEHEHMSI He TIPEeBbIIIa-
€T MTOTEHIINAIbHBIE PUCKH: B aKTUBHBIX TPYIIIAX
OTMEUAJIOCh TAKOE K€ €CTeCTBEHHOE IPOrPECCH-
poBaHMe 0o0Jie3HN [eHTHMHITOHA, KaK M B TPYIIITe
maane6o. IIpu aToM cBolO 1ieNeBYI0 (DYHKIIMIO
TOMMHEPCEH BBITIOJTHST; COMepKaHUe TeHTUHITH-
Ha (Kak 00IIero, Tak ¥ MyTaHTHOTO) B Liepedpo-
CITMHAJIBHOM XUAKOCTH J0303aBUCUMO CHITKa-
nock. IIpuem WVE-120101 m WVE-120102,
HampoTHUB, KaK TI0Ka3aju HCCIeI0BaHUS
PRECISION-HD1 u PRECISION-HD2, He
TIPUBOAMI K CHIDKCHUIO MYTaHTHOTO TeHTHHITH-
Ha B IIepeOPOCTTMHAIBHOM X KIIKOCTH. THTEepecHO,
YTO IMpenapar NpuioNnuanH, HEyIa4yHO IOKa3aB-
muii cedss B uccaenoBaHusx Pride-HD u
OPEN-Pride B oTHOLIEHNN 0011I€T0 OasU1a ABUATa-
TENIbHBIX HApYLICHWI, BEpHYJICS B KPYr MHTEpE-
COB CHENMATNCTOB II0 3TOMY 3a00JIcBAaHUIO — B
2021 r. craproBano uccinemoaHnue PROOFHD,

\b Ne 2 » 2021
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e TIePBUYHON KOHEUHOM TOYKOM OymeT BBICTY-
TIaTh YK€ CTeTNeHb (DYHKIIMOHATBHBIX HApyIICHII
y TTALIMEHTOB C 00JIe3HbI0 [EHTUHTTOHA.

He Tak yacto MOXHO yBUAETb MH(POPMALIUIO O
pa3paboTKax HOBBIX METOIOB JIEUCHUS CITMHOIIC-
pebesipHbIx aTtakcuii. Ha ¢opyme Obuiu mpen-
CTaBJIEHbI PE3YJbTaThl KIMHUYECKOTO HCCIEI0-
BaHUs (a3bl 2b/3 Mo npenapaTy TPOPUIY30J TPU
CITMHOLIEPeOEUIIPHBIX aTaKCHUsIX TUIIOB 1, 2, 3, 6,
7, 8 u 10. Tpopuity30J ABIsgeTCS TPOJIEKAPCTBOM
3-ro IOKOJIEHUST, MOTYIUPYIOIINAM TTyTAMaTHYIO
AKTUBHOCTb M CHIKAIOIIVM COZIEpKaHME TIIyTa-
Mara B cuHarnce. OH MOBbIIIaeT 0OpaTHBIN 3aXBaT
ryTaMaTa U3 CUHAITUYECKOM 1Ien 3a CYEeT CTU-
MYJISIIIUU  OKCIIPECCUU TIEPEHOCUMKOB BO30YXK-
JAIOIMNX aMUHOKUCIOT (Hampumep, EAAT2) B
KJIETKaX IJTUU. B KauecTBe MepBUYHON KOHEUHOM
TOYKM 96-HEAeNbHOTO pPaHIOMU3UPOBAHHOTO
JIBOMHOIO CJIETIOro IUIalie00KOHTPOIMPYEMOTO
MCCIeI0BaHMS BRICTYIIAN c4eT 1o mKame SARA.
B akTuBHOI1 TpyIIIIe CKOPOCTh MPOrpeccHpoBa-
HUSI CIIMHOLEPEOEISIPHON aTaKCUM COCTaBUJIa
MeHee 0,5 6ata 3a 2 roga mpoTuB 6osiee 2 6aioB
3a 2 roga B rpymmne miane6o. ITpumevarensHo,
YTO IPU BPEMEHHOM TIPEeKpalcHUH IIpreMa TpOo-
puiysona mnokasatenb SARA yxymimancs Ha
BpeMs Tay3bl B TEPaIiy, a PU BOCCTAHOBJICHUH
JieueHus BHOBb yaydmaics. [lanueHTsl co cnu-
HolepeOesUIsIpHOI aTakcueit 1-ro Timna rnoxkasaim
HanOOJIbIIee YAyUIIeHNEe Ha (DOHE Teparu TPO-
PUITY30JI0M.

JloBoJIbHO Majio HOBOCTe# Ha (hopyme Kaca-
JIOCh TUCTOHMM. BbLIM, B YaCTHOCTHU, MpeacTaB-
JIEHBI PE3yJIbTaThl KIMHUYECKOTO MCCIIEIOBAHNUS
JAKCHOOTYJIOTOKCHMHA A IS JICUCHHS LIEPBU-
KaJbHOW AUCTOHMU. JaKCUOOTYJOTOKCUH A
NpeacTapisieT cod0il HOBYIO (DOPMYIISILIMIO BBICO-
KOOUHMIIIEHHOTO OOTYJOTOKCHMHA TUMa A, comep-
Kallylo IaTeHTOBAHHBIM CTAOMIM3UPYIOLIUI
rmentuag RTP004. B MHOTOmeHTpOBOM IBOMHOM
CJIETIOM IJ1alle00KOHTPOJUPYEMOM HCCIIeI0Ba-
Hun daspl 3 npuHsa ydactue 301 maunueHT.
Pesynbrarsl mokaszanu 6€30MacHOCTb U BHICOKYIO
5P HEeKTUBHOCTL 3TOr0 OOTYJIOTOKCMHA B J03aX
125 1 250 EJl aist megeHUST e pBUKAIBHOM IUCTO-
HMU, IPU 3TOM MeAuaHa JUIMTEIbHOCTU d(pdhekTa
(bbuta ompenesieHa Kak TEepUOA HACTYILJICHUS

CHIDKCHMSI MaKCUMaJIbHOTO 3hdekTa Ooree yeM
Ha 80%) cocraBuia 20,3—24,0 Hen (okoso 5 Mec).
TakuMm 00pa3oM, MPOAOKUTENBHOCTD JEHCTBHUS
JaKCUOOTYJIOTOKCHHA A BBILIE, YeM Y 3apEerucCT-
PUPOBAHHBIX HA CETOAHSIIHMI IEHb IPYTUX
(opmynsaumit 00TYJI0TOKCUHA TUIIA A.
WHtepecHble TeMbl 00CYXIaMNCh U B paMKax
SMWICTITOJIOTMIECKOTO HaIpaBJIeH!sI, B YaCTHO-
CTU TIOPTaTUBHBIE YCTPOMCTBA [UIS HOILEHUS C
LIEJIbI0 HEMHBA3WBHOTO OIPENeIeHUs CYI0POXK-
HBIX SMWICTITUIECKUX TPHUCTYIOB. B HacTosIee
Bpemsi B EBpocoto3e 3aperucTpupoBaHbl yCTPOi-
ctBa Livassured NightWatch mis ompeaeneHust
HOYHBIX MTPMCTYIIOB Ha OCHOBE YacCTOThI Cepiey-
HBIX COKPAILICHWII M TaHHBIX aKCEeICPOMETPUHN 1
Empatica Embrace2, KOTOpBIif yYUTHIBAET OLIEHKY
3JIEKTPOKOXKHOM aKTUBHOCTH, TEMIIEpaTypbl U
akcenepomerpuu. B CIIIA, nmomumo Empatica
Embrace2, nns geTekuumu CymopoOXHBIX MPUCTY-
OB 3apeTucTpupoBaH Takxke Brain Sentinel
SPEAC, KOTOpbIii aHATM3UPYET TAHHbIE 2JIEKTPO-
muorpacduu. Kpome nepedncieHHbIX YCTPOUCTB,
B HacTosilee BpeMmsl pa3pabaThiBacTCs HEMaso
JIPYTUX HEMHBA3UBHBIX OMOCEHCOPOB UISI HOIIIEe-
HUS ¥ PeTHCTPAIINH SITICTITHISCKIX TTPUCTYIIOB,
BKJIIOYasl pa3HOOOpa3Hble OpaciieThl (HarmpuMmep,
GeneActiv, Biofourmis Everion, FitBit InspireHR,
Empatica E4) u onHoKaHalbHble MUHU-YCTPOIAi-
CTBa JIJIs1 3amucH 3ekTpoaHuedanorpamm (B3I)
(EpiLog). [Ipemnaratorcst U He CTOJIb MMHUATIOP-
HbIE YCTPOMCTBA JUIST IETEKIIUM SMUIETITUUECKIX
MIPUCTYTIOB HA OCHOBE OLIEHKMU JIbIXaHWSI, BUACO-
JEeTeKIMU CYIOpOr, a TakXe OLIEHKUM MOpIraHUs
MPU TIOMOIIM CIIEIUANbHBIX 04YKOB. CoriacHo
oryonmKoBaHHBIM B 2021 T. MPaKTUIECKIM PEKO-
MeHAauusIM  MeXIyHapoaHOW TMPOTHUBOAIN-
nentuyeckoit uru (ILAE), mopTaTtuBHbIE yCTpOIi-
CTBa JUIS HOLUEHUS SIBASIOTCA 3(P(OEKTUBHBIMU B
TOYHOM OIIPEAEICHUN T'eHepaTN30BaHHBIX TOHU-
KO-KJIOHMUYECKUX TIPUCTYIIOB M IIPUCTYIIOB C
(bokanbHBIM NEOIOTOM, Tepelieaux B Ouare-
pajbHble TOHUKO-KJIOHWYECKUE CYIOPOTH.
OnHako ocTaercsl HesICHBIM M TpeOyeT JalbHei-
IIeTO M3YICHUS, TaeT JIM TaKasl NeTCKIIMSI KITMHH-
YeCKH 3HAYMMBIC PE3Y/IBTaThI IS TTAIIMEHTOB.
Pa3BuBaeTcst Takke HarnpaBjieHUE, CBSI3AHHOE
C OLICHKOI MHBa3MBHBIX YCTPOMCTB MOHUTOPHH-
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ra SIMIJICITHYECKUX IPUCTYIIOB — KaK MHTPaKpa-
HuanbHbIX (NeuroPace RNS u Medtronic RC+S),
tak ¥ noackanbinoBeix (UNEEG Subscalp EEG u
Melbourne Epi-Minder Subscalp EEG). bbiio
MPUBJICYCHO BHUMaHWE K CBEXEW IyOJMKaIn
pe3ynbratoB 230-gHEBHOrO MOHMTOpUHTa DO
IIPY ITOMOIIN ITOIKOKHBIX 3JICKTPOIOB CUCTEMOIT
UNEEG Subscalp EEG [5]. U3 32 3apeructpu-
poBaHHBIX MO DB NPUCTYNOB MallMEHTOM B
CBOEM BJICKTPOHHOM THEBHUKE OBLIO OTMEUEHO
qunrb 22. [1pu 3ToM ObITa BEISIBJIEHA OIIPEaCICH-
Hasl IUpKagraHHas (¢ KJIacTepoM paHHUM YTPOM
¢ 7 109 4) U 5-gHEBHAs] LUKIUYHOCTb DJIEKT-
porpauyecku ompeaeasieMblX IPUCTYIOB.
Hanuuue y mpucTynoB omnpeaeaeHHBIX XPOHOTH-
MoB ObLIO TMOKa3aHO M B Oojiee MaciiTaOHOM
PETPOCTIEKTUBHOM KOTOPTHOM HCCIIEHOBAaHUU C
yyacTueM 222 MalueHTOB ¢ (OKaJabHOI 3Iu-
JIETICUE, KOTOPBIM Obl1a YCTaHOBJIEHA CHCTeMa
NeuroPace RNS ¢ uMIutaHTHpyeMbIMU 3JIEKTPO-
JaMU IS HeNpephIBHONM WHTpaKpaHUAIBHOM
sanucu DT [6]. Dra cucteMa He TOJIbKO PETUCT-
pupyer D3I, HO M TO3BOJSIET HAa OCHOBAHUM
TOJIyYaeMbIX B PEXKMMeE PeabHOTO BpEMEHU TaH-
HBIX DD OCYIIECTBIATH 3IEKTPOCTUMYIISIIIIO
JUIST TIPEIOTBPAIICHUST Pa3BUTUS SIUJICTITHYC-
ckoro npuctyna. MccrnenopatensiMu ObLIM 0OHA-
pYyXeHbl LMpKaauaHHble (89% MalKMeHTOB) U
MHoroaHeBHbIe (60%, uTo B 2—4 pa3za vaiie, yeM
MoJarajJoch paHee) TIPUCTYIHBIC LIMKIIHL.
J1OTIOTHUTEIBHBII aHAJINA3 TTOKA3aJl, YTO B OCHOBE
MHOTOTHEBHBIX IIMKJIOB JIEKUT aKTUBHOCTB
SHJIOTEHHBIX TEHEPAaTOPOB, a He eiicTBUE (haKTo-
poB BHewHe# cpeasl. Kpome Toro, y 12% mannm-
€HTOB UMEJICh IIMPKAaHHYyAIbHBIC IIMKITHI (CE30H-
HOE pacIpene/IieHie) SMUICITUICCKUX TTPUCTY-
noB. BhisgBaeHHe MOAOOHON KjacTepuzauuu
MPUCTYIIOB Y KOHKPETHOTO MallMeHTa B OJIMxKaii-
IeM OyIyIleM MOXET CHITpaTh BaXKHYIO POJIb TSI
NpeacKa3aHusl WHIWBUOYAIBHOTO PHCKA pa3BH-
TS SMUJIETITHIeCKoro puctyna. [IpnMedaTenb-
HO, YTO LMKJIMYHOCTb MPUCTYIIOB MOXHO OOHa-
PYXHUTb 1 TI0 pe3y/bTaTaM aHalIu3a 3J1eKTPOHHBIX
JTHEBHUKOB IIPUCTYIIOB, KOTOPBIE MOTYT BECTU
nmanueHTsl. [1o JaHHBIM HeJaBHO OITyOJIMKOBAH-
HOTO MWCCJIe[IOBAHUSI, WCITOTb30BAHUE TaKOTO

MPEIUKTUBHOTO TIOAXOAa MOXET 3HAYUTEIbHO
TTOBLICUTH IMAHCHI 3a(DMKCUPOBATH TIPUCTYIT IIPU
J1aHoBOM Buaeo-DDI'-monutopunre [7]. Pa3pa-
0OTKM TIEPCOHATM3UPOBAHHON CcTpaTU(hUKALIUKU
PUCKa pa3BUTHUS SMUICTITUUECKOTO MPUCTYIa Ha
OCHOBE aHajM3a KOMIUIEKCa NaHHBIX, IOIydae-
MbIX MpPU MHBA3UBHOM OII-MOHUTOPUHTE,
HOIIEHNH TTOPTATUBHEIX YCTPOICTB I HEMHBA-
3MBHOTO MOHUTOPMHIA M PA3IUYHbIX KJIMHUYE-
CKMX ITEPEMEHHBIX, YK€ BEIyTCS.

Crnenyromast BcTpeda AMEpPHKAaHCKOM akane-
MMM HEeBpOJOTMM 3arjiaHupoBaHa B Cuatie
(irrar Bammarron) B anpese 2022 . Oxunaercs,
YTO OHA MPOIIET B 0YHO-3a04YHOM (hopmare.
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MeXxpervoHanbHas LWWKOJ1a 300POBbSA
“Bnaro xutb” pna cememn
c 6bone3Hblo leHTUHIrToHa B KaszaHu

3.A. 3ananosa, 3.I'. Xaarosa, I'.P. Uibuna,
C.9D. Mynacunona, /I.M. Xacanosa, H./. barnanosa

DIbOY BO “Kaszanckuii eocydapcmeennviit meduyunckuil ynusepcumem” M3 PO,
Koncysomamueno-ouaenocmuueckuil yenmp 3Kcmpanupamudnbix 3a001e6aHuil
u 6omyaunomepanuu Pecnybauxu Tamapcman (Kasamns)

3 anpens 2021 . B Kazanu coctostmach Mex-
pervoHajibHasl 1IKoia 310poBbs “braro xuth”
sl ceMeit ¢ Oosie3Hblo [eHTMHrTOHA. Mexmy-
HapOAHbBIA LEHTP MOMOILY MalMeHTaM ¢ opdaH-
HbIMU 3aboneBaHusaMu “Penxue Jlrogu” yxe
6 JIeT yCHeLIHO pealu3yeT MAaHHbI IIPOEKT B
pasHBIX pernoHax Poccum: Bctpeun cemeil mpo-
Boauiauch B Mockse, Cankr-IlerepOypre, Yoe,
Hwuxnem Hosropone, Open6ypre, HoBocu-
oupcke, KpacHospcke, Camape, OpeHOypre,
BrnamuBocToke m mpyrux ropomax. LIxoisr mpo-

B 3ane 3acenanuii — neiaoBasi U OIJHOBPEMEHHO
JPYyXKECKad, IMO-HaACTOAIIEMY ceMeiiHasi aTMo-

chepa.

BOIATCS B (DOpMe CeMUHAPOB, Ha KOTOPBIX CEMbU
¢ 00JIe3HBIO [CHTUHITOHA MMEIOT BO3MOXKHOCTh
BCTPETUTHCS CO CHEIMATUCTAMU U O3HAKOMUTD-
cs ¢ caMoil mojiHO# MH(bopMaleit o 3aboyeBa-
HMM, BKJIIOYas €ro JIHMarHOCTHKY, XapakTep
HacJIeIOBaHNUsS, BOIIPOCH! TUIAHUPOBAHUSI CEMbH,
METOABI JICUCHUS W peadMIMTAalMK, a TakKe
MOJIYIUTh COLMAIbHYIO U TICUXOJOTMUYECKYIO
noanepxkky. [ToMruMo 3Toro ceMbsiM IpeaocTaB-
JIAIOTCS MHAWBUAYaJbHbIE DPEKOMEHIALMM TI0
peadwIMTaly M YXOMy 3a TMallMeHTaMU, JTaeTcs
BO3MOXHOCTb OOpaTUTHCSI 3a KOHCYJIbTAIell K
TICUXOJIOTY.

Berpeua B Kazanm Oblia opraHm3oBaHa
coBMeCTHO ¢ KOHCY/IBTaTUBHO-IMATHOCTUYEC-
KUM LIEHTPOM 3KCTPaITMpPaMUIHBIX 3a00JIeBaHUI
u OorynuHotepanuu Pecnyonuku Tarapctas,
KOTOPBI  OKa3bIBaeT CIIEIMAIU3UPOBAHHYIO
KOHCYJIbTATUBHYIO U JIEYEOHYIO MOMOIIb Mallu-
€HTaM C IBUTATeJIbHBIMU HapylIeHUsIMU. B pam-
kax IlIxombr 3m0poBhS pyKoBomWTE s LleHTpa
I.M.H., mipodeccop 3.A. 3ansanoBa M Bpayu
LlenTpa BHICTYynMIM B (hopMaTe OTKPBITOTO Jra-
qnora ¢ cembsiMu. Ilpodeccop 3.A. 3ananona
OTKpbLJIa BCTPEYy IIPUBETCTBEHHBIM CIIOBOM.
K.m.H. I'P. UnbrHa pacckasana o reHeTuke 3a00-
JIEBaHUs, TYTSIX HacJemoBaHMS, BOIpOcax Iuia-
HUPOBAHMS CEMbU U BO3MOXHOCTSIX TUArHOCTHU-
Ku 6one3Hu [enTuHrrona, K.m.H. JI.M. XacaHoBa
MOJECNIMIACh HOBEMIIMMHU JaHHBIMU O pa3paba-
THIBA€MBIX WHHOBAIIMOHHBIX BO3MOXKHOCTSIX
JneyeHust 6oae3Hu, K.M.H. C.OD. MyHacunosa
pacckasaja O BaXHOCTM U HEoOXOIUMOCTHU
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CUCTEMA KOOPOUHAT

HEMEIMKAMEHTO3HON peaduIuTal W TO.I-
JIep>KaHUM TIOBCETHEBHOIN aKTMBHOCTU TAI[MEH-
TOB, a Bpauy-HeBposor 3.I. XagTtoBa obcynuna ¢
CEMbSIMU CIOCOObI MCUXOJIOTMYECKOW M COLU-
QIBHOI MOANEPKKY MALIMEHTOB U UX OJIU3KUX.

IenepanbHblil nupekTop MeXayHapomaHOTO
LIEHTPa IMOMOIIY MallMeHTaM ¢ ophaHHBIMU 3200-
neBaHusiMu “Penxue Jlromn” M.H. TperbsikoBa
pacckasana o paboTe, KOTOpPYIO MPOBOAUT Opra-
HU3aLusI, BO3MOXHOCTSIX COLIMAIBHON, IOPUAN-
YeCKOU U TICUXOJIOTUIECKOH MOIIEPXKKH, OKa3bI-
BaeMOW CeMbsIM ¢ peakuM (OphaHHbBIM) TUArHO-
3oM. [IpucyTtcTBytoniye ¢ OOJbIIUM HMHTEPECOM
MIPOCITYILIATH JIEKIIMY MOCKOBCKUX CIIELIMATUCTOB:
TICUXO0JIOTA BBICIIEH KATETOPUM U 3aCTy>KEHHOTO
yuutens Poccuu T.H. BopoGbeBoii, HeBposiora u
peadwnutora A.C. MeHaanueBoii, aproreparneBTa
M.A. IykoBckoit. MHorue roctu LIkonbl mpuHs-
JIY y4acTue B MacTep-Kjacce Mo KUHe3MOoI0ruu U
BOCTIOJIb30BAINCH BO3MOXHOCTBIO TOJNYYUTh
KOHCYJIBTAIIMIO TICUXOJIOTA.

bnaromapst ceMuHapy ceMbHU MTOJYYWIIN TTPAK-
TUYECKUE PEKOMEHAAUUM TO MPEOAOJICHUIO
0O0JIbHBIMU TOBCEIHEBHBIX TPYAHOCTEM, pacllu-
PUJIM TIPOCTPAHCTBO JIMUHOU W OOIIECTBEHHOMU
COLIATTU3ALIAH.

IIpoexkt IlIkoabl 3m0poBbs “biaro Xuth”
HarnpasjieH Ha (hOPMUPOBAHKE MOJIEU COLIUANb-
HOTO COIPOBOXJIEHUS OOJBHBIX C TSKEJIbIMU
XPOHUYECKUMU TIPOTPECCUPYIOMIUMHU 3a00JeBa-
HUSMU U3 Tpynnbl opdanHbix. [Togxon Kk okasa-
HUIO TTIOMOIIY TAKUM OOJTbHBIM HOCUT KOMILIEKC-
HBbIif XapakTep, C yYUeTOM MHOTOMEPHOCTU HEMy-
ra, OH 3aTParMBaeT He TOJbKO METUIIMHCKUE, HO
TIPeXIe BCETO TICUXOJOTUIECKNUE U COIMATbHbIE
CTOpPOHBI 60sie3HU. [IpoeKT momMoraeT yKpemnurhb
B3aMMOOTHOILIEHUSI BHYTPU CEMbU, OObEIUHUTD
JoJiel, CTpafialolliuX OT TSIKENbIX MCUXOHEBPO-
JIOTMYECKUX TMATOJIOTU, U WX OJNU3KUX B OJHO
Oousiblioe cooOiecTBo. Peanuszanust npoekTa
cTaia BO3MOXHOI Oiaromaps nmomuepxke Gonmga
MPE3UIECHTCKUX TPAHTOB, OOJIBIIOMY TPYIY KOJI-
JIEKTVBA M BOJIOHTEPOB opraHu3auuu “Penxue
Jiomn” m crienmanucTaM KazaHckoro KoHcymb-
TaTUBHO-TUATHOCTUYECKOTO IIEHTpa 9KCTPAaIv-
paMUIHBIX 3a0o0JieBaHUN M OOTYJIMHOTEpAu
Pecnyoauku TatapcraH.

IMpodeccop 3yneiixa AGmyIa3sHOBHA 3alisi-
JIOBA BBICTYIAET C MPUBETCTBEHHBIM CJIOBOM.

Hesponor Cabuna DiapaapoBHa MyHacuriosa
paccKas3biBaeT O BaXXHOCTH HEMEIUKaMEHTO3-
HOIt peabuauTaliuy npu 00Je3Hu [eHTUHITOHA.

Mapuna HukonaeBHa TpeThsikoBa 3HAKOMUT
yuyacTHUKOB Lllkosibl ¢ AEATEbHOCTBIO BO3-
rJaB/IsieMol eto opranusanuu “Penkue Jliogun”.
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OHepreTuyeckum meTtadbosim3mMm HEMpPoOHOB
M BO3BMOXHOCTU Jie4yeHUd
HenpopereHepaTuBHbIX 3a00neBaHnmn

HeiipoHbl — yHUKaIbHBIE KJIETKH C HanboJee
SHEPro3aBUCUMBIM TUIIOM MeTaboJsiM3Ma, KOTO-
phlii obecrieunBaeTcs rJlaBHbIM 00pa3oM 3a CYeT
OKHCITUTEIBHOTO (hOChHOPUINPOBAHUSI. DTOMY
CIOCOOCTBYIOT HECKOJbKO OCOOCHHOCTEH Heli-
POHOB, JI€JalOIIMX WX OCHOBHOW MUIIEHbIO
MaToJOTUYECKOro Mpoliecca MPU HapYIIEHUSIX
(OYHKIIMM MUTOXOHIPHIl: OOMIME IIPOILIECCOB C
OOJNBIIMMHU 3aTpaTaMu HepruM (TOMIepKaHUE
MeMOpaHHOTO TIOTeHIIMaNa, HelpoTpaHCMUC-
CUsl, aKCOHAJIbHBII TPaHCHOPT U T.1.); BbICOKOE
conmepxkaHue MOHOB Fe M mosMHeHachIeHHBIX
KHAPHBIX KHMCIOT (AKTUBAIUSA IEPEKUCHOTO
OKWCIICHUS JINITUIOB) TIPH AeULINTE AHTHOKCH-
JTAHTHBIX CyOCTpaToOB (IJIyTaTMOH M [Ip.); TOCT-
MUTOTHYECKAsI TPUPOa (OTCYTCTBUE KIETOUHBIX
JIeJICHUI ¢ UX XapaKTepHOU MeMOpaHHOI AuHA-
MMKOH CITOCOOCTBYET HAKOIUICHWIO Ie(peKTOB
muToxoHapuanbHoit JHK u dopmupoBanuio
MaToJOTMYECKUX OeNKOBBIX BKIOUeHuit) [1, 2].
He ciyyaitHo Mo3r, cocTaBiisis Jiuilb 0KojIo 2%
Macchl TeJia, morpedssiet 10 20% mocTymnarmlnero
B OpraHM3M KHCJIOpOa.

MuToXoHIpUalibHasl HEIOCTaTOYHOCTh C
ne(UIMTOM KJIETOYHOI SHEPreTUKU — BaxKHEel-
11Iee 3BEHO MOJICKYJSIPHOTO TaToreHe3a Haubo-
JIee PacIpOCTpaHEHHBIX HeHpomereHepaTUBHBIX
3abojeBaHMil yemoBeKa. O0 3TOM CBUICTEIECTBY-
€T paHHee CHWXEHHe MHTEHCHBHOCTU MeTabo-
JIM3Ma TJII0KO3bI B Pa3IMYHBIX OTAeIaX Mo3ra (1o
JMAHHBIM TTO3UTPOHHO-IMUCCUOHHOM TOMOTpa-
(bum) 1 IOBBIIIIEHKE YPOBHS JIaKTaTa (110 JTaHHBIM
MP-criekrpockonuu) tipu 6ose3Hsx [lapkuH-
coHa, AublreiiMepa, [eHTMHITOHA, MYJIBTUCHC-
TeMHOI aTpoduu, odHapyxeHue aedekra I kom-
IUIEKCa AbIXaTEJIbHOM LIeNU B HEMPOHAX YEPHOU
CyOCTaHIIMU U psie TepudepudecKuX TKaHeH y
MMaleHToB ¢ Oone3Hplo [lapKWHCOHA, a TaKke
BOCIIPOM3BEIEHNE OCHOBHBIX KIMHUKO-MOPQO-
JIOTUYECKUX XapaKTepUCTUK TMapKUHCOHU3MA

MpY BO3AECHCTBUU “MUTOXOHAPUATBLHBIX” TOKCH-
HoB (l-metmia-4-denun-1,2,3,6-TeTparuapornmu-
punrHa (MOTII), 6-runpokcunodamuna, pore-
HOHa, TapakBata) [3]. XapakTepHO, 4TO WH3
20 M3BECTHBIX T€HOB CeMelHbIX (opM 00Je3HU
[TapkuHcoHa okojo monoBuHbl (PRKN, DJ-1,
PINKI, LRRK2, ATP1342, HTRA2, VPS13C u
IIp.) KOAMPYIOT CUHTE3 OEIKOB, YIaCTBYIOIINX B
OmoreHe3e MUTOXOHAPUM WM B OKHUCIHUTENb-
HO-BOCCTAaHOBUTEbHBIX peakuusx [2, 4]. [lpu
oonesnsx IMapkuHcoHa, AnblLreiimepa U Apyrux
HeliponereHepaTUBHBIX MATOJOTUSIX OIMUCAHbI
Takke nedexTtel MuroxoHmpuanbHoit JTHK B
HEWpOHax sIep-MULIEHEN LEHTPAJIBbHOW HEpB-
HOIi cucTeMbl [5].

KitoueBoe 3HaueHue B martoreHese Ooje3Hel
[MapkuHcoHa u AsblireiiMepa B HacTOSIIIIeE BpeMs
MIPUIAETCS HApYIICHWI0 MUTO(MArud — 0co0oit
Pa3HOBUIIHOCTH ayTodaruu, HampaBIeHHOW Ha
00e3BpexXrBaHuE U YIaJIeHUEe MPOAYKTOB MOBPEX-
JIeHHBIX MUTOXOHIpHii [6]. Tak, mpu PARK2-ac-
COLIMMPOBAHHOM HACIeACTBEHHOI hopme Ooes-
Hu [lapkuHcoHa B HelipoHax ¢ me(eKTHBIM Oe-
KOM MapKUHOM (TmpoaykToMm reHa PARK?2) napy-
aeTcsl Ipouecc “y3HaBaHMSI” M MeUeHUs
MoUIeXKalllMX JIerpagalid MUTOXOHIPUATbHBIX
cyocrparoB [7]. CHuXeHMe ypOBHSI TapKWHA C
YTHETEHUEM TapKUH-UHIYLMPOBAHHOW MUTO(]A-
MU HAOJTIOMAeTCs TaKKe Y MALIMEHTOB € O0JIE3HBIO
AnblireiiMepa ¥ Ha MOJIEJISIX 3TOro 3a00eBaHus Y
KUBOTHBIX [8, 9]. BaxHbIM 3BeHOM MuTOdaruu
aBysieTcs 0e10K Sirt3, ygacTByroIMii B GopMupo-
BaHMM JIN30COM; B HEHpOHAX Yy TPaHCTEHHBIX
MbIlIeit “anblreiiMepoBckoit” muHuM APP/PSI
ObLIO MOKa3aHO, YTO 3Kcmpeccus Sirt3 cHUKeHa
[10]. EcTb JaHHbIe 0 HapyILIEHUU Pa3IMYHBIX 3Be-
HbeB MUTO(Aruy M MpH APYTUX HelpomereHepa-
TUBHBIX 3a00JIEBaHHUSIX, YTO COIPOBOXKIACTCS
3aKOHOMEPHBIM HapylieHreM 3(MGheKTUBHOCTH
KJIETOYHOTO HepreTuyeckoro meradonusma [11].

n BionnereHb HauvoHanbHoro o6uecTea no usyyeHuio 6onesnu MapkuHCoHa M PacCTPOACTE ABWKEHUIA




AKTYAJIbHBIE BOMPOCHI HAYKU U MPAKTUKK

C 1eibpi0 KOPPEKIMU MUTOXOHIPHUATBHOM
nuchyHkuuu npu 6one3nu [TapkuHcoHa U Apy-
I'MX HelpojereHepaTUBHBIX  3a00JIeBaHUSIX
WCCJIEJOBATMCh MHOTME COETUHEHMSI, BO3IEHCT-
BYIOIIIME Ha pa3HbIC YPOBHU 3SHEPIETUYCCKOTO
MeTaboIM3Ma: SHTapHas KHCIOTa, KpeaTHH,
0.-TOKO(EposI, CUHTETUUYECKUE AHAJOTU [IyTa-
TUOHA W [pyrvMe aHTUOKCUAAHTBI, KapHWTHH,
KosH3uM Q,, 1 T.a. Tak, npu Gosesnu IlapkuH-
COHAa aKTUBHO HCCJICNOBAJICS KPeaTUH, YMEHb-
matomuii B skcnepumente MOTII-unmymm-
POBaHHYIO THOENb TO(DAMUHEPTUUECKUX HEUpo-
HOB. B KiIMHMYecKUX ucCCIeqOBAaHUSIX ObLIO
MoKa3aHo, 4To B 103¢ 10 r/cyT KpeaTuH XOpollo
MIEPEHOCUTCS M OTCPOYMBACT BpeMsT Ha3HAYCHMSI
CUMIITOMATUYECKON Tepamuu Yy HeJIeYeHBIX
nauueHToB ¢ 6osesHbio [MapkuHcoHna [12]. Psn
paboT ObLIT MOCBSIIEH U UCCIIENOBAHUIO KOSH3U-
mMa Q,, (yOuxuHOHa) — mpenapara, KOTOPbIA
XapaKTepU3YeTCsl KOMIUIEKCHBIM IeCTBUEM: OH
00JIeTYaeT TPAHCIIOPT BIEKTPOHOB OT KOMILIEK-
ca I x xommnexcy Il apixarenbHo#l Lenu, cro-
cOOCTBYeT MOOMJIM3ALUM CYOCTpaTOB LIMKJIA
Kpebca, obnamaeT aHTUOKCUIAHTHBIMUA CBOMCT-
Bamu. C.W. Shults et al. mokasanu 10303aBUCU-
MBIt addexr kosHsuma Q,, (300, 600 u
1200 Mr/cyt) B OTHOIIEHUM 3aMEIJIEHMs IMPO-
rpeccupoBaHus 0one3Hu [lapkuHcoHa B ee paH-
Heil craguu [13]. Heckonbko mocnemyommx
COOOLIEHMIA O MPUMEHEHUU KO3H3UMa Q. Npu
60se3Hu [TapKMHCOHA HOCUIU MTPOTUBOPEUUBHII
XapakTep, OJHAKO BO3MOXHBIA HEHPONPOTEK-
TUBHBIN 3(PhEKT ObLT MOATBEPKAEH JIJIs1 BBICOKMX
103 mpenapata — 10 2400 mr/cyr [14].

OnHOi W3 BepOSITHBIX IPUIMH pa3HOHAIPaB-
JIEHHOCTU pEe3yJbTaTOB MPUMEHEHUS] KOIH3U-
Ma Q,, mpu Oonesnn IMTapkrHCOHA MOXET ObITh
TI0Xast OMOMOCTYITHOCTD MpernapaTa Jjsl KJIeTou-
HBIX ¥ MHTOXOHIPHMATbHBIX MEMOpaH IIpU €ro
CHUCTEMHOM BBeicHUU. B ¢BS3M ¢ 3TMM B Tocte-
Hee BpeMsT 3HaYMTeTbHOe BHUMaHKe MTPUBJIEKAeT
CUHTETUYECKUI KOPOTKOLENOYEYHBI aHaJIOT
MPUPOIHOTo KosH3uMa Q) — nnedeHoH (Hobew)
[15]. daHHbIi mipenapaT o0JiagaeT MperuMyllecT-
BaMU II0 CPaBHEHMIO C TMAPOGOOHBIMA aHTHOK-
cumaHTaMu (Hampumep, BUTaMuHoM E), Tak Kak
OH HampsIMyl0 BOCCTAHABJIMBAET CYIEPOKCUIHBIE

o 4
- é\‘}""ék KosHnsum Q,,

CHy

"'Q -\":9 - ““-‘
‘ol )iliea0000s-o-:

XTJ&“ WNnebGeHoH (OKUCIEHHBbI)

CxeMaTHMYHOE COITOCTaBJIIEHUE CTPYKTYPbI
MOJIEKYJl KOSH3UMa Q,, U MIeOeHOHa.

pamukanel. Kak BUIHO Ha pUCYHKE, ITO CpaBHE-
HUIO C TIPUPOIHBIM KO3H3MMOM Q,, M1eOGeHOH
MMeEeT CYLIECTBEHHO MEHbILHE pa3Mepbl U, B
YaCTHOCTH, MEHee pa3BEeTBICHHYI OOKOBYIO
1enb, obiagaeT MeHbIIeH THaApPo(POOHOCTBIO U
0OJIbIICHT AHTUOKCUAAHTHON aKTUBHOCTBIO.
[TokazaHo, YTO KOpOTKasi MoJyieKysla uaedeHoHa
JIETKO TIPOXOOUT uepe3 MeMOpaHbl, BKIIOYas
CTPYKTYphl TeMaTo3HIIe(haInIeckoro Oapnepa.
CBolicTBa MIeOCHOHA KaK OMONIOTHUECKY aKTHB-
HOTO COCOWHCHUST BKITIOYAIOT aKTWBALIMIO IbIXa-
TEJILHOTO TIYTU MUTOXOHAPUI, aHTUOKCUIAHTHOE
JeiicTBUe, MHTMOMPOBaHUE MPOLIECCOB arnomnTo3a,
CTUMYJISIIIMIO BBIPAOOTKM HelipoTpoduuecKmx
(akTopoB, a Takke MOAyIUpyolMii a(dexr B
OTHOILICHUY PSIZIa LIEHTPAIbHBIX HEMPOTPAHCMUT-
TepPOB — alleTUIXOJIMHA, CEPOTOHUHA, To(haMrHa.
IMpu arakcuu @Ppunapeiixa — Haubojee pac-
MPOCTPAaHEHHOI (hopMe CIHMHOLEPEOLIISIPHBIX
JlereHepanuii, 0OYCIOBJIEHHON TaToJioruei
MUTOXOHIPUATBHOTO  XKEJe30CBSA3bIBAIOIIETO
Oenka ¢ppatakcuHa, — MpUMeHeHue uaedeHoHa B
no3e 5 1 10 Mr/Kr B CyTKM IPOJEMOHCTPUPOBAJIO
KapIuompOTeKTUBHYIO 3((MEeKTUBHOCTD Mpernapa-
Ta U YMCHBIICHNE OMOXMMUYECKUX MapKepoB
OKcHIaHTHoro crpecca [16]. bonee Toro, B ABOI-
HOM CJIETIOM I11a1le00KOHTPOIUPYEMOM UCCIIEN0-
BaHMM Yy MALMEHTOB ¢ atakcueir ®puapeiixa ObT
3apeTUCTPUPOBAH 10303aBUCUMBINA 3(PheKT B
OTHOIIICHUY He TOJIBKO Cepalia, HO M HeBPOJIOTH-
YeCKOU CMMITTOMATHKY ITPY MIPUMEHEHNH TIpeTia-
para B no3e 15 u 45 mr/kr B TeueHue 6 mec [17].
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bosbiioe yucio paboT ObLIO MOCBSIIEHO
n3yyeHuto 3PGeKTUBHOCTH HAeOEHOHA MpPU
JeMEHIMIX ¥ CHHIPOME YMEPEHHBIX KOTHUTUB-
HbIX PACCTPOMCTB. Y MalMEHTOB C 0O0JIE3HbIO
Anblireiimepa (Bcero B IIalie00KOHTPOINpPYEMbIe
UCCJIEI0BAHMSI TIPOJOJLKUTEILHOCTBIO OT 6 Mec
no 2 net Bouuto cBbiie 1500 manmeHTOB, MOJy-
YaBINMX Iperapar B mo3e ot 90 mo 360 mr/cyr)
BBISBJIEH OTYETIMBbINA 10303aBUCUMBIN TTOJIOXM-
TeNbHBINA 3(PdEKT B OTHOIIEHUH BBICIINX (DYHK-
LM ¥ TTOBCeIHEeBHOM akTuBHOCTH [18—21]. TTpn
JIETKOW M YMEPEHHOW TSKECTU abLreiMepoB-
CKOI1 IeMEHLIMU UAeOEHOH B MJIaLeOOKOHTPOJIH-
pYeMOM McCleNoBaHUM oKazajcs Oojiee ahdeK-
TUBHBIM, YeM MHIMOUTOP alleTHIXOJMHACTEPa3hl
takpuH [22]. Bosee Toro, Mo MHEHMIO psiia aBTO-
POB, €CTh OCHOBAaHHUS 00CYKIATh BIUSIHIE HacOe-
HOHa Ha TeyeHue Oosie3HM Ajblreiimepa (BO3-
MOXHBI HEHPONMPOTEKTUBHBINA 3(@PEKT, HYyX-
JAIOIINICS B MTOATBepXaeHnn) [23, 24]. V mamm-
€HTOB C ITOCTTPAaBMATHMYECKUMU U APYTUMU IIO0
CBOEMY TeHe3y KOTHUTUBHBIMU PacCTpOiCTBaMM
naedeHoH B 103¢ 90 MI/cyT crmocoOCcTBOBAN YIy4-
LIEHUIO KPAaTKOCPOYHOM U OIIEPATUBHON MaMSITH,
TTOBBIIIICHUIO BHUMAHUSI U CKOPOCTH CEHCOMO-
TOPHBIX peakuuii [25, 26].

MnebeHoH XapaKTepu3yeTcsl 10303aBUCHMbIM
MHTUOUTOPHBIM 3(P(HEKTOM B OTHOIIEHUU MeTa-
0o1M3Ma apaXuIOHOBOI KMCIIOTHI B aCTPOLIMTAX,
B TOM 4YHCJIe Yepe3 MHTHOMpOBaHME (pepMeHTa
uukiookcurenassl [27]. C yuetom Toro, 4to apa-
XHAIOHOBAsT KUCIIOTA SBIISETCS BaxKHEUIITUM TPUT-
TepoOM BOCIAIMTEIbHBIX PeaKiMii, BbIIEyKa3aH-
HOE CBOMCTBO HMIcOCHOHA OYCHb 3HAYMMO TSI
MTaTOTEHETUYECKOTO JICUCHMsI HelpomereHepa-
TUBHBIX 3a00J1eBaHuit. JIeiCTBUTELHO, B TIOCE-
HIeE TOAbI HEMPOMMMYHHBIM MeXaHM3MaM Tpya-
eTCsl KJIIOUeBOe 3HAUCHME B MHUIIMALUU Harbo-
Jlee paHHUX peakUMii HelpomereHepaTUBHOTO
kackana [28—30]. Tak, yxe B TaTeHTHOI 1 paHHEe
KJIMHUYEeCKON cramusix OonesHu I[lapkuHcoHa y
MAIMEHTOB OMPENENSIeTCs] CUCTEMHBIN O-CUHYK-
JnenHcrneunpuuHblii T-KJIeTOUHBbI OTBET, KOTO-
PHIi, TIO-BUAMMOMY, (DOPMUPYETCST 32 MHOTO JIeT
JI0 TUATHOCTHKY MOTOPHOM CTamuy 3a00JIeBaHUS
[31]. TToxazaHo, 4TO arperamusi O.-CUMHYKJIeMHa B
BEIIIECTBE MO3ra CIIOCOOCTBYET aKTUBALIMM MUKPO-

MM TIpu Oose3Hn T1apKHCOHA, a B HUTPATbHBIX
HelpoHaX BBISBIIACTCS 3HAYMTENLHOE ITOBHIIIC-
HHE YPOBHSI IPOBOCIAINUTEIBHBIX ITUTOKMHOB,
HMCTOYHUKOM KOTOPBIX SIBJISIIOTCSI TJIMaJbHbIE
KJIETKHU, TIPUYEM 3TH TIPOLIECCHI YCUTMBAIOTCS O]
JOEHCTBEM HEKOTOPBIX “ITapKMHCOHUIECKUX”
mytauuit [28, 30]. He cayyaiiHo Bo3aeiicTBue Ha
HEHPOMMMYHHOE BOCIIAJICHHE paccMaTpyBaeTCs
KaK OIMH 13 HauboJiee MepCcreKTUBHBIX MOIX0I0B
K paHHEW IaTOreHETUYECKON Tepanuu Herlpomue-
TeHepaTUBHBIX 3a001eBaHmii [29].

JlaHHBIE MHOTOYMCIICHHBIX 3KCIIEpUMEHTAITb-
HBIX UCCJIEIOBAHMIA MOCIEAHUX JIET TIO3BOJIMIN
MepeOCMbBICIUTh CBOMCTBA UAEOEHOHA, KOTOPBIi
paHee cuMTaNCd “YUCTBIM” AHTUOKCHIAHTOM U
aHayorom KosH3uMa Q. CeromHs cTano noHar-
HO, YTO UIe0EHOH — YHUKAaJIbHAsT HENPOMOIYJIs -
TOpHAas MOJIEKYJIa C KOMITJIEKCHBIM, TIOJIMBAJICHT-
HbIM nefictBueM [15]. [Toatomy N. Gueven et al.
MpearonaraT, 4To B Ouxkaiiiee Bpems: uaeode-
HOH MOXET CTaTh 00bEKTOM HOBBIX KITMHUIECKUX
WCCIeIOBAaHUI C paclIMpeHreM CIIEKTpa MmoKasa-
HUIi K TPUMEHEHUIO Tpernapara.
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HoBble BO3MOXXHOCTH
OUueHKU PYHKLMOHANIbHOU aKTUBHOCTM
roJIOBHOro Mo3ra
C NOMOLLUbIO 3neKkTpo3aHuedanorpadvm
BbICOKOIO pa3peLueHus

I'.P. Ypa3sruanaeesa, H.B. IlonomapeBa

DI'BHY “Hayunbiii yenmp Heeposoeuu” (Mockea)

Bnexrtposnuedanorpadpus (3DI) — meron,
WCIIONIb3YeMbIN U1 PETUCTpAIlUU 3JIeKTpUIe-
CKOIl aKTMBHOCTU MO3Ta C MOMOIIbIO 3JIEKTPO-
JIOB, Pa3MEILEHHBIX Ha KOXe TOJIOBBL. TepMUH
obu1 mpemnoxeH lancom beprepomM, KoTOpbIit
3anucan nepsytio OOI y yenoseka B 1929 . u
BIIEPBbIE OMUCA (L~ U [3-BOJHBI M UX U3MEHEHUS
npu (GYHKIMOHATIBHBIX MPOOAaX W IMaToJoruye-
CKUX U3MEHEeHUsX B Mo3re [1].

[Ipu peructpamuyn DB oTMeUarOTCS TOMEXU
(apTedaxTsr), KOTOpblE MOTYT UMETh (DU3UOJIO-
rMYeckoe MpOUCXOoXAeHUe (TJIa3Hble, MbIIIeY-
Hble, dJEKTpoKapauorpapuyeckue M Ipyrue
apTeakTbl) WIA MPOUCXOAUTh OT TEXHUIECKUX
(akTopoB (HBMIKCHME D3JIeKTpoma, Kabens,
HaBOJIKA OT TMWTAIONIEN 3JIEKTPUUECKON CeTH
u T.0.). [locne moayyeHus curHaga apredaxTbl
JOJDKHBI OBITh MACHTU(MUIMPOBAHbI U YAAJIEHBI C
TTOMOIIBI0 METOJOB, OCHOBAaHHBIX Ha aBTOMAaTH-
YECKOM WMJIM BU3YaIbHOM OOHApYXKeHUH [2].

IIpocTtpaHcTBeHHOE paspenieHue DOI 3aBu-
CHUT OT KOJIMYECTBA MCIIOJIb3YEeMbIX 3JIEKTPOJIOB 1
MX PAcMoJIoXeHUsI Ha Koxe rojioBel. Hambonee
pacmpocTpaHeHHass cxeMa — MeXIyHapomHas
cucrema 10—20, o6bI9HO cocTosmias u3 21 sek-
Tpona [3], HO BOBMOXHBI U Ipyrue BapuaHThI [4,
5]. B Hacrosiiiee BpeMsl Ha MpakKTHUKE MOXKET
peructpupoBathcss IDI ¢ ucmonb3oBaHUEM
256 271eKTPOIOB U J1aXKe OOJIBIIETO UX KOJMYECT-
Ba — DOT BbicOKOro paspemenusi. Becbma mep-
CITIEKTUBHBIM METOIOM HEHPOBU3yalU3allln
saBysieTcst DD BBICOKOTO pa3pelieHusl C UCIOJb-

30BaHMEM COBPEMEHHBIX aJITOPUTMOB 00pabOTKI
CUTHAJIOB [6].

DOI'-aKTUBHOCTh BKJIIOYAET KoJeOaHUs pa3-
JIMYHOI yacToThl. YacTOTHBIE AMANa30HbI d-, T-,
0-, B- ¥ y- UMEIOT pa3IMnIHOE Helipodusnoo-
TMYecKoe 3HAUeHHNe. AHAIN3 UCTOYHUKOB DOI
OTIpeNIeIEHHOTO YaCTOTHOTO Iuana3oHa MOXET
OBITh MCIMOJIB30BAH ISl ONpeaeseHusT obnacTeit
MO3ra, KOTOPbIe aKTUBUPYIOTCS PU Pa3TUIHBIX
MHTEJLIEKTYaTbHBIX M APYTUX (PYHKIMOHATBHBIX
Harpy3kax. JlaHHbIE HeNaBHO TPOBEICHHBIX
FCCNIeOBAHMI MOKA3aIM KaueCTBEHHO OOJb-
1y nHbopMaTUBHOCTL DDT BBICOKOTO paspe-
LIEHUS B OTCICXKUBAHUN M3MEHEHUM MCTOUHM-
KOB (DYHKIIMOHAJIBHOM aKTHUBHOCTH MO3Ta BO
BpeMsl BBITTOJIHEHUSI PA3IUYHBIX 33/1a4, a Takxke
B aHaJIM3€ BHI3BAHHON aKTUBHOCTU U (PYHKIIMO-
HaJIbHOI KOHHEKTUBHOCTH MO3Ta B HOPME U NP
narosiornu [7, 8]. ITomydeHbI pe3yabTaThbl, CBU-
JIETEIbCTBYIONINE O MPEMMYIIECTBAX MCIIOIb30-
BaHUs OOT BBICOKOro paspelieHuss Mpu SIHU-
JIeTICMM (B TOM YMCJIe JUISl JIOKAJIM3alMKU SIH-
JIENTUYECKOrO oyara), a Takxe IMpu Heipone-
TeHEepaTUBHBIX  3a0o0ieBaHUAX  (M3ydeHUE
KOTHUTUBHBIX HapymeHuir u ap.) [8]. HoBrie
JlaHHbIe TTOKa3bIBaloT, uTo DD BBICOKOTO pas-
pellleHrs CrocobHa He TOJbKO OIIEHMBAThb CO-
CTOSIHME KOpPbI TOJIOBHOTO MO3Ta, HO M 3aXBaThl-
BaTh ITOIKOPKOBBIC CTPYKTYPHI, YTO JeNacT 3Ha-
YUMBIM JTaHHYIO TEXHOJIOTUIO B U3YYEHUH IKCT-
panupaMugHbIX 3a00JieBAHUN W PACCTPOMCTB
nBrkeHuit [9, 10].
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Jlokanunsaumua ncrtouyHmka I3l

O6patHas 3amaya 3D cocTOUT B onpeeeHUN
JIOKQJTM3allM MCTOYHUKOB CHTHAJIOB IO M3Me-
PEHHBIM MOTEHLMaJaM Ha MOBEPXHOCTHU TOJIOBBI.
DT0 MO3BOJISIET AaBaTh TOCTATOYHO TOYHYIO TOIIO-
rpaduuecKylo oleHKY rokasatesiM DI T.e. cBsg-
3bIBaTh U3MeHeHUs1 DDI ¢ cocTosiHMEeM KOHKPET-
HBIX CTPYKTYp Mo3ra. B uneane pemieHue obpat-
Ho# 3amaun DOI MOKHO MO3BOJISITH JIOKATU30-
BaTh MCTOYHUK TATOJOTMYECKON aKTMBHOCTU W,
KaK CIICICTBHE, BHISIBIISITh TIOPAXKEHHYIO CTPYKTY-
py mo peructpupyeMbiM marrepHam O3 [11].
CymiecTByeT MHOXECTBO CITCIMAIbHBIX aJlTOPUT-
MOB [UIs peleHust oopaTHoi 3agaun D3I MNE,
wMNE [12], Loreta [13], MCE [14], FOCUSS
[15], ucnonp3yomux pasiuyHbIe MPEAToNIoXe-
HUST O CBOMCTBAX pacTIpeie/IeHHOM 110 KOpe aKTHB-
HOCTH. AJITOPUTMBI JUIS1 pellieHUs1 0OpaTHOM 3a1a-
g DD MOTYT OBITh pa3/ie/ieHbl Ha 1B OCHOBHbIE
TPYIIIBI — C MCITOJB30BaHMEM TIapaMeTPUICCKIX
1 HeTTapaMeTPIUECKUX MeToNOB. JIJIsT mapaMeTpu-
YeCKMX METOIOB MPEAIIOJIaraeTcsl, YT0 NCTOYHNKHI
OOI'-cUrHaJoB HEMHOTOYMCIEHHBI, UX JIOKaIM-
3allMs M OPMEHTAIMS] HEM3BECTHA U YMCIIO TUTIO-
JIeil BEIOMpaeTCsl armpruopHO. B mocienHue rombr
5TH aJITOPUTMBI 3aMEHSIFOTCS] HeTTapaMeTpUIeCKH-
MU METOTAMM, KOTOpBIE IPEIITOJIaraioT, YTo Psi
HMCTOYHUKOB C (DUKCUPOBAHHON JIOKaIU3aLMeit
pacripeie;ieHbl B MO3TOBOM 00beMe (MOEIU C
pacripeieIeHHBIMA UCTOUHUKAMU).

OnHoli U3 Haubosee 4YacTO MCIOJb3yeMbIX
TEXHOJIOTHIA JIJISI OTIPEeICHHSI MECTOTIOIOKEHHUS
ncrounukoB DI cran anroputm LORETA (Low
Resolution Electromagnetic Tomography). Amiro-
putM LORETA, BoinyiueHHbIl B 1994 ., sgBisieT-
Cs1 ”THHOBAIIMOHHBIM METOJIOM B 00JIACTH HEMpo-
BU3YATM3alNH1, MMEIOIINM BBICOKOE BPEMEHHOE
paspemieHne. LORETA mo3BossieT BBIMOJIHUTH
TPEXMEPHYIO PEKOHCTPYKLMIO paCHpeleaeHus
3JIEKTPUIECKONM aKTMBHOCTH MO3Ta Ha OCHOBE
JIMHEeHOTO peleHuss odpaTHOU 3amaun DIOT
[13]. B aToii mporpamMme MO3r MpeacTaBieH B
BUIE TPEXMEPHOM CETKU, COCTOMIIENA U3
2394 Bokcenelt ¢ MPOCTPAaHCTBEHHBIM pa3pellie-
HueM 7 MM. LORETA ucnonb3yet cheprudeckyro
MOJIEJIb TOJIOBBI, 3aPErMCTPUPOBAHHYIO B atTjiace
yesnoBedyeckoro Mosra J. Talairach, P. Tournoux

[16]. LORETA ummeer OTHOCHUTEIBHO HU3KOE
MPOCTPAHCTBEHHOE pa3pellleHue, MOCKOJIbKY
CO3MaeT pa3MbIThle H300PaXEHUS, COXPaHSIs
MECTOIOJIOKEHIUE MaKCUMaJIbHON aKTUBHOCTH,
HO C oMlpeneneHHol aucrepcueil. Tem He MeHee
CpemHssI OIIMOKa JIOKAIN3alliid B TaHHOM IIpO-
rpamMMe COCTaBJIsIeT OJHY siUeiiKy ceTku. 1o cpaB-
HEHMUIO C IPYTMMM METOJaMU pelIeHus1 00paTHOMI
3agaun LORETA noka3biBaeT HauOOJIbIIIYIO TOU-
HOCTb B JIOKQJIM3AIMH TTYOOKMX HEHPOHATbHBIX
UCTOYHUKOB [17]. MeTon Takxke HCIOIb3YeTCS
JUI aHaIu3a Pa3IUyYHbIX BUIOB (DYHKIIMOHAIb-
HOM KOHHEKTMBHOCTM MO3ra — OLIEHKU (DyHK-
LIMOHAIBHBIX CBSI3eil MEXIy pasiuYHbIMU 00Ja-
CTSIMA Ha OCHOBE COIIPSDKCHHON BapHalvn
AKTUBHOCTU B 3THX 00JIACTSIX, YTO JaeT BO3MOX-
HOCTb OLIEHUBATh COCTOSIHUE HellpoceTell B HOpMe
Y TIpY TIATOJIOTUM.

OrpaHuyeHuns 33l
BbICOKOro paspeLlieHus

AJNTOpUTM ompeaeaeHusT UCTOYHUKOB DDI,
KOJMYECTBO MAMUIMOJEH M 3JEKTPOIOB HUMEIOT
pelaioniee 3HaueHUE IS ONMpeAeIeHUs] UCTOY-
HUKOB DDl -akTBHOCTU. B wacTHOCTH, HEOOIIDB-
1ioe KOJMYECTBO AWMOJEN TmpuBeneT K Oosee
HM3KUM TIPOCTPAHCTBEHHOMY pa3pelieHuI0 U
TOYHOCTHU OIPENEICHUSI MECTOIOJIOXKEHUSI, UTO,
OUEBUIIHO, CETAeT MOJYICHHOE pelIecHue Oosee
TOABEPKCHHBIM HEIIPAaBWJIBHOM WHTEpIIpeTa-
LIMU, HO MOTpeOyeT MeHbIIE MaMSITH U BHIUUCIIU-
TeJbHOTrO BpeMeHu [12].

He MeHee BaxkHO pacroioxXeHre JIeKTPOAOB,
CBSI3aHHOE C MOJEJbIO TOJOBbI, a TaKXe€ TO,
HACKOJIbKO COTJIACOBAaHO BBIPABHUBAHUC 3JICKT-
POIOB ¢ (aKTUUYECKUM MOJTOXKEHUEM IJIEKTPOIOB
BO BpeMs 3anucu D3I, B cBsA3u ¢ 3TUM HeOOb-
IIMe CMEILIEHUSI BO BpPEMsI BBIYMCIUTEIBHOIO
MOJIETMPOBAHMSI MOTYT IPHUBECTH K HETOYHBIM
peuerusiM [18]. 1715t paBUJIBHOTO BBITIOJTHEHUS
o1 POBKU JEKTPONOB U UCKITIOUEHHUS OIINOO0K
perucTpaiuu U3 aHajausa ucrnoib3ytorcs 3D-cka-
Hepbl. DTOT METOJ TOJY4YMJ Ha3BaHHe (HOTO-
rpammerpui [19]. Tem He MeHee TaKe CHCTEMBI
JacTo OYeHb IOPOTH, a FOCTUPOBKA 3JIEKTPOIOB
BBIMOJIHSETCS B MHTepaKTUBHOM pexkume [20].
Taxxke HE0OXOAMMO YUUTHIBATh, YTO ITPABUIbHBIC
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pacyeThl TPU BHITIOJHEHWN OOPaTHOU 3amadyu
OBI" 0CHOBBIBAIOTCS HA 3HAYEHUSIX TTPOBOJIUMO-
CTH, KOTOpbIe IIPEIOCTABISIOTCS B MOMIEIISX
rosnioBsl [18]. B aT0i1 cBA3M aHaToMuYecKast mar-
HUTHO-pe3oHaHcHas Tomorpadus (MPT) moxer
CIIOCOOCTBOBATh TIPABMIBHOMY pEIICHWIO IIpSI-
Moii (M, Kak cJeJCTBHMe, oOpaTHOM) 3amayu,
MOCKOJIbKY JUISI BBIYMCJICHUST JIOKATU3aluK
HMCTOYHMKA HeobXxoauMa MH@OpMalus O TOJ-
IIMHE U TIPOBOIMMOCTH KaXXIO TKaHM TOJIOBBI
[12]. ITo aroit mpuunne Metox MPT ontumanbHO
HCITONB30BaTh ISl PEKOHCTPYKIIMY WHIWBUIY-
aJIbHOM MoJiesiv rosioBhl [21, 22]. OnHakKo B HEKO-
TOPBIX ciaydasx ucroab3oBaHue MPT orpanuye-
HO WJIM MOJIEJIb TOJIOBBI HE MOXET OBITh CO3IaHa
M3-3a aHOMaJIMil W IIOBPEXICHUI TOJIOBHOIO
MO3ra, TaKMX Kak 1epedpaibHbIe TOPOKU pa3BHU-
TUS WIM OIyXoau. B 3TUX YCIOBUSX MOTYT
WCITOJIb30BAThCSl YK€ CYIIECTBYIOIME IIa0I0H-
HBIE peIIeHMs], TAKME KaK CTAaHIApTU3NPOBaHHBIE
MOJICI TOJIOBBI, XOTSI PE3YyIbTaThl IPU 3TOM
MOTYT ObITh HETOUHBIMHU [23].

CyllecTBeHHbIM (DPAKTOPOM, KOTOPBII JOKEH
YYUTHIBATLCS IIPU pacyeTax JIOKAJIU3aIuu UCTOY-
HuKa D3OI, SBiIsgeTCS YyBCTBUTEILHOCTD ITOKA3a-
teneit DI Kk apredakraM pa3aIUvYHOrO MPOUC-
XOXIeHHsI. ApTehaKThl TOBOJIBHO CHJIBHO BIIHSI-
10T Ha TOYHOCTb pellieHus1 00paTHOH 3agaun DT,
co3maBasl “Inpu3payHble” UCTOYHUKHU, TNOO Jaxke
ITOJTHOCTBIO CMEIIAIOT TTPOTHO3MPYEeMbIe 001acTH
AKTUBHOCTM MO3ra. B aTOM KOHTEKCTe Tojydae-
MBI€ Pe3yJIbTaThl MOTYT BBOIUTD B 3a0JTy:KICHME U
MPECTaBISITh PUCKM JIJIsI 0€30IIaCHOCTH MalleH-
TOB, OCOOEHHO B OTHOILIEHUM HOOTEPAIIMOHHOTO
IJTAHUPOBAHMS W OICHKHU JIOKATW3AaNU SITH-
JIeITUYeCKnX odaroB. Jlist pemieHust Bcex 000-
3HAQYEHHBIX TMpo0JeM ObUIO  TPEITOXKEHO
HECKOJIbKO METOAOB CIeLUaTbHON 00padoTKMU
CUTHAJIOB, HAIpUMep HE3aBUCHMBIA KOMIIO-
HEHTHBIN aHau3 [24].

Ucnonb3oBaHne DIl BbICOKOro
pa3peLueHus ¢ nporpaMmmomn
LORETA B Hay4HOI
N KNUHN4YEeCKomn npaxKkTuke

CoBMeCTHOE TIPMMEHEHME MHOTOKAHAJIbHOM
O3I' u nporpammbl LORETA wMoxer OBITH

HCITONIb30BaHO IS 00JIee TOUHOM XapaKTepUCTH-
K WKTaJbHON aKTUBHOCTH, JaTepajn3alys
KOTOpOif MOXET OBITh 3aTPYIHEHA MPHU MCIIOJb-
3oBaHuuU crangaptHoii DOI. TouHas natepanuza-
LM W JIOKaJIM3alMsl SMWJIENTOTeHHOTO ovara
ITOMOTAOT ONTUMU3MPOBATh M WHINBUIYATU3H-
poBaTh BapHMaHTBl (hapMaKOJIOTHMUECKOTO U
XUPYyprudyeckoro jevyeHus [25].

ITpumenenue DDI BBICOKOro paspelleHust ¢
nporpamMmoii LORETA Bo3MOXHO 1 TIpu Helipo-
JereHepaTUBHbBIX 3a001eBaHMsX [26]. DTOT MeTON
WCIIONIB3YIOT [UIS OLIEHKW TPOTrPecCUpOBaHUS
0ose3Hu AsblireiiMepa W Jjisl IPOTHO3a ee Teve-
HMSI, TIOCKOJIbKY (DYHKIIMOHAJIbHAsE aKTMBHOCTb
MO3ra, CBSI3aHHAsI C KOTHUTUBHBIMU (DYHKIIMSIMH,
OOBIYHO MEHSETCS TI0 Mepe IPOTrPecCUpPOBAHMS
0osie3nu [8, 27, 28]. B yacTHOCTH, TTOKa3aHO, UTO
y MalMeHTOB ¢ OBICTPO Mporpeccupyloleii 6oes-
HbIO AJiblireiiMepa HaOMIOmaeTCsl 3HAUMTETIbHOE
CHIDKCHME CHMHXPOHM3AIMN B JIEBOI JIOOHO-BH-
couHoit kope [29]. DTu u Apyrue pe3ynbraThl
CBUJIIETENILCTBYIOT O mepcrnekTuBHocTd DO B
KayecTBe MOTEHUMAIBLHOTO Helipodusnoaornye-
ckoro 6romMapkepa 6osie3HU AJbLreiimepa.

B uccnenosannu G. Dawson et al. ObLIM BBIAB-
JieHbl pasnuuus B OO Mexmy IByMS TpyMmaMu
MJIaZieHIIEB — OIHA C BBICOKMM, a JpyTast ¢ HU3-
KUM PUCKOM Pa3BUTUS pACCTPONCTBA ayTUCTHYE-
ckoro crniektpa [30]. Pe3yabsraTsl 1eMOHCTPUPYIOT
s¢pdexTuBHOCTE DDI BBICOKOTO pa3pelleHus B
BBISIBJICHMM BO3MOXHBIX PaHHUX OMOMapKepoB
JAHHOTO 3a00JIeBAHMSI.

HccrnenoBaHuss KOTHUTUMBHBIX BBI3BAHHBIX
MTOTEHIIMAJIOB (MM MOTEHIIMATIOB, CBSI3aHHBIX C
COOBITUSAMH) C HCIOJb30BaHMUEM OOJBIIOTO
KOJINYECTBa KaHAJIOB M METOJOB JIOKATM3ALUU
MCTOYHUKOB TOJIE3HbI AJIS1 OLIEHKU MPOLECCOB
peaduIMTaluy MallMeHTOB ¢ YepeITHO-MO3TOBOM
tpaBmoii. B pabore C. Hudac et al. npexncraBie-
HBl JaHHBIE, KOTOPBIC ITO3BOJISIIOT OIICHUBATh
BJIMSIHUE DAHHEN HEHPOONTOMETPUUECKON pea-
OMJIMTALIMM TIPU MTOCTTPAaBMaTUUYECKOM CUHAPO-
Me HapyLIeHUs 3peHUsI, CUHAPOME “CIBUTA CPeJi-
Heil TMHUY 3peHNus” 1 JPYTUX MTOJO0OHBIX OTKIIO-
HeHusx [31].

B uccnenosanuu D. Cruse et al. 33T Bbicoko-
TO pa3pellieHus MoMora MpoAeMOHCTPHUPOBATh,
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YTO HEKOTOPBIC TAIIMEHTHI, Y KOTOPHIX IIepBOHA-
YJaJbHO OBIIO OUATHOCTHPOBAHO BEreTaTMBHOE
COCTOSTHME, TOHUMAIOT OOpalieHHYI0 pedb u
Jaxe MOTyT CJeioBaTb WHCTpyKLUAM [32].
[Tockonbky ammaparypa mist peructpauuu D90
IIOpPTaTUBHA M OTHOCHUTEJIHHO HEmOopora, 3Ta
paboTa MOKa3bIBAET MHOTOOOEIIAIOIIYI0 BO3-
MOXHOCTb MCITOJIb30BaHUsI METOIA JJIST OLCHKHI
KPUTUYECKMX COCTOSIHMI HEMOCPEICTBEHHO Y
rnoctear 60JbHOTO.

3akno4yeHue

Huskoe TIpoCcTpaHCTBEHHOE pa3pelieHHe
craHgapTHoil DDI — o1HO U3 IJIaBHBIX €e orpa-
HUYEHUI, KOTOPOE 3aTPYAHSET BU3YAIU3ALMIO U
MMOHUMaHUE TOYHOTO aHATOMMUYECKOTO COOTBET-
CTBUSI ¢ HAOTFOMaeMBIMU MICTOYHUKAMU CUTHAJIA.
Hcnonb3ys 60/b1110e KOTUYECTBO TOMOTHUTEIb-
HBIX 3JIEKTPOIOB, MHOTOKaHaIbHast DD obecme-
YUBaeT BBICOKOE ITPOCTPAHCTBCHHOE pa3pelie-
HMe KaK NpU BU3YaJIbHOM aHaju3e, TaK W IIPHU
aHaJIM3e UCTOYHMKA CUTHAJA. B TeueHme mocies-
HUX IBYX J€CSITUICTUI OMHUM U3 HauboJiee 4acTo
HCIIOJIb3YEMbIX QJTOPUTMOB IS OIpeaeeHMs
Jokaym3aumu nctoynukos crai meton LORETA.
[TepceKTUBHBIM METOIOM HEMPOBU3YaIN3alINH,
KOTOPBIIA MOXKET OBITh MCIOJIB30BaH IJIsT OoJee
TOYHOTO aHaJIu3a GYHKIMOHATBHO! aKTUBHOCTU
MO3ra B HOpME U MPHU Pa3IuIHbIX (popmax maro-
qoruu, sBisiercss DOI BBICOKOTO pa3peIeHms.
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OTaanenHbie NOCAEACTBAA
COVID-19 npu 6one3nn
IMapkuHCcoHA
M3BecTHO, uTO  OAMKAHIIUMM
MOCJIEICTBUSIMUA  TIEPEHECEHHOI
KOopoHaBupycHoit uHbekuuu 2019 .
(COVID-19) npu 6one3nu [Mapkun-
coHa (BIl) aBngiorcs yxyauieHue
MOTOPHBIX U HEMOTOPHBIX CUMIITO-
MOB, 0oJiee BBICOKAs CMEPTHOCTb Y
JIMILL C pa3BepHYTOM cTajiueii 3a00J1e-
BaHUS M KOMOPOMIHOCTBIO, OOMIast
cnadoctb. O0O3peBaeMoe MCCIEn0-
BaHME TIOCBSIIEHO OIIEHKE IOJTO-
CPOYHBIX TOCTENCTBUI WH(EKIWH,
Bbi3BaHHOM SARS-CoV-2, — Ttak
HasbIBaeMoil “mmurenbHoit COVID”
(HauvoHanbHbIE MHCTUTYT 310pO-
Bbsl B JIOHIOHE ompenennt nocmxo-
BUOHDBLII CUHOpOM KaK “TIpU3HAKU U
CUMITTOMBI, KOTOpBIC DPa3BMBAIOTCS
BO BpeMsl MM Tocie HHbEeKIUU
COVID-19, mponomkatotcsi Gonee
12 Hen u He OOBSICHSIOTCST ATBTEPHA-
TUBHBIM JuarHo3om”). bbina usyye-
Ha pacnpoCTPaHEHHOCTb MOCTKO-
BUIHOTO CHHApOMa Y 27 TTallMeHTOB ¢
bIl, nepenecuinx COVID-19, B
HECKOJbKMX 1LIeHTpax B Benmko-
Oputanuu, Wtanuu, PymbiHUM U
Mexkcuke ¢ Hayaina Mapta 2020 . 1o
Hactosiiiee  BpeMst.  [locKosbKy
HEKOTOpBIE  CUMIITOMBI  TOCJIE
COVID-19 MoryT ObITh 4YacTbio
KimHuyeckoit peHomenonorun BIT,
aBTOPBI YUYMTHIBATM TIPU aHAIK3e
TOJNBKO Te TIPOSIBJIEHUS, KOTOPbIE
BIEPBbIE BO3HMKJIM TMOC/TE TOI-
TBEPXKACHHOM HHbEKIUN
SARS-CoV-2 wmm nposiBIsUINCh Kak
ocTpoe/momocTpoe  000CTpeHHe
paHee CyIIecTBOBABINETO CTaOMIIb-
HOTo cuMnToMa. B u3yueHHoI ceprn
y 23 mateHToB (85,2%) ¢ bI1 pa3su-
JIMCh T€ WM UHbIE CUMITTOMBI 11OCIIE
COVID-19. Hawubonee 4vacTHIMU
JOJITOCPOUYHBIMU addexramu
COVID-19 6butn yxyaiieHue ABura-

PedepaTthbl

TenbHOM GyHKImu (51,9%) u yBenu-
YEHUE CYTOYHOI J03bl JIEBOAOTIBI
(48,2%), manee ciienoBaan YTOMIIsie-
MocTh (40,7%), KOTHUTUBHBIE Hapy-
meHust (22,2%) (BKItovas 3amenie-
HUE MCUXUYECKUX MPOLIECCOB, HApY-
MIEHUsT KOHIIEHTPAIUK U TaMSITH) 1
paccrpoiicTsa cHa (22,2%). B uenom
9TH CUMIITOMOKOMILIEKCHI COBIajIa-
10T C TPOSIBJIEHUSMM ““IJIUTEIbHON
COVID” cpenu HaceaeHUs B LIEJIOM.
WHrepecHo, uto tsxkects COVID-19
He SIBJISIACh OMPEeIsIoNIMM (haKTo-
POM Pa3BUTHSI TIOCTKOBUIHOTO CHH-
npoma y mauuenToB ¢ bII. Mo ceene-
HUSIM aBTOPOB, CTPECC, CBSI3AHHBIN C
JUTATEIBHON M30JSLMEH M3-3a MaH-
IEMHUM, a TaKKe OrpaHMYEHHbIN
TOCTYIT K METUIIMHCKOMY OOCITYXH-
BAHUIO U PeaOUIUTAIIMOHHBIM MEPO-
MPUSATUSIM MOTYT YCYIYOISTb Opemst
MOCTKOBUIHOTO cuHapoma nipu BIT.
CrnenoBaTenbHO, KIMHUYECKUE TIPO-
spnennst  “npaurensHoil  COVID”
MOTYT OBITh PE3YJIBTATOM COYETAHUS
HOBBIX CUMIITOMOB U COLMAJIbHOTO
JIOKJIayHa, a TakXe CBS3aHHOTO C
COVID-19 yxynueHusi paHee cy-
1IECTBOBABIIMX MposiBaeHuit BII.
Takum oOpa3oM, 3Ta repBasi MHOTO-
LIEHTPOBasI Ccepusi CIy4yaeB Moauep-
KHBaeT BO3MOXHOCTb CYIIIECTBOBA-
HUSI TIOCTKOBHIHOTO CHHApOMA Y
OosbiiMHCTBA TauuMeHToB ¢ BIT,
BBI3IOPABIMBAIONINX TIOCTE OCTPOI
COVID-19. OueBumHa HeobXomu-
MOCTb TIOBBIIIEHUSI OCBEIOMIICH-
HOCTHU 00 93Toil mpobiaeme cpean
CMELMATICTOB 3APABOOXPAHEHMSI, a
NabHEeHIe TPONOIKUTETbHbBIE
HaOMIOAeHMsT 3a OOJIbLIEH TPYyNIoi
0O0JIbHBIX bII, MEePEHECINX
COVID-19, mnosBonsAT pa3paboTath
MEepPCOHATM3UPOBAHHBIE CTPATETUU

Kypaluy TaKuX MaueHTOB.
Leta V. et al. Parkinson’s disease
and post-COVID- 19 syndrome:
the Parkinson’s long-COVID spectrum.
Mov. Disord. 2021;36:1287-9.

Ceaszs COVID-19
n 6one3nu Mapkuncona
Llenblo uccnenoBanust ObLIO oOlle-
HUTb, OTJIMYAIOTCS JIM PacrpocTpa-
HeHHocTh M ucxon COVID-19 y
MalKeHTOB ¢ 00j1e3Hb10 [TapkuHCcOHA
(BIT) or HaGmomaeMmbIX B 0OmIei
nonyasuuu. [IpoBeneH cucrematu-
YecKUil 0030p HCCleNoBaHUI, B
KOTOPBIX TMPEICTaBICHbl TaHHBIE O
nauueHTax ¢ bBIl ¢ auarHozom
COVID-19 (BIT-COVID+). Oue-
HMUBaJMCh  PACIpPOCTPAHEHHOCTb,
KJIMHUKO-IeMorpapuyeckue maH-
Hbl€, MCXOAbl W CMepPTHOCTh. [Ipo-
aHaATM3UPOBaHBl (PAKTOPHI pHCKa
WM 3alIMThl HA OCHOBE CPaBHEHMS
mexny rtpynmoit BII-COVID+ u
KOHTPOJIbHBIMU TIOMYJISLUAMU — Y
mut ¢ bIT 6e3 COVID-19 u y mauu-
enroB 6e3 BII ¢ COVID-19. B ana-
113 ObUTH BKJIIOYEHBI 16 nccaenoBa-
HU, B KOTOPHIX Y4YacTBOBAJIO B
obmieit ciaoxuoctu 11325 manmeH-
t0B ¢ BII, u3 Hux 1061 yemosex c
MOATBEPXKACHHBIM JTUArHO30M
COVID-19. Cpennsst pacmpoctpa-
HEHHOCTb MH(bEKIMHU Kosebanach OT
0,6 mo 8,5%. CpemHuit Bo3pacT
nauuenToB ¢ bIT1-COVID+ cocras-
151 74 Tona, a MPOAOIKUTETbHOCTD
3aboneBanust — 9,4 roga. Ilpu 00b-
CIVHEHMHU BCEX BKJIIOUYEHHBIX Mallk-
eHroB ¢ BII-COVID+ oxasanocs,
uto st 28,6% GOJIBHBIX MOTPebOBa-
Jach rocruranmusauus, wist 37,1% —
yBEJIMUYEHME J03bl JIEBOAOMbI, a
18,9% ymepiu. JletanbHOCT y Tally-
eHtoB ¢ BIT-COVID+ 0biia Bbile,
YeM Y HaceNeHUs B LIEJIOM, C 0O0JIb-
el npoposkutenbHocThio BIT Kak
BO3MOXHBIM (DaKTOPOM PHCKA XyI-
1IeTo ucxoma. AMaHTaIMH W BHTa-
MUH D ObL1M NpeiokeHbl B KauecT-
Be TIOTCHLIMABHBIX 3aIUTHBIX (Dak-
TopoB. Takum 00pa3oM, JOCTYIHbIE
HCCIIeOBaHMS YKa3hIBalOT Ha OoJiee
BBICOKYIO JIETAJTBHOCTb CPEIM Malln-
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eHtoB ¢  BII, mopaxeHHbIX
COVID-19, uem cpenu HaceneHus B
uenoM. [lpu 3TOM B CcoBpeMEHHOI
JUTepaTtype HET OKOHYATeJbHOTro
peLeHusI, SIBASIOTCS U MALUeHThI C
bIl Gomnee BOCIPUMMYUBBIMU K
uHbuumpopanuto. [loTeHUManbHas
3allMTHAs poib BUTaMuHa D 1 amaH-
TajlHa BeChbMa MHTEPECHA, HO 3aCIy-
JKUBAET NATbHEUIIIETO N3YIeHUSI.
Artusi C.A. et al. COVID-19
and Parkinson’s disease: what do we

know so far? J. Parkinson’s Dis.
2021;11:445-54.

Ilnomaan nonepeyHoro
ceueHns OJMyXKAAI0IEro
HEPBA Y NANMCHTOB
¢ 0one3nbio Mlapkuncona —
YABTPA3BYKOBOE
HCCICI0BAHME
CIy4aii—KOHTPOJb
[MapacummaTtuyecke  HEHPOHBI
OJTyXIato1ero HepBa BOBJIEKAIOTCS B
JIeTeHEePAaTUBHBIN TMpolecc YKe Ha
paHHeit craguu Ooje3nu IlapkuH-
coHa (BIT). YnbrpasByk BbICOKOTO
paspeleHyss MoXeT MOMOYb TOYHO
OLEHUTb IUIOMIAAb TOMEePEYHOTO
ceuenust (IT1C) mepudepuuecknx
HepBoB. B 00o3peBacMoOM Hcceno-
BaHUM MPOBEPsLIACh TMIIOTE3a O CHU-
xenun [1I1C Gmyxpmaromero Hepsa
npu bBIl. bsulo pekpyTupoBaHO
56 310pOBBIX JIIONEH M3 KOHTPOJb-
Hoit rpynnbl (KI) u 63 maimenTa ¢
BI1. C momolbio yasTpa3ByKOBOI
CUCTEMBl  5KCIEPTHOTO  Kiacca,
OCHAILEHHO}  BBICOKOYACTOTHBIM
npeobpaszoBaresieM, ObUIO MOJTYyYEHO
5 wu300paxeHuil KaxIoro Hepsa.
[umosxoreHHas TKaHb HepBa Oblia
BbigeleHa oduaiiH ¢ MOMOIIbIO
CTIeTIMANTBHOTO TIPOTPAMMHOTO 00ec-
TIEUeHNsI, TOCTe Yero ObUT OlleHeH
nokazarens [ITIC. Tlpu mepBoHa-
vanbHoM cpaBHeHuu BIT u KI' He
HaOJI0IAI0Ch CTaTHCTUYECKU 3Ha-
YUMBIX Da3IMYUMil HU B CpeAHE
BenmuuHe [1T1C neBoro Oayxmaro-
wero Hepsa (KI' — 1,97 mm?, BIT —
1,89 Mm%, p = 0,36), HU B cpenHeit
[T1C npaBoro Giyxxaaioiero Heppa

(KI' — 2,37 mm?, BIT — 2,23 mm?,
p = 0,17). B ob6eux rpymmax I1I1C
MpaBoro OJyXaarolero Hepsa Oblia
3HauuTenbHo Oosbire, yem [II1C
JIEBOTO  OJyXIaloIlero  HepBa
(p < 0,0001). XKeHuuHbl ObLIM 3HA-
yureabHell npeacraBieHsl B KIT u
MMeEIH, KaK MPaBUJIO, MEHBIIYIO O
pasmepy [T1C 6yxnatoiero Hepsa.
CootserctBeHHo, TIIIC ¢ mompas-
Ko Ha o1 B rpynne bIT 6b1a MeHb-
nie U 1paBoro  OJyXIarolero
Hepa (p = 0,041), Ho He 1151 IeBOTO.
Wccnenosatenn cuenanu obiuee
3aKJIIOUEHUE O TOM, UTO YJIBTPa3BYK
HE MOXET paccMaTpuBaThcs B
KauecTBe TOMXOMSAIIETO METoia JUIS
BBISIBJICHUSI TIOTEPH aKCOHOB OJTyX-
NIAIOIIET0 HepBa y KOHKPETHBIX
nanueHTos ¢ BIT.

Horsager J. et al. Vagus nerve

cross-sectional area in patients
with Parkinson’s disease — an ultrasound

case—control study. Front. Neurol.
2021;12:681413.

JNuddrepennmporannoe
unruouposanne LRRK2
B KPOBH NANIMCHTOB
¢ 0one3nnio IlapkuncoHa,
00YCIOBJICHHOI MyTaIHei
G2019S, ¢ noMompbIO
CeJIeKTHBHOTO HHIHONTOPA
nporennkuHa3bl LRRK2
PacnipoctpaHeHHOI TeHEeTUYecKOoit
MyTalueii, BbI3biBaolleil 00Je3Hb
[Mapxuncona (BIT), sBnsiercs myta-
s G2019S B reHe LRRK2.
[epcreKTUBHBIM ¥ 0€30MACHBIM
MOIXOAOM K TApreTHOM Tepalun
91Ol MoJekynsapHoii ¢dopmbl  BIT
SIBJISIETCS M30Mparte/ibHas OJoKana
M30BITOYHON KMHA3HOI aKTHBHOCTH
myraHtHoro Oenka LRRK2. Llenbio
0003peBaeMoii padOThI OBLIO OIpe-
JeJIeHIe aKTHBHOCTU CEJIEKTUBHOTO
MHTMOMTOpA MYTaHTHOM KHMHa3bl
G2019S-LRRK2 mo cpaBHeHMIo €
HECEJIEKTUBHBIM HHIMOUTOPOM B
KPOBH TTALIIEHTOB C TEHETHYECKOM 1
unnonartuyeckoii BIT Ha ocHoBe
OLEHKU [BYX H3BECTHBIX OMOMap-
kepoB  kumHazsl  LRRK2 —

pSer935-LRRK2 u pThr73-Rab10.
KpoBb Obl1a cobpaHa y 13 60MbHBIX
BII ¢ wmyraumeit G2019S B
reHe LRRK2 wnu 6e3 Hee ny 1 310-
poBoro. MoHOHYyKJeapHble KJIETKU
nepreprIecKoil KpoBM 00padaThi-
BaJlM ex Vivo HOBBIM MHTMOUTOPOM
G2019S-LRRK2 (EB-42168) wmu
HECENEKTUBHBIM  MHTMOUTOPOM
MLi-2. bbl1 mpoBeseH Konuyect-
BEHHBIA aHalIM3 C MOMOLIbIO
BecTepH-OM0TTHHTAa. B pesynbrate
ObUIO0 TOKa3aHo, uyTo EB-42168
spisietcs B 100 pa3 0oJjiee celeKTuB-
HbBIM JUIS  MYTaHTHOro 0Oelka
G2019S-LRRK2 mo cpaBHeHuto c
€ro JeiCTBUEM Ha HOPMAaJbHBIA
Oenok. KoHleHTpauuu, KOTopble
HHTHOMpoBanu (ochopunupopaHue
pSer935-LRRK2 Ha 90% y romo3su-
TOTHBIX TAlMeHTOB C MyTaIueit
G2019S, nonasnsn hochopunupo-
Banue pSer935-LRRK2 na 36% y
TeTePO3UTOTHBIX TIAIIMEHTOB U TOJIb-
Ko Ha 5% y TAlMEHTOB, HECYIIMX
TOJIbKO HOpMaJbHbIE ajliefud TeHa.
CxomHast CeIeKTUBHOCTh HaOMoma-
nace g pThr73-Rabl0. Hecenex-
TUBHBI MHrMOUTOp MLIi-2 mokasan
9KBUBAJIEHTHBII YPOBEHb WMHIMOMU-
pOBaHUS [JISI BCEX TEHOTHUIIOB
LRRK2. DT naHHbIE I€MOHCTPUPY-
10T, uyTo coenuHenne EB-42168,
CEJICKTUBHBI WHTUOMTOP MYTaHT-
Horo Oenka G2019S-LRRK2, cHu-
KaeT ypoBeHb (hocHopuaIMpoBaHHbBIX
0MOMapKepOB NAHHOTO MYTaHTa U
OJTHOBPEMEHHO COXPaHSeT aKTUB-
HOCTb HOpMajibHOro ajuienis. Bos-
MOXHOCTb TaKOTO CEJeKTHUBHOTO
TapreTUPOBaHUS B  OTHOINCHUH
G2019S-LRRK2 ¢ nomoribio Manoit
MOJIEKYJIbl 3aKJIabIBAET OCHOBY IS
BHEIPEHMS TIPUHIMIIA TIPEIM3UOH-
HOW MEIULMHBI B JIEYEHUM 3TOU
reHeTnyeckoit popmel BIT.

Bright J.M. et al. Differential inhibition
of LRRK2 in Parkinson’s disease patient

blood by a G2019S selective LRRK2
inhibitor. Mov. Disord. 2021;36:1362-71.
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I1y0okoe cexBeHHpOBAHHE
Maibix Hekoaupyromux PHK
BbIABJAACT OTINYUTC/IbHLIC
NMPHU3HAKH U PETYIATOPHBIC
MOAY/IH TPAHCKPHITOMA
10 Mepe NPOrpeccHpoBAHNA
oonesnn [lapkuncona
OfHOW M3 OCHOBHBIX LieJEi TpaHc-
JSIIIMOHHBIX ~ MCCNENOBAaHUI TpU
6onesnu [lapkuHcona (BI1) sBiser-
csl ompeeneHne GuoMapkepoB Mpo-
rpeccupoBaHusi 60J€3HHU JUTS pa3pa-
00TKM 0oJiee ((HEKTUBHBIX MEPCO-
HaJIM3UPOBAHHBIX METOIOB JICUECHMSI.
B o006o3peBaemoii cratbe rpymnma u3
JltokceMOyprckoro MHCTUTYTa 310-
pOBbSI  HUCCTEfOBaNa TMOTEHLIUAT
MukpoPHK B kauectBe OMomapke-
pPOB ISl JMAarHOCTMKM M OLEHKHU
niporpeccupoBanust BI1. Pesynbratst
9TOTO KPYITHEHIIero Ha CeromHsII-
HUii NeHb WCCIeNoBaHUS OrMoMap-
kepHoit po MukpoPHK y nanuen-
ToB ¢ BII ony6;1MKkoBaHbl HeTaBHO B
HOBOM XypHaJie rpymnmbl “Nature” —
Nature Aging. BT U3yYeHbI LIUPKY-
JIMpYIOIIE MaJible HeKOTMPYIOIIe
PHK (sncRNAs) B 7003 o6pa3uax u3
2 TIPOMOBLHBIX KOTOPT CIIOpaIuye-
ckoit BIl (MHumatBa Mo Mapke-
paMm TporpeccupoBaHusi 00e3HU
[Mapkuncona (PPMI) u Jlokcem-
Oyprckoe uccienoBaHue 00Je3HU
[Mapxuncona (NCER-PD)) u cMmo-
TeTMPOBAHO WX BIMSHUE HAa TPaHC-
KkpuntoM. Bpito mneHtudunmpona-
HO HECKOJIbKO HOBbIX MHUKpoPHK,
JNEMOHCTpUpYOIX auddepeHIm-
AITbHYIO 9KCMPECCHIO Y MALIEHTOB C
BIl mo cpaBHeHMIO ¢ KOHTpPOJIEM U
TIPY Pa3HBIX TUTIAX TedeHUs 3aboJre-
BaHUsS, YTO MOXET MMETh OOJIbIIoe
3HAYeHUEe JUISl TUATHOCTUKU U TIPO-
THO3MPOBAHUSI XapakTepa Mporpec-
cupoBanust BII. WuTepecHo, uTO
accouuupoBaHHble  MUKpoPHK
00HapyXMBalOT Haubojee 3aMeTHbIE
paznuyuus sKcnpeccuu Ha 3-m u 7-m
TeCATUNETUSIX KXU3HU, UTO YKa3bIBa-
eT Ha OBICTPOE MpPOTpecCUpOBaHIE
natohu3u0IOTHIECKUX TPOLECCOB
UMEHHO B 5TO BpeMmsi. Pesymbrarhl
paboThl TTOKA3bIBAIOT, YTO 3HAYM-

tenbHass poast MukpoPHK wumeer
MPOUCXOXIEHUE TPEUMYILIECTBEHHO
13 UMMYHHBIX KJIETOK; MO MHEHUIO
uccnenoBareseil, 5Tu JaHHbIE OTpa-
Kal0T POJIb CUCTEMHOTO BOCTATCHUS
U MUTOXOHIPHUATbHOM AUCHYHKIMI
B MexaHu3Max pazsutus bI1. Takum
00pa3oM, TONTBEPXAEHbl NaHHbIE
MPEABIIYIINX HAOMIONEHU 0 TOM,
yro skcnpeccus MUKpoPHK o6b1uHO
MOJABISETCS MPU  CIIOPAAMIECKON
BII. Dror adpdexr He HabarOmaeTCs
Npu MoHOreHHbIX (popmax bII, oue-
BUIHO, UMEIOIIUX Ipyrue crenudu-
YeCKUE MOJIEKYISIPHbIE MEeXaHU3MBbI
(B 3aBUCHMOCTH OT (DYHKIIMIZ KOH-
KPETHOTO MYTAaHTHOTO TeHa/0enKa).
WccenenoBatenu cuenanu cBoM aH-
Hbl€ TMOJHOCTbIO NOCTYMHBIMM LIS
MMPOBOTO HAyYHOTO COOOIIECTBa,
YTO TPENOCTaBISIET B PYKM YUEHBIX
TOOBIX CTpaH OeCLeHHBIN pecypc
IUTS aHAM3a (KaK B KAYeCTBE OTAeNb-
HOTO WHCTPYMEHTA, TaK U B COYETa-
HUU C IpYTUMHU (pakTOpamu), Hanpu-
Mep Ui OLEHKM TOTEeHIMana Mpo-
¢duneit mukpoPHK ¢ 1enbio mpo-
THO3MPOBAHUSI MHAMBUIYATbHBIX

TpaeKTopuii 3a001eBaHuUsT U T.1.
Kern F. et al. Deep sequencing
of sncRNAs reveals hallmarks
and regulatory modules
of the transcriptome during Parkinson’s
disease progression. Nat. Aging.
2021;1:309-22.

Hapymenne MEHHHI€aILHOI0
JIMpaTHYECKOro IpeHaxa
Y HIanu€HTOB
¢ 0one3nbio MapkuHCcoHA
JlaHHBIE MCCNENOBAaHUI HA KUBOT-
HBIX YKa3bIBAIOT HA yYacTe MEHUH-
reajibHOM JMM@AaTuvyeckoir auc-
(byHKIIMM B maToreHese Heipojere-
HEePaTUBHBIX 3a00JeBAaHUN, TAKUX
Kak 00Jie3Hb AJTbLireiiMepa 1 00J1€3Hb
IMapxuncona (BIT). OaHako npsiMbIx
NIOKA3aTeNbCTB 9TOTO Y JIOAEH HeT.
B o0o3peBaemoM uccienoBaHUU
UCTIONb30BaNach  TUHAMUYECKast
MarHUTHO-PE30HAHCHAs TOMOTpa-
(UsT ¢ KOHTPACTHBIM YCHJICHUEM JUIS
OLIEHKM MEHUHTEATbHOTO JIMM(AaTH-
YecKOro TMOTOKAa Y KOTHUTHUBHO

COXPaHHBIX JONEH U TAIMEeHTOB C
BII nnn aTUNUYHBIM NAPKUHCOHU3-
MoM (AIl). Bbino yctaHOBIEHO, UTO
nauueHTbl ¢ BIT nmeior 3HaunTeb-
HO CHIDKEHHBIIA TOK 4epe3 MEHUHTe-
albHble JUM}ATUYECKUE COCY/b
(mLV) Bnosb BEpXHETO CaruTTaabHO-
TO CHHYyCa ¥ CUTMOBHIHOTO CUHYCa, a
TaKXKe 3aMETHYIO 3alepXKy mepdy-
31K TJYOOKMX IICHHBIX JTuMpaTye-
CKHUX Y3JI0B 110 CPaBHEHUIO C Mallu-
eHtamu ¢ All. He 6110 cyliecTBeH-
HOU pasHUIIBI B pa3mepe (TIOIIANN
MOTIepeyHoTo ceueHus) mLV y mamm-
entoB ¢ bIT umu AIl o cpaBHEHUIO €
KOHTPOJIbHOI rpymnmnoii. Ha mbimax,
KOTOPBIM MHBELIMPOBAIM MPEABAPU-
TeJIbHO cHOpMUPOBAHHBIE PUOPUII-
JIBI OL-CUHYKJIeWHa (0L-CHH), TTOKa3a-
HO, 4YTO TIOSIBJIEHHE MATONOTUN
O-CMH B MO3r€ COMPOBOXIANOCh
3a7€PKKOIl OTTOKA MO0 MEHUHIeab-
HbIM  JTUMGbATUYECKUM  COCYIaM,
TOTepeil TUTOTHBIX KOHTAKTOB MEKITY
MEHUHTeTbHBIMU  JTUM(ATHIeCKU-
MU HIOTETUATBHBIMU KIETKAMU U
YCUJIEHVEM BOCTAJEHUs MO3TOBBIX
obosoyek. Hakonel, 61okupoBaHue
rnoroka yepe3 mLV y Mblliei, nomuy-
YaBIIMX TPeOPMUPOBAHHBIE O-CUH
(ubpunbl, Beso K Gosee ObICTpOMY
HaKOTUIEHWIO (i-CUH M YCUIMBAJIO
JBUTATebHbIE HApylieHus: U aedu-
LT MaMSITU. DTU Pe3yIbTaThl O3B0~
JISTIOT TPEATIONOXUTh, YTO TUCHYHK-
LISl MEHMHIeTbHOTo JTMMbOoapeHa-
Ka ycyryonsieT MaToJIoThIo O-CUH 1
CTIOCOOCTBYET TIPOTPECCUPOBAHUIO
BI1. BrimonHeHHast paboTa MoKa3bl-
BAET MHOT0OOEIIAIOLINE TIePCIIEKTU-
Bbl CO3[aHUsI HOBBIX METOJIOB Jieye-
HUSI, YAYYIIAIONINX MEHUHTeaTbHbII
nuMbarudeckuil rpeHax. ToT uHre-
pecHblii (hakKT, YTO TOK 1O MEHUHTE-
TbHBIM JTIUMGbATUIECKUM COCyaaM
He ObLT HapylIeH MpU IPYTUX Bapu-
aHTax MapKMHCOHM3Ma, CBSI3aHHBIX C
O-CHH (IeMeHIus ¢ Tenbliamu JleBn
U MyJIbTUCHCTEMHAs atpodus),
TO3BOJISIET TIPEIoNaraTh, 4To pas-
HBIE MITAMMBI (.-CUH MOTYT OKa3bl-
BaTh pa3qMYHOE BO3/EHCTBUE Ha
BOCMAJIeHUe U Toceayionee GyHK-

\b Ne 2 » 2021




HA OCTPUE HAYKH

LMOHUPOBaHKUE  JUMbaTUYECKOI

COCYI[PICTOfI CETHU.
Ding X.-B. et al. Impaired meningeal
lymphatic drainage in patients
with idiopathic Parkinson’s disease.
Nat. Med. 2021;27:411-8.

Tpancmlaman.l, NOJY4YCHHBIC
OT MALUEHTA C Tpllll.]ll‘ll(al.ll/leﬁ
T€HA O-CHHYKJICHHA,
00ecneuynBaoT
(hynxunonanbnoe
BOCCTAHOBJICHHE,

HO NPH 3TOM JAEMOHCTPHPYIOT
“napkKHUHCOHMYECKYI0”
NATONOTHIO HA TOKCHYECKOI
mozaenn oonesnu Mapkuncona
Yenopeueckre MHAYLHMPOBAHHbIE
TUTIOPUTIOTEHTHBIE CTBOJIOBBIE KJIET-
k1 (unllCK) Obutu mpemioxkeHbl B
KayecTBe aJbTePHATMBHOTO HCTOY-
HUKA KJIETOYHOW 3aMECTUTESbHON
Tepanuu Oose3Hu [lapkuHcoHa
(BIT), u oHM mMpeaoCTaBISIOT BO3-
MOXHOCTb MCIIOJTb30BaHUS [T Heli-
POTPAHCIIIAHTAIIMUA  COOCTBEHHBIX
KJIETOK MalueHTa. B HecKombKux
UCCNEeOBAaHMsIX U3ydyanach TpaHC-
TUTAHTALMS TIOJYYEHHBIX OT MallMeH-
TOB nodamuHepruyeckux ([A) Heii-
POHOB Ha JIOKJIMHUYECKUX MOZEJISIX,
OJIHAKO MaJIO YTO MU3BECTHO O JIOJITO-
BPEMEHHOIi 11€IOCTHOCTH U (DyHK-
IIMOHATLHBIX CBOMCTBAX TPAHCILIAH-
TATOB, MOJTYYEHHBIX OT MAI[IEHTOB C
BbIl. Uenvto obo3peBaeMoit pabOTHI
OBLIO OLIEHUTD XU3HECTIOCOOHOCTD 1
(yHk1MIO TpaHcTIaHTaToB A Heii-
POHOB, TIONYYEHHBIX W3 JUHUU
yul1CK manueHTa ¢ TpuninMkaumei
reHa o-cuHykiaenHa (AST18), ¢ uc-
MONB30BaHUEM B KavecTBe pede-
PEHCHOTO KOHTPOJISI JIMHUM YeJIoBe-
YeCKUX SMOPUOHATBHBIX CTBOJOBBIX
kinetok (UBCK) (RC17). Knerku
1 depeHIPpOBAM B BEHTPAJIbHBIE
Me3sH1edannyeckue JA mnpenuect-
BEHHUKM, WCIIONb3Ys YCTaHOBIEH-
Hblii mpotokon GMP. 3atem mpen-
LIECTBEHHUKU ObUIM JUOO OKOHYA-
TeJbHO T depeHIMpoBaHbl B 3pe-
able JIA HelipoHbl in vitro, 1100
TPAHCIIAHTMPOBAaHbI B MOJIOCATOE

TEJ0 KpbicaM C HEWpPOTOKCUYECKOM
MOJIE/bI0 MTAPKMHCOHM3MA (BO3MIei-
CTBUE 6-TUIPOKCHAO(DAMUHA), TTOCTIE
YeTo UX BBIKMBAEMOCTb, CO3PEBaHNE,
(OYHKLUS ¥ CKIIOHHOCTb K Pa3BUTHIO
O-CHYKJIEMHOBOIA TAaTOJIOTUM Olle-
HUBAIUCHL in vivo. B mpoBedeHHBIX
9KCTEpUMEHTaX o00e MccaeayemMble
kietouHbie MuHUK (Y [1CK n D CK)
reHepupoBanu  (PyHKIIMOHATbHEIE
HeiipoHsl ¢ JIA cBoiicTBamu in vitro.
Knerku-npeamecTBeHHUKU  BEH-
TPaJIbHbIX Me3eHLIePATMIECKUX Heli-
POHOB, TOJYYeHHbIE U3 JUHUU
AST18, BbDKMIM TOC/IE TPaHCIIaH-
Tauun U AuddGepeHIMpoBaInCh B
Oorarble HEHPOHAMHU TPAHCILIAHTATHI
QHATIOTMYHO TOMY, YTO UMEJIO MECTO C
knetkamu JuHuu  RC17. UYepes
24 Hen B TpaHCIUIAHTaTax OT 00EMX
KJIETOYHBIX JIMHUI  BBISIBISIOCH
Oonbiioe yncio JIA HeiipoHOB, 4TO
COTPOBOXKIATOCH MOJTHBIM (DYHKIINO-
HaJIbHBIM BOCCTAHOBIIEHMEM Y OIIe-
PUPOBAHHBIX KUBOTHBIX. [Ipw 3TOM,
OJIHAKO, B TpaHCIUIAHTaTaX, MOJy-
YEHHBIX OT JIMHUM MALUEHTOB C TPU-
TUIMKAIlMEeN TeHa O.-CHHYKJIEHHA,
HAOJTIONaNCh XapaKTepHbIE MaToN0-
THYecKue  “TapKUHCOHUYecKue”
U3MEeHEHUs (MOsIBJIEHUE B HEWipoHax
arperaToB O-CMHyKJeMHa M T.JI.).
PesynbraThl pabOThl MPUHIMIHATBHO
MOATBEepKAaloT, 4to JIA HelipoHsI,
nosyyaemble oT mauueHToB ¢ BIT B
pe3yJbraTe KJIETOYHOTO Perporpam-
MHUpOBaHMS (T.e. 4Yepe3 CTaauio
yulICK), crocoOHbl BbIXUBATb U
obecreynBaTh  (QYHKIMOHAIbHOE
BOCCTAHOBJIEHHME TIOCIE WMX TpaHC-
TUIAHTALIMK B MO3T KPBIC C 3KCIEpU-
MEHTAJbHBIM ~ TTAPKUHCOHU3MOM.
OmHaKO MPU3HAKN MEIJICHHO pa3BU-
Balolleiics HelpoJaereHepaTuBHON
MaTOJIOTUU B TPAHCIJIAHTUPYEMBbIX
HelpoHax TpeOyloT JaibHeiiero
M3YYEHUS 3TOM MpobIeMbl Iiepes 3Ta-
TMIOM MICTIOJIb30BaHUSI TAKOI TEXHOIO-
MU B KIMHKKE y manueHToB ¢ bI1.
Shrigley S. et al. Grafts derived from an
o-synuclein triplication patient mediate
functional recovery but develop disease-
associated pathology in the 6-OHDA

model of Parkinson’s disease.
J. Parkinson’s Dis. 2021;11:515-28.

ATH434 ymenbmaet
HeiipoaereHepammio,
BbI3BAHHYIO O-CHHYKJICHHOM,
Ha MbIIHHOI MOAe/ N
MYJALTHCHCTEMHOI aTpohun
MyabTucucTeMHas atpodus
(MCA) — a10 (haranbHoe Heiipone-
reHepaTBHOE 3a00/eBaHMe, Xapak-
TepU3YIOIeecs MOSBICHMEM TaTo-
JIOTMIECKHX arperatoB O.-CHHYKIICH-
Ha (0-CMH) B OJIUTONICHAPOLIUTAX U
COMpPOBOX/AIONIeeCcs] CTPUATOHU-
IpajJbHONH U OJIMBOMOHTOLIEPEOE-
JISIPHOI JiereHepalueir B KoMOUHa-
LIUM C Pa3HOOOPA3HBIMU MOTOPHBIMU
cumnTomMamu. KioueBble KIMHU-
KO-MOP(OJIOTIECKIE 0COOCHHOCTH
MCA BocIipon3BOIATCS Y TPAHCTEH-
HbIX Mblliet nuHuu PLP-o-cuH,
BKJIIOYas. MPOTpecCUpYIONIyI0 Jere-
Hepaluio MoJjocaToro Teia U yxyi-
LieHue MOTOpukM. B Hactosiuee
BpeMsl MaTOT€HETHMYECKOEe JIeYeHHUe
MCA orcyrctByer. ATH434 mpen-
CTaBJIsIeT CO0O0I HOBBIH TMepopaib-
HbIif OMOMOCTYITHBI HU3KOMOJIEKY-
JIPHBIi  WHTUOMTOP  arperamuu
0-CUH, MPOHUKAIOIIWII Yepe3 rema-
To3HUedannueckuii 6apnep. Llenbio
paboThl OBLIO OXapaKTepu30BaTh
Bo3moxHoctn ATH434 nmna momu-
(ukanmm 3a0o0neBaHUS HA MBIIIN-
Hoit momeaun MCA. 6-MeCSYHBIX
Mmbimeit PLP-o-cuH ¢ Mopenbio
MCA neyunu mytem jpobaBieHUS
ATH434 B nuuty nubo He Jeunin
(naBajiv OOBIYHYIO MMUIIY) B TeYEHKE
6 Mec. OlLeHMBaIM MOTOPHOE TOBE-
JIEHE ¥ KOJMYECTBO HEPOHOB Yep-
HOM CYOCTaHIIMU U MOI0CATOTO Tea.
ArperaThl ¥ OJIUTOMEpBI 0.-CUH KO-
JIMYECTBEHHO ONpPECTIIA € TIOMO-
MbI0  UMMYHOTUCTOXUMUYIECKOTO
aHalM3a W BECTepH-OJOTTHUHTA.
AKTUBalLMIO MUKPOIJIMU U HEHpo-
BOCTAJICHNE OLIEHUBAIH C TIOMOIIIbIO
TUCTOJNIOTUYECKOTO U MOJEKYISPHO-
ro aHanu3a. TpexBaJeHTHOE XKene30 B
YepHOM CYOCTAaHIMHM OLIEHUBATK
meTtozoM [lepsca. Mblliu ¢ MOIEbIO
MCA, nonyuaiie ATH434, npone-
MOHCTPUPOBAIM COXpAaHEHUE JBUIa-
TeJIbHOI aKTUBHOCTH, YTO ObLIO CBSI-
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3aHO C TIpenoTBpaleHreM (yMeHb-
LIeHWEM) THOeTM HEIPOHOB YEPHOIA
CyOCTaHLIMM U MOJIOCATOro Tea.
[MTonoxurtenbHblil 3¢beKT B OTHO-
[IEHUW [BUTATENbHOTO (heHOTHIa
KOppEeJUpoBal € YMEHbLICHHEM
YKC/a BKJIIOYEHUI O.-CUH U YPOBHSI
CUHYKJIEMHOBBIX OJIMTOMEPOB B T~
ANbHBIX KJIETKaX LEHTPaTbHON HEPB-
HOM CUCTEMBI Y XKMBOTHBIX Ha (hoHe
nprema ATH434. Meprmm, mosydyas-
me ATH434, nemoHcTpupoBaniu
3HAYUTETHLHO MOBBIILEHHYIO JIM30CO-
MaJibHYI0 aKTMBHOCTb MUKDPOTJIMU
0e3 yBelInMyeHusT YPOBHS MPOBOCTIA-
JIUTEebHBIX MAPKEPOB, UTO YKa3bIBa-
€T Ha PoJib KJIETOYHOTO KJIMPUHTA
0-CUH B MEXaHU3Me JeUCTBUS TIpe-
napata. Jleuenue ATH434 Obi10 cBSI-
3aHO CO CHUKEHUEM YPOBHSI BHYTPU-
KJIETOUHOTO HUTPAbHOTO KeJesa.
[MomyyeHHble pe3ymbTaThl TE€MOH-
CTPUPYIOT OJarONpUSITHBIA MOAM-
unmpyromuit  6ose3Hb  3HPexT
ATHA434 mpu onuroneHIporInaib-
HOW O-CMHYKJIEWHOMATUN KakK Ha
MOTOpPHBIN (PEHOTHII, TaK U Ha HeM-
pOJIETeHEPATUBHYIO MATOJOTUIO Y
TpaHcreHHbIx Mbllied PLP-o-cuH.
OTU JaHHbIE 0OOCHOBBIBAIOT HEOO-
XOMUMOCTb JJIbHEIIIEro U3y4eHus
ATH434 npu MCA B aKcniepuMeHTe
U KJIMHUKE.
Heras-Garvin A. et al. ATH434 reduces
o-synuclein-related neurodegeneration
in a murine model of multiple system

atrophy. Mov. Disord. 2021;
DOI: 10.1002/mds.28714.

Poib MyTAIHOHHOTO
CKPHHHHTA

reia NOTCH2NLC v K0XHOI

OMOICHH B IHATHOCTHKE

00J1€3HH HEIiPOHATbHBIX
BHYTPHAJEPHBIX BK/IIOYEHHI
Knunuyeckue nposiBieHust 601e3HU
HeMpOHANbHBIX  BHYTPUSACPHBIX
pkmoyeHuit (bHBB) — HenaBHo
OTKPBLITOTO HACJICACTBEHHOIO He-
poJIereHepaTUBHOIO 3a00JeBaHUS —
BECbMa I€TEPOTCHHLI, U ITPUXKU3HEH-
Hasl OUATHOCTUKA [0 TIOCIICEOAHETO
BpeMeHU 0a3upoBajach Ha BhISIBIIC-
HMM XapaKTepHbIX Mopdosornye-

CKUX MapKepoB B OMOMNTATax KOXM.
MozmnekynspHoit ocHoBoit BHBB
gBasercs omucanHag B 2019 T
akcmancus  GGC-moBTOpOB B
reie NOTCH2NLC. CpaBHeHME
JIMaTHOCTUYECKOM LIEHHOCTHU
GGC-skemancun NOTCH2NLC n
OMOTICHM KOXH 0 HACTOSIIETO Bpe-
MEHM He TpoBoamioch. B 0b6o3pe-
BAaEMOM HCCJIEIOBAHUM KUTAHCKUX
yUeHBIX Owuomncusg Koxu Oblia
BBITIOJTHEHA Y 10 B3pOCIBIX MaIMeH-
TOB C TpearoaaraeMbiM IMarHO30M
bHBB, wumeBmux xapakTepHble
KIMHUYEeCKME M HEepoBU3yann3a-
LMOHHBIC TPOSBICHUSA, TPU STOM
OTHOBPEMEHHO OIIEHMBAIach CTe-
neHpb skcrnaHcun GGC-1oBTOpPOB B
rene NOTCH2NLC. bwino ycra-
HOBJIEHO, YTO B 5 ciyyasx mpu
OMOTICUM KOXM BBISBISIJINCH BHYT-
pusiiepHble HEWpOHAJbHBIE BKIIIO-
YeHHsI, MEYEHHbIe YOMKBUTHHOM,
MpUYeM BcE OHU OBUIM HMICHTH-
(UIMpoBaHbl Y MAlMEHTOB, UMEB-
mux skcnaHenio GGC-noBTopoB B
reie NOTCH2NLC. Y 4 u3 stux
MallMEeHTOB TPU MArHUTHO-PE30-
HaHcHo# Tomorpadpuum (MPT) B
TOJIOBHOM MO3T€ BU3yaIu3UpOBaIach
tunuyHasg ang BHBB  xapruna
JIMHEIHOM TUTEPUHTEHCUBHOCTH B
001aCTSIX  KOPTUKOMEIYISIPHBIX
MepexonoB (B pexkume AudQy3noH-
HO-B3BELICHHBIX  M300paxXeHUIt,
JIBW). Takum obpazoM, y 5 u3
10 manueHToOB C MOJO3pPEHHEM Ha
BHBB 3a6oneBanue ObLIO KOPPEKT-
HO JMAarHOCTHPOBAHO C MOMOIIbIO
KOMOMHAILIMK MYTallMOHHOTO aHaJIn-
3a NOTCH2NLC, 6uorncuu Koxu u
TUNMUYHBIX  gaHHBIX JIBU-MPT.
Jlnarnoctuyeckass 3(hHEKTUBHOCTh
OoOHapyXeHMsT MyTallud B TeHe
NOTCH2NLC nojiHOCTbIO COOTBET-
CTBOBAJIa TAKOBOIA, TOJTyYEHHOU ISt
ouorcun Koxu (K = 1). ABTopamu
BIEPBbIE ONHUCAHA HEOODbSICHUMAS
roJIOBHast 00J1b KaK HOBBIM paHHMI
dhenorun BHBB. 311 pesynabrathl
MOKa3bIBAIOT, YTO OOHApyXeHHe
mytauuu B reHe NOTCHZNLC
MOXET MCIOJb30BaThCsl B KayecTBe
HaJIeXHOTO METofla JMArHOCTUKU

bHBB, anbrepHaTuBHOrO MU
JIOTIOTHUTEILHOTO MO OTHOLIEHUIO K

CTaHAPTHOI OUOTICUM KOXH.
Pang J. et al. The value
of NOTCH2NLC gene detection and skin
biopsy in the diagnosis of neuronal
itranuclear inclusion disease.
Front. Neurol. 2021;12:624321.

Ipodnim GyHKIHOHANBHBIX
ceTeii MPH AyTOCOMHO-
peneccHBHOM CnacTHYeCKOi
arakcuu [llapaesya—Carend,
YCTAHOBJACHHBIC C MOMOIIbIO
anTamMepHoii MPOTeOMHOI
TEXHOJOTHHA
Ien onHoit 3 Gopm crimHoLEpedes-
JISIPHBIX aTaKCUii — ayTOCOMHO-pe-
LIECCUBHOM CMACTUYECKOW aTakCuu
IapneBya—Carens (ARSACS) —
ObLI YCTAHOBIEH HECKOIBKO JIET
Hazan (reH SACS), oaHaKo HemocTa-
TOYHOE TIOHMMaHWE MEXaHH3MOB
3a00/1eBaHusI TpeOYeT HOBBIX MOIXO-
JIOB K M3Y4eHMIO (DYHKIMOHATBHBIX
myTeil 1 MoIUQUIMPYIONX GaKTo-
POB, YTO TMO3BOJUT MPEITOXKUTh
3(h(hEKTUBHBIEC METOIBI JICUCHUS 3TOM
Gosie3nn. MccnenoBanue Heiipone-
TeHepaTMBHOTO  Tpollecca MpH
ARSACS, coueraloiee B cede Moze-
JMpOBaHWe 00Je3HW M OMUKCHbBIE
METOIbI, MOXET CIOCOOCTBOBATH
YCTaHOBJICHUIO OMOMAapKepOB C yCO-
BEPLICHCTBOBAHMEM PaHHEN JHMarHo-
cTuku. B obo3peBaeMoM uccrienona-
HUK OBbUTH MPOAHATM3UPOBAHbI JaH-
Hbl€ TIPOTEOMHOIO aHAIM3a, IIOJIy-
YeHHBIE C IIOMOILIbIO TEXHOJOTUU
SomalLogic, npu cpaBHEHUU KJIETOY-
HBbIX T13aToB naiueHToB ¢ ARSACS 1
KJIETOYHON HOKAyTHOW MOIETM Heu-
poomactomer SACS KO SH-SY5Y.
B pabote ucnonb3oBaiuch OIHOLIE-
MOYEYHBIC Je30KCHONUTOHYKICOTH -
JIbI, OTOOpaHHbIE i Vitro U3 O0IINp-
HBIX PaHIOMHBIX OMOIMOTEK, KOTO-
pbie CBSI3BIBAIOT U KOIMYECTBEHHO
OIPENENSAIOT MOJIEKYJISIPHBIE MHIIe-
HHU, MMEIONIME OTHOIICHUE K CHT-
HAaJIbHBIM IyTSIM HEHPOBOCHIANEHMST 1
Pa3BUTHIO HEeiipoHOB. M3MeHeHMs B
YPOBHSIX O€J1Ka ObLIY JOMOTHUTENBHO
MPOAHAM3UPOBAHbI € TOMOILbIO
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OMOMH(pOPMATUYECKUX U CETEBBIX
TIOJIXOZIOB [UTs BBISIBJIEHUS OMOMapKe-
poB ARSACS u ¢yHKIIMOHATBHBIX
TMyTell, HapyILIEHHbIX MTPU 3TOM 3200~
JeBaHuU. B pesynbrate ObLT MAECHTH-
(upoBaH psii HOBBIX OMOJIOTHYE-
CKUX TIPOLIECCOB, CBS3aHHBIX C HEli-
POBOCIIAJICHUEM, CMHANTOTCHE30M U
KJIETOYHBIM OMOTE€HE30M, KOTOpbIE
ObLIM 3HAUMTENBHO HAPYILEHBI KaK y
MaLKUEeHTOB, TaK U Ha MOJIE/H 3aboJte-
BaHUS in Vifro B HOKAYTHBIX HEWPO-
OsacTroMHbIX K1eTkax. Cpenu nudde-
PEHLMATBHO 3KCIPECCUPYEMBIX Oel-
KOB, OOHApYXEHHBIX B padoTe, OBLIM
UAEHTUOULIUPOBAHBI  HECKOJIBKO
0E/IKOB, KOAMPYEMbIX T€HaMU, MyTa-
IIMA KOTOPBIX MOTYT BBI3bIBATH JApY-
rue (opMBl HelpoaereHepaTUBHOM
narosnoruu. [loaydyeHHble pe3ynibTa-
Thl T0Ka3bIBAlOT, YTO TepareBTUYe-
CKUMU LIEJISIMU [UTS OyAyLIMX MCCle-
JIOBaHUi MOTYT ObITh HE OT/EbHBIE
TapreTHbIE MOJIEKYJbI, @ CJIOXHBIE

TMCOYHKINOHATbHBIE CETH.
Morani F. et al. Functional network
profiles in ARSACS disclosed
by aptamer-based proteomic technology.
Front. Neurol. 2021;11:603774.

PannomMusuposannoe
KOHTPOJHPYEMOC
HCCIC10BAHNE
thocmeTnanToTEHATA
NpH NAHTOTCHATKHHA3A~-
accounnPOBAHHOI
HeiipoaereHepamun
HeiiponereHepamus, acCOLUKPO-
BaHHas ¢ JeUIUTOM MAaHTOTEHAT-
kuHassl (PKAN), B Hacrosiee
BpeMsI HE MMEET OI0OPEHHBIX METO-
OB JieueHWs. B mpoBeneHHOM
MUJIOTHOM  PaHIOMU3UPOBAHHOM
JIBOMHOM CIIENIOM ILIAIe60KOHTPO-
JIMPYeMOM MHOTOIIEHTPOBOM HCCIIe-
NIOBaHMU, oOlleHUBatoIeM 3hdek-
TUBHOCTb 3aMECTUTEIbHON Tepamin
PKAN mpenapatom (ocMeTnaHTo-
TEHAT, M3Yy4aJloch BIWSHUE TaKOTo
JIeYeHMs1 Ha CUMIITOMBI 3a00/1€BAHUS
u ero mporpeccupoBanue. Mocmer-
MAHTOTEHAT Ha3HaJajcs B J103€
300 Mr mepopajbHO 3 pa3a B JieHb B

TeyeHue 24-HeleNbHOro JBOMHOIO
ciernoro mepuona. B mccnenoBaHue
ObUTM BKJTIOYEHBI MAIMEHTHI ¢ MyTa-
1ysiMu B reHe PANK2 B Bospacte o1 6
0 65 net, MMeBIIWE MOKa3aTeIn
>6 6awioB mo mkaie PKAN-ak-
TUBHOCTU TIOBCEIHEBHOH XU3HU
(PKAN-ADL). [IlauueHTbl OBLIM
PaHIOMM3UPOBAHBI ISl MOMYyYeHHUS
AKTUBHOTO JiedeHus (PocMeTnaHTo-
TeHaT) WK TIalebo, co crpaTudu-
KallMeil Mo Macce Tela M BO3PAcCTy.
[TepBUYHON KOHEYHOI  TOYKOI
9((PEKTUBHOCTH OBLIO M3MEHEHME
MO0 CPaBHEHHUIO C MCXOIHBIM YDPOB-
HeM Ha 24-ii Hemene 1o MiKane
PKAN-ADL. Bcero 6b110 paHIOMMU-
3UpoBaHO 84 maieHTa (hocMeTnaH-
TOTeHaT: n = 41; mnaue6o: n = 43),
BCE OHM OBbLIM BKJIIOYEHBI B aHAJIU3.
[lectp maieHTOB B IPYIINE MIaLe-
00 TpeKpaTWIM JieYeHHe: y IBOUX
ObUIO YBEJIMYEHHUE TSKECTH MHUCTO-
HUHM, Y IBOMX MMeJa MeCTO ILIOXast
KOMILIAEHTHOCTb, U IBOE yMEPJIM OT
OCJIOKHEHUH, cBsizaHHBIX ¢ PKAN
(acmparust Bo BpeMsl KOPMJICHHUS 1
nporpeccupoBaHne 3a0oJeBaHus C
IbIXaTeIbHOM HETOCTATOYHOCTBIO).
Cpennue 3HayeHuss PKAN-ADL
(craHmapTHOE OTKJIOHEHHE) B IPYII-
nax (oCMeTIaHTOTeHATa U ILIa1e60
COCTaBUJIM, COOTBETCTBEHHO, 28,2
(11,4) n 27,4 (11,5) Ha McxomHOM
ypoBHe 1 26,9 (12,5) n 24,5 (11,8) Ha
24-it nepmene. Pa3nuia cpemHero 3Ha-
YeHMs] HAMMEHbIINX KBaapaToB (95%
JIOBEPUTEIbHBII MHTEpBaN) Ha 24-it
Hemene Mexay (ocMeTmaHTOTeHa-
ToM M Tanebo cocrtaBuaa —0,09
(-1,69—1,51; p = 0,9115). OGwas
YACTOTA CEPhE3HBIX HeXKeIaTebHbIX
SIBJIEHUI, BOSHUKIINX TIPY JIEUEHHH,
OblIa aHAJOTMYHOW B TpYIIAX
(docmernanTorenara (8/41; 19,5%) n
mwiauedo (6/43; 14,0%). 3axmoue-
HIE: JledeHrne (POCMETIIAHTOTEHATOM
ObLI0 0€30MaCHBIM, HO HE YIYYILIUIO
(YHKIMIO, OLEHEHHYIO C IOMOILBIO

PKAN-ADL, y maumenTtoB ¢ PKAN.
Klopstock T. et al. Fosmetpantotenate
randomized controlled trial

in pantothenate kinase-associated

neurodegeneration. Mov. Disord.
2021;36:1342-52.

Crumyaauusa 00HOBJICHHA
MHCIHHA YCTPAHAECT
KOTHHTHBHYIO JHCHYHKIHIO
Ha MbIIIMHOM MOJeIH
Ooxe3nn Anbureiivepa
BripaxeHHOE CHMXEHUE KOTHUTHB-
HBIX (DYHKIIHIA SBJISETCS MPU3HAKOM
6ome3nu Anbiireiimepa (bA). [Tomu-
MO TIOTEpPM CEporo BellecTBa, Y
nanueHToB ¢ BA Obuta BbIsIBIEHA
3HAYMTEIbHAS TIaToNOrus 6eoro
BEIIECTBA TOJIOBHOTO MO3ra. ABTOpBI
0003peBaeMoii paboTHI OXapaKTepH-
30BaJIl IMHAMUKY (DOPMUPOBAHUS U
MOTEepM MHUENMHA B TPAHCTEHHOM
Moiaenu BA 'y Mbllieir JauHUM
APP/PSI1. HeoxunaHHoii HaXonKoii
ObUIO HaOMIOIEHUE PE3KOTO YBENU-
YeHWsI CKOPOCTH 00pa30BaHMsT HOBO-
ro MHEIMHA Yy MBIIIeld JUHUK
APP/PS1, 4T0 HamoMuHaIO yCTOli-
YUBBIA  OJIMTOAEHAPOTIMATbHBII
OTBET Ha  JAeMUEJIMHU3ALUIO.
HecMmoTpst Ha 9T0 yBeTM4YeHKME MUe-
JIMHOTEeHe3a, O0IIe YPOBHU MUEITH-
HU3ALUK CHILKAIOTCSA KaK B Kope U
TUMNIOKAMIIE  MbIIIEH  JIUHUU
APP/PS1, TaKk ¥ B MOCTMOPTaJIbHOM
TKaHu mnauueHToB ¢ BA. TeHeru-
yeckas WIM (hapMakojoruyecKkas
CTUMYNISIIMAS OOHOBJICHUS MUEINHA
MyTeM  OJIUTOAEHAPOTIUATIBHON
JeNelu MyCKapuHOBOTO PELEITO-
pa M1 wiu CUCTEMHOrO BBEIEHUS
MPOMUETMHU3UPYIOILETO Tpenapara
KJIEeMacTUHA YJydlliaja YMCTBEHHYIO
MPOM3BOIUTETLHOCTD MBILICH TMHUM
APP/PS1 B 3amauax, CBSI3aHHBIX C
MaMAITBIO, a TaKXKe IOJIOXUTEIbHO
BIMSJNA Ha BIeKTPOPU3NOIOTHIC-
CKMe IoKasaTeJd B TUIIIOKAMIIE.
BTU pe3yJbTaThl JAEMOHCTPUPYIOT
MOTEHIWAN YCUJICHNST MUETMHM3A-
LMY B KauecTBE TepareBTHUYECKON
CTpaTerMM, HaNpaBJICHHONH Ha
YMEHBIIIEHWE KOTHUTUBHBIX Hapy-

meHuit npu bA.
Chen J.-F. et al. Enhancing myelin
renewal reverses cognitive dysfunction
in a murine model of Alzheimer’s disease.
Neuron. 2021.
DOLI: 10.1016/j.neuron.2021.05.012.
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Tpancdopmaumm n moTuBaLnUun

Huna JanmoHpa

I'.B. XomaceBnu

000 “Uzdamenvckoe npednpusmue “Ammocpepa” (Mockeéa)

B auBape 2018 1., B caMblit
pasrap TypHE, IOCBSIIEHHOTO
50-neTvio TBOPYECKOI Kapbe-
pol  Huna [laiimonga, ero
KOMaHAa BHE3alHO cjenaja
3asiBJIeHHe O TOM, UTO 77-]IeT-
HUIA apTUCT MO COBETY Bpayew,
KOTOpbIE JAMATHOCTUPOBAIU Y
Hero ©Oone3Hb IlapkuHCOHa,
BBIHYXIEH OTMEHMTb aBCTpa-
JIMACKO-HOBO3EJIAHICKUIA 3Tart
TypHe. Takke OBLIO CKa3aHoO,
yto JlaliMOHI MPUHSUT 3TO
pelieHue “c  OONBILON He-
OXOTOI M pa3oyapoBaHMeM” U
YyTO OH “ellle J0JIroe BpeMms
OyIeT aKTUMBHO COYMHSTD,

3aMUChIBaTh TECHU U 3aHU-
MaTbCsl IPYrMMU MPOEKTaMu”.
ITozxe xena Jlaitmonma KoaTtu

: - L
Hun Jaitmonn u Onuc Kymep
Ha 1IEPEMOHUU BBEICHMS
00oux B 3an claaBbl POK-H-
posuta. @oto 2011 &

Hamucana, YT0 MHOTYe (haHaThI
n3 ABctpamuu 1 HoBoii 3emanH-
IUH TIOXEpPTBOBAIM BO3Bpa-
IIEHHBIE TI0CTE€ OTMEHBI KOH-
LIEpTOB  JeHbIM  (OHIAM,
u3yyaroimum o6ose3Hb [lapkuH-
COHA WJIM 3aHSITHIM CITACCHUEM
KUBOTHBIX.

IToxa Huny ynaercs BbInoJ-
HSITh CBOM O0OeliaHusi. B Hauane
2020 . oH Hammmcan: “Y MeHs
Bc€ xopowo. A aktubeH.
MpuHMMalo Jekapcrsa. S Tpe-
HUpYIOCh. Sl XOouy ocTaBaThCs
MPOAYKTUBHBIM. Sl He Mory
IyTeIIeCTBOBaTh, KaK KOT-

Ja-TO, HO MEHS ITONICPXUBACT
KeHa, M 'y MEHST eCTh Ipy3bd. S
YyBCTBYIO CeOsl JIyyllle ¢ Kax-
IbIM THEM, CTapaloch CIIpaB-

Hun JaiitMmoHa moJjiydyaeT
CBOIO 3Be3dy Ha “Auee
caasel” B TomuByne. Doto
2012 &

“L“-v"

JISITHCSI C 9TUM KaK MOTY U MTPO-
JOJDKAI0  CITyIIaTh MY3BIKY .
B mapte 2020 1. 0H HEOXUIAHHO
BBICTYIIJI C TTOIITYPU U3 CBOUX
XUTOB Ha €XErofHOM Mepo-
npustun Power of Love Gala B
Jlac-Berace, kotopoe ObLIO
TTOCBSIIIIEHO COOPY TOXEPTBO-
BaHU s LleHTpa 310pOBbBSI
mosra Jly PyBo. Torma xe oH
3anucaj JoMalllHee BUAEO, Ha
KOTOPOM CIIeJT CBOI0 3HaMEHMU-
Tyto niecHio “Sweet Caroline” ¢
U3MEHEHHBIMU B  YCJIOBUSIX
naHgemuu ciaosamu: “Pyku, //
Beimoit pyku. // IlpotsHu
pyky, // Ho He Tporaii MeHs. //
A He Oymy Tporatb TebOs1”.

B otmauume ot JIuHOBI
Poncranrt, y koTopoii pa3BuTue

C Mukku JloneHuom u3
rpynnbsl Monkees, naBiiein B
koHIe 1960-X romoB TOMYOK
kapbepe Huma. @oro 2018 L.
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Boictymast 3a Hbio-Mopk-
ckuit ynuBepcuteT, Hum cran
yemnuoHoM HaimoHansHO
aCCOLIMALIMM CTYIEHYECKOTO
criopTa o (heXToBaHUIO.

doro 1969 .

OrHeHHbI OyaT ¢ JIuHmOM
Poucranr. 1971 & Crateio o
JKW3HU, TBOPUECTBE U 00JIe3-
uu Jlunaer cm. B Ne 1/2020
Haiuero brojuiereHs.

\

C llep u [lenom Kammbemnom Ha moy “The Goodtime Hour”.

B roctsax y Ixounu Kaira. @oto 1970 &

0ose3nu [lapkuHCOHA MpUBENIO
K OKOHYAHWIO Kaphephl M3-3a
HEBO3MOXHOCTH I€Th, Ha TOJI0-
ce JlaiiMoHZa MOKa HUKAK He
CKa3bIBaeTCs ero HelipojaereHe-
paTuBHOE paccTpoiicTBo. “Kak
HM CTPaHHO, S TyMalo, 4TO ITOI0
Jydiie, 4yeM Korga-iubo, —
yausasercsas Hun. — BeposiTHo,
3TO TIOTOMY, YTO §I HE IO B
JOpOTe BO BCIO TJIOTKY W HeE
cpbiBalo rojoc. Tak 4To OH B
OuYeHb Xopoliieit hopme, yero s
He oxwupan”. JlaiiMOHA OTpH-
11aeT HaJM4ue Y Hero SMOIINA,
CBSI3aHHBIX C OoJie3HblO: “f ¢
9TUM He CTajJKuBaioch. A
JyMalo, 4TO 51 B OTPULIAHUU WU
YTO-TO B 3TOM poje. S 4yyBCT-
Bylo cebsi mpexkpacHo. M ato
MY3BIKa — ST 3aHHMAaloCh €0 C
TeX MOp, Kak ObLT MOAPOCTKOM.
S1 He HampsrarCh, KOraa BCTalo
nepea MukpocdoHoM. Bot Torna
s Pacciabisioch M TO3BOJISTIO
BCEMY 3TOMY CBEPLIUTHCS .

B oktsa6pe 2020 r. Bbimen
anpoom “Classic Diamonds”,
Ha kotopoM Hun B conpoBoxk-
neHun JIoHmoHCKOro cumdo-
HMUYECKOTO OpKeCTpa Ieperen
14 cBOMX KJIACCUYECKUX TECEH.
Ha 2022 r. Ha bponpee 3ama-
HUpOBaHa Ipembepa Ouorpa-
(pmueckoro mio3ukia “A Beau-
tiful Noise”, rine OymyT oTpaxe-
HBI OCHOBHBIC 3TAITBl XXWU3HU 1
TBOpYECTBa My3biKaHTa. “f
Bcerna Jiiooun bpoaseit, — cka-
3an Jlaitmona. — McTouHUKOM
BIOXHOBEHUSI JJISI MHOTUX
MOUX DaHHUX II€CeH CTalu
Takue 1110y, Kak «BecTcaiinckas
ucropusi», «Mos mpekpacHast
nenn» 1 «CKpUITad Ha KPBITIIe»,
TaK 4TO MHE KaXKeTcsl BITOJIHE
YMECTHBIM TIEPEHECTU MOU

n Bionnetenb HaumoHanbHoro o6uiecTea no uy4eHuio 6onesnu MapkMHCoHa M pacCTPOMCTB ABWKEHMI




)XXWU3Hb U CYAbBA

necHu Ha Benukuii benblit
[Tyt (mpo3Buile paitoHa MaH-
X3TTEHa, TI€ PaclOJIOXEHbI
MHOTOYMCJIEHHbIE OpoaBeii-
ckue teatpul. — [lpum. ped.)”.
O6patuMcs K HeoObIYaliHOM
kapbepe Huna JlaliMmoHaa U MBI
Hoit KamuHcku (MMEHHO
TAKOBO HACTOSIIIICE MMSI 3BE3-
Ib1) pomuics 24 suBapst 1941 r.
B bpyknune. Ero pomutenu
Takxke IOSBUIUCH Ha CBET B
Helo-Mopke (06a B 1917 1) B
CEMbSIX €BPEHCKUX SMUTPAHTOB
n3 Bocrounoit EBpombl. Ortely
Hwuna nocne cayx0bl B apMuu
CTaJl MPOJABIOM TaJlaHTEPEH,
MaTb Obula JOMOXO3SIMKOM.
EcrtecTBeHHO, IOXOA ceMbU
Obu1 HMXe cpegHero. Hun
VUMICA B TOCYHapCTBEHHOMU
cpenHel 1koje “BDpasmyc-
xonn” ¢ bapbpoit Crpeitzann.
BMmecte oHM mocemanu 3aHs-
TSI IKOJIbHOTO Xx0pa. Ho oco-
00l Marum MexXIy HUMH TOTraa
He BOo3HUKI0. Kak BcrioMuHan
HaiiMoHa: “Mpbl ObUIM ABYMSI
OenHbIMU 1eTbMU B bpykinHe.
Mpb1 6oaTamuch Bo3e «3Dpas-
MYC-XOJIJIa» U KypuJau curape-
tei”. Ho korma B 1978 T
Haiimonn u CrpeitzaHa 00b-
eNMHWINCH, YTOOBI 3amucaTh
necHio “You Don’t Bring Me
Flowers”, oHa poGpanach 10
1-i1 ctpouku xut-napana Bill-
board Hot 100 B CILIA.
KitoueBbIM 11 CBOEro pas-
Butusa Hun cuuraer smumson B
16-1eTHeM Bo3pacTe, KorIa,
HaxonlsiCh B €BPEHCKOM JeT-
ckoM Jarepe Surprise Lake, on
MOCeTWJI KOHIEePT (PoK-uc-
noauutens Ilurta Curepa.
OHo111y HacTOMBKO 3aXBaTUIIO
MacTepcTtBo Curepa, 4To OH TYT

Flowers”. ®orto 1978 1.

3Ke HavaJl IMIcaTh COOCTBEHHBIC
MeCHU, a BEPHYBLIUChH TOMOMA,
CTall yYUTbCS WUIPE Ha TMTape.
Ho y Huna umenucs u apyrue
uHTepecbl. OH ObUT OYEHB
CIIOPTUBHBEIM  pPeOEHKOM  C
OTJIMYHOM peakuuerd U JOCTUT
0OJIBIINX YCIIEXOB B (hexToBa-
HHMH. DTO TTO3BOJIUIIO MY TIOY-
YUTh CTUTICHANIO Ha MEIUIIMH-
CKOM (hbaKyJIbTeTe IPECTHKHO-
ro Heio-Mopkckoro yHusepcu-
tera. Ilosxe Hun oObsicHUn,
noyemMy BbIOpaj MeauuuHy: “4A
XOTeJI YUuThes. S meiicTBUTEb-
HO XOTeJ 3aHUMaThCs J1abopa-
TOPHBIMU HCCIIEIOBAHUAMU U
OUYCHb XOTEJl HAMTU JIEKapCTBO
oT paka. Mos 6a0yiika ymepia
oT paka. f Bcerma ouyeHb XOpo-
o pasoupaics B Haykax. U g
MoxyMaJl, 4yTo MOy U MoTbITa-
10Ch HAlTH JIEKAPCTBO OT paka”.

Ho My3bika B3sia Bepx.
Iposens 4 rona B Helo-Mopk-
CKOM YyHuBepcuteTe, Hun 6po-
CUJ1 y4eOy Ha MmocyeIHeM Kypce,
KaK TOJIbKO OTHO U3 MY3bIKaJIh-
HBIX U3IaTeIbCTB MPEAOCTaBH-
JIO eMy paboTy IO HaIlMCaHWIO
neceH 3a 35 10J71apoB B Hele-

ik |4

C bap6poit Crpeitzana Ha 3anucu necHu “You Don’t Bring Me

mo. Crnenyromue 7 ner Jlaii-
MOHJI C TPYAOM CBOIMJ KOHILIbI
¢ KOHIIaMM, TTOCKOJIbKY THCaTh
OoJplIle OMHOIM TIECHU B Heme-
JI0 HE TIO0JyJaloch, a ero
ITOITBITKY ITPOOUTHCS Ha CLEHY
B KayecTBe IIeBLIa He ObLIU
ycremHbIMU. Be€ M3MeHnIoCh,
KOrJa OH Hammcaj IIyTOYHYIO
necHo “I’m a Believer” u BTU-
Xyl0 Tpojal ee  Tpymme
Monkees. Hun BcmomuHan:
“ImaBa MoOeill 3BYKO3aImMCHI-
Balolleil KOMIIAHUU TIPUIIET B
SIpOCTh, KOTHA Yy3HAaJ, 4YTO S
oTHaJ JyxXOil TpyIIie 3arcH,
MOTEHUMATBHO  CIIOCOOHBIE
BO3IJIABUTh YapThl. MHe e
OBUTO HAILIeBaTh, ITOTOMY 4YTO
HeveM OBUIO TUIATUTH 3a KBap-
TUPY, M I TIOYTU He IOIydas
JIeHer 3a Mol paboty. Hy a
mIacTuHKu Monkees OTJIMYHO
nponaBanuck”. K aToMy ke
BpPEMEHHU OTHOCUTCS TICCHS
“Solitary Man”, B KoTopoii
Hun BbIpas3un cBoe oTyasiHue.
Hun ymopHo orcrauBai
MIPaBO CaMOMY UCIIOJTHSITh CBOY
MECHU, XOTS W IOHMMAJ, 4TO
He o00JamaeT BbIIAIOLIUMUCS
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Hun [daiiMmoHn U elle OAuH
repoil Hammx ImyOJuKaIui
Moxammen At Ha 6J1arOTBO-
puTenbHOM yxXuHe B besep-
- X3, @oro 1981 1.

BOKQJIbHBIMY JTaHHBIMU: “Moit
rojioc He uaeaneH. S He mbiTa-
10Ch JOCTUYb COBEPIIEHCTBA,
X0Uy JIMIIb TIeTh MCKPEHHE U
npaBauBo. Eciu g omubaioch B
HOTax, s He MbITaloCh UCIpa-
BUTH 3T0. [IpocTo Tak M J0JK-
HO OBITB”.

My3bIKaHTY OUeHb HPaBATCS
JKUBBIE BEICTYIUICHHUSI, OH JKIBO
YYBCTBYET pEaKLMIO 3aja |
JIETKO HAXOIUT KOHTAKT CO 3pH-
TensaMu: “My3bIKa — 3TO KITIOY,
KOTOpBI  oOJlagaer cuioit
MeHITh Bac. S mpeBpalarch
U3 HEMHOTO HEYBEpEeHHOTO,

1980-¢ roapl He cTalM ISk
JlaliMoH/Ia TIJIOIOTBOPHBIMU,
3aTO OH TaHIEBaJl C IIPUH-
meccoii JlmaHoit Ha OGany B
Bemom nome. Doto 1985 .

3aCTEHYMBOTO 4YeJIOBEKa BHE
CLIEHBl B CyIepyBepeHHOe
MOTHBHMPOBAHHOE CYIIECTBO Ha
cueHe".

HobOuswmuch, ycrnexa, Jlai-
MOHJ He TMepecTan dKClepu-
MEHTHUpOBATh: TaK, €ro aJbooM
1970 &. “Tap Root Manuscript”,
CTaBIIWU “IIaTUHOBBIM ",
HapsIIy ¢ TOT-POKOBBIMY XUTa-
MU BKJIIOYAJl CIOUTY U3 6 yacTeit
“AdpukaHckas TpuIOTHS”.
DTa 3ammuch, KOTOPYIO caM
JaiiMoHa Ha3bIBas (PoJIK-Oae-
TOM, MPEABOCXUTUIA BCILIECK
HHTEpeca K  OTHUYECKON

My3bIKe, TpUIIEIIINiCcS Ha
1980-€ roabl.

ITocne 6 €T HempephIBHBIX
ractpojeit Hun B3sin1 maysy B
BBICTYIUICHUSIX  TIOYTH  Ha
4 roma, HO Oe3 Jena He cHUmel,
3amucaB 2 anpbboMa M cayHi-
Tpek K ¢buapmy “Yaiika mo
uMeHu JIxxoHataH JIMBUHI-
cton” (1973). ®@unbM mpoBa-
JIICS B TIPOKATe, a 3a BpeMs
paboThl HaJ HUM OBLIO MOJAHO
TPY MCKa, IBA U3 KOTOPHIX — OT
aBTOpa HoBeJuTbl Puuapna baxa
32 Ype3MepHBIC PACXOXICHMUS
(urpMa ¢ TEPBOMCTOYHUKOM
(anBokar baxa zasasui: “IloTpe-
00BaIOCh OTPOMHOE MYKECTBO,
YTOOBI CKA3aTh, YTO ITOT (UM
He JOJDKeH WIOTH B KWHOTea-
Tpax, ITOKa ero He IepeaesaroT.
Paramount Obia omnresomie-
Ha”) u or Huna Jlaiimonpa 3a
TO, 4YTO pexuccep Xou bapr-
JIETT BBIpE3a] 3HAYUTEIBHYIO
9acTh €TO MY3BIKM U3 (DUIBMA.
JlaitMoH, maxe TMOKJISICS, UTO
HUKOrAa OOJibllle HE CTaHeT
y4acTBOBAaTh B KMHO, €CIM HE
IMOYYUT HAA HHUM IIOJTHBII
KOHTPOJb.

B 1979 r. Hun mnorepsn
CO3HaHUE IPSIMO Ha KOHLIEpTE
B CaH-®paHUMCKO U ObLI
JOCTaBJIEH B OOJIbHULLY, TIE eMy
B TeueHue 12 4 ymansiu omy-
XOJTb B ITO3BOHOUHMKe. Ha mmpo-
TSDKEHUU HECKOJIbKUX TIPeIbl-
OYIIMX JIET OH OTMeYasl CHILKE-
HMe YYBCTBUTEIBHOCTU B ITIpa-
BOW HOTE, HO UTHOPUPOBAJI 3TO.
Ilepen onepaumeit JlaitmMmoHp
ObII YBEpeH, YTO YMpET, U
HaIMcal MpoIlanbHbIe MChMa
CBOMM JpYy3bsIM. MYy3BIKaHT
MPOIIE]T JUTUTETbHYIO peaOuIn-
Tauuio U K Havaiy 1980-x oopen

n BionnereHb HauvoHanbHoro o6uecTea no usyyeHuio 6onesnu MapkuHCoHa M PacCTPOACTE ABWKEHUIA
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MOJTHBII KOHTPOJAb KaK Hal
CBOVM TEJIOM, TaK ¥ HaJl pa3BU-
TUeM Kapbephbl. Yxke B 1980 . oH
cHsines B ¢unbme “IleBens
JIkaza”, M cpa3y B TJIaBHOM
ponu. Pabora Ham 3TUM (OuIIb-
MOM COTIPOBOXJaNach Ipsi3-
raMu, CyaeOHBIMU WCKaMH,
MePEeIUChIBAHUEM CIICHAPMS,
YBOJIBHEHUSIMUA U TIPOBAjJoM B
mpokate. Ho BOT 4ro ymuBm-
TeabHO. CKaHIaJbI, TPOBAJIBI, a
cBoe nieso JlaiiMOH/I 3HaJT TYTO:
3a cayHaTpek K “Yaiike 1o
uMeHu JlxxoHataH JIMBUHT-
CTOH” OH TOJIYYWJI U TIPEMUIO
“I'paMMu” (€AMHCTBEHHYIO B
Kapbepe, €CIu He CUYUTaTh
“IpoMMu” 3a My3bIKaJbHbIE
OOCTUXKCHUS BCEl XXM3HMU,
KOTOPYIO €My BPYUMJIH YXKe B
2018 1), u “3onoToii r106YC”, a
cayHaTrpek k “IleBumy mxkaza”
CTaJl caMmoil MpoJaBacMoil ero
TIACTUHKOIM, TOCTUTHYB
“MYJIBTUIIATUHOBOTO” CTaTy-
ca, U SIBISIETCS] OMHUM M3 Hau-
OoJsiee yCHEIIHbIX CayHATPEKOB
B UCTOPUM KHHO.

B 1980-x romax miss MHOIMX
repoeB 1960—1970-x HacTymum-
Jla 4epHas I[ojioca B TBOP-
yectBe. M xorta B 1980
JaiiMoHa Hamucal CTaBIIYIO
XUTOM TIaQOCHYIO TIECHIO
“AMepuka” 00 HUCTOPUU IMU-
rpauuu B CIIIA u ucronHun ee
B punbme “IleBen mxkaza”, rue
ne0TUpoBal Kak akrep, U
cpa3y B IJIABHOM POJIM, 32 CBOU
cTapaHUsI OH OBIT HOMUHHPO-
BaH KakK Ha mpeMuio “30J0Toi
rodyc”, Tak M Ha MpPEeMUIO
“3oyoTag ManMHA” 3a XyAIIYIO
IJIABHYIO MYXKCKYIO POJIb, TIPH-
YeM BBIATPAJT JIMIIb ITOCIEH-
HIOIO.

C mpomiocepom Pukom PybmHOM BO Bpemsi 3amucu ajibooMa
“Home Before Dark”, ycmex koToporo caenan [aiiMonna Haubo-
Jlee BO3PACTHBIM HAa MOMEHT BBIXOJA JMCKA MCIIOJHUTENIEM, KO-
J1a-JIN00 BO3IJIABJISBIIMM CITMCOK caMbIX mpoaaBaeMbix B CIITA
arpoomoB. Doto 2008 .

I[Tomor  peaHMMHUPOBATH
kapbepy laiimoHma mpomrocep
Puxk PyOuH, KoTopoMy He3a-
JIOJITO 10 TOTO YAAJIOCh BbICEUb
POCCHINb HOBBIX UCKP U3 TBOP-
yectBa JIxkonHu Kosma u mo-
CTIIOCOOCTBOBATH €T0 YTBEPKIE-
HMIO KaK WKOHBI aJTbTepHATHB-
Horo kaHTpu. Mtorom cotpya-
HuyecTtBa PyOuHa u JlaiiMoHaa
CTamy IBa TOJYaKyCTHYCCKUX
ansooma — “12 Songs” (2005) u
“Home Before Dark™ (2008),
MOJYYMBILMX MacCy IMOXBal U
OTJIMYHO ITPOJABABIIMXCS.

[MoxaTBepkaeHNEM TOTO, YTO
ucnojHeHuo JlaiiMoHaa 4yero-
TO HEMHOTO HE XBaTaeT, CTajlu
13 HoOMMHaALMiI Ha TPEMUIO
“IpsmMMu” M Bcero OOWH BHI-
WTPaHHBIA TIpU3, Ja U TOT 3a
cayHatpek kK ¢wibsmy. Ho 3ato
MHorue kommnosunuu Huna

Haiimonma oOpeau  BTOpoe
IBIXaHUE B UCITOTHEHUH OPYTHX
nesLoB u rpyni. IlecHs “Red,
Red Wine” mnonyuumna cpasy
HECKOJIbKO KaBep-BepCcuil, u
OIHA W3 HMX, BHIIYIICHHAS
perru-rpynnoit  UB40, B
1980-x romax mokopuia aMepu-
KaHCKUIA M OpUTAHCKUI YaThl U
TaK MoHpaBuiIach Huiy, 9to oH
Ha CBOMX KOHIIEPTaX CTaj
HCIIOJNIHATh UMEHHO ee, a He
CBOM  MCXOIHBIA  BapUaHT.
Ilecua “Girl, You’ll Be a
Woman Soon” B He CIHIIKOM
OTJINYAIOIICUCA OT aBTOPCKOU
Bepcun rpynnbl Urge Overkill
yKkpacuia ¢uabMm “Kpumu-
HaJIbHOE YTUBO” U Opasia ITyp-
MOM BEPXHHME CTPOYKU MY3BI-
KaJIbHBIX IapamoB. JIXKOHHUI
Komr  moayuun  mpemuio
“IpoMMM” 3a Ny4lIUid MyXK-
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5,3 MJIH. TPOCMOTPOB.

CKOM BOKaJI B CTWJIE KaHTpH,
ucnonHuB B 2000 . TecHIo
Haiimonga 1966 . “Solitary
Man”. HeobxomumMo BCIOM-
HUTb U [JIaBHYIO NecHio Huta —
“Sweet Caroline”, KoTOpyio
Tepereii COTHU HCITOTHUTE-

B mapte 2020 . Hur JaiitMoH T 3amucai BUeO ¢ OOHOBIEHHO
YCJIOBUSIX MAHAEMUU BEPCUEH CBOEI JIETEHIAPHOM MECHU “Swi
Caroline”. 3a mpolleaive IMOJATOpa roja 3TOT POJMK HaoD:

neii. CounHeHHas aBTOPOM B
1969 ., 5Ta necHs craja XUTOM
B €ro WCITOJIHEHUH ¥ BOIIIa B
periepTyap TakKuX MEBLIOB, Kak
®ponk  Cunartpa, DaBuc
IIpecitu u  bob6bu Yomak.
B 2019 r “Sweet Caroline”

Obuta BbIOpaHa bubnnorexkoit
Konrpecca pig coxpaHeHus B
HammonanbsHOM peecTpe 3BY-
KO3amucu Kak “KyJbTYpHO,
HMCTOPUYECKH MU 3CTCTUICCKHU
3HaYMMas”.

Hun mo0ut mopa3MbIIIISTh
0 TBOPYECKOM TIPOIIECCE U CKY-
YaeT MO XKMBBIM BBICTYILICHU-
aMm. Yxxe B 1977 . oH ckazar: “f
HCTIBITBIBAIO  JII0O0OOBh-HEHA-
BUCTh K HAIMCAHUIO TICCEH.
MHe 3TO HpaBUTCSI, TOTOMY
YTO 3TO TaK MPHUATHO... KOTaa
3T0 paboraeT. I HeHaBUXY 3TO,
IIOTOMY 4YTO 3TO 3acTaBlseT
KomnaThcsl B cebe. be3 comHe-
HM, 5TO CaMO€ TPYAHOE, 4TO I
Jenaio. A BOT BBICTYILIGHHE —
3TO caMOe€ PagoCTHOE M CaMoe
CYACTINBOE, UTO I Aeiar. Yem
OoJIBIIEC ayTUTOPUSI, TEM OOJIhb-
1Ie OXMIaHUM, OOJblIe BOJTHE-
HuUii”. My3bIKaHT Hajeercs,
YTO €My eIlle YIACTCSI BXUBYIO
CIIETh [UIS 3pUTEJIEH.
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