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9OT1oT HOMep BronneTeHs BbinyuweH Npy NoAAepXKe KomnaHum “966Bu”

Ha nepBoii cTpaHuue 0610XKku pasmelueHa potorpacdpua 2003 r., Ha KOTOpPOI CTpaaalo-
LMt 6one3Hblo AnbureiiMmepa Xya0XXHUK Yusnbam YTepMoJieH CUaUT nepep, ceoei paboToii
“CHer” 1991 r., rae cpeau Npo4Ynx NepcoHaXxxein N306pakeH OH caM. ATa KapTUHa BoLuIa
B nocaegHuii 60/bLUIOI LUKI KAapPTUH XyA0XHUKA “O0pbIBKM Pa3roBOpoB”, coO3A4aHHbIA Ha
pyo6exe 1980-1990-x roaoB. MogoGHO MHOrMM XyAOXHUKaM, YUIibsiM YTEPMOJIEH nosy-
4YUN LWMPOKYIO USBECTHOCTH Y)XKE NOC/ie CMePTU. YHUKAJIbHO TO, YTO B €ro No3aHuUX padorax
OTpaXKeHOo pa3BUTHE AEeMEHLUMN OT PaHHel CTaaumn U 40 MOMEHTA, KOTr4a PUCYHOK OCTascs
LN HEro eQMHCTBEeHHbIM CNOCOOOM KOMMYHMKaLUM C OKpYXalowum Mupom. Co3gaHuio
OSINTeNbHOW U YOeauTenbHoW Xya0XeCcTBEeHHOW neTonucu 60a1e3Hn cnocoOCcTBOBaNu Kak
noapepXka ceMby U yXaXkMBalOLLEro nepcoHana, Tak U MHOroJIeTHSS NPUBEPXKEHHOCTb
XYAOXHUKA K LMKINYHOCTU NPOU3BEeAEeHui U aBTonoptperaMm. CtaTtbs 0 TBOpPYECTBE U
6onesHn Yunbama YTepmoJsieHa npeacTaBsieHa Ha cTp. 33-36.
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AD MEMORIAM

Mamatun BaneHtnHa HaxmaHoBuya LLIToka
(1934-2021)

5 mapta 2021 1. Ha 87-M romy KU3HU CKOHYAJ-
Csl OMUH U3 TIPU3HAHHBIX JUIEPOB OTEUECTBEH-
HOIl HEeBpoJIOrMM B O0JACTU WU3Y4YEHWUs JIBUTA-
TEeJBHBIX PACCTPOICTB, MHOTOJIETHUI PYKOBO/IN-
Tenb LleHTpa sKcTpanmupaMUIHBIX 3a001eBaHUI
npu Kadenpe HeBpojorum Poccuiickoir memu-
LIMHCKON aKaleMUM HEMpepbIBHOTO IMOCIEANII-
nomHoro obpazoBanus (PMAHIIO), unen mpe-
suayMa HaimmoHanbHOTO 0O0IIEcTBa 1Mo u3yde-
HMIO 6osie3Hu [TapkrHCOHA U pacCTPONCTB JABU-
XEHUI, TOKTOp MEAMIIMHCKMX HaykK, mpodeccop
Banentun Haxmanosuy ITIToK.

B.H. IItox pommnca B 1934 . B Mockse, B
ceMbe cimyxamux. B 1957 . okoHumn neyeOHbIN
daxyabrer 1-ro MOCKOBCKOTO MEAMIIMHCKOTO
uHctutyTa. Paboran HeBposorom B I'Kb
uMm. C.I1. Borkuna. B 1972 1. mepemien B
LlenTpanbHblii opaeHa JleHMHa MHCTUTYT yCO-
BepIeHCTBOBaHMSI Bpaueil (HeiHe — PMAHIIO),
rae ¢ 1991 mo 2011 r. O6bu1 3aBeayomUM Kadea-
poit HeBposoruu. [lox pykoBoncTBom BaseH-
tuHa HaxmanoBuua 3aiuiieHo 6onee S0 KaHau-

JATCKUX U JOKTOPCKMX nuccepTauuit. Ero nepy
MpUHAAIeXaT CBbIIIE AECATKa MOHOrpadpuil u
DPYKOBOICTB, MHOTHE U3 KOTOPBIX HOCHUJIU IHO-
HEPCKUI XapaKTep M CTaJy HACTOJBbHBIMU KHH-
ramMu JijIsi HECKOJIbKMX TOKOJIEHUI HEBPOJIOroB
Hamei crpasbl. [Ipy akTuBHOM ydactun BaneH-
tuHa HaxmaHoBuya 6b11 co3naH LleHTp aKcTpa-
MUPAMUIHBIX 3a00JIeBaHUI, KOTOPBI YCITEITHO
(pyHKIMOHMpPYET O HacTosIee BpeMsa. bymyun
3aBelyolM Kadeapoi U pyKOBOAUTEIEM Bax-
HeHWIIero uccleaoBaTeIbcKOro HarmpaBIeHUs,
MOCBSILIIEHHOTO JBUTaTeJbHBIM pPACCTPONCTBAM,
OH OCHOBaJI COOCTBCHHYIO HAy4YHYIO IIKOJIY U
CMOT CO3IaTh M CIUIOTUTH BOKPYT ceOsT OOJIBIION
KOJIJIEKTUB COTPYIHUKOB, YCIELIHO PEIAIOIIMX
HauboJiee CJIOXHbIE 3aJa4u M0 MpodieMaM map-
KUHCOHM3Ma, Pa3sHOOOPa3HbIX 3KCTpamupaMu-
HBIX TUIIEPKUHE30B, KOTHUTUBHBIX HapyLIICHUI
U 1p.

Caetnas namsaTh o Banentune HaxmaHoBHue
IlIToxe — BhIIAtOILIEMCS] YYEHOM, Bpaye U meaa-
rore — HaBCeraa COXpPaHUTCS B HALIIUX CEpIax.
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HAYYHBIE ®OPYMbI

0630p 15-11 MmexayHapoaHoOu KOHdepeHunu,
NnocBsLleHHON 6one3Hu Anburenmepa
n 6one3Hu NMapkuHcoHa
(9—-14 mapTta 2021 r.)

J.P. AxmamyaimHa
DOIbHY “Hayunviii yenmp negponoeuu” (Mockea)

9—14 mapra 2021 . cocTosuach TpaIULIMOHHAS
KOH(epeHIIusI, MOCBSIIeHHass IBYM HauboJiee
YacTbIM HelpoaereHepaTUBHBIM 3a00JIeBaHMU-
aMm — Oomne3nn Agbireiimepa (BA) m 0one3Hu
IMapxuncona (BII), a Takke “cMeXHBIM” IaTO-
norusiM: 15th International Virtual Conference on
Alzheimer’s Disease (AD) and Parkinson’s
Disease (PD) 2021 (AD/PD 2021). KondepeHuust
Mpouria B CTaBIOIEM YXe¢  IIPUBBIYHBIM
oHJaiiH-(dopmate. beut mpoBeaeH 71 cumMnosuym
u nipeactasieHo 6osee 1200 Te3ucos. HachinieH-
Hasl mporpaMma BKJIIouasa B cesl 3apaHee 3aIu-
CaHHBIE CECCUU C TOCIEAYIONIUM 00CYXIeHNEM B
peaJTbHOM BpPEMEHM, TI[¢ CIIyIIaTeJIu MOTJIN
3aj1aTh MHTEpeCyIollue MX BOMPOChl. OTaenbHO
MPOBOIVMINCH OHJIaliH-(DOPYMBI B peaTbHOM Bpe-
MEHH, TAe CIMKEepbl 00CYXAanu Haumbosee 3Ha-
YUMbIE TEMbI, BKIIIOUasl pa3pabOTKy HOBBIX IIpe-
napatoB st yneueHuss bII, BA, memeHuuu c
teabuaMu Jlesu (IATJI), a Takke BHeapeHUe
HOBBIX METOIOB HEepOBM3yalIn3aluy 1 Jabopa-
TOPHBIX METOJOB TMATHOCTUKHU B KJIMHMYECKYIO
npaktuky. OtnenpHO OblIa IpeacTaBiIcHA
TMocTepHasi CeKIus, Kyda BOLLIO Oojee
650 10KJIaI0B, OCBELIAIOLINX Pa3INYHbIE aCIIeK-
ThI NTATOTeHE3a, AMAaTHOCTUKHU U JIeUeHUST 00CyXK-
JaeMblx 3a0ojeBaHuil. Kaxaplii mocTepHBIi
JIOKJIam Ul ymoOCTBa COIPOBOXIAJICS 3apaHee
3aMMCaHHBIM ayIMOKOMMEHTapHeM, B KOTOPOM
aBTOP paccKa3blBaJl O CBOEM MCCIICTOBAHUM.

Bonbiioe BHUMaHUe Ha KOH(pEpeHLUU ObLIO
yAeJaeHo BorpocaM auddepeHInanbHONM 1uarHo-
CTUKM HeWpoJereHepaTUBHbBIX 3a00JieBaHUN U
HOBBIM Oromapkepam. B 2018 1. 66111 ormy6mKo-
BaHbl HOBbIE MarHOCTUYecKue kputepun BA, B
COOTBETCTBUY C KOTOPBIMU TUarHo3 BA ctpouTtest

He Ha KJIMHWYECKOI KapThHe 3a00jieBaHMs, a Ha
COYETaHUU TPEX IPYIIIT OMOMapKepoB: A — MapKe-
PBI aMUIOMI03a (CHIKEHUE YPOBHS B-aMuionna
B JIMKBOPE MJIM HAKOTUIeHHE -aMuiionia B MO3re
110 TaHHBIM TTO3UTPOHHON 3MUCCHOHHON TOMO-
rpaduun (I19T)); T — mapkepsl Tay-NmaTOJIOTUU
(moBbIlIeHUE YPOBHS (ocHOopUIUpOBaHHOTO
tay-0enka-181 (¢p-tay-181) B IMKBOpe MU €ro
HakKoIUIeHHe B Mo3re mo maHHbeM [19T); N —
MapKepbl HeliposiereHepaluy (TIOBBIIIEHNE YPOB-
Hs obuiero Tay-0eska B JIMKBOpPe, aTpodust Lepe-
OpaJIbHOI KOPBI MO TaHHBIM HepoBU3yaTu3aluu
WM TUIoMeTadoau3M Mosra o paHHeM [19T ¢
(roprezokcurIIoKo30it). Hammame 6nomapkepon
BCEX 3 TPYIII MO3BOJISIET YCTAHOBUTD TUarHo3 bA.
Cpasy 1mocJjie BbIxoaa JOKyMeHTa BCTal BOIIPOC O
HU3KOI JOCTYMHOCTU METOAOB AMAarHOCTUKU BA
B COOTBETCTBUM ¢ 3TUMU Kpurepusmu — [19T ¢
JIMTAHIOM K [P-aMWJIOuIy JOCTYITHAa He BO BCEX
CTpaHax, a JiioMOaibHast MyHKIMS U aHaIu3a
JIMKBOPA SIBJISIETCS MHBa3WBHOM TIPOLIEYPOIA, YTO
OrpaHUYMBAET UCIIOIb30BaHME MeToa. B cBs3u ¢
5TUM B TOCJIEIHME TOIBI BO3POC MHTEpeC K aHa-
3y KpoBM Ha P-amuionn u ¢-tay. Ha KoHde-
PEeHIIMU ObLTM TIPEJCTAaBICHBI CPa3y HECKOJIbKO
JIOKJIa[ioB, KOTOpPbIE MOATBEPXKAAIOT, YTO COBEP-
LICHCTBOBAHKE METONMKM B HACTOSILEEe BpeMs
TTO3BOJISIET TIOJYYUTh PE3YIBTaThl, IIOYTH ITOJHO-
CTBIO COBHANAIOIINE C pe3yJbTaTaMy aHajIn3a
JIMKBOpA. BOJBIIMHCTBO JOK/IANOB OBLIM MTOCBSI-
LIEHbI HOBBIM MapkepaMm — ¢-Tay-217 u ¢-Ttay-
231, BHUMaHUE K KOTOPLIM TIPUBJIEKAIOT OT/IEIb-
HBIC MCCIICIOBAHMS, TIOKA3BIBAIOIINE UX TIPEUMY-
IecTBO B cpaBHeHUU ¢ (-Tay-181. Ilpm 3toMm
MOIYEPKUBAJIOCh, YTO 10 CHX TOp HE XBaTaeT
KPYITHBIX UCCAEIOBAHUI, KOTOpPbIe Obl HATPSIMYIO
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HAYYHbBIE ®OPYMbI

CpaBHMBaIM BCe 3 ITOKAa3aTessl, YTOOBI CHeIaTh
OJTHO3HAYHbIE BBIBOABI 00 WX MCMOJb30BAHUMU.
Taxcke 1o cUX MOP HET SICHOCTU B BOMPOCE, KaKo
METO[ oIpeaeeHUsl (-Tay SBISIETCS MPearnoYTH-
TeabHBIM. CIUKEpHl MPU3bIBAIM K WHULAALUN
MOAOOHBIX UCCIEI0BAaHUI B OyayIIEeM.
®ochopunmpoBaHHBII Tay-0eIOK MOXET
WCITOJIb30BAThCS M T TudhepeHInanbHOI a1a-
THOCTUKM. DbbulM mpencraBieHbl pe3ysibTaTbl
MCCIeMIOBaHUs, TPOBEACHHOTO B HEOONBIION
BBIOOpKE TareHToB ¢ aruarao3om JTJI (35 gemo-
BeK, U3 HuX 24 ¢ mojoxurteabHbiM [1DT-nmar-
TEPHOM C JIUTaHaAoOM K B-amuouny). [TokazaHo,
4TO ypoBeHb (-Tay-217 1, B MEHbIIIEH CTeNeHH,
(-Tay-181 B KpoBM MOXeT IpeacKa3biBaTh HAJIU -
Yue COMYTCTBYIOLLEH aJbLIIeiiMEpOBCKOI MaTo-
JIOTMU U KOppEeIupyeT Kak ¢ ypoBHeM ¢b-tay-217
u (p-tay-181 B 1ukBOpe, Tak U ¢ fJaHHbIMU [1DT.
OtkpoiTie ¢-Tay-217 u d-Tay-231 noBnekio
3a co0O0lf MccIemoBaHNe AMArHOCTHUECKUX BO3-
MOXHOCTeW Apyrux Momudukauuii Oenka. Ha
KOH(epeHIUU ObLT MPEeNCcTaBAeH NOKIad O pas-
paboTKe M  JAMArHOCTUYECKOW IEHHOCTHU
(¢-Tay-235. Bb1o okasaHo, 4To JaHHBIN MapKep
00JamaeT Takoil Xe TOYHOCTBIO B ITHMATHOCTHKE
JeMEHIIMM M YMEPECHHOTO KOTHHUTHUBHOTO pac-
crporictBa (YKP) anblreiiMepoBcKoro Tvma, Kak
U paHee U3BeCTHbie Mapkepbl (¢-Tay-181,
d-tay-217, d-tay-231). IIpu atom ObLT caenaH
aKIeHT Ha ToM, 4To (-Tay-235 MOXeT CTaTh
0oJiee paHHUM OMOMapKepoM BA, MOCKOJIbKY ero
YPOBEHb MOBBIIIACTCS B IUKBOPE YK€ HA TOKITU-
HUYECKOi ctamuu 3abojeBaHusi. YToOBI TpoBe-
PUTh 3TH JaHHBIC, W3YYMIM OPYIYI0 KOTOPTY
MmanyeHToB, Kyaa Bouum 400 3mopoBBIX TOOpO-
BOJIBLIEB, Pa3/IEIEHHBIX HA 3 TPYIIIbI B 3aBUCUMO-
CTHU OT ypoBHS -amuionna u ¢-rtay-181 B 1ukBo-
pe: A=/T-, A*/T-, A*/T*. JlononmHuTeabHO ObLIa
BbIIEJIEHA IPyMIla ¢ HU3KOM aMUJIOMIHOM I1aTo-
JIoTueit (CHUXKeHMe YPOBHS B-aMUJIonIa B TUKBO-
pe npu HopMaibHbIX pesyabsratax [19T ¢ auraH-
JIoM K B-amuioumy). Pesynbrathl mokasanu, 4to
ypoBeHb (P-Tay-235 TOBBIIIAETCS Ha PaHHUX
TOKIMHUYECKMX CTAmUsSX 3a00JIeBaHUS — KakK B
rpymme A*/T~, Tak U B IpyIIIe ¢ HU3KOI aMIIo-
uaHoi natosnorueit. Takum obpazom, -tay-235
B JIMKBOPE SIBJSIETCS CIIeUU(PUUECKUM MapKepoM

BA, obnamaer cxogHO TMATHOCTUYECKO TOUHO-
cTbio ¢ (-tay-181, ¢-tay-217 u ¢-tay-231, ero
YPOBEHb TOBBIIIACTCS yXe Ha JOKJIMHUYECKUX
cTaausix 3aboseBaHus (paHblie, yeM ¢-tay-181),
U TIPY KCIIOJBb30BAaHUU COBMECTHO C IPYTUMU
bopmaMu (-Tay OH B JambHEHIIEM MOXET CIIy-
KUTh JJIS1 CTaAUPOBaHUs DA.

I[ToMUMO pPa3TUIHBIX MTOCTTPAHCIISIIIMOHHBIX
MoaubUKaLKil 6EJKOB elle OAHUM HOBBIM METO-
JIOM TUATHOCTUKU MOXET CTaTh M3yYeHME KOH-
(bopmanmit 6eTKOB, YIACTBYIOIIMX B TIATOTCHE3E
HeliponereHepaTUBHBIX 3abosieBaHMii. Ha KoH-
dbepeHIIMKM OBLT TIPENCTAaBICH TOKJAJA, IOCBS-
LLIEHHBI HOBOMY paHHEMY METOIY TUarHOCTUKU
BA — immuno-infrared sensor (IRS; umMyHO-1H-
(pakpacHbiii ckaHep). Eie 10 oTa0XeHUs
[-amuonna B OJISIIKY W CHIKEHUST €TO YPOBHS
B JJMKBOPE HOpMaJbHasl O.-CMpaibHas KOHMOP-
Malusl JaHHOTO OejKa IpeTeprieBacT M3MEHe-
HUS, Tiepexolis B [-CKiIamyaTyo CTPYKTypy, M3
KOTOPOM COCTOSIT OJMTOMEpHl U (DUOPUIIIBI
Oeska. B oTnenbHbIX UccaenoBaHUSIX ObLIO MOKa-
3aHO, YTO 3TOT IpPOLIeCC MPOMCXOAMUT yXe 3a
14 ner mo KiIMHMYECKOil MaHudecTtauuu bBA,
TOrma KakK TIPUHATHIE HAa HACTOSIIMN MOMEHT
MeTolbl nuarHoctuku 3abosneBanus (I1OT ¢
JWTaHIaMKu K [(-aMWIOWIy W ypoBeHb Oeika B
JIUKBOpE) MOTYT Mpeackas3aTh MnossieHue BA
JIUIIb TIPUMEPHO 3a 4 Toma. O-CIMpaibHas U
B-ckmamyaTast CTpYKTYphl B-aMuionia 061anaT
Pa3HbIMU CIEKTpaMU MOMIOIIEHUs UHdpakpac-
HOro wu3jydeHus. Pa3paboTymku IpeiaraioT
MCITI0JIb30BaTh 3TU CBOMCTBA [IJ1s1 O0Jiee paHHEH 1
TOYHOM JIMATHOCTUKM 3abojieBaHus. MMMyHO-
MH(PaKpaCHBI CKaHep MCITONB3yeT aHTUTENa K
[-amuonny ISt TOTO, YTOOBI OTAETUTH BECH YT
Oeska 13 obOpaslia KpoBH, MOCJE Yero onpeness-
€TCsl ero MUK TMOIJOIIeHUsI HH(PaKpacHOIo
usnydyeHusi. TakuMm oOpa3om, eciu B oOpasle
OyIyT NpeBaMpoBaTh yKe U3MeHeHHbIe B-cKia-
yatble (HOPMBbI, TO MUK MOTJIOUICHUS OYIET cMe-
1IaTbCsl B CTOPOHY MAaTOJOTMM, TMO3BOJISII TEM
CaMbIM OIpeAeNUTh PHUCK pa3BuTusi bA.
Ha 1-m sTane ObU1O MOKa3aHO, YTO Pe3yJIbTaThl,
MoJTyIeHHBIe ¢ rmomomnbio IRS, KoppemmpyioT ¢
pesyasratamu [1DT-olieHKM amuiouaa y nauu-
eHTOB ¢ BA ¥ 300poBBIX 10OPOBOJBLEB.
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Ha 2-m srtame wuccnemoBamu o0Opasibl KPOBU
312 310poBBIX 10OPOBOJIBLEB. 3a EPUO HAOIO-
JIEHUST TIPOTSKEHHOCThIO 15 JeT y 65 u3 Hux
Habmoganock pa3sutue BA. Bbeuto mpoaeMoH-
ctpupoBaHo, uto IRS moxer mpenckas3biBaTh
pa3BuTHe 3a00yeBaHUA 33 8—14 JIeT ¢ mOCTaTOd-
Holi tuarHocTuyeckoii TouHocThio (AUC 0,8023;
AUC —areaunder receiver operating characteristic
curve (TJolanb MoJ KpUBOil paboueil xapakre-
PUCTUKM TIPUEMHMKA)), KOTOpasi BO3pacTaer,
€CIM K WCCIICIOBaHWIO KOH(popMaunum OenKa
J00aBUTh pe3yibTaThl reHoTurnupoBaHuss APOFE
(AUC 0,8431). bonee Toro, Ha OTAEAbHOI KOTOp-
Te W3 CHEIUATM3MPOBAHHON KIMHUKU TaMsTU
(203 uenoBeka, 6 jeT HabIIOAEHMsI) ObLIO MTOKA-
3aHO, YTO paslejieHNe TOJYUYeHHBIX Pe3yJIbTaToB
Ha 3 rpynmsl (HOpMa, TIPOMEXYTOUHAs TPYIINa,
Ipymnmna C BbICOKMM COAEPXaHHWEM TOKCUYHBIX
KOH(OpMaIMii) TMOBBIIIAET AUATHOCTUYECKYIO
TOYHOCTH MeTona. [1pm 3TOM B TIPOMEXYTOUHOM
TPYIIIe B CPAaBHEHUU C HOPMOIM OTHOCHUTEIBHEII
puck pa3BuTus bA Obu1 Bbilie B 11 pas, a B rpymn-
Me C BBICOKMM colepXaHueM [-ckiamyaToit
cTpykTyphl — B 18 pa3. [lanubie IRS, nmo-sunumo-
MY, TIPEBOCXOAST COOTHOIIEHUE [B-amuionaa
1—42/1—40 B MuKBOpE B CITIOCOOHOCTH TIpEICKa-
3biBaTh pasButie BA B Teuenue 6 et (AUC
0,9420 u 0,9162 CcOOTBETCTBEHHO), MPHU 3ITOM
coyeTaHHe 00EMX METOOWK TIO3BOJISICT C OYCHBb
BbICOKOI1 TouHOCTBIO (AUC 0,9968; 95% nosepu-
tenpHbI MHTEpBaN 0,99—1,00) mpenckasbiBaTh
KIMHUYECKYl0 MaHupectauuio BA B TeueHue
6 ner. Camu pa3pabOTYMKU TMpENIarailorT ABYX-
9TANHYI cXeMy nuardHoctuku. Ha 1-m aTane
TpeuIaracTcs MCCIeIoBaTh KpOBb Ha HAIMUUE
MATOTeHHBIX KOH(bOPMAIHii -aMIIona — 3ech
MyTeM TOBBILICHUST pedepeHCHOro 3HAYeHUs
yAaJ0Ch HOOUTHCS BBICOKOW YYBCTBUTEJIbHOCTHU
merona (90%) mpu HU3KOW crienubUIHOCTH
(61%), 4ro MO3BOJUT OTOOpATh MALIMEHTOB U3
TPYIITBI TIEpBUYHOTO pucka. Ha 2-M atare mpu
MOMOIIM aHa/lM3a JUKBOpa Ha KOH(OpMAaIIUIO
Kak [-amuiIounaa, Tak M Tay-Oenka (crieruduy-
HOCTH 97%, 4yBCTBUTENHLHOCTE 87%) OymeT OTO-
OpaHa KOTOpTa MAaIlMCHTOB C BBHICOKMM PHCKOM
paszButust BA B 6mmkaitiiue 10—15 net. [Tomumo
BA Obuti M3y4eHBl U Ipyrue HEMpPOaEreHepaTUB-

Hble 3a0oieBaHMs. Tak, TOJMydeHBI HayvalbHBIC
JNaHHble 00 ucnoab3oBaHuu IRS mng oueHku
KoHdopmaruu 6enka TDP-43. Meton cmor ¢
BBICOKOI TOYHOCTBIO OTHEIUTh MALKUEHTOB C
00KOBBIM amMuoTpoduueckuM ckiepo3om (bBAC)
ot KoHTposbHoii rpymmnbl (AUC 0,93) u nauueH-
toB ¢ BIT (AUC 0,85). Ilpu sToM oT™Meyanach
KOPPEJISIIUsS YPOBHS TaTOJIOTMYECKOi KoHMOp-
Maluu 0ej1Ka ¢ TeMrom nporpeccupoBanust BAC,
YTO TpeOYeT MaTbHEHIIEero N3yuyeHusI.
B03MOXHOCTD pa3MMIHBIX OMOMapKePOB U UX
coyeTaHUW# mpenckasbiBaTh pazsuTie BA Taxxke
u3ydanach B paMmkax uccienoBanust BloFINDER.
AHanMM3UpoBaIM AeMorpadudeckue mokasareau
(o, ypoBeHb 00Opa3oBaHMsS), OMOMapKeph
TJ1a3MbI KpoBH ((P-Tay-217, Ierkue memnu Helpo-
¢dunameHTa, COOTHONIEHWE [-aMuiIouma
1-42/1-40, reHotun APOE), TOMIMHY KOPHI IO
JAHHBIM MarHUTHO-PE30HAHCHOI ToMorpacbuu
(MPT), manHbBIe KpaTKOTO HEHPOICHUXOJIOTHIC-
CKOTO TECTUPOBAHMSI C OLICHKOI TTAMSITH, UCITOJI-
HUTEJNbHBIX QYHKIMIA U pedn. Belio mokazaHo,
yTo couyeTaHue (-tay-217 B miasMe KpOBH,
reHotuna APOE v naHHBIX TECTUPOBAHUS ITaMsI-
TH MOXET C BBICOKOI BEpPOSITHOCTBIO IIpelcKa-
3aTh Hayajio BA B Teuenue 6 et (AUC 0,91) y
MalMeHTOB 0e3 KOTHUTWBHBIX HapyLIIeHUMH.
CoorHourenue B-ammionna 1—42/1—-40 B xposu
U TOJIIMHA KOpPHI 1o naHHbIM MPT npuBoawiu
K IOTTOJTHUTEIBHOMY YBEIMUEHUIO TUATHOCTHYEC-
CKOIi LleHHocTu Mojenu. bosee Toro, ¢d-tay-217
KpOBM 00J1aaeT JOBOJBHO BBICOKOM CaMOCTOS-
TENbHON MpPOTHOCTUYECKOH LieHHOCThIo (AUC
0,78 mnst oueHku pa3sutus BA B TeueHue 2 jer;
AUC 0,83 — B teuenue 4 ner; AUC 0,85 — B
TeueHue 6 Jjet). OTAeIbHO ObLIO MOKA3aHO, YTO
OMoMapKephl JIMKBOpa He obsamany OoJbliei
JUATHOCTMYECKON IIEHHOCTbIO B CPaBHEHUU C
TEMU Xe IIoKa3aTeJsIMH IUTa3Mbl KpoBu. Ha
OCHOBE TIOJYYEHHBIX JaHHBIX OBUI CO30aH
OHJIAMH-KaJIbKYJISITOP, TIe MOXHO paccuuTaTh
PUCK pa3BUTUsI DA y KOHKpPETHOro 4esloBeKa.
Jlnsa aToro mpenaiaraeTcsl BBECTU TaKue JaHHbIE,
KaK BO3pacT M YPOBeHb 00pa30BaHMS IMALIMCHTA,
reHotnn1 APOE, Hajnwmuue Wi OTCYTCTBUE ITOBBI-
LIEHHOTO YPOBHS (b-Tay B KPOBU (0€3 YUCIOBBIX
MoKasatesieil, Tak Kak pedepeHCHbIe 3HaYeHUS
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MOTYT pa3jIMJyaThbCcsl B pa3HBIX JTaOOPaTOPHSIX), a
TaKXe JaHHBIE KPAaTKOTO HEHPOICHUXOIOTHIC-
CKOTO TecTHpoBaHusl. KajbKy/IsITOp HaXomuTCs B
OTKPBITOM JIocTyre (1o aapecy: https://brainapps.
shinyapps.io/PredictionADdementia/). Ilpu
3TOM pa3pabOTYMKU TIPEAYIpPeXIaloT, YTO
pe3yJbTaThl ellle He ObUIM MPOTECTHPOBAHBI Ha
HE3aBHCHMOIl KOTOpTE, ITO3TOMY ITOJyYEeHHBIC
JaHHbIE MOXHO HUCITIOJIb30BaTh TOJbKO B Hayy-
HBIX LIEJISIX, HO HE€ B PEaJbHOM KIMHUYECKOUN
MIpaKTUKeE.

Bosnbliioe BHUMaHUe OBUIO YIEeJNeHO W pa3BU-
BalollemMycsl MeTony auarHoctuku BIT — uccoe-
JOBAaHUIO arperaliMoHHON CIIOCOOHOCTU 0.-CH-
HyKJIeMHa (0-CHH) B JINKBOPE C TIOMOIIBIO TEX-
Homoruiit PMCA (protein-misfolding cyclic
amplification) 1 RT-QulC (real-time quaking-
induced conversion). B ouepeaHoii pa3 momuep-
KUBAJIOCh, YTO yKa3aHHbIE METOAMKH, IO JaH-
HBIM YK€ He MEHee IECSITKA pa3IMYHbIX UCCIIeI0-
BaHMUIA, 00JIANAIOT XOPOIIeH TOYHOCTBIO B IU(-
depeHuuanbHoit auarHoctuke BIT ¢ apyrumu
CUHIpOMaMHU aTUMMWYHOTO MapKUHCOHU3MA (B
YaCTHOCTH, MYJBTUCUCTEMHON  aTpodueii
(MCA), mporpeccupyloOIUM HaIbSIAePHBIM
IMapajmyoM, KOPTHKOOa3aJlbHBIM CHHIPOMOM,
BA). BoablMHCTBO UCCIeA0BaHUI ObLIU TTOCBSI-
meHbl MCA, kotopast Tak xe, kak u bI1, npen-
craBisieT co0oil cuHyKJIenHomnaTtui. Tem He
MEHee TapaMeTphl KPUBOI IO3BOJISIIOT pasiH-
YUTh ITU JIBA COCTOSTHUS C XOPOILei TUarHOCTH -
YeCKOI TOYHOCTBI0. MIHTEpecHOo, YTO ToClieTHIe
WCCJIeIOBAaHUST TakKe MOKa3bIBAIOT, YTO OTAE/b-
Hele mapamerpel RT-QulC (T\/max, T50) moryr
KOpPeIUpPOBaTh C TSDKECTHIO CHUMIITOMOB TP
MCA, a Takxe (EHOTUIIOM U AJTUTETBHOCTHIO
3abosneBaHust y nauueHtoB ¢ BIT. Kpowme Toro,
BBI3BIBAaET MHTepec ucronb3oBanue RT-QulC B
KayecTBe MpeAuKTopHOoro Ouomapkepa. I[lpu
00CJIeIoBaHNY TTALIMEHTOB ¢ MINOMATUICCKIMMI
HapyuieHusiMu 1oBeeHuss B REM-daze cHa
BBISICHWJIOCh, YTO cpeau 45 manueHToB y 29
(64%) ObL1a OTMEYEHA IATOJOrMYecKas arpera-
LM Oi-CUH B JIUKBOPE. 3a TIEPHO HAOIONEHUS Y
14 manyeHToB OTMeYajach KOHBEPCHUS B ONVH U3
BapMaHTOB CUHYKJIEMHOTATHUI, CPeAM HUX TIOJIO-
KkuTenbHBIN pesyabraT RT-QulC B gedrorte

HCClIe0BaHKs BbisBAeH Y 9 mauueHToB (64%).
Takxum 00pa3oMm, Ha HACTOSITIIMIT MOMEHT TpeOy-
I0TCSl JajibHeiue, 0ojiee KpYIMHbIE pabOThl C
OLICHKOW arperaluyu o-CMH B JMKBOpE B IMHa-
MUKE Ha TIPOTSKEHUH HECKOJBKUX JIET JIJIs1 TOTO,
YTOOBI OINPEICIUTh, HACKOJBKO JaHHBIM METOI
MOXKET OBbITh MCITOJIb30BaH B KAUECTBE NOKJIMHU -
YyecKoro bmoMapkepa 3a00JIeBaHMSI.

Ha xoHdepeHuuu ObUT TpencTaBlieH elle
onMH MeTon nud@epeHIaNIbHON AMATHOCTUKHI
CUHYKJICMHONATUM W TaymaTWii — pacdyeT KOH-
LIEHTpalluy Tay-0eska B OMONMCUIHBIX 0Opa3Lax
KOXH MalMeHTOB. B ncciaenoBaHue BOILIM Maly-
eHThl ¢ Taynatusamu (n = 10), BIT (n = 26), MCA
(n = 8) u rpynma KoHTposs (n = 20). buorncuio
KOXHU TIPOBOIMJIM B 00JacTH IIEW U TOJICHH,
00pasibl MoABEpPraii UMMYHOMII00OPECLIEHTHON
oKpacke, OMOXMMHUYECKOMY U MOJIEKYISIPHOMY
aHanu3y. bb1o mokaszaHo, 4TO Tay-0el0K 3KC-
MIpecCcUpyeTcsl B COMAaTOCCHCOPHBIX U BEreTaTHB-
HBIX HEPBHBIX BOJIOKHAX, TIPY 3TOM OOJIBIIIAS €T0
3KCITPecCcHsl OTMevaeTcsl B 00pasiiax u3 o0nacTu
meun. DKcnpeccus Tay-0eyka Obljia BbIllIe y malu-
€HTOB C TaymaTusMu. KonndyecTBeHHasl olleHKa
KOHIIEHTpallMM Tay-OefKa B o0Opasiie KOXHU U3
00JTaCTH IIeW MTO3BOJIMIA OTIMIUTH TaylaTUX OT
MCA (AUC 0,875) u, ¢ MEHbIIIEH TOYHOCTBIO, OT
BIT u rpynnsr konTpons (AUC 0,804 u 0,737
COOTBETCTBeHHO). [IpeacTaBieHHbIC Pe3yabTaThl
TOBOPSIT O BO3MOXKHOM TMarHOCTHYCCKON 3HAYM-
MOCTHM METOJa, OIHAKO TpeOyeTcs ero najbHel-
1Iee U3y4eHMe.

OTnesbHbIE cecCUU ObUTU MOCBSILEHbI BOITPO-
caM HelpoBusyanuzamuu. C TOSBICHUEM
HECKOJIBKO JIeT Ha3al HOBOI HO30JIOTMUYCCKOI
enuHulbl — LATE (limbic-predominant age-
associated TDP-43 encephalopathy — sHuedano-
naTus To3AHero Bospacta ¢ OenkoM TDP-43 u
TPEUMYIIECTBEHHBIM ITOPaXKeHUEM TMMONIECKUX
CTPYKTYp) — BO3POC MHTEpeC K Pa3BUTUIO OMO-
mapkepoB TDP-43-natonoruu. beuti npencraB-
JIeHbl pe3ynbTaThl paspabotku [1DT-Tpeiicepa
st TDP-43. HecmoTpst Ha TO 4TO MCClienoBaHKe
HaXOAUTCA Ha TMPEKIMHUYECKON CTaauM,
2 W3yyaeMBIX JIMTaHOA TI0Ka3bIBAalOT MHOTr000e-
HIAIOIINeE Pe3yIbTaThl — OHU CEJIEKTUBHO CBSI3bI-
BaloOTCs ¢ maToreHHbIMU arperatamu TDP-43, He
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3aTparuBasi Ipu 3TOM [-aMUJIOMIHBIC OJISIIIKH,
YTO OBLIO TTOKA3aHO B TOM YHCJIC Ha ayTOTICUITHBIX
oOpasiiax ToJOBHOTO MoO3ra MalMEeHTOB C J0O-
Ho-BUco4HOI gemeHuueit (JIBJ) u TDP-43-na-
Tojorueit. bomee Toro, aTM KaHAMIATHbIE JTUTaH-
IIbI 00J1a1a0T HEOOXOIUMBIMU (papMAKOKUHETH -
YeCKMMM CBOMCTBAMU — OBICTPO ITPOHUKAIOT
yepe3 reMatosHIleanTnyeckuii 6aprep, 3axXBaThl-
BalOTCS KJIETKaMU T'OJIOBHOTO MO3ra U CTOJIb Xe
OBICTPO BBIBOISITCS 3a TMpeesIbl HEPBHOM CHCTe-
Mbel. [Tomumo TDP-43 pammnotpeiicepbl Takke
pa3pabatbiBalOTCd M VIS O-CUH. B Hactosmuit
MOMEHT BCE ellle He CYILIECTBYET MPsSIMOTro MeToa
BU3YyaJIM3allMi TATOJOIMM O.-CUH B TOJOBHOM
Mo3re. B mocTepHbIX TOK/Iagax ObLIM IpeacTaBie-
Hbl JaHHbIe 0 paspadorke ['|FJACI-12589. Dror
paguoTpericep CBSI3bIBAETCS C O-CUH B ayTOINICUI-
HBIX Cpe3ax roJOBHOTO MO3ra MpU BCEX CUHYK-
neuHonatusix — bIT, ATJI, MCA u Bapuante BA
¢ tenbliamu Jlesu. Ilpu 3TOM O0TMEUaroTCs BBICO-
Kasl CeJIEKTUBHOCTD M OTCYTCTBHE JIOXKHOTO CBSI-
3BIBAHUSI C IPYTMMM TATOJIOTMUECKUMU OelTKa-
MU — PB-amuiongoM, Tay-6enkom u TDP-43.
ITepBbie pe3yabraThl U3ydyeHUs (PapMaKOKMHETH-
KM TIperapata Ha 4eIoBeKOOOpa3HBIX IpHUMaTax
MOKAa3bIBAIOT XOPOILLWIA 3aXBaT Mpernapara rojoB-
HBIM MO3TOM, OBICTPO€ MOCTHXXEHME HYXHOI
KOHILIEHTpAllMi U KOPOTKUI MepHOoJ MOJTyBbIBe-
neHust. [lnaHupyeTcsl mpoBeaeHUE TEPBBIX KIW-
HMYECKUX UCITBITAaHU TIperapara.

B nocnenHue rombl BO3pOC MHTEPEC K METOIaM
MalIMHHOTO O0Yy4YeHUsI, KOTOpble MOTYT OIpese-
JIATh JAMarHo3 Ha OCHOBE aHalM3a MOop-
(boMeTprueckux maHHBIX. PaHee 11 MaIIMHHOTO
00YJeHHUS MCIIOIh30BAINCH TOJBKO JaHHBIC Mar-
HUTHO-pe30oHaHCHBIX (MP) wuccienoBaHuii.
OnHako MPT moxeT ObITh TOCTYITHA HE BO BCEX
MEIULMHCKUX ILieHTpaX. Ha KoHdepeHIuu ObLI
MIpeACTaB/IeH JOK/Ial, B KOTOPOM IpyIIIa YYCHBIX
u3 [lBeuuu npencraBuia cBOi MeTo1 00padOTKU
KoMITbloTepHo-ToMorpaduueckux (KT) muzobpa-
JKeHUM, TIO3BOJISIOIIMIA MCIOAb30BaTh UX MAJIS
MalIMHHOTrO o0y4eHwus1. [ 3Toro oHu codbpanu
6azy KT- u MP-uccnenoBanuii ogHUX U TeX Ke
MMAIMEHTOB, TIPOBEICHHBIX ¢ HEOONBIION pa3HU-
Leir Bo BpeMeHM. Ha naHHOI BbIOOpKE aBTOPHI
HayyuId MporpamMMmy CTPOUTDH IMapajliesib MEeXIy

JIBYMST N300paXXeHUSIMH ¥ Ha OCHOBE 3TOTO IIPO-
BoauTh cerMmeHTtauuio KT-ucciaemoBaHumii Ha
Gesoe, cepoe BEIleCTBO U JIMKBOP — HEOOXOMIH-
MBIl 3Tan 00pabOTKKM HepoBU3yaTMU3aLIMOHHBIX
U300pakeHUI, KOTOPhI MO3BOMISIET B HdaJbHEM-
IIeM OLIEHUTHh 00BEM He BCErO TOJIOBHOTO MO3Ta,
a ToJbKO ero ceporo Bemiectsa. OOwMii 00beM
CEeporo BEIeCTBA HE SBIAETCH CIEIM(UIECKIM
roKasaTesieM, OMHAKO JaXe Ha OCHOBE 3TUX JaH-
HBIX K HACTOSIIIIEMY MOMEHTY OBUIO ITOKAa3aHo,
YTO MIPOTPaMMa CITOCOOHA OTIMIMTD MTAIIUECHTOB C
BA ot 310poBbIX 100poBOJbLEB. B nanbHeliem
pa3pabOTUYMKK TUIAHUPYIOT HAYYUTh IIPOTPaMMy
pa3IMyaTh OTACIbHbIC 00JACTH FOJOBHOTO MO3ra
1 paCCUMTHIBATH 00BEM MX CEPOTrO BEIIECTBA IS
Oosiee MOMHOLEHHOU nubdepeHaIbHONi ara-
THOCTUKM C OPYTMMH HelponereHepaTHBHBIMU
3a0oseBaHUSIMMU. Vcronb3oBaHUe TaKOro MeTona
Ha 9Tane OOIICKIMHUYECKOTO IpHeMa MOXET
3HAUYUTENIBHO YCKOPUTH IIPOIECC MUATHOCTUKU
HelipomereHepaTUBHBIX 3a00JICBAHUIA.

BaxkHblit fokaan ObLT MOCBSIIEH OTHOCUTEb-
HO HOBOMY METOIy HeHpOBU3yaau3alluyd — Hel-
poMellaHMHYYBCTBUTEIbHOIT MPT, ipu momorim
KOTOpPOIi, B YaCTHOCTU, MOXHO OIICHUTh 00BEM
roayooro mnsgTHa. boJbIIMHCTBO paboOT B TaHHOM
obaactu mpoBoauarch npu bII, rae otMevanoch
3HAYUTEbHOE YMEHbIIIEHUE YKa3aHHON 001acTu
cTBojia Mo3ra. OmHako M3MEHEHHUs ToJIyboro
ISITHA TIpY ayTOIICMU OIMCAHBI TakKXe IIpU
neMmeHuuu u YKP anbureiitmMmepoBcKoro Tura.
Mexay TeM eIWHHYHBIC HEepOBU3yaTN3alOH-
HbIe UcclienoBaHus mpu BA OblIM poBeaeHbI Ha
MaJIbIX BBIOOpKAX M CpaBHMBAJIM JaHHBIE IMAllM-
€HTOB TOJIBKO C TPYIITION KOHTPOJISI, HO HE C Ipy-
TMMH HelipolereHepaTUBHBIMU 3a00JICBAHUSIMU.
B npencraBneHHOM JOKJIane MPUBOIMINCH TaH-
HbIe 0OJIBLIOTO UCCIENOBaHMS, B KOTOPOE OBbLIN
BKJIIOUEHBI MaleHThI ¢ BA (n = 97), nemeHmuei
npu BIT/ATI (n=26), JIBJ (n=11) u 310poBbIe
JI00poBoJIbIILI (N = 56). B pesynbrare mocrodpa-
00Tk MP-u3o0paxeHuii ObUT OJYYeH MoKa3a-
TeNb VOX, KOTOPBIi MPpeCTaBIsieT co00i Koanye-
CTBO BOKCeJIei, COCTaBIISIIOLIUX 00bEM roJIlyooro
mgatHa. [Ipy cpaBHEHMM ¢ TPYIIION KOHTPOJIS
HanboJjiee BBIpaXKEHHOE CHIDKEHME VOX OTMeda-
jgock B rpynme BIT/ATJI, yto cornacyercst ¢
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pesyiIpTaTaMH IPYTUX HcclaemoBaHmii. MeHee
BBIpaKEHHOE CHIDKeHME VoX HaOJIoaaloch Tpu
BA c panHuM Havayiom, a Takke npu bA ¢ mo3a-
HUM HayajJoM Ha cTtaguu aemMeHiuu. [lpu sTom B
rpyrme JIBI un npu BA ¢ mo3gHuM HavajaoMm Ha
cranuu YKP 00beM roayooro nsiTHa He OTJMval-
cs OT rpynmbl KOHTposs. TakuM obpazom, Vox
pasnmyaeTcs Mpu pa3HbIX JEMEHLUSIX U B Tep-
CIIEKTMBE MOXET MCIOJb30BAThCS IS UX OUd-
(bepeHIIMANBEHOI TMATHOCTUKM.

Ha xoHdepeHUMN Takxke MNOIHUMAINCh
BOTIPOCHI TE€PANMU HENWpOIeTeHePaTUBHBIX 3200-
JieBaHM. MHorMe JOKJIanbl ObUTM TMOCBSIICHBI
MMMyHOTepanuu. Tak, OBLIM MpeacTaBICHbI
pe3ynbTaThl 1-ro roma 2-it (asbl MccaegoBaHUs
npacrHe3yMaba — MOHOKJIOHATBHOTO aHTHUTEJA K
MaTOJOTMYECKUM arperatam o-cuH. B uccneno-
BaHMe OBLIO BKIIIOYEHO 316 MalMeHTOB ¢ paHHHU-
Mu ctagusmu BIT, koTopele He Mmomydyanu HUKa-
KO MNPOTUBOMNAPKMHCOHUYECKON Tepamuu,
KpoMe nHruouropoB MAO-B. YuactHuku Obun
paszesnieHbl Ha 3 Tpynibl (C HU3KOM U BBICOKOM
JI03014 TIpernapara 1 TpyIiy Iuianedo), npemnapar
BBOIMJICS BHYTPUBEHHO Kaxabie 4 Hen. PaHee
COO00IIAIOCh, YTO, COTJIACHO TIPEIBapPUTEIHHBIM
JTAHHBIM, HE YIAIOCh JOCTUYD IIEPBUYHOM KOHEU -
HOI TOYKM — pa3HUIIbl 110 M3MEHEHUWIO CYMMBI
6amtoB no I—III yactu mwkanet MDS-UPDRS B
CpaBHEHMH C Tpymmoi miaie6o. OqHako Oonee
TIIATeIbHBII aHAIN3 TTO3BOJIAT BEIICIUTh HEKO-
TOpBIE TIONIOKUTENbHbIE MOMEHTHI. [1OCKOJBbKY
Ha paHHux ctaausx bIT mporpeccupoBanue 3a60-
JieBaHUs B OOJIbIIICH CTEeNIEHU 3aTparuBaeT ABUra-
TEeJIbHYIO cepy, OblIa TIpoBeneHa OIICHKA M3Me-
HeHmit cymMBbl 6aioB 1o 111 wactu (mBuTaTe h-
Hoit) wkaael MDS-UPDRS. beino mokazaHo,
YTO B TPYIIIIE C HU3KOM 10301 MpernapaTa OTMeYa-
Jloch Oojiee MeIJIEHHOEe HapacTaHWe IBUTaTelb-
HBIX HAPYLIEHUI B CPABHEHUU C TPYIIION IUIale-
60 (—33,8%), a B rpynme ¢ BBICOKON 00300
pesyabTaT OKazajcs MeHee BBhIpaXKeHHBIM
(—18,2%). Taxke OBUIO pellIeHO CIeNaTh aKIeHT
Ha OTHCJbHBIX TOATPYINIAX IMalMeHTOB.
IIpacuHe3zymab pa3pabaThiBaeTCsl Kak Ipernapar,
CITOCOOHBIN 3aMeIUTUTh IIPOTPecCUpOBaHIe 3a00-
JIeBaHUsI, HO 52 Hen SIBJSIIOTCS OTHOCUTEIbHO
HEOOJbIIMM MPOMEXYTKOM BpeMeHu. [loatomy

IUIST TOTO, YTOOBI B TIOJMHOW Mepe OIIEHWTBH €Tro
ITOTEHIINAJ, OBLIO PEIICHO BBIICIUTH KaTCTOPHUIO
MAIMeHTOB, Y KOTOPBIX MOXHO OXHAaTh OoJiee
OBICTPOrO MPOrpecCUpOBaHUs CUMIITOMATUKHU, a
cJenoBaTeIbHO, 1 00siee BEIpakeHHOTO a(dekTa
OT TIPOBOAMMON Teparuu. g 3Toro u3 ooOIIero
ITyJ1a Y9aCTHUKOB OBUTM BHIICJICHBI IBE TTOATPYII-
B B 1-¥0 BOIIIM MAIIMEHTHI, MOJTyJYaBIlre Tepa-
nuio uuruouropamu MAO-B (n = 115), Bo 2-10 —
MalKeHThl C U3HAYAJIBHO 00JIce TSDKEION CHMII-
ToMaTukoi (n = 59). [Ipu cpaBHeHUN TUHAMUKYI
no 111 yvactu MDS-UPDRS 6su10 okasano, uro
cpeid TMAIMEHTOB ¢ Tepanueil MHrMOMTOopaMu
MAO-B Ha Hu3KOI1 103€e IpenapaTa 0TMeYaaoch
Ooee MeIIEHHOE HapacTaHWE CUMIITOMATUKH
(=71,1%), npu 3TOM y JIUI C BBICOKOW N0O30ii
MPAKTUYECKM OTCYTCTBOBAIM Pa3W4MsI C TPYII-
noii mae6o (—4,0%). B moarpynnre ¢ n3Havyajib-
HO OoJiee TSKENO0W CUMIITOMATUKOW Hab/roaa-
JIOCh 3aMeJIEHHE IIPOrPEeCCUPOBAHMS  IIO
IIT gactu MDS-UPDRS nHa 68,3% Ha Hu3Koit
Jo3e v Ha 63,2% Ha BbICOKOI1 103€ MpacHHe3yMa-
0a. Takum obpazom, MpeaBapUTEIbHBIC PE3yJib-
TaTbl 1-ro roma McclenoBaHUS T'OBOPSIT O BO3-
MOXHOI addexkTuBHOCTH Tipemnapara. OgHako
CJienyeT TIOMHUTD, YTO MCCIIEIOBAHUE €Ile TPO-
JIOJKAETCsT M TIPeICTaBIeHHbIE PE3yJIbTaThl OCHO-
BaHbl Ha JAHHBIX TOJBLKO MepBbIX 52 Hen. B atom
roly TUTaHUpyeTcs Havano ¢asbl 2b, B KOTOPYIO
Oymer BKIIOYeHO yxXe 575 mamueHtoB ¢ bBII
I-II cranuu no XeH—Apy ¢ AIUTENBHOCTHIO
3a00yieBaHus He Oosiee 3 JIET, MoJyvyarouux mpo-
TUBOMAPKUHCOHUYECKYIO TEPAIIUIO.

Taxeke ObLIM TIpeaCTaBIeHbI JOKIaabl, IOCBSI-
IIeHHBIEe Tepanui BA MOHOKIIOHATBHBIMU aHTH-
TeJqaMu K [-amiionny. AnyKaHyma® IIepBBIM
MOKa3aJl MOJIOKUTENIbHBIE Pe3YJIbTaThl B 3-ii (ase
KJIMHUYECKOTO MCCIEAOBAaHUS M B HACTOSILIUI
MOMEHT IIPOXOIMT IPOIIeCC OMOOPSHUS IS TIPH-
menenuss B CIIIA, Eppone u fAnonuu. bouim
TPeICTABICHBI PEe3YJbTaThl JBYX TMapajjiebHBIX
JBOMHBIX CJEMbIX IIalEeOOKOHTPOJUPYEMbIX
uccnegosanuii 3-it pasei — EMERGE u
ENGAGE. CymMapHO B ucciieqoBaHUs OBIIO
BKJIfoueHO 3285 mauueHTos ¢ BA Ha craguu YKP
(coctaBuBIme 0ko0 80% yIaCTHUKOB) WITH JIeT-
KOW NEeMEHIIMH, pas3iejieHHble Ha 3 TPYyMmbl —
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1ae0o0, ¢ HU3KOM 1 BRICOKOM J03aMHM Tperapa-
Ta. JIMTeTbHOCTh MCCIIEAOBAaHUST M3HAYAIBHO
coctapisia 18 mec Tepanuu u 3 Mec HabJOI€-
HMSI, OJHAKO TIpeIBapuTeJbHbIE PE3YJbTaThl
MTOKa3aJIi OTCYTCTBHE U3MEHEHUI B CPABHEHUHU C
TPYIITIOi TUIa1e0o0, B CBSI3M C YeM MCCIeIOBaHIe
ObLTO MTpeKpallleHo paHbllle cpoka. Bmecte ¢ Tem
mpu 00pabOTKe BCETro IMysa JaHHBIX 0KAa3alocCh,
4TO IMpeaBapUTeIbHbIe 3aKIOUYEHUS ObLIM OILU-
6ounbMu. Tak, o nanueiIM EMERGE, rpynma ¢
BBICOKOI 0301 amyKaHymaba JOCTUTTIA TIepBUY-
HOIl KOHEYHOH TOUYKM (3aMeUIeHUe MPOrpeccu-
poBaHust Ha 22% 1o 6amutam CDR B cpaBHeHMH C
IpYIIoN Mjanedo), a B rpymre ¢ HU3KOM 10301t
npernapaTta oTMevajach TEHACHIMS K 3aMejie-
HUIO TIPOTPECCUPOBAaHUS (pa3HMIA C TPYIIIOI
mianebo cocrtaBuia —15% u OblIa craTucTude-
CKM He3zHauumoit). [Toxoxue pe3yasTaThl OTMe-
YaJuCh W TIPU OLIEHKE BTOPUYHBIX KOHEUHBIX
TOYEK: IpyIa C BBICOKOW IO30M IIperapara
IToKa3ajia CTaTUCTUIESCKU 3HAUYUMBIC OTJINYUS OT
IPYIIIBI J1a11e00 npu olieHkKe o mkatamMm MMSE
(—18%; p < 0,05), ADAS-Cog 13 (—27%;
p <0,01), ADSC-ADL-MCI (—40%; p < 0,001),
Yero He OTMEUAIOCh B TPYIITE ¢ HU3KOW MO30M
npenapara. [Ipu ouenke naHHbix [19T ¢ nuran-
JIOM K [J-aMWJIONY, a TAKXKe Pe3y/IbTaToB UCCIe-
JOBaHuUs JUKBOpa (YpoBeHb P-amumioupa 1—42,
({-Tay u obiero Tay-06eiaKka) oTMeUagoCh CTaTH-
CTUYECKM 3HAYMMOE OTIMYME OT TPYIIIILI IIIale-
60 B obeux rpymnmax mpemapara. [Ipu atom B
WICHTUYHOM 110 JAM3aifHy UCCIeI0BaHUM
ENGAGE Obuti mosnyyeHbl MHbIE PE3YJIbTAThI:
HECMOTpPS Ha TO YTO B O0EMX TpPYIINax, IMOoJIyJyaB-
IIUX TePaInio, TaKKe OBUIO OTMEUYEHO TIOJIOXKM-
TeJIbHOE BJIMSIHUE Ha HEeNpOBU3yaIM3allMOHHbBIE
U nabopaTopHble OMOMapKepbl, HU B OJHON U3
HMX He OBbLIO BBISIBJIEHO 3aMEUICHUS ITPOrPECCH-
poBaHMsI 3200JIeBaHMSI HU 11O OTHOM M3 KIIMHUYE-
ckux mrkaix. COBMECTHO ¢ YIIpaBJIeHHeM I0 KOH-
TPOJTIO Ka4eCTBa MUIIEBBIX TPOIYKTOB U METNKA-
meHToB CIIIA (U.S. Food and Drug Administra-
tion) ObLIa TIpoOBeNeHa NOTOJHMTENbHAS OIICHKA
Pa3IMIMil MEXITY UCCIETOBAaHUSIMH C IIeTIbIO 00b-
SICHUTh PACXOXKICHUS TIOTYYCHHBIX PE3YIIBTaTOB.
broino BeisiBneHo, yto B ENGAGE nanueHTbl 13
TPYIIIIBI C BHICOKOI 10301 Mpernapara Ha IMpaKTH-

K€ TIOJTYYMJTM MEHBIITYI0 CyMMapHYIO 103y B CpaB-
nHeann ¢ EMERGE (109,1 u 118,3 Mr/KT cooT-
BeTCcTBeHHO). [1pu aHa/M3e Ke TOJNLKO TOM TPyII-
Tbl MAIMEHTOB, KOTOpasl MpUHUMaJIa CXOAHYIO C
EMERGE no3y npenapara, IMoiy4yaloTcsl cpaB-
HUMBIC C TIEPBBIM HCCIICMOBAHMEM PE3YIIBTaTHL.
OTtaenpbHO OBUIM MPEACTaBIEHBI AaHHBIE O 0e3-
omacHocTH mpernapara. Ocoboe BHUMaHUE ObLIO
yaeneHo crneuudpuieckomy ¢deHomeny ARIA
(amyloid-related imaging abnormalities — cBs-
3aHHBIC C aMITOMIOM M3MEHEHMSI TIPU HEMPOBH-
gyanuzauuun): ocioxHeHusi ARIA B coorBer-
CTBUM C Kiaccudukanuen pasnensiorcs Ha
2 TPYMNIbl — CBS3aHHBIE ¢ Ba30TEHHBIM OTEKOM
(ARIA-E) u cBsg3aHHBIE C TeMOpParuyecKUMU
n3meHenusimu (ARIA-H). KonnuectBo Hexena-
TeJqbHBIX gBieHuit (HA) B rpynmne tepanuu 66110
3HAYUTEIbHO BBILIE, YeM B Tpyrne mianedo. [Tpu
aTOoM cepbesHble HA BcTpevanucehb ¢ oquHakoBoit
yacToToii B obeux rpynmnax. HexenarenbHbie
SIBJICHHSI, KOTOPBIE BCTPEYAIMCh JaIlle B TPYIIIIE C
BBICOKOW 10301 Mpernapara B CPABHEHUU C TUIa-
1e6o, obun nipeacraBieHbl ARIA-E (35 u 2,7%
COOTBETCTBEHHO), TOJIOBHOI Oombio (20,5 u
15,2%), ARIA-H no tumy MUKPOKPOBOM3IINSI-
muit (19,1 u 6,5%), mageruamu (15 u 11,8%),
ARIA-H mo tumy noBepXHOCTHOIO CHIEpO3a
(14,6 u 2,2%), a Takxe nuapeeii (8,9 u 6,8%).
bonpmmnHceTBo cnyuaeB ARIA-E — nHanbonee
gactoro Hf — paspernrannck caMoCTOSITEThHO B
teueHue 16 Hex (98%) v GbLIM 6ECCUMITOMHBIMU
(74%). CaMpIMU YacTBIMM CHMIITOMaMu B
octanbHbIX ciaydasx ARIA-E Obliu ronoBHas
00J1b, CITYyTAHHOCTh CO3HAHUSI, TOJOBOKPYKEHUE
1/ TOIITHOTA, Y MX BBIPAKCHHOCTD, KaK IIpa-
BUJIO, Obuia Jierkoi (67,7%) winm yMmMepeHHOMI
(28,3%). Penkue cimyuan cepbe3nbix HS (4%)
MPEJCTaBISUIA COOO0M Pa3BUTHE SMUACTITUISCKUX
npuctynos. [TosiBnenue ARIA-H B rpynme nede-
HMSI, KaK IIPaBUIIO, OBIIO CBSI3aHO U C pA3BUTHEM
ARIA-E, npuyem yacrota ciydaeB ARIA-H npu
orcyrctBuu ARIA-E mpaktuyecku He paziuya-
JIach B TPYIINE Teparnuu 1 B Tpymre 1miaiedo (9,2
1 7,8% COOTBETCTBEHHO).

Ha AD/PD 2021 BniepBbie ObLIM TIpencTaBie-
HBbI pe3yJIbTaThl 2-ii (pa3bl UCCAeA0BAHUS TOHAHE-
Maba — ellle OIHOTo Ipernapata MOHOKJIOHAb-
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HBIX aHTUTed K P-amwmiouny. MccnemoBaHue
ObLIO IBOMHBIM CJIETBIM T1alle00KOHTPOIUpPYe-
MbIM, B Hero BKJIoueHo 257 mauueHToB ¢ BA.
OCo0OEHHOCThIO BKJIIOUEHHUSI B MCCIEIOBaHUE
OBLIO 00s13aTeILHOE HATMYME YMEPEHHOM Tay-T1a-
ToJIOTMH TI0 JaHHBIM Tay-I19T m mckmodeHne
MAIMeHTOB C OTCYTCTBMEM WJIM C YX€ pacrpo-
CTpaHEHHOI Tay-matosnorueii. [Ipemapar nau6o
IJ1a11e00 BBOAMIMCH BHYTPUBEHHO Kaxble 4 Hel
B TeueHne 76 Hen. Ipemapar mokasas XOpOLInit
npoduib 6e30MacHOCTH, Hanbosee yacThiMu HS
obiu ARIA-E, ARIA-H, a Takxe ToliHoTa u
HA, cBsa3aHHbIe ¢ nHGY3uel npenapara. Yacrota
cepbe3Hbix HS He pasnuuanachk B rpyrnre riate-
060 u rpymnne JeyeHusi. [lepBUYHON KOHEUYHOI
TOUYKOM HMCCIIeNOBaHUS ObUIA pa3HUIIA B CYyMMeE
6a/utoB no mkane iADRS (cymma aByx mikan —
ADAS-Cogl3 u ADSC-iADL); npu oieHke
pe3ylbTaToOB B TPYIIE IIpernapara OTMEYaaoCh
CTaTUCTMYECCKU 3HAUMMOE 3aMeIJICHUE Tporpec-
CHUPOBaHMS B CpaBHECHHWM C TPYIIION IUIaedo
(—32% wHa 76-i1 Henene). [Toxoxue pe3yabTaThl
ObLIM TOJYyYEHBI MPU OLIEHKE OaJIOB MO APYTUM
1IKajiaM: B ITPYIIIe Ipernapara oTMeyaaoch oosee
MmeuieHHoe (Ha 23%) yBerdeHure CyMMbI 0ajlIoB
o mkane CDR, na 21% — nmo MMSE, na 23% —
no ADSC-iADL u Ha 39% — mo ADAS-Cogl3.
ITpu ouenke manHbix [1DT oTMmeuanoch 3HAYM-
TeJIbHOE CHMKEHUE YPOBHS J-aMUIIONIa B TPYII-
Iie TIpernapaTa, 1 Ha 24-i Hemelre MCCaeIOBaHMs
40% mnauMeHTOB, IMOJYYaBIIUX JOHAHEMAO,
JOCTUTIIM OTPUIIATEIBHBIX PE3YJbTaTOB aMUJIO-
un-T19T. K 76-it Henene mccieqoBaHUSI KOJM-
YeCTBO MAIMEHTOB C OTCYTCTBUEM BU3yaIU3AIT
B-ammmonma mo manHbM [IDT mocturio 68%.
[Ipu 3TOM He OTMEYAIOCh OTIMYUSI OT TPYIIIIEI
naaue6o no gaHHbIM Tay-T1DT, oqHako npu aHa-
JI3e OTHENbHBIX obyacTell ObUIO TMOKa3aHo
3aMe/JIEeHUe HAaKOIUIEHUS Tay-0eJika B JIOOHBIX U
TeMeHHBIX 105X (59,1 1 44,6% cOOTBETCTBEHHO)
M MeHee BEIpAXXEHHOE — B BUCOYHBIX JOJISIX.
TakuMm obpa3om, JoHaHEMAO AOCTUT MEPBUYHOI
KOHEYHOM TOYKH ¥ OCHOBHBIX BTOPUYHBIX KOHEY-
HBIX TOYCK MCCIICIOBAHUS 1 TTOKA3aJ YIOBJIETBO-
PUTETbHBINA TPOMUIL 6E30MACHOCTH.

IMomuMmo B-amuiona MUIICHBIO JUIST UMMY-
HoTepanuu pyu BA saBisiercst Tay-6esok. L. Buée

13 YHuBepcuTeTa JIMIIS BRICTYIIII C TOKJIAI0M O
0€30ITacCHOCTH M TIePCIICKTUBHEIX HAIPaBICHISIX
JUT Pa3sBUTHS MMMYHOTEpaIuu, HaIlpaBJIeHHON
MpOTUB Tay-0enka. BaxkHo, 4yTo Tay-0e/10K y4yacT-
BYeT B IaTOTeHe3e He ToJbKO BA, HO M Apyrux
TayImaThii, W3-3a 9ero Iperaparbl 4acTo MPOXO-
JST MCCNIENOBaHMUs cpasy MPU HECKOIbKUX 3a00-
neBaHusx. [Ipy 3ToM ucciemyeMble Ha HACTOSI-
LM MOMEHT Iperaparhl He OTJIMYAIOT MaTOreH-
Hble MOnM(pUKaUK Tay-0eJKa OT er0 HOpMasb-
HBIX (hOpM, a aHTHTENIa BO3MCICTBYIOT Ha BeCh
myn1 Tay-6enka. Henb3s 3a0bIBaTh, 4TO Tay-0e10K
BBITIOJTHSIET ¥ HOpMaJTbHbIe (DYHKLIMK, HAITPUMEpP
yJ4acTBYeT B IMpolieccax TPAaHCKPUIILIUU U TpaHC-
JISILIMM, B CBSA3U C YeM ITOJIHOE €ro OTCYTCTBHE
MOXET TIPUBOIUTH K PA3BUTHIO HEXENATEeTbHBIX
sBIeHMiA. Tak, TOTallbHOE MTOJAaBJICHHUE IKCIIPEC-
CUU Tay-0eJKa Ha XXMBOTHBIX MOAEJSX PUBOIUT
K HapyIIeHWSIM CUHANTUYEeCKOM TIaCTUYHOCTU B
TUIIIIOKAMIIC ¥ MHCYIMHOPE3UCTEHTHOCTH KJIe-
TOK TOJIOBHOro Mo3ra. Kpome TOro, moMmMo
HEPBHOI CHCTEMBI Tay-0€JI0K 9KCIIPECCUPYETCs 1
B JPYIMX OpraHax M TKaHsX, B TOM YMCIE B
B-kyeTKax MOMKEeNYIOYHON XKesle3bl, Kapauo-
MUOIINTAX M HEPBHBIX CIUICTEHMSIX KUIICUHMKA,
TT03TOMY HEOOXOIMMO aKTUBHO MOHUTOPUPOBATH
BO3HUKHOBEHHE BO3MOXHBIX MOOOUYHBIX 3 deK-
TOB CO CTOPOHBI COOTBETCTBYIOLIMX TKaHeM
(opranoB). PemieHuem mpo01eMbl MOXET CTaTh
pa3paboTka 0Oojee creUMbHUYHON Tepamun,
HalpaBJIECHHON TIPOTWB TMATOTEHHBIX (HopM
Tay-Oenka. Ele ogHUM KIIOYEBBIM MOMEHTOM
SIBJISIETCS TO, UTO aHTUTE 1A HE TPOHUKAIOT BHYTPb
KJIETOK U JEUCTBYIOT TOJbKO HAa BHEKJIETOYHBIN
nyn 6enka. Mexmy TeM MPUOHOIOA0OHOE pac-
MpocTpaHeHue Tay-0ejKka ObUIO JOCTOBEPHO
MoKa3aHo ToJIbKO Mpu BA, u moka HeT ybenu-
TEJIbHBIX MAHHBIX O €ro TPaHCCHUHANTUYECKOM
pPACTIIPOCTPAHEHUM TIPU JPYTUX TayNaTHUSX.
[TosTOMy TepCHEeKTUBHBIM  HAaIlpaBJIeHUEM
MOXET CTaTh pa3paboTKa OCOOBIX AHTUTEN —
HaHOTeJ, KOTOpble MPEACTaBISIOT CO0OW OIHY
TSOKENYI0 1Ielb MMMYHOTJTIOOYIMHOB M MOTYT
MIPOHMKATh BHYTPb KJIETOK, BO3NEHCTBYI KaK Ha
BHEKJICTOUHBIH, TaK M HA BHYTPUKJIETOUHBIA ITyJI
Oenka. Takxe oTheabHble pabOTHI MOKA3bIBAIOT,
YTO Nepenayva Tay-0eska U3 KJIEeTKU B KJIETKY Mpo-
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WCXOIUT TIPY TIOMOIIY BHEKJIETOYHBIX BE3UKYII,
KOTOpBIE MOTYT CTaTh €Ile OMHON MUIICHBIO IS
Tepanuu, HarmpaBJIeHHON Ha MTpeKpalleH1e maTo-
JIOTUYECKOTO pacnpocTpaHeHus Oenka.

Ha xoHdepeHmn ObUIM TPOAEMOHCTPUPOBA-
HBI Pe3yJIbTaThl 2-if (ha3bl KIMHUIECKOTO MCCIe-
JIOBaHUS ceMopuHeMaba (MOHOKJIOHAJIbHOIO
aHTUTeNa K N-KOHLEBOMY (hparMeHTy Tay-0es-
ka) npu BA. B uccnenoBaHue ObLIO BKIIIOYEHO
42?2 manyeHTa ¢ IpoApOMaIbHOM MM HauaabHOM
cranueil BA, KoTopbIM B TedeHue 72 Hel TTPOBO-
JIWINACH eXXeMeCsSTYHbIe BHYTPUBEHHBIC MH(PY3UH
npenapara (1500, 4500, 8100 mr) wiu miaueoo.
AHaNM3 JaHHBIX MOKa3aJl, YTO HU B OIHOH U3
TPYII, ITOJYYaBIIMX CEMOpPHMHEMab, He OTMeYa-
JIOCh 3aMeIJIEHHMsI TIPOTPECCHUPOBAHUS CUMIITO-
MaTUKA HU TI0 OJHOM M3 WCITOJB30BAaHHBIX
mkan — CDR, ADAS-Cog 13, ADCS-ADL,
A-IADL-Q. Ilpu uccnenoBaHuu JIMKBOpa ycTa-
HOBJICHO, UTO TIpeIapar MPOHMKAJ Yepe3 reMaTo-
SHIIe(aTMIecKuii 0apbep M MPUBOIII K CHIKE-
HMIO ypoBHS ¢-Tay-181 u obuiero tay-oejika B
JukBope. OnHako Kak ¢-Tay-181, Tak U oOIIMii
Tay-0eJI0K MPE3eHTUPYIOT B OCHOBHOM IIEHTPaJIb-
HBII (DparMeHT Tay, B CBSI3H C YeM MCCIeI0BaTeIN
TOIMOJTHUTENIPHO M3YYWIN  KOHIICHTPAIUIO
N-KoHLEBbIX (parMeHTOB 0Oelka B JMKBOpE
MAalMEeHTOB U OOHAPYXUJIM OOpaTHbIE pe3ysbTa-
Thl — 1pu BA oTMeuanoch MocTerneHHoe U 1030-
3aBHUCUMOE TIOBBIIICHUE YPOBHSI N-KOHIIEBBIX
(parMeHTOB Tay B CpaBHEHUM C TPYIIION KOH-
Tpostst. [1pn n3ydeHUM ypoBHSI MapKepOB Heilpo-
JereHepaludy W HelpoBOoCHaleHusl, BKIOYas
NfL (merkme uemum Heiipocdunamenrta), GFAP,
STREM2, wneitporpanun, S100B u wHTepneii-
KMH-6, 0Ka3ajoCh, YTO MX KOHIIEHTpAlMs He
M3MEHSUTACh B TPYITIIAX MMperapaTa B CPaBHEHHUH C
rpynmnoii taie6o. I[IpenBapurenbHbie pe3yabra-
TBI TTIOKA3bIBAIOT, YTO B TPYIINE TEPAITMHI HE OTME-
4aJ0ch 3aMeIJICHUS TIPOTPECCUPOBAHUS TI0 TaH-
HbIM Tay-I19T B cpaBHeHMM ¢ TUtane6o. Takum
00pa3oM, HECMOTpPSl Ha TO YTO CEMOpPHUHEMad
MIPOHMKAJI Yepe3 reMaTodHIIehaTndecKuii bapbep
U CHWXaJl KOHIeHTpauuio (-tay-181 u obuiero
Tay-0eKa, He 3aperMCTPUpPOBAHO 3aMeIJICHUS
MPOTrpeccCUpoBaHusl 3a00JieBaHMs KaK MO JaH-
HbIM KJIMHMYECKON KapTUHBI, TaK U MO TaHHBIM

tay-[I19T um MapkepaMm HeiipomereHepalny B
KpoBU U JukBope. [Ipomomkaercs aHanu3 mep-
BBIX PE3YJIBTATOB JJIS MOJTy4YeHUsT OoJiee MOJTHON
HHGbOPMAIMK, YTO TIOMOXET MPU IJIaHUPOBAHUU
Oyayiux paboT B 3TOI 00J1aCTH.

[ToMrMO UMMYHOTEpAITUK OBLIN TIPEACTaBIIC-
HBI JJaHHBIE U O JPYrMX MeTojax JjedyeHus. Tak,
OIIMH W3 JOKJIAJ0B ObLT MOCBSIIEH 3allIaHUPO-
BaHHOMY HCCJIEIOBAaHUIO aMOPOKCOJa Mpu Jeve-
aum JATJI (ANeED Study). AMOpoKkcoJ ToBbIIIIa-
€T aKTUBHOCTb IJTI0KO1Iepedpo3uaasbl — hepMeH-
Ta, KOTOpbIA KonupyeTcsd reHoM GBA. Mytauuu
GBA cyliecTBEHHO MOBBIIAIOT PUCK Pa3BUTUS
BIT u accoumuponansl ¢ passutuem ATJI. Panee
aMOpOKCOJI TMOKa3al CBOIO 3(P(dEeKTUBHOCTL B
HeOoubIIoM uccnenoBanuu 2-i dassl pu BII,
YTO MOCTYXWJIO TOTYKOM [UIS JaJbHEHUIIEero ero
usyyeHust. B nBoiiHoe ciernoe mianeboKOHTPO-
JUpyeMoe HCCIeIOBaHUE TITaHUPYETCS BKIIO-
yuTh 172 mamuenTa ¢ BepogaTHoii ATJI u ¢ Bepo-
aTHOU npoapomanbHoit A TJI. YuactHuku Oynyt
MepopajbHO MPUHUMATh aMOpOKCONI B [03€
1260 mr nmbo 1utanebo eXeIHEeBHO B TeueHUE
18 mMec, 3a IepruoaOM JieueHHs MoCaeayIoT 12 Mec
HabmoneHust. CtpatruduKanys Ha TPYIIEI OyaeT
TIPOBOAMTRCS ¢ yueToM reHotumna APOE, a Takke
YpOBHS -aMWIONIa B JIMKBOPE ITAIIMEHTOB Ha
MOMEHT HauaJjia MCCJIeOBaHMsI, TaK KaK HaJuure
COITYTCTBYIOLIEH aJIbLUTEAMEPOBCKON MATOJIOTUU
00BIYHO MPUBOIUT K 00Jiee OBICTPOMY IIpOIpec-
CUPOBaHUIO 3a0ojeBaHus. [lepBUUHON KOHEY-
HOI1 TOUKOi OyleT pa3HUla B cymMMe 0aJlioB IO
MMSE-NR3. B xonue despans 2021 1. ObL1
HavyaT CKPUHUHT TMALWEHTOB ISl BKITIOUCHUS B
nccinenoBanre. K KOHITy ampensl ITUIAHMPYeTCS
3aBEPIINTh M3TOTOBJICHUE W TECTUPOBAHUE
JIEKApCTBEHHON (hOPMBI, MOCTAE YEro MOXKHO
OyIeT HayaTh TeParuIo MalkueHTOB.

Brimi mpencTaBneHsl naHHbBIE (asbl 1/2 nccie-
OOBAaHMUS WHTPAIyTaMUHAJIbHOTO BBEICHMUS
CDNF (umnuapHbiii HeiipoTpoduueckuii dak-
top) nipu BII. B uccnenosanue Bouwio 17 mamu-
eHtoB co [I-III cragueit mo Xen—Spy, KOTOphIX
pasfenuian Ha 3 TPYIITBI — C BBICOKOM M cpelHeit
J0300 MpemnapaTa U rpymiy miamnebo. Kaxiomy
YUYaCTHUKY ObLIa YCTAHOBJIEHA CUCTEMa I BBE-
JICHUS MpernapaTa B CTpUaTyM, Iperapar BBOAMI-
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s eXXKEMECSIIHO B TeUCHHME TTOJIYTo/1a, TIOCIe Yero
TpyITa IIamebo Takke Tepellyia Ha BBEICHIUE
CDNF u 6bu1a paHgoMU3MpoBaHa Ha 2 TPYIIIIHI,
MOJIyYyaBIIKE MPEIapar B BLICOKOW WM CpeaHen
J03¢; Tepamusl IMpojo/rKagach B TEUYEHME eIIe
6 Mec, 3aTeM CiIefoBal IEePUOM HAOIIONEHMUS.
OcHoBHoI1 3aa4eil ObLIO UccieaoBaTh bezomnac-
HOCTh W TIEPEHOCHMMOCTh IIperapaTa. boib-
WKUHCTBO HA ObLIM IeTKUMU MM yMEPEHHBIMU U
He ObLIM CBsI3aHbI ¢ Tepanueil. beuio oTMeueHo
4 cepbe3HBIX HS, CBS3aHHBIX C Tepamueit: y
2 TIAIIMEeHTOB pa3BUJICA abciiecc, Mocye Yero UM
yIATWIA CHUCTEMY JJIsi BBEICHUs IIperapaTa U
OHU OBLIM MCKJIIOYEHBbl M3 MCCIEAOBAaHMS, Y
1 mammeHTa pa3BMJICS HEKPO3 KOXM B MeCTe
BBIXONA CHUCTEMBI IS BBEIEHUS IIperapara, u
emie y 1 manmeHTa pa3BmiIach WHGEKINS B TaH-
HoOI obnacTu. B CBSI3M ¢ pa3BUTHEM BBILLIEONMU-
caHHBIX cepbe3HbIX HA ObIM mpoBeneHbl HEKO-
TOpBIC TEXHUYCCKHME W3MEHEHUS, IIOCTE Yero
noaoOHbIe TMpoOJeMbl 00Jee He OTMEYalMCh.
HecMoTtpst Ha Mayto BbIOOPKY MAlMEHTOB, MPO-
BOIMJICS TaKKe aHaIu3 BO3MOXKHON KIMHUYE-
cKoit acdexTuBHOCTH Npemnapara. [pynna tepa-
MMM He TI0Ka3aJia 3HAYMMBIX OTIUIMIA OT TPYIIITHI
miane6o o nanusiM MDS-UPDRS-III B nepuo-
ne “BbIkMoyeHuss”. OOHAKO ObLIO OTMEYEHO
HEKOTOpPOE YMEHbIIeHUEe OpaTuKUHE3UU B TPYII-
e CO CpemHEel O30 Imperapara II0 JaHHBIM

PKG™ — ycTpoiicTBa, KOTOpoe HameBaeTCs Ha
PYKy TIaIlMCHTa M OIpeIeisieT CTENeHb IBHUTa-
TeJIbHOM akTHBHOCTH. [TamrieHTaM Takke IpOBO-
nunochk uccienoanue DAT-TIOT ¢ nuranmom
['*F]FE-PE2I, no uroraM KOTOpOro 0TMe4aioch
VAydIIeHHe B TPYIIEe CO CPeaHeil J0301 Ipera-
pata B CpaBHEHUHM C TPYIIION TUIaled0 M BBICO-
koit mozoit CDNFE Takum obpa3zoMm, umeloTcs
OTZAEJIbHBIE KOCBEHHBIE JAHHBIE O BO3MOXHOM
3G (PEKTUBHOCTA Tepanuu, KOTOpPbIE HYXHO
U3ydaTh B JaJIbHEUINX, O0Jee KPYITHBIX MCCIIC-
noBaHMsIX. HecMOTpst Ha TO 4TO B 1IeJIOM BBele-
HMe Tperapara MepeHOCUTCS YIOBIETBOPUTEITb-
HO, CYILIECTBYET PUCK MHMDEKIIMOHHBIX OCIOXKHE-
HUI, 4TO TakKe TpeOyeT AalibHel el OLeHKN.

[IpocMoTp Beex ceccuit OymeT MOCTYIICH IS
3apETUCTPUPOBAHHEIX YUACTHUKOB 10 14 WIOHS.
3a nepBblit MecsI1l B MEpPONPUSTAN TPUHSIIO yda-
ctue 2700 yenoBek u3 55 crpan. Cnemyroias
koHbepenmmst AD/PD mpoiiger 14—20 mapra
2022 r. B bapcenone. 1o Tpamuumy eHTpaTbHON
TeMOW KOH(epEeHIIMY CTaHYT MHHOBAIIY B 00J1a-
CTU KJIMHUYECKUX MCMBITAHUIA, MUArHOCTUYE-
CKMX MapKepoB M IaToreHe3a HelipomereHepa-
THUBHBIX 3a00JIeBaHMI IJIsT 00ECTIeUeHUsT TpaHC-
JISTLIAX PE3YJTBTaTOB TIPOBOANMBIX MCCICTOBAHUIM
B KJIMHWYECKYIO TIPAKTHKY. YKe OTKPHITA IToJava
TE3MCOB, MPHUEM KOTOPBIX OYAET MPOAOIKATHCS
1o 20 centsiops 2021 .
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Bcepoccumnckoe aHkeTuposaHue
nauneHToB ¢ 6one3Hblo NMapKknHcoHa

E.B. bpum

DI'BY “THI[ Dedepanvhblit MeOuyuHcKuil buopusuieckuil yenmp
um. A.U. Bypnazana” @MBA Poccuu, kagedpa Hesponroeuu @IEOY JI10
“Poccuiickasi MeOUyUuHCKas aKaoemus HenpepbleHo20 NPoghecCUOHANbHOZ0
obpazosanus” M3 P® (Mockea)

Bo BceM Mupe manMeHTCKHe OpraHu3aluyd U
npodeccruoHanbHble BpadyeOHbIe COOOILECTBa
paboTalOT B TECHOM COTPYAHUYECTBE AJIS1 peanu-
3aIH BCEX BO3MOXKHOCTEH TTOMOIIM TalleHTaM
¢ 0Oonesnpto IlapkuHcoHa. OxazaHue TakKoit
MOMOIIM BKJIIOYAET HE TOJbKO ONTHMU3ALUIO
JICUCHUsI W peadMInTallMii, HO U oOecrevyeHue
BCECTOPOHHEH TOMACPKKHU B PEIICHUHU OBITOBBIX,
IOPUINYECKUX M MHBIX BOIPOCOB. braromapst
TaKOMY COTPYIHUIECTBY CO3NAIOTCS YCIOBUS ST
MPOBEICHNS HayYHbIX HCCIIEAOBaHUI, HampaB-
JIEHHBIX Ha TTOMCK HOBBIX JIEKAPCTBEHHBIX TIperia-
paToB U B IIeJIOM Ha YIydIlleHNe KauyecTBa XKU3HI
mannreHToB. OOIIeCTBeHHBIE OPTaHN3aIIMKA MOTYT
UTPaTh KIIIOYEBYIO POJIb BO MHOTHX Chepax, B TOM
yuciae MHUIIMUMPOBATh B3aMMOICHCTBHE C Opra-
HaMM BJIacTH, 0003Hayas HamOoJjiee BaKHBIE
po0JieMbl, KOTOpble TpeOytoT peiieHus. Yacro
MMEHHO OOIIECTBEHHBIC OPTaHN3AIIUN SIBJISTIOTCS
MHCTPYMEHTOM cOOpa BCECTOPOHHEH O0OBEKTHB-
HOWi HMHGpOPMALUU O MEIMKO-COIMaIbHbIX
acriekTax 00Je3HMU.

11 anpesist BO BceM MUpe TPaAULIMOHHO OTMe-
yaetcss MexXayHaponHbIi 1eHb 60pbObI ¢ 60s1e3-
Hblo [TapkuHcoHa. [Toa arunoit HaumronanbHoro
o01ecTBa Mo u3ydyeHuto 6oae3Hu [MapkuHcona u
pPacCTPOMCTB ABMXKEHUM, a TaKXKe MEXPEruo-
HaJIbHOM OOLIECTBEHHOM MallMEHTCKONH OpraHu-
3auu “O0611ecTBO MOMOIIY NMaleHTaM ¢ 00J1e3-
Hbto IlapkuHCOHa, Gosie3Hbl0 [EHTMHITOHA U
JIPYTUMU MHBAIMAM3UPYIOLIMMU PaCcCTPOIiCTBa-
MU ABIDKEHUI” OBLI0O MHUIIMUPOBAHO MCCIICIO-
BaHUe — onpoc “Bcepoccuiickoe aHKeTHpOBaHNE
nanueHToB ¢ Oose3nbio Ilapkuncona”. JlaHHBIN
MIPOEKT MO3BOJIUT MOHSTh, C KAKMMM CJIOXHOCTSI-

MU CTaJKWBAIOTCS TALWEHTH ¢ 0O0JIe3HbIO
[TapkuHcoHa 1o Bceii cTpaHe.

Nnest ankeTHpoBaHMS BO3ZHUKIIA TIOCTIE TOTO,
KaK MBI 03HaKOMMJIUCH C pe3yJbTaTaMu OIIpoca,
nposeaeHHoro B 2014—2015 rogax EBponeiickoit
accouuanueii 6onesnu IlapkuHcona (EPDA).
EBpomneiickas accouuanus npoBesa
OHJIaliH-OIIpOoC TalueHTOB ¢ Oose3Hblo [lap-
KWHCOHA Yepe3 CBOM HallMOHAJIbHBIC OpraHm3a-
uun B 11 crpanax (lepmanust, @pannust, Hunep-
nauabl, lIBeuus, Benukooputanusa, Upnanaus,
CnoBenus, Wcnanusg, Wranua, Benrpus u
Hanus) [1]. Lenpto ompoca OBUIO M3YYUTH OITBIT
MTOJTyYeHUST TallMeHTaMU WHQOpMAlluh 00 X
IPO3HOM JIMarHo3e, a Takxke o pakropax, 0Ka3aBp-
IIMX BJIMSIHME Ha BOCHpHUSATHE 3TOH MHMOpMa-
uuu. beuto ycraHoBieHo, uTo 50% naieHTOB He
VIOBJIETBOPEHBI TeM, KaK MM COOOIIMIM dra-
IHO3, U TOJIbKO 38 % MalMeHTOB COOOLIMIIN, UTO Y
HMX OBUTO JOCTATOYHO BPEMEHM, YTOOHI 3a7aTh
Bpauy HeoOXOAMMBIE BOIIPOCHI U OOCYIUTh CBSI-
3aHHbIE ¢ 3TUM MpobJeMbl. Tem caMbIM Mmokaza-
HO, YTO COOOINCHME AMarHo3a MaIllMeHTaM C
OosiesHblo [lapkuHcOHa sBJAsIETCS  BaxKHOM
COCTaBJISIONIEH, OKa3bIBalOLIe HECOMHEHHOE
BIMSIHAE Ha KauyeCTBO XM3HU MAIIMEHTOB JdaxKe
yepe3 MHOTO JIeT IIOCJIE€ 3TOTO COOBITHS, YTO
HE00XOIMMO YUYUTHIBATh Bpauy-HEBPOJIOTY, BITEp-
BbIE COOOIIAIONIEMY TUATHO3 TIAIIMEHTY.

Lenplo Hamiero aHKETUPOBAHUS SIBUJIOCH
HCClIeIoBaHUE KauecTBa MEAMIIMHCKOM MOMOIIN
namueHTam ¢ 6osie3Hbo [lapkuHCcoHa IyTeM aHa-
JI3a OITBITA TTAIIUEHTOB.

Pa3pabotaHa aHkeTa, KOTOpas COCTOMT W3
JIBYX YacTeil: mepBasi 4acTh IMOCBSIIEHA OOIIMM

n BionnereHb HauvoHanbHoro o6uecTea no usyyeHuio 6onesnu MapkuHCoHa M PacCTPOACTE ABWKEHUIA
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BOIIpOCaM, CBSI3aHHBIM ¢ 3a0oJieBaHHEM
(39 BompocoB), BTopas YacTb MOCBAILIEHA OIIPOCY
MAIMeHTOB, KOTOPHIM IPOBOAMJIOCH HEMPOXH-
pypruyeckoe jedeHue (28 Bornpocos) (puc. 1).

[TepBast yacTh BKIIIOYACT BOTIPOCHI, CBSI3aHHBIC
¢ JeMorpauIeCKIMI XapaKTePUCTUKAMMU TTallH-
€HTOB, TAHHBIMU O TOM, KOT/JIa ¥ KeM OBbLIT TTOCTaB-
JIEH IMarHo3 M Kak ObICTpO OOJbHOMY YIanocCh
MoMnacTh Ha MPUEM K CIELMATUCTY, TOIMOJHHU-
TEIbHBIMM METOHaMM HMCCISIOBaHMS, Iperapa-
TaM#, KOTOpPHIe OB Ha3HAUYCHHI TIEPBBIMU, Bpe-
MEHEM OT TOSIBJICHHS TIEPBHIX CHMIITOMOB JIO
obpalieHusT K Bpauy, yJ4acTUeM B IpOrpammax
peaduIMTaluu; BhIICICHBI TAKXKE BOIPOCHI, CBSI-
3aHHBIE C OXXUIAHMSIMU OT COOOIICHMSI TUarHo3a
U pealbHOCTBhIO. Kpome Toro, 9acrte ompoca
HalleJieHa Ha BBISICHEHHE OTHOILICHUS TTAllIeHTOB
K KJIMHUYECKUM HayYHBIM uccienoBaHusM. [1pu
(opMynMpoBaHUM BOIPOCOB Mbl CTPEMUIUCH
MOHSITh, KaKO# MH(popMaLeil 0 HayuHBIX UCCIIe-
JMOBAaHUSIX BJIANCIOT ITAIMEHTHI, XOTAT JIM OHHU
y4acTBOBaTh B IMOMOOHBIX TMPOEKTaX, a TaKXKe
BBISICHUTb TIPUYMHBI, OOYCJOBJIMBAIOIIME UX
pelieHre 00 y9acTUH B KIMHUYECKUX UCCIIe0Ba-
HMSIX WJIM OTKAa3€ OT yYacTus.

Bropas yacth ompoca mocBsiTieHa aHKETUPO-
BaHUIO MalMEHTOB, KOTOPBIM MPOBEICHO HEeMpo-
Xupypruueckoe JjedyeHue 6ose3Hu I[lapkuHco-
Ha — KaK JIeCTPYKTHBHbBIC BMEIIATeIbCTBA, BKIIIO-
4yas (pOKYCHPOBAaHHBIN YJIBTPA3BYK, TaK U IJIy-
OWHHAs CTUMYJSLMS Mo3ra. MBI cocTaBWIN
BOIIPOCHI, MTO3BOJISIIONINE YIeCTh CYOBEKTUBHBIM
OTIBIT MALMEHTOB B MPUHSITUU pPellieHUs 00 ore-
pamyu, BpeMsl OKUIAHUS OTIepaIy Mocje pu-
HSTHS pEIICHUsI, a TaKKe Pa3TMIHBbIC aCTICKTHI
TOCJIE0TIePAIIMOHHOTO BEICHUSI Y YIOBJIETBOPEH-
HOCTH TMalMeHTOB MOCJIe OTepaIiu.

W3navanbHO aHKeTa Oblla paspaboTaHa U
MPOTECTUPOBAHA B Psifie LIECHTPOB, CICIATU3H-
pYIOIIMXCS Ha BEACHWH TAIlEHTOB C 0OJIC3HBIO
[Mapxuncona: 8 ®I'BY “T'HL| ®enepanbublit
MEAUIMHCKUIA ouodusnyeckuit LIEHTP
M. A.W. bypHazana” ®MBA Poccun, Ha Ka-
denpe nesponornn GIbOY AI10 “Poccuiickas
MEIMIIMHCKAsT aKaJeMUsI HEIMPEePBIBHOTO IIPO-
(eccumonanpHOro odbpazopanuss” M3 PD, B
®OI'BHY “HayuHbIil LEeHTpP HEBpPOJOTMU”, B

OBLECTBO NMOMOLK NALUMEHTAM
C BOJE3HBIO MAPKMHCOHA, EONE3HBLIO FEHTMHITOHA
W APYTUMH WHBANWAWIHUPYIOWWMK PACCTPOMCTBAMMW ABUNMEHWMIA

[t s i o e s

parkinsonism.info

YoamaeMblit naynent!

BONbUoe BaM CRacWsa!

Y. namm

Puc. 1. OGumii BUI epBOi CTPaHUIIBI aHKETHI.

®IAY “HauuoHajbHbI MEIMLIMHCKUI MCCiIe-

JOBATENIbCKMI LIEHTD HEUPOXUPYPIUU

M. akan. H.H. Bypneako” M3 P®. Breun BeIsIB-

JIEHBI BOTIPOCHI, KOTOPBIE BBI3BIBAIM HaMOOJIb-

Liee HeMOHMMaHME MalMEHTOB, MOce HEeoOXo-

IUMBIX OOCYXIEHMI M KOHCYJbTallii HEOZHO-

KpaTHO IIPOBOIMJIACH KOPPEKIMS (hOpMYIHPO-

BOK UM mepeuyHsi BompocoB. Ilocie Bceir aToi

MIpeaBapUTEIbHOM pabOThl KOOPAMHAIIMOHHOM

rpynnoii (bpunp E.B., CenusepcroB l0.A.,

AobacoB ®@.A., Tamanes A.A., Iognyoekas A.A.,

Tomckuit A.A., XacuHa A.A.) B KOHEYHOM cUeTe

OBUIO IPUHSATO PEIIEHNE O TOTOBHOCTU aHKETHI.
AHKETHpOBaHWE IPOBOJAMTCS B HECKOJIBKUX

(opmax:

e uepe3 caiiT parkinsonism.info. 111 3TOTO Manu-
€HTY HEeoOXOAMMO 3aiiTM Ha CalT W TPOWTH
aHkeTupoBaHue. [lepBas yacTh 3aHUMAET TIPH-
MepHO 10 MUH, BTOpasi yacTh (€C/IU MaLUeHTy
MPOBEACHO HEMPOXUPYPIMUECKOE BMEIIATE/b-
CTBO) — 15 MuH;

e B BUJIE CCBIIKM, KOTOPAs PaCcChLIACTCS IMaleH-
TaM: https://docs.google.com/
forms/d/e/1FAIpQLSckgBaVL2vMmFelW-

\b Ne 1 - 2021
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PernoH npoxusanust

Puc. 2. [penBaputeabHbie JTaHHBIE O XOIE
TOYHOE MECTO IPOKMBAHMSI.

kOrB51DsY1_y3sicN89Ha_ USLCwgkiog/

viewform. OgHako 3Ta popMa aHKETHPOBAHUS

TpeOyeT JIMYHOTO TejepoHa Bpaya, 4YTO He

Bcerga yao0Ho;

e OymaxHas (popMa, KOTOpasl pacrieuyaTbiBaeTCs
B CIEIMANM3UPOBAHHBIX LIEHTPAX TBUTATEIIb-
HBIX PACCTPOMCTB 1 3aITOJIHSICTCS, TIOKA T~
SHT OXMIAeT IMpueMa.

JlaHHBI TTPOEKT YHUKAJIECH W SIBIISIETCS Iep-
BbIM KPYITHOMACIITaOHBIM OIPOCOM IallIeHTOB
¢ Oone3Hbo IlapkuHcoHa B Halllell cTpaHe,
MTO3BOJITIONIUM COOpaTh LIEHHYI0 MH(MOPMAIIIIO
00 OMbITe pOCCUNCKMX MAIlMEHTOB. YXe ceituac,
Ha ero MnpeaBapuTeIbHOM dTare, MPOoeKT MoaIep-
XKajgu TaluMeHThl W Bpauyd u3 MOCKBBHI,
Kpacnosipcka, Cankrt-Iletepoypra, Kaszanu,
bamkoprocrana, Tomcka, HoBocubupcka, Bia-
nuBocTtoka, bapHayna, Cypryra, YensiouHcka,

BBITIOJTHEHUS TIpoekTa. * /IS manueHToB, He

CaparoBa, Open6Oypra, Ilenssl, Bonrorpama u
Ipyrux ropomos (puc. 2). [IpenmonaraeTcs, 94To
onpoc OyieT MpOUIeH A0 KOHLA roga, ¢ TeM
YTOOBI MOJYYUTh MH(GOPMALIMIO KAK MUHUMYM OT
1500—2000 60JabHBIX.

MpbI TIpu3bIBaeM BCEX CIEIMAIUCTOB, 3aHU-
Maloluxcs npodaemoii 6one3nu [lapkuHcoHa 1
MMEIOIIMX M0/ HAOJI0AeHUEM TaKUX MallMeHTOB,
MPUCOETUHUTBCS K MPOEKTY U PacrpoCTpaHUTh
HMHGbOPMAIIUIO O HEM CPely CBOMX KOJUIET, Mallu-
€HTOB M WICHOB UX CeMeli, BceX 3aMHTePECOBaH-
HbIX JIULI.

Cnucok nutepartypbl

1. Schrag A, Modi S, Hotham S, Merritt R,
Khan K, Graham L, on behalf of the European
Parkinson’s Disease Association. Patient experi-
ences of receiving a diagnosis of Parkinson’s dis-
ease. Journal of Neurology 2018;265:1151-7.
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) -AETUIO HAYYHOTI'O HEHTPA HEBPOAOTUU

29-30 MFOHA 2021, MOCKBA

POCCHUMCKAA
AKAAEMMS HAYK

Aennuckni npocrexr, 32A
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=2 XO21

O4YHO-AMCTAHILMOHHBIN
dopmar

HAYYHO-OPTAHU3ALIMOHHBIN

MupapoB Muxann AnekcaHgpoBud - NpeacefaTenb
Henpodopyma-2021, akagemmk PAH, anpexktop ®GrEHY

«Hay4HbIN LLEHTP HEBPONOr M

WnnapuowknH Cepren Hukonaesuy - 3aMecTuTeNb Npeacenatens

Henpodopyma-2021, uneH-koppecnoHaeHT PAH, 3amecTutenb onpexkTopa

®OIBHY «Hay4HbI LEHTP HEBPOMOrMM»

e  TaHawsH MapurHa MoBcecoBHa - 3amMecTuTeNb NpeacenaTens Helipodopyma-2021,
yneH-koppecnoHaeHT PAH, 3amectutens anpexkTtopa OIBHY «Hay4HbIn LeHTp HeBpOornm»

TEMATUKU
HEMPO®OPYMA-2021

°* HeWnpoHayKu: BbI30Bbl COBPEMEHHOCTU

. COBDBMEHHb@ HanpaBeHna OUarH0CTuKn
n ne4vyeHma cocyaomncrbix 3aboneBaHuit MO3ra

e HeMpopnereHepaTnBHble 3360/1€BaHUA:
WHHOB3LMN 1 NEPCMNEKTUBDI

* HepBHO-MblWeYHble H0NE3HW: aKTYanbHble
anropuUTMbl AMArHOCTUKM HACNEeACTBEHHbIX
M NPMOBPETEHHbIX NONTMHEBPONATUM

e [ocTmkeHnsa oTe4eCTBEHHOW U 3apybexxHom
HayKW B NeYeHnr OeMUENTMHU3UPYIOLLMX
336011eBaHMIN HEPBHOW CUCTEMDI

e 3nunencusa: COBPEMEHHbIE TPEHbI, HOBas
Knaccudukauna

MHHOBaLWKM B HeripopeabunuTaumm: poboTbl,
BMPTYanbHas peanbHOCTb, MHTepdenc Mosr-
KOMMbIOTEP, NCKYCCTBEHHbIN MHTENNEKT

MocnegHve [OCTUMXEHMS 3HAOCKOMUYECKOM
HEeMpOXMPYPrum Npu CNMHaNbHOM
1N KP3HWaNbHOM NaTon0rnm

MexancumnnnHapHbele npobnemsl
OpPraHM3aLmm 1 0Ka3aHMsA NOMOLLK
NaLUMEHTEM C XPOHUYECKUMUN HaPYLLEHUSIMN
CO3HaHKA

HoBble MEOULIMHCKNE TEXHONOT MK

B HeBponoruu (reHHasa Tepanvg, noaxonpbi
K MPECUMNTOMHOM AMarHocTMKe 1 Ap.)

OPIrAHM3ATOPHI
’E;% LEHTP HEBPONIOTUM

HayuHbin
LeHTP HEBPONOrnn

[ HauuoHanbHoe o6LwecTBo no
n3yyeHnto 6onesHu MapkMHCoHa
l 1 PACCTPOMCTB ABMKEHUN

Peknama



HOBbIE TEXHOJIOTUU

UHTecTHanbHaa uHPy3ua rens,
copep)xawero neeogony/kapomagony:
0030p HOBbIX KJIMHNYECKUX nccrsieaoBaHum

JleyeHue 1IeBONOTION — LIEHTPATBHBIN TTPOIIECC
U Haubojiee 3HAYMMOE COOBITHE B WCTOPUH
00JIE3HM TIPAKTUYECKM JIIOOOro TMalMeHTa C
MAMONATHYECKUM MMapKUHCOHU3MOM. [TosBneHue
CITYCTSI HECKOJIBKO JIET OT Havaja JeBomoIarepa-
MU XapaKTePHBIX OCTOXHEHUN — QIIyKTyalni
CUMIITOMOB U JIEKAPCTBEHHBIX MUCKWHE3UN —
3HAMEHyeT co00il OKOHYaHME “MEIOBOr0 Mecs-
11a”, Ha MPOTSKEHUU KOTOPOTO MPOTUBONAPKHUH-
COHMYECKMIA 3(PeKT mpemapaTa ocTaBajcs CTa-
ownbHbIM. [Tpu anexBaTHOI olieHKe DIyKTyaui
C MPUMEHEHUEeM Haubosiee CTPOruMX KPUTEPUEB,
YYUTHIBAIOIIKX BCIO COBOKYITHOCTH MOTOPHBIX U
HEMOTOPHBIX TIPOSIBJICHUI, B OOJBIIMHCTBE CITy-
JaeB MOXXHO YCTAHOBUTH CaMble ITePBBIC TIPHU3HA-
KU “UCTOILEHUS” 103bl YK€ Ha 1 —2-M roay JieBo-
nomartepanuu [1]. [Tocne 4—6 et nedyeHns JeBo-
JIOTIOi MOTOpHBIE (IIYKTyallud pa3BUBAIOTCS Y
30—50% 6GonbHbIX, a mocie 10 ger — y 80—85%.

[Tatodusnonorus Gaykryaunii 1 TMCKUHE3UIA
HOCUT KOMILIEKCHBIN Xapaktep [2, 3]. Baxneii-
1IYIO POJIb B MX BOSHUKHOBEHUM UTPAeT KOPOTKUI
TePUON TIONYKM3HU JICBOIOMBI B IIa3Me KPOBU
(oxono 90 mMuH). M ecnn Ha HAYATBHOI CTanuU
00JIe3HU TIPU TUCKPETHOM IpUEME JIEBOIOIIBI
paBHOMEpHAsI CTUMYJISILIMS CTPUATHBIX PELETTO-
POB BO3MOXKHA 3a CUET COXpaHsIoLIuxcsl 0ydep-
HBIX CBOWCTB AO(PaMUHEPIrMYECKHUX HEMPOHOB, TO
IO Mepe TIPOTPECCHPOBAHNS TIPOIIecca COKpaIe-
HYE YKciia HUTPOCTPUAPHBIX TEPMUHAJIEH COTPO-
BOXKIAETCSI YMEHBILIEHUEM UX CITOCOOHOCTH yaep-
uBath fodamuH. [1pu aT0M NeBoaoMNa BCE 60JIb-
1IIe 3aXBaThIBACTCS U KOHBEPTUPYETCS B TohaMuH
JOPYTAMU HEHpPOHAMM M TJIMATbHBIMU KICTKAMU,
HE CIIOCOOHBIMM KOHTPOJMPOBATH CHHANTHYE-
CKUI1 KpyroodopoT nocdaMuHa. B pesynbrate Heii-
poMeauaTop HauyMHaeT BbLICBOOOXIATHCS B
CHHANTUYECKYIO IIeNb APOOHO, IT0 Mepe MOCTYII-
JICHUS JIEBOIIOITBI B MO3T, YTO (hOPMUPYET ITyJIbCH-
PYIOIIYIO CTUMYJISILIMIO  TTOCTCHMHANTUYECKUX
N0(aMUHOBBIX PELIETITOPOB CTPUATYMa, AATEKYIO

oT (dusunonoruyeckoit Hopmel [3]. CBoro poiib B
Pa3BUTHH JICKAPCTBEHHBIX OCIIOKHEHWI UTPacT U
(opmMupymoLIasics NeHepBallMOHHAS TUIIEPYyBCT-
BUTEJBbHOCTb CTPUATHBIX PELEITOPOB (IMCKUHE-
3UM “TiiKa 10361”). [lymbcupyromast CTIMYJTSIIS
COTIPOBOXIAETCST JIOTIOTHUTETLHO M3BpAIlleHNEM
npoduis 4yBCTBUTENbHOCTH D,-penentopos u
MEePUOANYECKH BO3HUKAIOIIUMHU “OJI0KaMU” MEM-
OpanHoro mnoteHuuana. IlokazaHo Takxke, 4TO
He(pU3noIornuecKas IyJIbCUPYIOIIas CTUMYIIS-
s 10(aMUHOBBIX DELENTOPOB IPUBOAWT K
M1aCTUYECKUM M3MEHEHUSIM SKCIPEeCCUu B Heii-
pOHax psifia TeHOB, IIPOLYKTbI KOTOPLIX SABJIAIOTCS
KoTpaHcMuTTepamu crpuatHbix TAMK-epruuec-
KUX TIPOEKIIMOHHBIX HelipoHOB [4]. HapymieHue
AKTUBAllMM 3THX HEWPOHOB, KOHTPOJIMPYIOIINX
JUHAMUYECKME B3aMMOAEUCTBUSI HApY>KHOTO U
BHYTPEHHETO CETMEHTOB OJICTHOTO Il1apa ¢ YepHOI
CyOCTaHIIMEH, IPUBOINUT K IECTAOMIM3aLIN BCEi
CUCTeMBI 0a3aJTbHBIX SIIEp W 3HAYNTEIEHBIM M3Me-
HEHUSIM TIaTTEPHA pa3psIoB Pa3IMIHBIX TOITYIIsI-
LMl HelipoHOB. Pa3BUTHIO OCIOXHEHWUI JIEBOIO-
natepanuu pu 6one3Hu [apkuacona (BIT) cro-
COOCTBYIOT 1 (DaKTOPHI IeprdepruecKoii papma-
KOKMHETHKH, B YACTHOCTU CHIKEHUE abcopOoIu
JICBOZIOTIBI B pe3ysibTate HapylIeHUsT IepucTallb-
TUKHU XKEJTYTOYHO-KUIIEYHOTO TpakKTa (YTO Hepem-
KO HabJII0MaeTCs Y TIOKIJIBIX MTAIMEHTOB), a TAKXKe
KOHKYPEHIINM C TIMIICBEIMA aMHHOKHUCIOTAMU
MpU  TIPEOJOJIEHUHM TacTPOMHTECTMHATIBLHOTO
Oapwepa [3, 5]. bonee Toro, abcopOLMst IEBOAOIbI
BO3MOXHA TOJbKO B BEpXHEM OTIEJe TOHKOTO
KUIIIeYHNKA (B OCHOBHOM B JIBEHAIIATUIICPCTHOMN
KUIIKE), YTO pe3KO CHIXKAeT OMOMOCTYITHOCTh 1
3(PEKTUBHOCTD CTAHAAPTHBIX 1 TTPOJIOHTUPOBAH-
HBIX TaOJETUPOBAHHBIX (hOPM MpemnapaTa.
MoTopHble (IYKTyallMu U IUCKWHE3UU 3Ha-
YUTEIBHO 3aTPYOHSIOT IBUTATEIbHYIO aKTHB-
HOCTD ITALIMEHTOB U SBISIIOTCS OMHUMU U3 BEMy-
X (PaKTOPOB, CHIDKAMOIINX KAa4eCTBO KU3HU.
[ToaToMy MX MpenoTBpalleHUue U/UIu OTCPOYHU-
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BaHME pacCMaTpUBaeTCs CETOMHS KaK OIHO M3
OCHOBHBIX HarpasjieHUiA B tedeHnn BIT.

BaxXHbIM MHHOBALIMOHHBIM METOIOM OOPBLObI
C JIEKapCTBEHHBIMU OCJIOXXHEHUSIMM Pa3BepHY-
toit ctaguu BII cTtamo mpuMeHeHue crienualib-
HOU TIOMITBI IJISI JO3MPOBAHHOTO BBEICHUS B
JIBEHAIIATUIIEPCTHYIO KUIIKY Telisd JIEBOIO-
ra/kapoumona (B cootHomenuu 4 : 1). JleBomo-
na/Kapougona rejb Uil UHTeCTUHAIBHOTO BBE-
nenus (JIKWT) B Haumyulneit cteneHu obdecre-
YUBaeT CTaOMIBHOCTD (PapMaKOKWMHETUKH JIEBO-
JIOTTBI B KPOBU M, CJIEIOBATEIbHO, BOBMOXHOCTD
MTOCTOSTHHOM T0(aMUHEPTUIECKON CTUMYIISLII
[5]. Hdna mpoBeneHuss MHGY3UU TOA MECTHOM
aHeCTe3Mel BBITIOTHSICTCS YPECKOXKHAS SHIOCKO-
MUYecKass TacTPOCTOMMSI M YCTaHABIMBACTCS
IopTaTUBHAS MH(Y3MOHHAS TIOMIIA, TOAafoIIas
rejib U3 KacCeThl Yepe3 CrelMalbHy0 MaTeHbKYIO
TPYOKY (30H]1) B BEpXHMI1 OT/IE]I TOHKOTO KUILIEY-
HMKa 3a CBSI3KY Tpeiilia, T.e. B MECTO MaKCHMaJlb-
HoIt abcopO1yy JieBomornbl. CaMa ImomIa pa3me-
IIaeTcsl B CIEWabHOM CYMKE Ha peMHe, 4TO
obecrieunBaeT MOOMJIBHOCTb IMallMEHTa B IMPO-
11lecce XpOHMYECKOM MH(PY3MOHHOM Teparnuu.

ITokazanusamu x HazHaueHuo JIKUT sBnstior-
csT TsDKenble, pedpakTepHBIC MOTOpPHBIC (DIIyK-
Tyaly 1 TUCKUHE3WU, COXPaHSIONIecs HeCMO-
Tpsl Ha MPOBOAKMMYIO ONTUMU3MPOBAHHYIO MPO-
THUBOIIAPKMHCOHUYECKYIO TIEpOpabHYI0 Tepa-
mo. [TokazaHo, 4TO Tepexon ¢ IepOpaTbHBIX
(opm neBomonbl Ha Tepanuio JIKUT npuBoaut K
BBIPAXKEHHOMY YMEHBIIIEHUIO MOTOPHBIX (PIIYK-
TyalMii M CYMMapHOIO BpEMEHM I1€pUOIO0B
“gpikmoueHus” (Ha 80%, B cpenHeM Ha 4 4 B
CYTKH), YBETMUCHUIO BPEMEHH TIEPUOIO0B “BKITIO-
yeHUs1” 6e3 quckuHe3ni (¢ 30 mo 90%, B cpenHeM
Ha 4,5 4 B CyTKM), OOIIEMY CHWXEHUIO TSKECTU
MOTOPHBIX CUMIITOMOB U TOBBIIIEHUIO KayecTBa
Ku3HU [6—9]. OnTuMu3anus T0CTaBKU JIEBOIO-
TTBI C TIOMOIIIBIO AYOJCHATBbHOM ITOMITBI CITOCO0-
CTBYET 3HAYNTEIHPHOMY CHIDKCHUIO BBIPaKEHHO-
CTW MHBATUAU3MPYIOIIMX AMCKUHE3UI, KOTOpbIE
Ha0JII0AI0TCS Ha TPAAMLIMOHHBIX MEPOpaTbHBIX
dbopmax mpemapara [6, 7].

Lenp HacTosimiero o63zopa — 00001IEHUE
onbita npumeHenus: JIKUI, npeacraBieHHoro B
HoBeimmx nyoaukanusx 2019—2021 romos.

B HaOJoIaTeIbHOM Wccaeq0BaHUN
GREENFIELD pemianach 3agaya OLIeHKY BIIHSI-
Hust JIKUT Ha MOTOpHBIE M1 HEMOTOPHBIE CUMII-
TOMBl M CBSI3AHHOE C 3TUM KauyecCTBO XU3HU
MalMeHTOB, a TAKXKe Ha OpeMst yxona 3a 00JbHBI-
mu [10]. Beumm pekpyTMpOBaHBI JBE KOTOPTHI
MAIMeHTOB — PETPOCTIEKTUBHAS (TTOJMyYaBIINe
JIKHUT ot 1 no 7 net nepea nepBbIM OLEHOYHBIM
BU3UTOM) M MPOCIEKTUBHAA (MpsiMOe HaOJIoe-
Hue mocine HasHaueHusi JIKUI). Bcero Obuio
BrtioyeHo 145 manmenros ¢ BI1 u3 14 wranpgau-
CKHUX LIEHTPOB, KOTOPbIE HAOIIONAMCH HA TIPOTSI -
KEHUU 2 JIET MUCCIIeIOBaHMUs, TIPU 3TOM OIIEHOY-
HbIE BU3UTHI MTPOBOAMINCH C TOMUYHBIMU UHTEP-
BaJaMM (BU3UT 2 CITyCTs | TOm ¥ BU3WT 3 CITyCTS
2 rona). [TepBUYHOI TOUKOI OLIEHKY ObITa CyMMa
6a/utoB myHkTa 39 pasznmena IV yHubunuponaH-
HOI peTUHTOBOM 1IKaJbl 00J1e3HM [TapkuHCcoHa
(UPDRS) — npomnopuusi BpeMeHM B TIEPUOL,
00IpCTBOBaHUS Ha MPOTSKCHUU CYTOK, B Tede-
HME KOTOPOTO MAIlMeHT HAXOAWTCS B COCTOSTHUU
“BBIKJTIOUEHUsT”. BTOpUUHBIMU KOHEUHBIMU TOY-
KaMU ObUIM: CyMMBI OaioB 1o pazaenam I, I1 u
IV UPDRS (B cocrosiHun “BKIIOYEeHUSI” U
“BBIKJIIOUCHHUSI’); TIapaMeTphl TUCKUHE3UU —
TSKECTh, JJIUTEIbHOCTh U T.J. (IMYHKTHI 32—35
UPDRS); cymmbI 6a/1J10B 1O ONMPOCHUKY KayecT-
Ba Xu3HU manueHtoB ¢ BIT (PDQ-39), mkane
cHa npu BIT (PDSS-2), onpocHuky Xombobl 1
magennii (GFQ), ompocHUMKY HapyleHHui
umnyabcHoro kKoHTposst (QUIP-RS), a Taxke
Kaje cTpecca ajis yxaxkusaromux Juil (RSS).

Cpennsist iutenbHocTh puMeHeHus JIKUT k
MOCJCTHEMY OLIECHOYHOMY BU3UTY B HACTOSIIIEM
nccaenoBanum cocrasmia 2,8 + 1,7 romga. Cpen-
Hsast cymma GatoB 1o myHkty 39 UPDRS 1V,
KOTOpasi Ha MCXOJAHOM BH3UTE COCTaBUJIA
2,0 £ 0,81, mocToBepHO cHU3MIACH (Ha 50—55%)
Ha nocnegHeM BusuTe (Busur 2 — 0,9 £ 0,69;
p <0,001; Busur 3 — 1,0 £ 0,75; p < 0,001). Ha
BU3UTE 3 Y MAIIMEHTOB HAOIIONAIOCH JOCTOBEPHOE
YMeHbIIEeHUe JIUTeIbHOCTH AUcKuHe3un (—28%;
p <0,001), cBA3aHHOI ¢ AMCKUHE3UEN MHBATUIN-
saumn (—40%; p < 0,001) 1 Oone3HEHHOI AUCKK-
nesuu (—50%; p < 0,001). [ToaoxXuTEIbHDIE U3ME-
HeHusl Ha (poHe mpumeneHus JIKUT Habnrona-
JIUCh TaKXKe JUIST HEKOTOPhIX HEMOTOPHBIX CUMII-
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TOMOB, BKJIIOYAs HAPYIICHMS CHA ¥ UMITYJIbCHOTO
KoHTpong. CyMMapHO cepbe3HBbIe ITOOOUYHBIC
abdekThl umMenu Mecto y 40 maiueHTos (27,6%),
B TOM umciie Y 16,3% oHu ObUIM CBSI3aHBI C MPO-
LIEMypoOil YCTAaHOBKM MHTECTMHAJIBHOIO KareTepa
W (PYHKIIMOHMPOBAHKUEM ITOMIIEL.

TakuM 00pa3oM, MOJYYeHHbIE PE3YJbTaThl
MOATBEPXKIAIOT JTOJrOBPEeMEHHYI0 3(hdeKTUB-
Hocth JIKMT B oTHomeHuu cumntomMoB BIT
(WTMTETbHOCTD TIeproaa “BBIKJIIOYCHUS”, BBIpa-
JKEHHOCTh JUCKWHE3MI) 1 aKTUBHOCTH TaIlCH-
TOB B TMOBCETHEBHON XM3HMU. B ucciemnoBanun
Takxe nokaszaHo, uto JIKWUIT MoxeT ObITh OoJice
3¢ (EeKTUBHOI B OTHOIIEHUM MOTOPHBIX (BIyK-
Tyalluii ¥ TTIOBCEIHEBHOM aKTUBHOCTHU MpU OoJjiee
paHHEM Ha3HAYCHUW NAHHOTO BBICOKOTEXHOJIO-
TMYHOTO METO/Ia JICYEHUSI.

Kaxk usBectHo, Hapsmy ¢ JIKUI pis nedyeHus
ayKkTyauuii CUMIITOMOB Y MallMEHTOB B pa3Bep-
HyTo# cTaguu BII ycrnielHo npuMeHsieTcsl Takke
rIyOMHHAg cTuMmyasiuust Mosra (deep brain
stimulation, DBS), cBsizdaHHasi ¢ UMIIaHTaLeR
BJIEKTPOIOB B MOJAKOPKOBLIE siipa (cyOTasamuye-
CKOe 1po, OnenHblil map). B ¢Bsi3u ¢ aTum Bax-
HOI IPOOIeMOIl SBISICTCST CO3IAaHNE PAIIOHATb-
HBIX aJITOPUTMOB O0TOOpa MALIMEHTOB [UTS TTPOBE-
JICHWS TOTO WJIM MHOTO BHIa BEICOKOTEXHOJIOTHY -
Horo sieyeHusi. B cratbe A. Elkouzi et al. Obuta
OIIEHEHA BO3MOXHOCTb COBMECTHOIO MCITOJIb30-
Banug JIKUT y maumenTtoB rocie DBS ¢ nemnbio
VIAYUYIIEHUS] KOHTPOJII MOTOPHBIX (DIYKTyaluit
[11]. B 3TOM peTpOCNEKTUBHOM HCCIEIOBAHUN
aBTOPBI MPOBEIU CKPUHUHT OOJIbIION 0a3bl JaH-
HbIX 00J1bHBIX BI1, HaOMIOAABILIMXCST HA TIPOTSKE-
HUM MHOTMX JIeT B KIMHHUKE YHHBEpCUTETa
®nopuner (CIIIA). B utore ObIIM BHISBICHBI
6 maLmeHToB, KoTophiM TTocsie DBS B cuity coxpa-
HEHUST Pe3UCTEHTHBIX (DIyKTyaluii MOIKITIOYMIN
Tepanuio ¢ ucnoabzoBanuem JIKMI. Pexxum DBS
OBUT CIeMyOIINM: 3 TIAIleHTa MOJIyYaIn IBYCTO-
POHHIOIO CTUMYJISIIMIO CYOTaTaMMYecKOTo sipa,
2 — OJJHOCTOPOHHIOIO CTUMYJISILIMIO BHYTPEHHETO
cerMeHTa OieaHoro mapa u 1 — JABYCTOPOHHIOIO
cTUMyJIsILMIO OaenHoro mmapa. Hecmotpss Ha
MMEBIINICS Yy TAIMEHTOB IIePBOHAYAIbHEII
adext DBS, ¢ TeueHreM BpeMeHU Yy BceX BHOBb
MOSIBUWINCh MOTOPHbIE (DIYKTyalluu B OTBET Ha

TIPYEM JIEBOJOITBI, KOTOPBIE OBLTH peppaKTepHBI-
MU K JTFOOBIM TIOITBITKAM TTePEIIPOrpaMMHUPOBAHIS
WJIM KOPPEKIINU CXeMBI TIpreMa ITPOTHBONapKUH-
coHnyeckux mpenaparoB. [Tosatomy atum 00b-
HbIM ObLT TipemioxkeH meron JIKUI kak ocobast
OTIIIVS TSI MaTTbHEHIIe OIITUMU3AIINH TePATIHH.

VY Bcex MalMeHTOB IOCe Havajaa WHGY3UH
JIKUT HaGmoganoch 3HAUUTENbHOE YIydlleHUe
C TOYKHU 3pPEHMSI BBIPAXXEHHOCTH MOTOPHBIX
(rykTyamuii, ¢ JOCTOBEPHBIM YMEHBIICHUEM
IIATEIPHOCTH  Tepuoma  “BBEIKTIOYCHUS”
(p =0,024); xpome Toro, y 3 nalui€eHTOB MCYE3JIU
SMU30bI BHE3AMHBIX “BBIKIIOYEHUN”. Y 4 mamm-
€HTOB OTMEYEHO YeTKOe YIYYllleHHWEe KadecTBa
JKM3HH, oLeHnBaemoe 1o mkaie PDQ-39, npu-
yeM HamOoJiee 3HAUMMbIe M3MEHEHUS Kacalnch
TaKWX JTOMEHOB, KaK aKTUBHOCTh B ITOBCETHEB-
Hoit xxu3Hu (p = 0,068), MooubHOCTE (p=0,068),
COLIMaNbHBI M TeJeCHBI  AUCKOMMPOPT
(p=0,109). Y 4 narmmeHTOB Ha (hOHE TOOABICHNUS
JIKUT ymeHbIIMIACh IJIUTENBHOCTh JHEBHBIX
IUCKWHE3Wi (y 2, HampOTWUB, IUCKUHE3UH
HECKOJIbKO YCWJIMJIKMCh). ABTOPBI CTaTbU JA€NaloT
BBIBOJI O TOM, fobaBieHue Tepanuu JIKWT nanu-
eHTaM B pa3BepHyToli ctaguu bI1, Haxoasimmcest
Ha DBS wu wucnwiThIBaomnM pedpakTepHbIe
MOTOPHEIE (DIIYKTYyaIluu, IBJISIETCSI MHOTOOOECIIIA-
IOLIUM TOAXOAO0M, CITOCOOCTBYSI KaK KOPPEKIIUU
(rykTyanuii, Tak M TOBBIIICHUIO KauyecTBa
XKu3HU. B uccnenoBanuu nokasaHo, uro JIKUT
Ha (one nposonuMoit DBS addexTuBHa Hesa-
BHCHMO OT CTUMYJIUPYeMOM B MO3re MUIICHH,
ONTUMAJIBHOIO JIMOO CYOONTUMAIBLHOTO TOJI0XKe-
HHUSI 3JIEKTPOJOB B MOIKOPKOBBIX SIIPax M psia
npyrux ¢dakTtopoB. Takasg “mBoiiHas” Tepamus
MOXET OBITh METOIOM BEIOOpA TS TAIIUEHTOB, Y
KOTOPBIX TTOBTOPHAsI HEMPOXUPYPrHUIECKasl Orle-
paiust (HampuMep, ¢ LeJNblo UMIUIAaHTAIlui BTO-
pPOro 3JIEKTpoJda WM M3MEHEHHUS ITOJIOXEHMS
3JIEKTPOIOB) HEXeNaTeNIbHa B CHJIY BBICOKOTO
pUCKa BO3MOKHBIX OCTIOKHEHUIA.

B pabote W. Poewe et al. cpaBHuBanuch adex-
TUBHOCTb M Oe3ormacHocTh MoHOTepanuu JIKUT u
nojautepanuu ¢ ydyactueM JIKMI Ha xoropre
oompHBIX GLORIA [12]. Uccnenosanne GLORIA
(global long-term registry on efficacy and safety of
LCIG in patients with advanced PD in routine
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care) — 5TO KpYITHBII MHOTOIIEHTPOBOI Ha0Tr0Ia-
TeJIbHBIN PETUCTP MALIMEHTOB C Pa3BEPHYTOM CcTa-
nueit BIT, nonyvarommx undysum JIKHT, ¢ nim-
TEJbHOCThIO HabmoaeHust 2 roxa. [lanmeHThI,
Boureae B ucciaenosanue GLORIA, umenn
nepen HauajgoMm tepanuu JIKWID crabunbHbie
MOTOpHBIE (IYKTyalluM U PETPOCTIEKTUBHO ObLIN
pazneneHsl Ha Tpu rpynnbsl: a) JIKUI B Bume
MoHotepanuu; 6) JIKWUT B KomOMHaIIMK ¢ opaib-
HO¥ JIEBOJIOTION, HATIPUMEP B HOYHBIE Yachl (TPyII-
ma MoHoTepanuu Jesonomnoii); B) JIKUIT B kom6Ou-
HallMM C JIIOOBIMU JIPYTUMU TTPOTUBONIAPKUHCO-
HUYECKUMM CpEICTBAMU (IpyIia IoJuTepanuu
JIKWT). U3 356 maimenTo 208 yeaoBeK ObLIM Ha
CTaOMJIBHOM TePAINleBTUIECKOM pexkrMe (MOHOTe-
parmst JIKWUT — 80 mamumeHTOB, MOHOTEpAIHs
nesoponionn — 47, nonurtepanus JIKUT — 81).
bazoBble xapakTepuCTMKU ObUIM CXOAHBIMU Y
nauyeHToB 3 rpymi. [TaiueHTsl U3 rpyInbl MOHO-
tepanuu JIKWT gemoHCTpupoBaiu 10CTOBEpHOE
yIAy4IlIeHue 10 18 Mec To ImoKa3aTessiM aKTHBHO-
CTHU B ITOBCETHEBHOM XXU3HU U KAaueCTBa XXU3HU, a
TakXke MOCTOBEpHOE yiaydylleHue no 24 mec 1o
nBurarenbHbIM TectaMm 1kansl UPDRS (p <0,05),
BpeMeHu “BoikmoueHust” (p < 0,001), BpeMeHMN
“rimoueHus” ¢ quckunesueit (p < 0,01) u Hemo-
TopHbIM cumIiToMaMm (p < 0,01). ITo cpaBHeHUIO €
rpynnoit Monotepanuu JIKWT nauueHTs! B rpyIi-
1ax MOHOTEpANiU JIEBONONON W TOJIUTEpanuu
JIKUT yaie nmenu acCOLMUPOBAHHBIE C JICUEHU -
€M 1obouyHbIe 3P (heKThl (B TOM Uyucie AUCKUHE-
3UU U CEPbe3HbIe MOOOUHbIE IDHEKTH — MEPUTO-
HUT, IUCI0KaIus TpYOKH U T.1.). Bo Bcex rpymmax
ObLIO 3apEeruCTPUPOBAHO HEOOIbIIIOE YUCIO CITY-
YaeB ToMHeBpornatiu (<5%), uto y 1 manueHTa
U3 TPYNIBl MOHOTEPAIUU JIEBOAOMON MPUBEIO K
HE00XOAMMOCTH MPEKPATUTh YYacTUe B MCCIEN0-
BaHUMU.

[TomydeHHBIE pe3y/IBTaThl AEMOHCTPUPYIOT, UTO
moHotepanus JIKUT sasnsiercs addexTuBHOI
TEepareBTUYECKON OMIMEN Y TTAallMEHTOB C pa3Bep-
Hytoii ctagueit BIT. ITpu aToM aBTOpPBI OTMEYAIOT,
4yTO B JajbHeiilleil pabore HEoOXOAUMO OynIeT
OTIPEICTTUTh OCHOBHBIC KIMHUUECKUE TIPEIUKTO-
PBI, CIIOCOOHBIE YETKO UACHTU(MHUIINPOBATH MAIl-
eHTOB, KoTopbiM Ha (oHe JIKUT moxer ObiTh
PEKOMEHIOBAHO MpeKpalleH!ue OJHOBPEMEHHOTO

TprieMa OpaIbHBIX TIPEIapaToB JIEBOMOIIBI U IPY-
WX TIPOTUBOITAPKMHCOHMUYECKIX CPEICTB.

B Oonee mozgHeit myOauKaluMyM Ha TOW Xe
koropre GLORIA oneHuBanach n0JIroBpeMeH-
Hast addektuBHocTh JIKWUI B oTHOIIEHUM
MOTOPHBIX 1 HEMOTOPHBIX CHMIITOMOB pa3BepHY-
tot cramuu BIT [13]. TlpoBemeHHblli aHaIU3
KacaJicsi WMTaJbsIHCKOM BBIOOPKM TAIMEHTOB
(60 OONBHBIX U3 7 CHELUATN3UPOBAHHBIX LIEH-
TpoB). CorracHO TOJYYEHHBIM HaHHBIM, K
24-my Mecany JnedeHus npumeHenme JIKHUT
MPUBOIUIO K YMEHBIICHWIO INTEIbHOCTU
“oiktoueHus” (—3,3 £ 2,7 4; p <0,0001), yayu-
meHuto 6amibHoi onleHku mo UPDRS 11 u 111
(—4,5+10,6;p=0,0333u—-4,9+ 11,7, p=0,0229
COOTBETCTBEHHO), YMEHBIICHUIO BBRIPAXKEHHOCTH
HEMOTOPHBIX CUMNTOMOB To Imkajie NMSS
(—21,8 £ 28,5; p < 0,0001) 1 cyMMBbI OanIOB MO
OMPOCHUKY  KavecTBa  ku3Hu  PDQ-8
(—12,5 £ 23,9; p = 0,0173) mo cpaBHEHMIO C
Tepanmueil OpaJbHBIMA (POpPMaMM JIEBOMOIIHL.
ITo6ounbie a¢pdektsr JIKUIT Habmomanuch y
16 6onbHBIX (28,6%), CAaMBIMU YaCTBIMU M3 HUX
ObutM cHIKeHue macchl Tena (7,1%), monnHes-
ponarus (7,1%) u abgomuHabHas 601b (5,4%).
B wuccinenoBaHun ObLIO TMOATBEPXIEHO, UYTO
JIKUT ymeHbl1aeT BBIPAXKEHHOCTb MOTOPHBIX
(ykTyanuii ¥ HEMOTOPHBIX CUMITTOMOB, a TAKXE
yIyYIlIaeT KayecTBO XKU3HU B paMKax 24-mecsd-
HOTO HaOJIIONEHMUSI, TIPX TOM UTO IIEPEHOCUMOCTD
MPOLENYPbl COOTBETCTBOBAJIA YCTAHOBJIEHHOMY
npoduito 6e3onacHoctu JIKUT.

Kak yxe orMevanoch, OCHOBHOI Mjeeil nmpu-
meHeHust JTKUI sBnsieTcst mpeogoieHue rnpooJie-
MBI KOPOTKOTO TIePHOAa IEHCTBUS JICBOMOIBI U
MyJIbCUPYIOIEN ToGaMUHEPTUIECKON CTUMYJISI-
LIMM, YTO CBOMCTBEHHO OpaJibHBIM IIperaparam
nesogonbl. C 1ebi0 0ojee IeTaabHON OLIEHKU
sroro npeumyinectBa JIKUI Gbl1o mposeneHo
HaOIIIoIaTeIbHOE PETPOCIIEKTUBHOE HMCCIIEIOBa-
HUE, B KOTOPOM COTIOCTABJISUTUCH 2 TPYIIITBI 00JTb-
Hboix BII — monyuaBmmx nu6o JIKWUI, nubo
opaibHbIe (hopMbI JieBogombl [14]. B uccnenona-
uue Bomen 61 mauwment ¢ BIT (craguu 111 u IV o
(yHKuMOHaNBbHOU 1Kale XeH—fApa), KoTopbie
ObUTM PEKPYTUPOBAHBI B OIHOM CIELMATN3UPO-
BaHHOM pPYMBIHCKOM ILieHTpe Mmexay 2009 u
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2019 romamu. I[Tpu aHamM3e TOTYYCHHBIX PE3YTh-
TaTOB ITyTeM MHOXXECTBEHHOM TMHEITHOM perpec-
CUY OBUIM CHIEJIAaHBI COOTBETCTBYIOIIE MOIPAaBKI
Ha BO3pacT 0OJbHBIX, AnuTenbHocTh BIT, mau-
TENBLHOCTD JIEYeHNs U ApyTHe (HaKTOphI, a Malu-
€HTBI OBLTN TOJDKHBIM 00pa3oM CTpaTU(hUIIMPO-
BaHbl o ctaausam 11 u 111 mo Xen—Apy. B pesyinb-
TaTe OBIJIO YCTAHOBJIEHO, YTO K KOHIY 1-TO roma
HaOJIoIeHUsI CpelHsIsl cyMMa OajlIoB IO IIKaje
UPDRS III u II B rpyninie JIKUT 1o cpaBHEHUIO
C TPYIIIION OpaThbHOM JICBOIOITEI YMEHBIIIIACH Ha
15,6 (95% noseputenbHbiid uHTEpBan 12,0—19,2;
p<0,001)m 18,4 (13,8—22,9; p <0,001) cooTBeT-
ctBeHHo. B rpynmne JIKUT k xonuy 1-ro roma
0o0Imas TSKECTh CUMIITOMOB, CBSI3AHHBIX C
JUCKUHE3Muel, cHu3uiaach Ha 41,7%, a cummro-
MOB, CBSI3aHHBIX C MOTOPHBIMH (DIIYKTYaIlsIMU
(“mctoureHueM” mo3bl U GEHOMEHOM “BKIIOYE-
HUSI-BBIKTIOUeHUs1”), — Ha 29,2%; COOTBETCT-
ByIolue IUMPHI B TPYIIIIE OPaJbHON JIEBOMOIIBI
cocTaBId K KoHiy roga 0 u 2,7%, 4ro SIBHO
KoHTpactupyet ¢ rpynnoit JIKUI. Aptopsl aena-
10T 000CHOBAHHOE 3aKJIOUEHKE O TOM, YTO IMPOo-
JOJKUTeNbHAs ayoaeHanbHass wHysus JIKUT
obecrieynBaeT ITOCTOBEpHOE, KIMHMUYSCKM 3Ha-
YUMOE CHIDKCHUE BBIPAXXCHHOCTH MOTOPHBIX
(ayKTyanuii o cpaBHEHMIO C Tepanueil opaib-
HbIMU (hOPMaMU JICBOJIOMIBI Y MAlMEHTOB, HAX0-
JSIuxcsl B pa3BepHyToii craguu BIT.
[IpnMmeHeHre TaHHOTO WHHOBALIMOHHOTO TIpe-
rmapaTa CIIOCOOCTBYET CHIDKCHWMIO PHCKa IIOJH-
MIparMasyi y MalFeHTOB Ha pa3BepHYTHIX CTAIUSIX
BIT 1 mo3BosieT mepeBecTH UX Ha MOHOTEPAIHIO
JIKHTI. B0 ObUIO MOATBEPKIECHO B X0 MEXIY-
HapoOIHOTO 00CEPBALIMOHHOTO WCCIICIOBAaHMS B
peaqbHON KiMHMYeckod mpaktuke COSMOS
[15]. B wuccinemoBaHUM MPUHSIIM  ydacTue
409 mauueHToB U3 14 cTpaH MUpAa, BCE MaLUEHTHI,
BKJIIOYCHHBIC B MCCICIOBAHHUE, MCIIOIH30BATN
JIKUT B TeueHmne >12 Mec, TaHHBIE OBUIA cOOpa-
HBI BO BpeMsI TTOCEIICHUI B X0 UCCIICIOBAHUST 1
petpocnekTuBHo. InutensHocts Tepanuu JIKUT
Hyonomna® cocraBuia B cpenHeM 35,8 + 23,2 mec.
B xagecTBe MepBUYHOM KOHEYHOI TOYKHU OIICHM-
BaJIM MPOLIEHT MalXeHTOB, UCTOIb3YyomUX JIKNT
B KayecTBe MOHOTeparuu (0e3 JTOMOJTHUTETbHBIX
npenapaToB Ui eueHus bIT) B Havase u yepes 3,

6, 9 u 12 Mec cooTBEeTCTBEHHO. B pesyisrare
15,2% nauwmenTtoB Havanu npumeHenue JIKUT B
Bujie MOHoTepanuu, a 31,7% mnaiueHToB ObLIN
NepeBeIcHbl HAa MOHOTeparnuio yepes 12 Mec nocie
Havyaja uccienoBaHusi. CpenHsss TPOMOJIKHU-
tenbHOCTh MoHOTepanuu JIKWI cocraBuia
39,3 25,6 mec. Ot Hauana JIKUT cpennee Bpemst
MepuoaoB “BBIKJIIOYEHUST” COKpaTuioch Ha 3.8;
4,6 1 3,9 4 B ieHb 17151 rpyrn MoHoTeparuu JIKUT,
nHeBHOI MoHoTepanuu JIKWI u noautepanuu ¢
komOuHauueii ¢ JIKUI cooTBeTcTBEHHO, a Ipo-
JOJDKUTETBHOCTh TUCKWHE3MM YMEHBIIMIACh Ha
1,7, 2,0 u 1,9 4 B 1OeHb COOTBETCTBEHHO.
Coo011ieHHBIE HexKeTaTeTbHbIE PeaKIIMKi COOTBET-
CTBYIOT YCTaHOBICHHOMY IPOMUII0 Oe30IacHo-
CTH C HU3KUM YPOBHEM IIpeKpalleHUsS IpreMa
(7,0%) n3-3a HeXXeNmaTeIbHBIX peakiuii [15].
Becbma BaxkHBII 000011aI0LIMIE 0030D Pe3yib-
TaToB JieueHUs ¢ ucrnonb3oBaHuem JIKMI Boimen
Bamnpesne 2021 1. BxxypHaie “Movement Disorders”.
T. Tsunemi et al. mpoBeau MOUCK JTUTEPATYPHI 11O
peJieBaHTHBIM CcTaThsaM (m0 3 Hosiops 2020 r) ¢
noMouibpio 6a3pl PubMed, nomojiHeHHBIH ITOMC-
KoM BpyuHyio [16]. TToayueHHbIe cTaThby OBLIU
KJIaCCU(PHUITMPOBAHEI IT0 PSITY BOIIPOCOB UCCIIEIO-
BaHUS, BKIIIOYast MOTOPHEIC 1 HEMOTOPHBIC CHIMIT-
TOMBI, (DYHKIIMOHATIBHYIO aKTHBHOCTH ¥ KAY€CTBO
>KU3HU TAllMEHTOB, OpeMsl yXaxKMBAIOLIEro mep-
COHaJla, ONTUMAaJIbHbIE CPOKM Havaja JIeUCHUsI 1
npopokutenbHocTh npuMeHenust JIKUI, mpe-
KpalleHue JeUeHUsI, OCJTOXHEeHMsI. BoJbITMHCTBO
MOAXOAAIINX MCCIeaoBaHuil (n = 56) ObuH
OTKPBHITBIMUA 00CEePBALIMOHHBIMU HCCIIENIOBAHNS-
MU C OTHOCUTETbHO HEOOBIIINM YKMCIOM MaleH-
TOB. YcraHosneHo, uTo JIKUI ctabuibHO cokpa-
AaeT AJUTEIbHOCTh Teproaa “BBIKIIOYEHUS” U
YBeJIMYMBAET BpeMs “BKJIIOYEHUs” 0e3 MHBAIU-
IU3UPYIOIIeH MOUCKWHE3UU, C pPa3IMYHBIMU
a¢dekTamMn TaHHOM (DOPMBI JIEBOAOMBI B OTHO-
ICHUW IMTSIBHOCTH “BKIIIOYEHUS” C WHBAIH-
IV3UpYIONIel MUCKWHE3WelH M MaHudecTarun
nByxdaszHoil auckuHesuu. bosee mosmHue maH-
HbIe CBUICTENIBLCTBYIOT 00 OMpeaeJeHHBIX MPeH-
myiectBax JIKMIT B oTHOIIEHMM HEMOTOPHBIX
CHUMIITOMOB, KayecTBa XW3HU, IOBCEIHEBHOI
AKTMBHOCTU M CHVDKEHUST HArpy3Ku Ha JIMII, OCY-
LIECTBIISIIONIMX yXoa. Bo3pacT manueHTa He oka-
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3bIBa€T 3HAYMTETHHOTO BIUSHUSI HA 3P HEeKTUB-
Hocth JIKUI. Yacrora mpekpaieHus: nuHQy3uit
JIKHUT (B cpeanem ot 17 1o 26%) 0OBIMHO Orpe-
JieTIsieTcsl Mpo0ieMaMu, CBS3aHHBIMU C YCTpPOIA-
CTBOM (TIOMITa, TPYOKH U T.1I.), XOTSI BOBMOXHOCTh
TP HEOOXOMMMOCTH JIETKO TIPEKPATUTh HaHHBIN
BUJI TePANUU MPEACTABSET COO0 OMHO U3 Mpeu-
MyniectB ucrnosb3oBaHus JIKWUI. ABTopsl Ha
OCHOBAHUHU JIETAJIbHOTO aHAJIM3a O0JIbIIOro YKcia
nyoaukauuii otMmevaror, yto Tepanus JIKUT
MOXeT OBITh OJIATOTIPUSITHBIM BapUAHTOM LIS
MalMeHTOB ¢ pa3BepHyToit ctagueil BII, y koto-
DPBIX MaHU(DECTUPYIOT BbIpaxkeHHbIE DIYKTyaluu
KJIMHUYECKOW CUMMTOMATUKU, IpeodaanatoT
HEMOTOPHbBIE TIPOSIBICHUS] U/WIM UMEET MECTO
BBICOKMIT PUCK OCTIOXHEHWI OT MCTOJIb30BAHUS
JIPYTUX WHBAa3UBHBIX BBICOKOTEXHOJOTUYHBIX
METOJ/IOB TEPAIH.
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HekoTopble opraHn3aunoHHble acneKThbl
npUMeHeHnsa neBoaonbl/Kapouaonsi rens
ONY UHTEeCTUHANbHOIO BBeAeHns
B Poccuiickonn ®epepauun

B Poccuiickoit Penepaiiny moxydeH moioxu-
TenbHbIA onbIT mpuMeHeHus JIKUT (Iyomoma®).
Kimankn KazaHCKOro MeauIIMHCKOTO YHUBED-
cutera, BoeHHO-MEIMIIMHCKON  aKageMHUH
um. C.M. Kupona, IlepBoro Caukrt-Ilerep-
OYyprcKoro rocyaapCTBEHHOIO MEAMIIMHCKOIO
yHuBepcutera uMm. akan. W.II. IlaBmoBa u
HayyHoro 1eHTpa HEBPOJOTHUU TPUHUMAIN
yJacTHe B MEXIyHAPOTHOM KITMHUYECKOM UCCIe-
JIoBaHUM 3(P(HEKTUBHOCTU U OE30MaCHOCTU Tpe-
nmapara [Iyomoma®. Poccuiickag mnoarpymnma
coctaBmia 48 manueHToB, Bo3pacT — 39—78 Jer,
pnauteabHocTh BIT — 10,2 + 4,8 ropa. Jduzaitn
HCCIIEIOBAHUS BKJTIOYAI CKPUHUTOBBIA TIEPUOL
(mo 28 nHeit), MCXOOHBI BU3UT C OLEHKOI
COCTOSTHUSI TIAIIMEeHTA, TICPUO/ Ha3aIbHOM TUTpa-
LMY, YCTAHOBKM TacTPOCIOHANBHOIO 30HAA U
JUTATeNTbHON mHYy3uu reisd. B xauecTBe Kpute-
pueB 3¢b(OEKTUBHOCTU OLIEHUBAIU COKpallleHHe
MepUOIOB “BHIKIIOUEHUS”, HATMYUE Ae3anarTh-
PYIOIIMX TUCKMHE3U I, Ka4eCTBO XXKM3HU IMallieH-
toB (PDQ-39, EQ-5D, EQ), HeBpoormuecKuii
CTaTyc 1O YHU(PUIMPOBAHHOM IIKaje OLEHKN
nposienenuit BIT (UPDRS). Ilo pesynsratam
HCCIIeIOBAaHUSI OTMEYAI0Ch CTaTUCTUYECKU 3Ha-
YUMOE YKOpPOYEHHE IEePUOJ0B “BHIKIIOUEHUS”
Ha 5,35 + 2,59 4/cyT, CTAaTUCTUYECKU 3HAYMMOE
VIUIMHEHWE TepUOoI0B “BKJIIOUEeHUsT” 0e3 ycuse-
HUS Je3aanTUpYIoIIMX AUCKWHE3Ui Ha
5,74 £ 3,91 y/cyT, yBeIMUeHUE TIEPUOIOB “BKIIIO-
yeHus1” 0e3 muckuHesni Ha 4,42 * 4,53 u/cyT.
OTMeyvanach CTaOMIbHAS TIOJIOKUTEIbHAS THA-
muka mo mkaitam UPDRS, PDQ-39 u yctoituu-
BO€ COKpallleHWe MepUuoa0oB “BBIKIIOUYEHUS”

oonee yeMm Ha 70%. Toabko 3 manueHTa (6,5%)
HYXJaJUCh B AOMOJHUTEIbHON Tepanuu [1].

B HacTosmIIit MOMEHT B HaIlleil cTpaHe pelle-
HMueM MuHucTepcTBa 31npaBooxpaHeHuss P®
pasBepHyThIM ctaausam BIT (cragumn 1IV-V no
Xen—Apy, neBomomauyBcTBUTeNbHas bIl ¢
BBIPaKCHHBIMU JBUTATEIBHBIMU (DIIYKTYallUSIMU
Y TUTIEPIMCKUHE3USIMH TIPU He3(h(PEeKTUBHOCTHI
MepopaJbHOil Tepanuu) NPUCBOeH oOphaHHbIH
cTaryc.

bnaromaps 3TOMYy BaXHOMY COOBITHIO B
Cankr-IleTepOypre Hauamach ycrelrHasi peaim-
3auus nporpammel npuMeHenust JIKUT B pytuH-
Ho#l mpakTtuke. Tak, B BoeHHO-MemMIIMHCKOM
akagemuu uM. C.M. KupoBa nojiyueH KamHuue-
CKUIA OIIBIT YCTAHOBKM IaCTPOECIOHAIBHOM CTOMBI
1utst ocymectsiaeHust tepanun JIKUT (Iyomoma®)
yXe BHE KJIMHWYECKOTO MCCIIeNOBAHUS, B paM-
Kax IPOTpaMMbI TOCYAapCTBEHHBIX TapaHTHI
(OMC). OmnucaHue KJIMHUYECKOIro ciydasi
nocTynmHO Ha caiite Akamemum (https://www.
vmeda.org/popularsstati/uspeshnaya-
realizacziya-innovaczionnogo-metoda-
lecheniya-bolezni-parkinsona-s-pomoshhyu-
pompy-dlya-dostavki-levodopa-karbidopa-
intestinalnogo-gelya-duodopa/).
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HA OCTPUE HAYKH

fiBngercs au oTBET
Ha npenapartbl J1€B010IbI
BAJINAHBIM HHIUKATOPOM
oone3un [apkuncona?
Knunnyeckuit amarHo3 0oje3Hu
IMapxuxcona (BIT) ocHoBbIBaeTCS Ha
HaJIMIMU B KJIMHMYECKO KapTUHE
CHHIpOMa TapKUHCOHW3Ma U TOM-
JepKUBAIOIINX KPUTEPHEB, KOTOPHIE
BKJIOYAIOT YETKWIA W BBIPAXECHHBIN
MOJIOKUTENbHBI 3¢ deKT moda-
MUHepruyeckoit Tepamuu. llenb
HCCNIEIOBAHUS 3aKJII0Yaiach B MPo-
BEepKe YKa3aHHOTO JMarHOCTUYECKO-
IO KpUTepHsT Ha OOJIBIION TTOMyIs-
LMY TIAIIMEHTOB C MapKMHCOHM3MOM,
y KOTOPBIX KOHKPETHAsT HO30JI0TNYe-
ckasg (opma Oblta MOATBEpXKACHA
Mopdonornuecku. beiim npoaHanm-
3MPOBaHbl KIMHUYECKUE NaHHbIE B
JJIEKTPOHHOIM MEIMLIMHCKON CcucTe-
Me Y Bcex TMallMeHTOB C MOATBEPXK-
NEHHBIM  HEHpPOMaToJOrMYeCKUM
JIMarHO30M OIIpe/eSIeHHOTo 3abose-
BaHMsI, MPOSIBSIOIIETOCsS CUHIPO-
MOM MapkuHcoHu3Mma. Mccnenosa-
HME BBHINMOJHEHO Ha Oase LleHTtpa
JIBUTATEIbHBIX PACCTPONCTB YHUBED-
cuteta BammnHrrona (Movement
Disorders Center at Washington
University) mexuy 1996 u 2018 rona-
Mu. B wuccnemoBaHue BKIIOYATIUCH
MaIMeHThl € TTAPKMHCOHU3MOM M
YeTKMMU  JaHHBIMM ~ ayTOICHH.
B uccienoBanue Bouwio 257 manmeH-
TOB, TTOJTYYAIONIMX TO(PaMUHEPruye-
CKYI0 Tepamnuio. BelpakeHHBIN WM
YMEpEeHHBII OTBET Ha J0(haMUHEPTH-
YecKylo Teparuio otmevancs y 91,2%
GonbHbIX (166/182) ¢ moaTBEp:KICH-
HbIM 1rariHo3oM BbIT, y 52% GobHbIX
(13/25) ¢ monTBep:KIEHHBIM TUATHO-
30M MYJIBTUCUCTEMHOI atpoduu, y
44 4% 6onbHBIX (8/18) ¢ moATBEPX-
TEHHBIM JMAarHO30M MPOTPECCHPYIO-
IET0 HambSIIEPHOTO Mapaamya U y
I manuenra (43 8) ¢ MOATBEPXKIEH-
HBIM JTMarHo30M KOPTMKOOA3aIbHOI
nereHepau. OctanbHbIM 24 maiu-

PedepaTthbl

€HTaM OBbUI MOCTABJICH APYTOil I1a-
THO3 (00s1e3Hb [eHTHHTTOHA, 00JIE3HD
Kpeiitidensara—dxoba, 601e3Hb
AnblreiiMepa, HeilpoaereHepaus ¢
HaKOIUIEHUEM XeJe3a W [1p.), Mpu
9TOM Y 9 M3 HUX MMeEJICST YMEPEHHBII
OTBET Ha 10(haMUHEPTUYECKYIO Tepa-
nuto. TakuM oOpasoM, B MCCIIe0Ba-
HUM TI0KAa3aHO, YTO CYIIECTBEHHBIN
OTBET Ha I0(aMUHEPTHIECKYIO Tepa-
MUIO SIBJISIETCS OBOJIBHO YacThIM U
xapakTepeH He TojbKo st bIT. ITpu
NPYTUX HelfpoereHepaTuBHbIX 3200-
JIEBAHUSIX, ACCOLIMMPOBAHHBIX C Map-
KUHCOHM3MOM, 3aMETHBII OTBET Ha
TaHHYIO Tepariio TakKe BO3MOXEH,

OJTHAKO BCTPEYAETCS PeXKe.
Martin W.W. et al. Is levodopa response
a valid indicator of Parkinson’s disease?
Mov. Disord. 2021;36:948-54.

00beM X0IHepruYecKux
0a3aJbHBIX CTPYKTYP
nepeaHero Mo3ra Moxer
ObITh NPOrHOCTHYECCKHUM
thakTopom HapymieHns
X0IbOBI MIpH 00M€3HH
IlapxuHCcoHA
Hapyiienust xonb0bl SBISIOTCS paH-
HUM WHBAIMIM3UPYIOIIUM TPU3HA-
KoM OonesHu [lapkuncona (BIT),
KOTOpBIM OOBIYHO pedpakTepeH K
nodGaMuHepruyeckoil  Tepamnuu.
KopTukanbHasg XoJWHEepTruuecKas
cucreMa, Oepyliasi Hayajao B 6a3aib-
HOM sape MeiiHepTa 0a3aibHbIX
OTIEJIOB TEPEIHET0 MO3Ta, MOXKET
OBITh BOBJICUEHA B MEXaHU3MBI JIOKO-
mouuu. OJHAKO [JOCTOBEPHO HeE
M3BECTHO, CBSI3aH JIM J€TeHepaTHB-
HBII Mpouecc B yKa3aHHOM 00J1acTh
¢ yxyaumeHueM XxonpObl mpu BII.
C 1IeTIbI0 OIIEHKM 3TOM acCoUraIin
M3yyaay CBA3b MEXIy CyOperwo-
HaJIbHBIMU 00beMaMK  0a3aqbHBIX
OTIEJIOB TEpeIHero Mosra M IIpo-
IPECCUPOBaHMEM HApPYIIEHUH XOMb-
obl pu BII. B uccnenoBanue ObLI0
BKJIt0YeHO 99 6osbHbIX BIT 1 47 nui

KOHTPOJILHOW TPYTIIBI, Yy KOTOPBIX
MPOBOAMIACH MHCTPYMEHTATbHAs
OLIEHKA HEeMpepbIBHO XOAbObl TO
TOPOKKeE B TeUCHUE 2 MUH, TTPU 3TOM
OBbUIO BBITENEHO 16 TIPOCTpaHCTBEH-
HO-BPEMEHHBIX  XapaKTepHCTHK.
OueHKa MPOBOAMIACH MCXOTHO U
yepe3 3 roja HaGmomeHus. M3ame-
peHue CcyOperoHalbHbIX 00bEMOB
0a3aJbHbIX OTAEJNOB IEpPEeIHEro
MO3Ta OCYIIECTBISIOCh MCXOMHO C
UCTIONB30BaHUEM TAaHHBIX MarHuT-
HO-pE30HAHCHOI ToMorpabuu u
PErMOHAIBHON KapThl, MOJyYEHHON
Ha  OCHOBAaHWUU  pPe3yJbTaTOB
AYTOTICUIHBIX ~ TUCTOJOTUYECKUX
uccnenoBaHuil. C MOMOIIbIO YHUBA-
PUAHTHOTO aHajaKu3a OLEHUBAIU
MEePEKPECTHBIE ACCOLMALMU MEXIY
CcyOpervoHaJbHBIMU  0o0beMaMu U
xofb0oit. B mHENHBIX MOIensx co
CcMelIaHHbIMU 3¢ deKTaMu onpese-
JISUTK  CTIOCOOHOCTh  TPEACKa3aHUst
U3MEHEHUST 0OBEMOB MCCIIETYEeMbIX
LepeOpaIbHbIX obiacTeir Mpu Mpo-
JOJKAIOIIEMCST U3MEHEHUU TIOXOJI-
ku. B pabore He ObUIO OTMEUYEHO
MOTEPEYHbIX, BO3PACT3aBUCUMBIX
B3aMIMOOTHOIICHUN MeXmy cyOpe-
TMOHATBHBIMU 00BbEMaMK ¥ TIOXOJI-
Koil. OnHako o0beM 06a3anbHOrO
sapa MeitHepTa crieuuUIHO st
BI1 npenckasbiBaj 101r0BpeMEHHbIE
U3MEeHeHusl ToXonku. B yactHocTH,
MEHBIINI 00BbeM 0a3albHOTO sapa
MeiiHepTta mpenckasbiBai yBeluye-
HUe BapuabeIbHOCTH BPEMEHH 11ara
(p = 0,019) u ykopoueHue BpeMeHI
kavanus (p = 0,015), a MeHbIIMii
00beM 3afiHel MOpLUM SApa IMpea-
CKa3bIBaJl COKpAILEHUE UTMHBI 11ara
(p = 0,007) u moBbIlLIEHUE Bapua-
OeTbHOCTH BpeMeHU mara
(p = 0,041). Taxum obpa3om, 3TO
MepBoe McCleoBaHle, B KOTOPOM
MPOJEMOHCTPUPOBAHO, YTO JereHe-
panust B 00JIaCTH XOJIUHEPTHIECKOI
CHCTEMBI MOXET MpeICcKa3biBaTh
MporpeccupoBaHyie  HapylIeHUi
xonb0bl nipu BIT. Bonee neranbHast
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OLIEHKA JaHHOIO IOKA3aTessl MOXET
cleaTb €ro HOBbIM OMOMAapKepoM
IUTA OTIPEZICNICHUSA HapYLICHU IO~
BWKHOCTHU U TAJCHUIA B OyIyIleM.
Wilson J. et al. Cholinergic basal
forebrain volumes predict gait decline

in Parkinson’s disease. Mov. Disord.
2021;36:611-21.

Nnenmudnxanmnsa reHos-
KAHIHIATOB NMPH 00JIEe3HA
IlapxuHCOHA ¢ MOMOIIBIO
HHTETPATHBHOI0 aHAJIN3A
JAAHHBIX MO/THOT¢HOMHOI'0
HCCIeI0BAHNSA ACCOMMANIHIA,
IKCNPECCHH M INMUTCHETHKH
[MpoBeneHne MccienOBaHKI 1O TOJ-
HOT€HOMHOMY TOMCKY aCCOLMALMiA
(genome wide association studies,
GWAS) npu 6onesnu [lapkuHcona
(BIT) crmocobCcTBOBANIO OTKPHITUIO
OOJIBIIIONO0  KOJIMYECTBA  JIOKYCOB,
ACCOIMUPOBAHHBIX C TTOBBIIICHHBIM
pPUCKOM 3a0oJieBaHUs. YiydllleHue
MOHMMaHMS  (YHKLIMOHUPOBAHUS
T€HOB B 3THX JIOKYCaX MOXET CITyXKHTh
KITIOYOM K DAcKpHITHIO TIaTOTeHe3a
BII. Lenbio paboThI SIBISIOCH U3Yy4e-
HHUE TeHOB M TEHOMHBIX TPOLIECCOB,
JIEXAIINX B OCHOBE PUCKA Pa3BUTHS
cniopaguueckoit BIT. B nanHOM rexe-
TUYECKOM UCCJIE0BAHMHU MO MOUCKY
accoIMalMii MCIOIb30BATMCh OMO-
nHPOPMATUIECKNE WHCTPYMEHTHI
Coloc 1 TWAS (transcriptome-wide
association study — TpaHCKpHUIITOM-
HOE MCCIeI0BaHKe O MOUCKY acco-
IVAIMil) I WHTEeTpaly TaHHBIX
GWAS 1o Tuny ciy4yaii—KOHTPOJIb,
ony6akoBaHHBIX B 2017 I., ¢ TaHHBI-
Mu akcnpeccun (or Braineac, the
Genotype-Tissue Expression (GTEX)
n CommonMind) u MeTUIMpPOBaHKS
(mosTydeHsl U3 00pa3loB T'OJIOBHOTO
Mo3ra mnauueHtoB ¢ BIT Benuko-
Opurtanun). Muest paboThbl cocrosia B
BBISIBIICHUM TIPEIOJIaraeMbIX Mexa-
HU3MOB 3KCIIPECCUY T€HOB U CILIaii-
CHMHTa, acCOIMUPOBAHHBIX C TIONY-
yeHHbIMU 1ist BIT nanHeiMu GWAS.
B paborte OblIM mpeacTaBaeHbBI
TeHBI-KaHAUIATH C OTPaXeHUEM
crelMbUKM KJIeTOK, CEeTH COBMECT-

HOM O3KCMpeccuM TEeHOB U CETH
0e10K-0ENKOBBIX B3aMMOJIEHCTBUIA.
[1pu aHamM3e Ha ypoBHE 3KCMpPecCUr
TeHOB OBUIO BBISIBAEHO 5 TEHOB
(WDR6 [OMIM 606031], CD3&
[OMIM 107270], GPNMB [OMIM
604368], RAB29 [OMIM 603949] u
TMEM163 [OMIM 618978]), koto-
pble PEIUIMLUPOBATUCH C UCTIOIb30-
BaHueM cucteM Coloc u TWAS B
Habopax naHHbiX GTEx u Braineac.
Eme mis 6 rernoB (ZRANB3 [OMIM
615655], PCGF3 [OMIM 617543],
NEK1 [OMIM 604588], NUPL2
[NCBI 11097], GALC [OMIM
606890] u CTSB [OMIM 116810])
ObLIK NOTyYeHbl faHHble 0 bIT-acco-
LMMPOBAHHBIX HAPYLICHUSIX CIUIai-
CHMHTa. AHAIU3 CIEUPUIHOCTH IKC-
Mpeccuy MoKas3ajl, 4To 3KCIPEeCCUs
TeHOB SIBJIsIeTCs 00JIee BhIPAXEHHOI B
KJIETKaX [JIMK 10 CPABHEHUIO C Heil-
poHamu. [lpu aHanmm3e B3BEILIEHHBIX
ceTeil KOIKCIPecCUu IeHOB, BbIMOJ-
HEHHOM Ha Habope maHHbIX GTEXx,
ObLIO ycTaHOBJEHO, uTo reH NUPL2
spisiercs npu pasputuu bIT kioue-
BbIM T€HOM B TPEX MOMIYJSIX, BOBJIE-
YEHHBIX B KaTab0IMYeCKue TPOLIECCh
1 aCCOLMMUPOBAHHBIX C YOUKBUTUHU-
poBaHUeM OeJIKOB, 0OCOOEHHO B MpHU-
JIeXaleM Sape, XBOCTaTOM siipe U
ckopnyne. [enst TMEMI63 n
ZRANB3 BaxkHBI B MOIYJIAX JIOOHOIA
KOpbl U XBOCTAaTOTO SIIpa COOTBET-
CTBEHHO, YTO YKa3bIBaeT HA pOIb
TUACPETYISIIN KJIETOUHOU CUTHAH-
311U ¥ KOMMYHWUKAIINHY B 9THX OT/Ie-
nax y OonbHbix BII. [lpu anamuse
B3aMMOJIEICTBUS OEKOB U MOJIENH-
pPOBAaHUU C WCHOIb30BAHUEM CITy-
YaliHBIX ceTeii ObLIO MPOJEMOHCTPH-
POBAHO, UTO TeHbI-KAHAWAATH B 3HA-
YUTETHbHO OOMNbIIEH CTEeNeHU B3au-
MOJIEICTBYIOT ~C  M3BECTHBIMU
MEHJIEJIEBCKUMU OelKaMu, acCOLUN-
poBaHHbIMM ¢ BIl ¥ mapkuHcoHuU3-
MOM, Y€M 3TO MOXKHO ObLIO OBl 0XKM-
JIaTh TIPY HAIMYUU JIULIb CTyYaiHON
CBSI3ML.
Kia D.A. et al. Identification of candidate
Parkinson disease genes by integrating
genome-wide association study,

expression, and epigenetic data sets.
JAMA Neurol. 2021;78:464-72.

OoHapyXeHue 0,- CHHYKJIeHHA
METOAOM HHIIYI[HPOBaHHOﬁ
BHOpamueil KOHBEPCHH
B PCXHME PCAIBHOI0
BPCMCHH Y NAIUCHTOB
C H30/IMPOBAHHBIM
HApyIICHUEM NOBCACHUA
B REM-a3y cna:
NPoJ0JIbHOE HAOMIOAATENbHOE
HCcaea0oBaHue
M3zonupoBaHHOE HapylleHHe TOBe-
neuus B REM-c¢azy cha (isolated
REM sleep behavior disorder, IRBD)
MOXET SIBASITHCS MPOAPOMATbHOM
cTanuell o-CUHYKIEMHONATUN TIPH
oosnesnn [lapkuHcona (BIl) u
nemeHImu ¢ tebiamu Jlesu (ATJI).
Merton aMruiMpuKauu aMUHOKMC-
JIOTHBIX TIOCJEI0BaTebHOCTEH C
WCTIONIb30BaHMEM WMHAYIIMPOBAHHOM
BUOpaIeil KOHBEPCHH B pexKuMe
peanbHoro BpemeHu (MBK-PB)
JIEMOHCTPUPYET BBICOKHE YYBCTBH-
TEJBHOCTh W CHEMMMUIHOCTD JUIS
0oOHapyXeHUs] B LepeOpOCUHAIb-
Hott xunkoctn (LICXK) aHomMamsHO
KOH(OPMUPOBAHHOTO 0-CUHYKJIEU-
Ha y nauueHtoB ¢ bIT u ATIIL
B wuccnemoBaHuuM ycTaHaBIMBAIM,
MOXHO JIM 3TUM METOIOM OOHapy-
xkuth o-cunykienH B LICXK y marum-
eHToB ¢ IRBD u moxer nm 3tor
TOIXO MCTOIb30BaThCsl B KauecTBe
OroMapKepa IIPOIPOMAlbHOM CTa-
MU O.-CUHYKJIEMHOTIATuY. B3srtie
oopasnoB LICXK mnpousBoauioch
npu  JTIOMOAJTbHON IIyHKIUU Yy
MAalMEeHTOB ¢ TOJMCOMHOrpadie-
cku moarBepxiaeHHbIM IRBD, a
TaKXe Y 3MOPOBBIX JIUIT KOHTPOJIHHON
rpynnbl. HabGop mnamueHToB oCy-
HIECTBISICS Ha 0as3e IIEHTpa pac-
cTpoiictB  cHa B bapcenone
(Mcnanus). O6pasusl LCXK xpanu-
JIM 10 BBHIMIOJHEHUSI aHAlIN3a METO-
nom MBK-PB. Tlocne BbinosHeHust
JIOMOATbHOM MYHKIIMU Y4aCTHUKaM
MPOBOAMIACH KIMHUYECKas OLIEHKa
HEBPOJIOTMYECKOTO CTaTyca KaxIble
3—12 mec. [Tokazatenu BbXMBAEMO-
CTU OLEHWBAIINCH C MCITOJIb30BaHMU-
eM Merona Kamnmana—Meiiepa, ot

m BionnereHb HauvoHanbHoro o6uecTea no usyyeHuio 6onesnu MapkuHCoHa M PacCTPOACTE ABWKEHUIA
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IaThl JIOMOATbHOM IYHKIHMU 10
JaThl TMATHOCTMKM JIFOOOTO Helpo-
JETCHEPaTUBHOTO 3a00JIeBaHUS WK
IO IaThl TIOCIEIHET0 KOHTPOIBHOTO
BU3UTa B TEPUOA HAOMIOICHMUS.
B wuccnenoBanue ObLIO BKIIOYEHO
52 manmenTa ¢ IRBD u 40 3m0poBbix
JIMIL TPYIITBI KOHTPOJISA, COTOCTABH-
MBIX TI0 BO3PACTy, TIOy U JUTUTE]Tb-
HocTM HabOmoaeHus. PesynbraTsl
uccnenoBanus LCXK Ha o-cunykie-
uH Meronom MBK-PB 6butn moso-
KUTEJBHBIMU Y 47 TallMeHTOB C
IRBD (90%) v y 4 nuii rpyTinbl KOH-
tponst  (10%). Takum oOGpasom,
YyBCTBUTEJIBHOCTh 3TOTO METOIA
cocrasuia 90,4% (95% moseputenb-
ueiii uHTepBan (W) 79,4-95,8),
crenuduanocts — 90,0% (95% AU
76,9—-96,0). Cpenuuii cpok HabI0-
JEHUS OT MOMEHTa BBITIOJIHEHUS
JIOMOAIBbHO MYyHKUMM 1O OKOHYa-
HHUS ~ MCCIEIOBAaHUS  COCTaBUI
7,1 £ 2,8 rona y mauuentoB ¢ IRBD
n 7,7+ 2,9 rona B rpymnme KOHTPOJIS.
B npouecce Habmonenus y 32 naiu-
eHTOB (62%) ObLIN IMATHOCTUPOBA-
Hbl BIT unm ATJI — B cpentem uepe3
3,4 £ 2,6 roma mocse JOMOATbHOI
MYHKIUKU, TMpA 3ToM y 31 U3 HuX
(97%) nccnenoBaHue Ha O-CUHYKIIE-
WH B MICXOJIHOM TOYKE ObITO MOJIOXKHU-
TeabHbIM. [Ipu aHanmM3e ¢ MCTOJb30-
BaHueM Metona Kamnmana—Meiiepa
OBLTO YCTAHOBJIEHO, YTO MALIMEHTHI C
IRBD u otpuuatenbHbIM pesyibTa-
TOM MCCIIEIOBaHUSI O-CUHYKJIEUHA B
LICX mmeroT 10CTOBEpHO MEHbIINI
puck pa3utust BIT wmu AT yepes 2,
4,6, 8 u 10 ner nocye rOMOATbHOM
MYHKLIUK MO CPABHEHHUIO C MallMeH-
TaMU, UMEIOIIMMU TOJ0XUTEIbHBII
pe3yabTaT  (OTHOLIEHHWE PUCKOB
0,024; 95% 01 0,003—0,177). Takum
obpazom, y mnauueHroB ¢ IRBD
meton UBK-PB nossossieT oOHapy-
JKUTb O-CUHYKJIEUH € HapyLIeHHOMH
MPOCTPAHCTBEHHOM CTPYKTYpPOU C
YYBCTBUTEIbHOCTBIO ¥ CHIEM(PUYHO-
cTbio 90%, a ToJoXuUTETbHAs Tpoba
Ha (.-CUHYKJIEUH acCOLMUpPOBaHA ¢
MOBBIIIEHHBIM PUCKOM DPa3BUTUS B
nocaenytomem bIT  wmm  JATJI.
OOHapyXeHue o-CHHYKJEeWHA B

LICX mpencraBisier co0oii MOTEH-
LUAIBHBIA MapKep MPOIPOMATBHON
craguu BIT u ATJI.

Iranzo A. et al. Detection

of a.-synuclein in CSF by RT-QulIC
in patients with isolated rapid-eye-
movement sleep behaviour disorder:
a longitudinal observational study.
Lancet. Neurol. 2021;20:203-12.

Pacumpelme CHEKTpa
ABHUIaTEIbHbIX PACCTPOICTB,
ACCONMHPOBAHHBIX
¢ IKCmancuei
FCeKCAHYKJICOTHIHbIX
noBTOPOB B rene C9orf72
DKCMaHCUsl  TeKCAaHYKJIEOTUIHBIX
noBTopoB B reHe CY%rf72 — onHa u3
CaMbIX YaCThIX T€HETMYECKUX MpPH-
YUH JIOOHO-BUCOYHOM IEMEHIINN
(JIB/I) u GoxoBOro amMuoTpocduye-
ckoro ckieposa (BAC). Llenbto pabo-
Tl ObUIO YCTAaHOBJIEHWE YACTOTHI U
(heHOMEHOOTHH IBUTATENTbHBIX Pac-
CTPOVICTB Y HOCHUTENIEH 3KCMAHCUU
reKCaHyKJIEOTUAHBIX TOBTOPOB B
rene CYorf72 myTeM peTpoCHeKTHB-
HOTO aHaIM3a MEIMLIMHCKON IOKY-
MEHTalMM TalMeHToB. [IpoaHanu-
3MpOBaHa MEIUIIMHCKAS TOKyMEeHTa-
mus 40 HocuTenel SKCIMaHCUU
noBTopoB B reHe CYorf72, y 17 u3
KOTOPBIX B KJIMHUYECKON KapThUHE
MMEJUCh Te WU VHBIE ABUraTebHbIe
paccTpoiicta. Y 6 u3 17 maimeHToB
JIBUTaTeJIbHbIE PAcCTPONCTBA OTMe-
Yajiich B e01oTe 3a00/1€BaHus, Y 2 U3
17 nauueHToB OHU ObUIM €UHCTBEH-
HBIM TIPOSIBIIEHVEM 3a00JIeBaHUSI.
[Mpu stom mnpusHaku JIBJ Obliu
BBISIBNICHB! Yy 13 M3 17 manmeHToB,
BAC — y 5 u3 17 mauueHToB; y 2 u3
17 nauMeHTOB OTCYTCTBOBAIM TIPH-
3Haku BAC u JIB/I. ¥ 13 u3 17 nauu-
eHTOB OTMeyasnoch Oosnee | aBura-
TesbHOro paccrpoiictea. HawmbGorsee
JACTBIMU JBUTATETbHBIMU PACCTPOIA-
CTBaMU OBLIM TTADKMHCOHW3M U Tpe-
MOp (HATIOMUHAIONINN CUHIPOM
9CCEHLNATBHOTO TPEMOPA), KaXIbII
U3 KOTOphIX oTMevancs y 11 wu3
17 GonmbHBIX. JIMCTAaNbHBIA CTUMYII-
crneuGUYHBI MUOKJIOHYC B pyKax
ObUI BBIsSIBJIEH Y 6 M3 17 MaluMeHToB,

LiepBUKaJIbHAs IUCTOHUS — Y S u3 17.
Xopes umesa MecTo y 5 u3 17 naum-
€HTOB, Y 4 113 KOTOPbIX HAOMI0ATHCD
BbIpaXeHHblE  opodaluranbHbie
mickuHe3un. Camoii yacToir KOMOM-
Halueil IBUraTeJbHbIX PacCTPOIMCTB
ObLIO COYETAaHUE TPEMOpA U MapKUH-
coHM3Ma — y 8 u3 17 malmeHToB, y 5
13 KOTOPBIX TAKXKe OTMEYaTUCh MUO-
KJIOHUM. Y HocuTesell SKCmaHCUU
noBTopoB B reHe CYorf72 6e3 nBura-
TENBHBIX PACCTPOWCTB MMEN MECTO
0osiee KOPOTKMIA Teproa Habmomae-
HUS, TPUYEM Cpeld HUX ObLIO 00Jb-
e manueHToB ¢ BAC, ogHako 3Tn
Pe3yJIbTaThl HEe MOATBEPAWINCH TIPU
HCIOJIb30BAHUM TOMPABKM HA MHO-
JKECTBEHHOE CpaBHEHWE. TakuM
00pazoM, ObLIO YCTaHOBJEHO, YTO
JIBUTATeNbHbIE PACCTPOICTBA BeChbMa
YacTo BCTPEYAIOTCS Y HOCUTEJEH 3KC-
naHcuu ToBTOpoB B reHe C9orf72.
OHM MOTYT MpeMLIecTBOBaTh MPOsiB-
nenusim BAC wmu JIBIL nubo maxe
BO3HUKATh U30JMPOBaHHO. [TapKuH-
COHM3M, TPEMOP W MUOKJIOHUU
BCTPEYAIOTCSl yallle BCEero Mpu JaH-

HOM (peHOTHUIIE 3a00JIEBAHNS.
Estevez-Fraga C. et al. Expanding
the spectrum of movement disorders
associated with C9orf72 hexanucleotide
expansions. Neurol. Genet.
2021;7(2):e575.

YromiseMocTh
NpH rTNNOKHHETHYECKHX,
THNEePKHHETHYECKHX
H (l))’lll(lﬂl()ﬂa.]lbﬂblx

ABHIaTeJAbHbIX

paccTpoiicTBax
VromusieMoCTb TMpeacTapiseT coboi
HEIPEONOIMMOE YYBCTBO YCTAIOCTH,
HeJIoCTaTKa SHEPTUM WM MOTPe6-
HOCTb B JIOTIONTHUTENbHBIX YCHJIMSIX.
DTU CUMIITOMBI IIPUCYTCTBYIOT IIPH
BCEX BMAAX HESTENbHOCTH M HEMpO-
TOPIIMOHAIIBHBI €f, He 00JIeryaroTcst
OTIBIXOM WJI CHOM Y 4acTO MEIIAloT
BBIIIOJTHEHMIO YMCTBEHHBIX M/MIN
(usnyeckux 3agay. YToMIseMOCTb
BeTpevaetcst y 2—11% i B o01meit
MOIYJISIIUKA U YaCTO UMEET MECTO Y
MALKEHTOB C XPOHMYECKIMU 3a001e-
BaHUSMM ¥ HEBPOJIOTMYECKUMHU pac-
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cTpoiictBamMu. Bl BbINOIHEH 0030p
JIMUTEPATypbl, B KOTOPOM BHUMaHHE
AKIIEHTUPOBAIOCh Ha 3MUAEMUOIO-
MU, MaTo(U3NONIOTMYECKUX MeXa-
HU3MaxX YTOMJSIEMOCTM M CYIIECT-
BYIOIIMX MOJAX0AaX K JieueHuto. [Ipu
aHaimM3e OnyOJIMKOBAaHHBIX paboT
ObLIO YCTAHOBJIEHO, YTO YyTOMJsIE-
MocTh Tipu Oose3Hu IlapkuHcoHa
(BIT) oTMeyaeTcst MpUMEPHO Y MOJIO-
BUHBI MALMEHTOB, TipuueM y 1/3 u3
HUX 3T0 Haubojee MHBATUIU3UPYIO-
MM CUMIITOM, U OH SIBJISIETCSI CUJTb-
HBIM  MPEAMKTOPOM  CHUXKEHUS
KavyecTBa XU3HU. YTOMJISIEMOCTb
MOXEeT BOSHMKATh Ha PAaHHUX CTaju-
sIX 3a00JIeBaHMST ¥ MOXET He Koppe-
JMPOBATh C TSKECTBIO MOTOPHBIX
CHMIITOMOB, OTHAaKO OTMEYaeTCs ee
KOPPEJIALMS ¢ IPYTUMU HEMOTOPHBI-
MM ITPOSIBICHUSIMU, TAKMMHU KaK ara-
THsI, TPEBOXHOCTb M PaCcCTPOICTBA
cHa. Takxe ObUIO OTMEUEHO, YTO
TUCHYHKIIVS BETeTaTUBHON HEPBHOM
CHCTEMBI YCYTYOJISIET YTOMIIIEMOCTb.
B 7 uccnemnoBaHUsIX, TOCBSIIEHHBIX
YTOMJISIEMOCTH TIpY aTWITUYHOM 1
BTOPMYHOM MapKUHCOHU3ME,
HaOJomanach BBICOKAs 4acToTa
BCTPEYaEMOCTH 3TOTO CUMIITOMA
(55—80%), 1pu 9TOM He BBHISBIEHO
KOppessiuuii ¢ KaKuM-1100 KIMHU-
YECKVM MOATUTIOM. YMEPEHHO TSIKe-
Jas CTeNeHb YTOMISIEMOCTH TaKXe
oT™Mevaetcss B 46% cCiydaeB IUCTO-
Huu. Hanbonee yacto yromasieMocThb
BCTpevaeTcsl y OOJIbHBIX ¢ FeHepasu-
30BaHHON JMCTOHUEN, LEPBUKAIIb-
HOI aucToHMEN M (HOKATbHON aHC-
TOHUE (He KpaHUaJIbHOI).
Y 30,0-52,5% mnaumeHToB ¢ 3CCEH-
LUATBHBIM TPEMOPOM TaKXe OTMeYa-
€TCSl YTOMJISIEMOCTb, BBIPAXEHHOCTb
KOTOPO MOXET B OIpPEAEIEHHON
CTEMEeHU MOIYJIMPOBAThCS HATMYMEM
JIeTpecCuU. YTOMIISIEMOCTD SIBJISIETCS
Haubosiee YacTbIM CUMITOMOM, O
KOTOPOM COOOIAIOT TMalUEHThl ¢
(pyHKIMOHAILHBIMU  JIBUTATEJIbHbBI-
MU paccTpoiictBamu (10 78%), uto
MOXET MPensITcTBOBaTh 3hhEKTHB-
HOI peadMIUTALUK TaKUX OOJNBHBIX.
BosbIIMHCTBO MCCienoBaHuit maTo-
(buzronorun yToMIsieMoCTH MpoBe-

neHbl y mauueHtoB ¢ BIT, mpu aTom
TipeAnonaraeTcsi 3 BO3MOXHBIX MeXa-
HU3Ma ee pa3BuTus: 1) HapyleHue
KOPKOBO-TIOTKOPKOBBIX B3aMMOCBSI-
3eif; 2) nucOanaHC HeHpoTpaHc-
MUTTEPOB  (CEPOTOHMHEPTUYECKast
nuchyHkuus); 3) HellpoBocmaau-
TeNbHBIE MEXaHM3Mbl (MOBBILIEHHE
YPOBHEHN MPOBOCIATIMUTEIbHBIX HEW-
pomennatopoB). [IpenmonoxuTennb-
HO, Pa3BUTUE YTOMJISIEMOCTU MOXKET
OBITh CIENCTBUEM aucOanaHca Heil-
POTPAHCMUTTEPOB B TIETIE MEXIY
JIOOHBIMYU  TIOJISIMU ¥ 6a3aJIbHBIMU
spaMM, YTO TPUBOAUT K JAE3UHTE-
rpalliyl CEHCOPHBIX, MOTOPHBIX M
apPEKTUBHBIX BXOMSAIINX CHUTHAIOB
U HapylmIeHWI0  TepIENTUBHBIX
aCMeKTOB [BUXEHUi, TakuX Kak
MOTHBAIMST K JEHCTBUIO W BOCTIPH-
HUMaeMoe ycuiue. JJaHHBIX O Jiede-
HUM YTOMIISIEMOCTH B JIMTEpatype
COBCEM HEMHOTO, PUYeM OOJIbIINH-
cTBO padot Kacaercs bIl. B HekoTo-
PBIX HCCIIEIOBAaHUSIX OTMEYEH I0JI0-
KUTENIbHBIA  3((pEeKT Tpenaparos,
MOIYIUPYIOIIUX AohaMuHepruye-
CKyI0 Tepenauy (pasarwivH, mpa-
MMIIEKCOJI, POTUTOTHH), TCHXOCTH-
MyJSITOpOB (KOoerH, MeTuadheHu-
1aT), TPULUKINYECKUX aHTUIeTpec-
CaHTOB  (IOKCETWH), a3pOOHBIX
(buznyeckux Harpy3ok. TpeOyrorcs
nanbHeimme, Oojiee MaciuTaOHbIE
MCCITEOBaHNSI 110 M3YYEHUIO TaHHO-
ro ¢eHomeHa npu bI1 u apyrux pac-

CTPOMCTBAX IBVKEHHUI.

Di Vico I.A. et al. Fatigue in hypokinetic,
hyperkinetic, and functional movement
disorders. Parkinsonism Relat. Disord.

2021; Mar 29,51353-8020(21)00111-5.

VIMMYHOTHCTOXHMHYECKAA
AeTeKIHsA CHHYKJIeHHONATHH
B KOX€ IPH HAHONATHYCCKOM

HApYIIEHHH NOBeIeHNA
B a3y cHa ¢ ObICTPbIMHE
JABHKEHHSMH IJ1a3
H NAPKHHCOHU3ME

B HemaBHMX HcCIeqOBaHMSAX ObLIM
00HapyXEeHBI IEMO3UThI AHOMAILHO-
IO O-CUHYKJICWHA B JOCTYITHBIX IS
OMorcuM yyacTkax rnepudepuyeckoi

HEpPBHOW CUCTEMbl MpPU OOJE3HU
[Mapkuncona (BIT), yto umeeT 60J1b-
1oe 3HavyeHue sl KIMHUYECKOH
nuarHoctuku. bonee Toro, ObLIO
BBISIBIEHO, YTO 3TH ICTIO3UThI BO3HU-
KaloT B paHHMIi Tepuon 3aboneBa-
HUS, U 5TO MOXET TO3BOJIMTh JAua-
THOCTUPOBATh MPOIPOMANbHYIO CTa-
muio  BII. Lenblo wuccnenoBaHust
SIBMISLTACh Pa3paboTKa U TeCTHPOBA-
HYE aBTOMATH3UPOBAHHOTO IMMYHO-
TUCTOXMMUYECKOTO aHalu3a B CBET-
JIOM TOJie KOXHBIX JAETO3UTOB IS
BU3YaTM3aUUM  MaTOJIOTMYECKOTO
Ol-CUHYKJIEMHA Y TIALMEHTOB C MINO-
MaTUYeCKUM HapyIIeHUEM TIOBele-
HUA B (has3y cHa ¢ ObICTPHIMU JIBUKE-
HusiMu T1a3 (rapid eye movement,
REM), BIl, aTunmuyHbIM MapKUHCO-
HU3MOM ¥ B KOHTPOJLHOW TpYyTIIE.
Jlnst pa3paboTKu METoAa MCIONb30-
BAJIUCH ayTOTICUITHBIE 00Pa3LIbl KOXHI
28 MaIMeHTOoB ¢ MOATBEPKICHHOM 1O
TAHHBIM ayTOTICUU OOJE3HbI0 IHc-
¢ysubix Tenen JleBu u 23 Ul KOH-
TponbHOIA rpynmbl. C 1enbio 00Hapy-
JKEHUST TIATOJIOTUYECKOTO (i-CHHYK-
JIerHa 00pa3IIbl KOXH OKPalIuBATHCh
JBOITHBIM IMMYHOTHCTOXUMITIECKUM
METOJIOM C OOHAPYKEHUEM Ol-CUHYK-
JerHa, (GochopuIupoOBAHHOTO B
129-m monoxeHUn (Mapkep TaTojo-
TUYECKOTO O-CUHYKJIENHA), U 001Ie-
HEWPOHATEHOTO MapKepHOTo Tpo-
nykTa reHa 9,5 (pan-neuronal marker
protein gene product 9.5; uneHTuu-
Karusi HepBHBIX OKOHYAHUH B KOXe).
[Tocne Banupauuum MeTOAMKU OblLia
BBITIOJTHEHA TMaHY-OMOTICUS  KOXHU
(3 MM) B mapaBepTeOpasbHOil 00a-
ctu (C8) y 79 cyobekroB (28 — ¢
UIVOTIATUYECKUM  PAcCTPOICTBOM
noseneHust B REM-a3y cHa, 20 — ¢
BI1, 10 — ¢ aTUMUYHBIM MAPKUHCO-
HU3MOM, 21 — KoHTpousb). Jluua,
OLIEHUBABILME OUOIICUITHBIE 00pa3-
1bl, ObLIM 3aC/eUIeHbl OTHOCUTEb-
HO KJIMHMYECKOro auarHosa. JlaHHas
MMMYHOTCTOXMMUYECKAsT METOIMKA
MO3BOJIMIA OTJIMYMTb MAaTOJOTHYe-
CKUii 0i-CUHYKJIEUH OT HEMaToJIOoru-
YeCKOro C IMOMOLIbI0O KOMOMHMPO-
BaHHOW 00paboTKu ocaTazoii u
npoteazoii. Cpeaum ayTONCUIHBIX

E BionnereHb HauvoHanbHoro o6uecTea no usyyeHuio 6onesnu MapkuHCoHa M PacCTPOACTE ABWKEHUIA
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00pa3loB TOJOXHUTENLHBIMUA — Ha
Ol-CUHYKJIEHH ObLTN 26 13 28 00pas-
1IOB TTAIIMEHTOB ¢ 00JIe3HbI0 TUPPY3-
HBbIX Testel JIeBu U Hu oHOro 00pas-
11a OT 23 JINII KOHTPOJIBHOI TPYITIIBL.
Cpemu 00pa3ioB, B3ATHIX C TIOMO-
IIbI0 TTAHY-OMOTICUHU, TONOXUTENb-
HBIMM HAa O-CUHYKJIEWH OBUTH
23 obpasiia (82%) W3 IpyIIbl UIKO-
MIATUYECKOTO PACCTPOICTBA TMOBEMe-
nust B REM-gasy cha, 14 (70%) — u3
rpynmsl BIT, 2 (20%) — u3 rpymnib
ATUITYHOTO MAPKUHCOHU3MA (MYJTb-
THCUCTEMHAs aTpObUs U TIPOTPECCH -
PYIOLIMI HATbSNEPHBIN Mapannd) u
HU OJTHOTO M3 KOHTPOJHLHOM TPYIIIIHL.
[To okoHyaHum 3-yeTHETO TIEpuona
HaOMOIeHNS y 8 TIAIIMEHTOB U3 TPYTI-
bl UIMOMATUYECKOTO PACCTPOICTBA
noseneHus B REM-dasy cHa npou-
3ouu1a (HDeHOKOHBEPCHUSI B OIpe.e-
JIEHHBbII ~ HellponereHepaTUuBHBIN
CHHJIPOM B COOTBETCTBUHU C TIOJTyYEH-
HBIMU paHee pe3y/ibTaTaMu OUOTCUU
(y 4 w3 6 ML C MOJOXUTENTbHBIMI
pesyabTataMu Ouornicuu ObLia jaua-
rHoctupoBaHa bIl, y 2 — nemeHums ¢
Tesbliamu JleBu; u3 2 aui ¢ otpuLa-
TeJbHBIMU pe3yJibTaTaMu OUoTcuu y
OJIHOTO ObLTa TMAarHOCTUPOBAHA BO3-
MOXHas MyJIBTUCUCTEMHAS aTpodus,
y IPYroro — JaeMeHiust 6e3 napKuH-
coHusma). Takum obpazoM, naxe
3-MWUIMMETpPOBas MaH4Y-OUONCUs
SBJISIETCS MEPCHIEKTUBHBIM METOIOM
IU1sI OOHAPYXEHUS! MaTOJOTMYeCcKOro
0-CHHYKJIEMHA B KOXe€ C LIEJIbIO I1a-
THOCTMKM KaK KJIMHUYECKOH, TaK U
npoapoMaibHoii ctaauu bIT.
Al-Qassabi A. et al.
Immunohistochemical detection
of synuclein pathology in skin
in idiopathic rapid eye movement sleep

behavior disorder and Parkinsonism.
Mov. Disord. 2021;36:895-904.

Acconmpanum
tdochopninporannoro
Tay-181 u Jerkmx meneii
HeiipodniaMeHToB
¢ HeliponereHepanmeii
®ochopumipoBaHHbil Tay B 181-M
MOJIOXEeHUY TpeoHMHa (db-Tay-181) B
T1a3M€ KPOBU IPEIJI0OKEH B KAYECTBE

JIETKOIOCTYITHOTO G1oMapKepa maTo-
JIOTUH, XapaKTepHOU Mg 00JIe3HU
Anbureitmepa (bA), Ho ero crnoco0-
HOCTh OTpaXaTh MPOTPECCUPOBAHKE
3a00JIeBaHMSI  OCTAECTCSI HESICHOIA.
Llenplo wccmemoBaHUs — SIBISIOCH
M3y4yeHHe TOTCHIMAIA ITUTETbHOTO
n3MepeHus ¢-ray-181 ma3mbl KpoBr
JUTST OIIEHKY ITPOTPeCCUPOBaHNUS Heli-
pormereHepalii W KOTHUTHUBHBIX
HapyleHuil y mauueHtoB ¢ bA 1o
CPaBHEHUIO C JICTKAMH IIETISIMK Hel-
podunamentoB (H®JI), koTopwie
SBISIIOTCS  HecTelMbUIecKuM Map-
KEpOM TOBPEXACHHWS HEHPOHOB.
B mpononbHOe KOropTHOE HMCCIeno-
BaHWe OBUTM BKIIOUCHBI TaHHBIE W3
uccnenoBanus Alzheimer’s Disease
Neuroimaging Initiative, koTopoe
npoBoauiock ¢ 1 despans 2007 T. mo
6 mionst 2016 . IocienoBaTe bHbIIA
3a00p KPOBH BBHIMOJHSIICS B CPOK JIO
8 net. U3mepenue ypoBHs ¢-Tay-181
B IUIa3Me KPOBM TPOBOAUIOCH B
2020 . D10 OBLIO MHOTOLIEHTPOBOE
HaOJogaTeIbHOE  MCCIel0BaHuUE,
BkouyaBmee 1113 y4acTHMKOB, B
TOM 4Huce Jull 0e3 KOTHUTMBHBIX
HapyLUEHUIl ¥ MAlLUEHTOB ¢ KOTHHU-
THBHBIMHU PAacCTPOICTBAMU (YMEPEH-
Hble KOTHUTUBHBIE PACCTPOICTBA U
nemeHuus npu  bBbA). YuacTHuku
BKJIIOYAJICh B MCCIEIOBaHUE, €CIU
TSI HUX OBLIM OCTYIHBI Pe3yIbTaThl
onpeneneHus ¢-ray-181 u HOJI B
T1a3Me KpoBU M JaHHBIE KaK MUHHU-
MyM OJIHOTO MCCJIEIOBAaHMS C TIOMO-
1IbI0 TMO3UTPOHHOU 3SMUCCHOHHOM
ToMorpaduu ¢ (PTopAe30KCUTIIIOKO-
3001 WM CTPYKTYPHOI MarHUTHO-pe-
30HaHCHOM ToMorpadpuu (MPT),
BBITIOJJTHEHHOTO BO BPeMsI OJHOTO U3
BU3UTOB. KputepusiMu MCKI0YeHMS
CIyXKWIH BbISIBJIEHUE JII0OOTO HEBPO-
JIOTMYECKOTO PACcCTPOICTBA, OTJIMY-
Horo ot BA, Hanuuue uHpekuuu,
MHOKECTBEHHBIX JIAKyH TIO JaHHBIM
MPT, a rtakxke Hanuuue J0O0ro
CHCTEMHOTO 3a00JIeBaHMs, KOTOPOe
MOIJIO Obl 3aTPYAHUTb BbHINOJHEHHUE
MpoTOKOJIa. YpoBeHb ¢-Tay-181 u
H®JT usmepsisics ¢ ucnoab30BaHUEM
TexHosiornuu SiMoa (Single molecule
array). M3 1113  yyacTHUKOB

(600 myxunt (53,9%); cpemHuit Bo3-
pacr 74 * 7,6 roma) y 378 (34%) ne
MMeJOCh KOTHUTUBHBIX HapyIIEHWH,
y 735 (66%) HabIIOTATMCH KOTHUTHB-
HBIe paccTpoiicTa. B rpymme koraum-
TUBHBIX HapyleHuii y 537 mauueH-
T0B (73,1%) oT™MeUaNCh YMEPEHHbIE
KOTHUTHBHBIE PACCTpoiicTBa, y 198
(26,9%) — nemeH1UsE AbLTeMEpOB-
ckoro Tuma. [lpm mnposoabHBIX
HCCNIeIOBAaHUSAX YPOBEHb b-Tay-181
0Ka3aJiCcsl aCCOIIMUPOBAHHBIM C YXYII-
[IeHWeM KOTHUTUBHBIX (DYHKITWI,
MIPOCTIEKTUBHBIM CHIXEHNEM MeTa-
601M3Ma TJTI0KO3bl 1 06bEMa CEPOro
BELIECTBA B BBICOKOCHELM(MUYHBIX
11t BA pernoHax rojoBHOro Mosra.
DTU accolMaluyl OTPaHMINBATNCH
MAMEHTAMH C  TIOJIOXUTEIBHBIM
aHamu3oM Ha P-ammiona. Kak
(-ray-181, Tax u H®JI mna3mel 6111
HE3aBUCHMO  aCCOLIMUPOBAHBI C
COCTOSTHMEM KOTHUTUBHBIX (DYHKIIMI
U HelipolereHepalueii B peruoHax
TOJIOBHOTO MO3Ta, 0OBIYHO TTopakae-
MbIX 1pu BA. Onnako ypoeHb HOJI
ObLT TAKXe aCCOLMMPOBAH C HEWpO-
JIereHepalyeit B pernoHax roI0BHOTO
Mo3ra 3a MpeaeaMu LiepedpaabHbIX
obyacreit, TUMUYHBIX 11 BA, y
MAIMEHTOB C OTPUIATETLHBIM aHa-
Jm3oM Ha B-amuiouna. Takum obpa-
30M, Pe3yJbTaThl UCCIENOBAHNUS CBU-
JIETENILCTBYIOT O TOM, UTO (b-Tay-181 B
TUTa3Me KPOBM SIBJISIETCST TOCTYITHBIM
u cnenyduyHbiM 171 BA (B oTinuune
ot H®JI) MmapkepoM 11 TIPOTHO3U-
POBaHs U MOHUTOPUHTA HEeMpoere-
HepaTHBHOTO TMpoLecca U pa3BUBAIO-

1IUXCA KOTHUTUBHBIX HaDYMEHHﬁ.
Moscoso A. et al. Longitudinal
associations of blood phosphorylated
Tau 181 and neurofilament light chain
with neurodegeneration in Alzheimer
disease. JAMA Neurol. 2021;78:396-406.

KIMHHKO-NATOI0rHYecKoe
H3yYeHHe ABUraTeIbHbIX
paccTpoiicTe
NPH JIOOHO-BHCOYHOI
J0JIeBOIi IereHepanun
Llenbio paGoThI SIBISIOCH AETATBHOE
OnucaHue Koppensiuuii peHOMeHO-
JIOTUM KU HEUPONATOJOTUYECKUX
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M3MEHEHHIA C IBUTaTeIbHBIMU HApY-
IIEHUSIMU  TIPY JTOOHO-BUCOYHOIA
noneBoit mereHepauuu  (JIBJJI).
B KOropTHOM McCeI0BaHUN KITMHU-
yecKWe JaHHbIE O JBUTATENbHBIX
paccTpoicTBax ObLTM PETPOCTIEKTUB-
HO cOOpaHbl U3 MEAULIMHCKUX KapT
naiueHToB ¢ aumardosom JIBJJI,
MOATBEPKICHHBIM B IMOCIEIYIOIIEM
Mo JaHHBIM ayTomcuu. Mccneno-
BaHME MpoBedeHO Ha 6aze Queen
Square Brain Bank ¢ suBaps 2010 .
mo nekabpr 2018 1. Heiipome-
reHepaTUBHASI MATONOTUSI OLIEHUBA-
JIach COTJIACHO MIPUHSTBIM MEXIyHa-
POJTHBIM KOHCEHCYCHBIM KPUTEPUSIM.
B uccienoBaHue OblIO BKJIOYEHO
55 mamueHTtoB (35 myxunn (64%)),
MeIuaHa Bo3pacTa cocTaBuia 58,8
(52,6—63,9) roma, IIMTEILHOCTD
3aboneBanusg — 9,6 (6,2—12,9) rona.
JIBUTaTebHble PAcCTpOMCTBA OBLIN
ot™MeueHbl y 19 mauuento (35%),
paznuuuii Mexny noatunamu JIBIAJL
He Habmonanock. Hambonee vacto
BCTPEYAIUCh CHHAPOM MapKWHCO-
Huzma (9 naumeHToB (16%)) — 0ObIu-
HO B KauyecTBe MAOMOJIHUTEIBHOTO
npu3HaKa B Gosee TO3MHMIA epUoa
3a00JeBaHKsI, a TakKXkKe KOpTHKOOa-
3abHBIN  cuHapoM (7 MAalKMeHTOB
(13%)) — 4yacTo B KayecTBe CUMIITO-
Ma gnebota. Y 2 mnaumeHtoB (4%)
oT™Meyacst heHOTHI TPOrPecCupyto-
IIET0 HAITbSIEPHOTO Mapainya (CUH-
npom Puuapncona), y 1 — tpemop
neiictBus. [TapKMHCOHM3M 4acTo
ObL1 cuMMeTpUUHBIM (67%), ¢ IUI0-
XMM OTBETOM Ha Tperaparhl JJeBOI0-
nel. JlereHepaius yepHoit cyOcTaH-
MM OoTMeYanach y 37 MalueHToB
(67%), omHAKO KOPPENSLIUH C ABUTA-
TeTBHBIMI ~ PAacCCTPONCTBAMU  HE
BBISIBJIEHO. Y TTAIIMEHTOB ¢ 00JIE3HBIO
[Muka ¥Menn MecTo MeHee BhIpaKeH-
Hasl JereHepanust YepHoil cyOcTaH-
LM ¥ JTyYIIMIA OTBET Ha Mperaparhl
Jesononbl. TakuM ob6pa3oM, 1BUTra-
TeJIbHBIE PACCTPOMCTBA MOTYT BCTPE-
yartbest npu Beex moarumnax JIBJJI,
yaie B KayecTBe 0oiee MO3THETo
cuMIToMa 3a00eBaHus (TapKUHCO-
HU3M) WM, HampoTHB, B neOloTe
0one3Hn (KOPTUKOOA3albHbIA CUH-

npoM). Jlexamuii B ocHOBe 3a00J1e-
BaHUS MAaTOPU3UOIOTUYECKUI TPO-
uecc, HauboJsiee BepOsTHO, BOBJIEKA-
eT CTPYKTYpBI 32 IpejelaMu Mpecu-
HANTUYEeCKOW CTPUATOHUTPATIBHON

CUCTEMBI.
De Pablo-Ferndndez E. et al.
Clinicopathologic study of movement
disorders in frontotemporal lobar
degeneration. Mov. Disord.
2021;36:632-41.

TunoMeTHIMPOBAHME

odnactn rena SNCA

NnpH HAHONATHYECCKOM

HApYIICHUH NOBECACHUA
B REM- a3y cna
acconmmposaHo

¢ (henoxonBepcueii
[unomeTunupoBaHue obnactu
MHTpOHa | TeHa o-CUHYKJIEHHA
(SNCA) 1mmMpoKo OIMUCAaHO Ccpeau
MALUEHTOB C O-CHUHYKJIEUHOIATUSI-
mu. Mamomatuueckoe HapylieHue
noseeHus: B (azy cHa ¢ OBICTPBIM
IBUXeHWeM rna3  (rapid eye
movement, REM) cuuraercs mpo-
JIPOMAJIbHOM CTafueil o-CUHYKJIEen-
Homatuii. MeTuaupoBaHUE MHTPO-
Ha 1 reHa SNCAy naliueHTOB ¢ Hapy-
nmieHreM moeaeHus: B REM-dazy
CHa paHee He usyyanoch. lleabio
ucceoBaHusl ObUla OLIEHKAa METH-
npoBaHKus MHTpoHa 1 reHa SNCA B
KPOBM Yy YKa3aHHOW KaTeropuu
MALUEHTOB U OTpeeeHue ero Ouo-
MApKEpHOM POJIM C LIEJIbI0 MIPOTHO-
3UpOBaHUS  (DEHOKOHBEPCUU U
MOHUTOPUHTA TIPOTPECCUPOBAHUS
3aboneBaHus. B uccnenoBanue ObU10
BKJIIOUEHO 78 MalMEHTOB € TOI-
TBEPKICHHBIM TI0 JAHHBIM TOJIH-
COMHOTpadbuy HapyLIeHUEM MOBee-
Hust B REM-¢asy cHa u 74 nuia
TPYNIIBI  KOHTPOJS. 3a TepHuoj
HaOJII0ICHUSI, COCTABMBIIMI B Cpel-
HeM 3,75 rona, y 16 manueHToB mpo-
u3oIa GeHOKOHBEPCHUs B Helipoze-
reHepaTuBHOE 3aboJjieBaHUe (KOH-
BepTephl), V 59 MalMeHTOB TaKou
(heHOKOHBEpPCUM HE MPOU3OILI0
(nekonBeptepsl). Boimenenne JTHK
13 KPOBH TIPOM3BOIMIOCH NICXOTHO B
MOMEHT BKJIIOUEHHUSI B MCCIENI0Ba-

HUE, a TaKXke TpH MocieayoleM
HaOmoaeHuy y 27 MaluueHToB. Ypo-
BEHb METHUJIMPOBAHUSI OLIEHUBAJICS C
WCIIOIb30BAHUEM METONIOB OMCYJIb-
(uTHOTO  MMpPOCEKBEHMPOBAHWSI,
0CJIe Yero MpoBOAMIOCH CPABHEHHUE
MEXTy MallMeHTaMu U TPYTITOii KOH-
TpOJIs, KOHBEpTEpaMK M HEKOHBEP-
TepaMu, MCXOOHO M B TIpolecce
HabmoneHus. B urore y manueHToB
10 CPABHEHUIO C TPYIITION KOHTPOJISI
BbISIBJIEHO TMIIOMETUJIMPOBAHUE B
obnactax CpG (cytosine-phosphate-
guanine — 1UTO3UH-(ocdar-Tya-
wun) 10, 11, 12, 13, 17. TunomeTun-
nuposaHue B ooaactu CpG 17 6bL10
ACCOIMMPOBAHO C TOBBIIIEHHBIM
PUCKOM KIMHUYECKOI (heHOKOHBEP-
CHUU, KOTOPBIH B JaJIbHEULIIEM YCUITH-
BaJics TMPU HATMYMKM HEOONBIITNX
JBUTATEILHBIX paccTpoiicTB. Kpome
TOTO, OBLIO BBISBIECHO, UYTO TOCIE-
Nytolllee CHUXEHHUE YPOBHS METUIIH-
poBanus B oomactax CpG 14, 15u 16
aCCOLMMPOBAHO C IMPOrPecCUpOBa-
HueM 3a0oseBaHusl. TakuM oOpazom,
YPOBHM METWJIMPOBAHUS OL-CHHYK-
JIeHAa MOTYT OBITh MMOJIE3HBIMU OMO-
MapKepamu s CKpMHUHTIA MalueH-
TOB, TMPOTHO3UPOBaHUS (HEHOKOH-
BepCUM ¥ MOHUTOPMHTA TIPOTPECCHU-
poBaHUs 3a00JI€BAHUSL.
Li Y. et al. Hypomethylation of SNCA
in idiopathic REM sleep behavior

disorder associated with phenoconversion.
Mov. Disord. 2021;36:955-62.

be3onacHocTb
H 3(dreKkTHBHOCTD
THIABOHEMAOA
NpPH NPOrpeccHpyIomem
HAABAACPHOM Napajinye:
PaAaHIOMU3HPOBAHHOE
IIANE0OKOHTPOIHpPYEMOe
Hccaenosanne a3ni 2
[Tporpeccupytoniuit HaxbsAECPHBII
napanuy (ITHIT) — HeiiponereHepa-
THBHOE 3a00JIeBaHUE, ACCOLMUPO-
BAHHOE C arperaiueii Tay-0esika.
TunaBonemab (ABBV-8E12) sBnser-
Csl MOHOKJIOHAJbHBIM aHTUTEJIOM,
KOTOpOE CBSI3bIBAETCS ¢ N-KOHLIOM
yesloBeueckoro Tay-oesika. B mccie-
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HA OCTPUE HAYKH

JIOBaHUM OLIEHMBAIM 0E30MacHOCTh
1 3P GEeKTUBHOCTh TUIAaBOHEMaba B
neuenun [THIT. IIpencraBieHb
pe3yabTaThl MHOTOLIEHTPOBOTO paH-
JOMU3MPOBAHHOTO TLIALE00KOHTPO-
JIUPYEMOTO  JTBOMHOTO  CJIEIOro
uccnenoBaHus ¢aspl 2, KOTOpoe
MPOBOAMIOCH Ha 6a3e 66 GOMbHUILL 1
KIMHUK ~ ABcTpanuu, KaHamwl,
Opannuu, Ilepmanuu, MWranun,
SAnonun, Ucnanuu u CLIA. B uc-
ClIeIOBaHME BKITIOYAIMCH YIaCTHUKU
B Bo3pacte >4( JIeT, y KOTOPBIX ObLI
JMarHOCTUPOBAH BO3MOXHBIN WK
BeposTHbIi [THIT (¢ 1MTebHOCTBIO
CHMIITOMOB MEHEe 5 JIeT) U KOTOphIe
ObUTM CIIOCOOHBI CAeIaTh 5 11aroB ¢
MUHUMAJIbHOM MOAEPXKKOM. Yyact-
HUKU UCCNIeIOBaHMS OBLIM pasziesie-
HBI CJIyyaiiHbIM 00pa3oM Ha 3 paB-
Hble Tpymnmbl, noaydasuue 2000 mr
TunaBoHeMaba, 4000 Mr TuiIaBoHe-
Maba uiM maauedo; mpenaparbl BBO-
JIUJIMCh BHYTPUBEHHO Ha 1-if, 15-it n
29-ii nHM, 3aTeM Kaxple 28 aHeit 1o
KOHLA S52-ii  Hemenu JeYeHHUs.
Pannomuzanusi mpoBomuiaach cre-
LMAJIMCTOM, KOTOPbIii HE Y4aCTBOBA
B JIPYIUX acrnekrax MUcCCaeI0BaHUs.
[lepBUYHOI KOHEYHOM TOUKOI ObLIO
M3MEHEeHUe OoO0lIell CyMMbI 0ajioB
no peiituHrosoit mkane I[THIT
(Progressive  Supranuclear Palsy
Rating Scale, PSPRS) ot ucxomHoro
ypoBHS1 10 52-it Henenu. [Tpous-
BOIMJICS MOHUTOPUHI HeEXeJaTesb-
HBIX SIBJICHWI Y YYaCTHHMKOB, ITOJTy-
YMBIIUX KaK MUHUMYM 1 103y WcC-
cremyeMoro mpemapara.  Mcce-
JOBaHWE 3aperMCTPUPOBAHO Ha
caiire  ClinicalTrials.gov, HoMep
NCT02985879. Mexny 12 mexabpst
2016 . u 31 nekadpst 2018 1. GbLTO
CKPUHUPOBAHO 466 yJ4acCTHUKOB, W3
Hux 378 ObUIM PaHIOMU3UPOBAHBI B
uccnenoBanue.  Mccinenoanue
3akoHueHo 3 wuronsg 2019 r Kak
MUHUMYM | 103y ACCIIeyeMoro Tpe-
napata mnojydyuan 377 y4acTHUKOB,
KOTOpbI€ ObLIM BKJIIOYEHBI B aHAJIN3
3(ppexTMBHOCTY M 0€30MacHOCTH
(2000 mr — 126 yenosek, 4000 mr —
125, mnaue6o — 126). CpenHee nsme-
HEHME TI0 METOAY HauMEHBIIUX

KBAJIpaToOB OT MCXOAHOTO YPOBHS K
52-it Hemene NeveHMs TO IIKane
PSPRS 66110 cX01HBIM BO BCEX IpyI-
nax. Y OOJbIIMHCTBA YYaCTHUKOB
OTMEUEHO He MeHee | HeXemaTenb-
Horo siBieHust (rmpu goze 2000 Mr —y
42 (33%), 4000 mMr — y 54 (43%), B
rpynne miane6o — y 49 (39%)).
[Tpornopiyist MalKeHTOB € CEPhE3HbI-
MM HeXeNaTeJIbHbIMU SIBICHUSIMU
OblIa CXOIHOW BO BCEX TpYMIMax.
Haunbonee yacTbiM cepbe3HbIM HexXe-
NaTeNIbHBIM SIBIEHMEM ObUTH Tame-
Husg (4—5% BO Bcex TIpymmax).
JIBanuaTh LIeCTb yYaCTHUKOB YMep-
M B TIEPUOA MCCIenOBaHUs (TIpu
no3e 2000 Mt — 9 (7%), 4000 Mr — 9
(7%), B rpymre 1ae6o — 8 (6%)),
HO HU OIHA W3 cMepTeil He Obina
CBSI3aHA C HUCCeIyeMbIM Tpenapa-
ToM. Takum obpazoM, mpoduib Oe3-
OTMACHOCTH OBUT CXOMHBIM BO BCEX
rpynnax. biaaronpusitHbix ahekToB
OT JIeYeHUs] He 3aperucTPUPOBAHO.
Hecmotpst Ha To 4TO B MCClenoBa-
HUU HE TIOJyYeHO JaHHBIX 00
3G GEKTUBHOCTH MTPUMEHEHUS THJIA-
BoHemaba npu [THII, nmomydyeHHbIe
pe3yNbTaThl MPEeIOCTaBISIOT MOTEH-
[MATBHO TOJE3HYI0 MHGOOPMAIMIO
Ui Oyaylmux MccleloBaHuil mac-
CHBHOIf MIMMYHHU3ALMU C UCIONB30-
BaHUEM aHTUTEN K Tay-OelKy mpu
TTHIT.
Hoglinger G.U. et al. Safety
and efficacy of tilavonemab in progressive
supranuclear palsy: a phase 2,

randomised, placebo-controlled trial.
Lancet. Neurol. 2021;20:182-92.

AnnenbHas
1 heHOTHIIYECKAS
reTeporeHHoCTh
MKaHkTo(HIMHA-3,
accoNMHpPOBAHHAA
€ CHHAPOMAMH HAPYIIEHMii
PA3BUTHA U IBATATEIbHBIMH
paccTpoiicTBaMu
JIKaHKTOGWINH-3 TMPUHALIEXKUT K
rpynmne 0OeJKOB COeIUHUTEIbHOIO
KOMIUIEKCAa, BOBJICYCHHOIO B PETY-
JISIMI0 BO3OYAUMOCTH HEWPOHOB U
YYaCTBYIOLIEIO B (l)Ole/lpOBaHl/ll/l

COCIMHUTENbHBIX ~ MEMOPaHHBIX
CTPYKTYP MEXJ1y MOTEHIMAI3aBUCH -
MBIMKM MOHHBIMU KaHalaMU ¥ 9HI0-
M1a3MaTUYECKUMU (PUAHOAMHOBBI-
MU) PETUKYISIPHBIMU PELIENITOPAMM.
MoHoannenbHas 3KCMaHCUsS TpH-
HYKJICOTUIHBIX MOBTOPOB, JIOKAIU-
30BaHHas B reHe JKaHKTohUIMHA-3
(JPH3), aBnseTcsl IpUUMHOI penKo-
IO ayTOCOMHO-TOMUHAHTHOTO 3a00-
JIeBaHMS C TTO3THUM HavaioM, KJIH-
HUYeCKash KapTHHa KOTOPOTO HaIo-
MUHaeT 00je3Hb [eHTMHITOHA; B
CBSI3W C 3TUM JaHHas HO30JI0THYE-
cKas (popma 0003HAYAETCS KaK reH-
TUHTTOHOMOA00HOE 3aboyieBaHUE
2-ro Tuna (Huntington disease-like 2,
HDL2; MIM# 606438). TunuuHas
knHurueckasg kaptuia HDL2 npen-
CTaBlieHa Je0I0TOM B CPEHEM BO3-
pacTe co CHUXEHMsI Macchl Teja 1
HapyIleHWil KOOpAMHALIUU, KOTO-
pble B MOCEqyIOIIeM MPOrpeccupy-
0T C TMOCTeNEeHHbIM pPa3BUTUEM
XOpeu, MUCTOHMM, PUTMAHOCTH,
OpalMKUHE3UU, runeppedaekcuu,
HapyleHuil peun u TpeMopa. Takxe
YacTo HaOMIOAITCS McUXUaTpuye-
CKHE CHUMIITOMBI (Iempeccusi, arma-
THSI, TPEBOTA U JIP.) U KOTHUTUBHbBIE
HapyLIeHUs, TOCTUTAIOIINE CTaauK
JNEeMEHIMM. XOTS TOYHBIE MOJEKY-
JISIPHBIE MEXaHM3MBI, JeXalle B
OCHOBE 3TOT0 3a00JieBaHMS, HEU3-
BECTHBI, CUMTACTCS, UTO B MaTtodu-
suojoru HDL2 urpatot posb ycu-
neHre (QYHKIOUH TOKCUYECKOTO
TPAHCKPUIITA, COAEPXKAIIETO TPHU-
HYKJICOTHUIHYIO 9KCITAHCHIO, a TAKXKE
HapylIeHUe SKCIPeCCUr HOpMab-
Horo amnenst JPH3. 3aboseBaHue
ABJISIETCSl TOBOJIBHO PEIKUM, OHO
BCTPEYAETCs C YaCTOTOW MPUMEPHO
1% cpenu manyeHToB ¢ GeHOKOIH-
eit 6ose3Hu [eHTUHITOHA M OTpULIA-
TEJBHBIM PE3YJIbTaTOM MPU CKPHU-
HMHTE “T€HTMHITOHOBCKOTO” TeHa
HTT. B obo3peBaeMOM HCCleI0Ba-
HUM TIPUBEIEHBI JaHHbIE O HOBOK
MyTauuu B reHe JPH3, oOHapyXeH-
HOI TIyTeM IMOJHO3K30MHOTO CeK-
BEHUPOBAHUS, KOTOpas SBISETCS
TOMO3MIOTHOM W MPUBOIUT K CHUH-
Te3y YKOPOYEHHOM Bepcuu Oeka
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BALLA KHWXXHAS! NMOJIKA

[NM _020655.4: ¢.17405dup; p.  HapylieHHS] peyd U KOTHUTHBHbIE  (DEHOTUIIOB, ACCOLMMPOBAHHBIX C
(Val581Argfs*137)]. DT1a Mmyrauusi  HapylleHUs]) M TapoKCU3MalbHOWl  reHom JPH3.
OblJla BBISIBIEHA y MAlMEHTKM C  JUCTOHMEN, KoTopas aedloTupoBana  Bourinaris T. et al. Allelic and phenotypic

MHOXECTBEHHBIMU ~aHOMAIMSIMU B PaHHEM MJIafCHUECKOM BO3pacTe. heterogeneity in Junctophillin-3 related

neurodevelopmental and movement
pa3BuTus  (BKJIOYas 3agepxky  TakuMm oOpa3oM, MojydyeHHbIE B disorders. Eur. J. Hum. Genet. 2021+
MOTOPHOTO Da3BUTHS, HApyWICHWE  WMCCICAOBAHWM TAHHBIC PACUIAPSIIOT  Apr 6. doi: 10.1038/s41431-021-00866- /
COLMATbHOTO  B3aUMOMACHCTBUS, CTIEKTP MYTALMH W KIMHUYECKUX Online ahead of print.

Hay4Hblii LEeHTP HEeBPOJIOrUu:
75 net noben n ceepwweHnii (1945—-2020) /
Mog pen. M.A. NMupagosa, C.H. UnnapuolwuknHa

Hayunsiii nenrp 3paHne NOCBSILLEHO NCTOPUM U COBPEMEHHOMY STary pasBUTYISi O4HO-
HEBPOJIOTHH: ro U3 KpyMHenwmx MeauLmMHCKNX Hay4HO-UCCNeaoBaTeNbCKMX LIEHTPOB
7 5 Haweli cTpaHbl — defepanbHOro rocyAapcTBEHHOrO GIOAKETHOrO HayY-

JET HOro yypexaeHns “HayuHbll LLeHTP HEBPOOrnn”, OTMEYAIOLLIErO B 3TOM

"0'"55(1";_3";5;;'[::’“'”" rogy ceoe 75-netne. OnncaHbl OCHOBHbIE BEXU U3YHEHWS COCYAUCTIX,

LEMUENNHN3NPYIOLLNX, AErEHEPATUBHBIX 32601EBaHNI HEPBHOW CUCTE-
Mbl, KDUTUHECKNX COCTOSHMIA, 3aB0neBaHNin nepnudepruyeckon HepPBHOM
cuctemsl. pencrasieHa UCTOPUS CTaHOBJIEHUS HENPOPeaHMaTono-
N, BOCCTAHOBUTEJIbHOW HEBPOMOrU, HENPOreHETUKN, DYHKLMOHAb-
HOM N CTEPEOTAKCUYECKON HENPOXUPYPIrM U APYrUX Pa3henoB HEeMpo-
HayK, B Pa3BUTUM KOTOPbIX NMMOHEPCKYID POJib Chirpanv UCcreaoBaHus
coTpyaHukoB LleHTpa. CeroaHs Hay4HbI LEHTP HEBPOIOTMM — STO YHMKAJIbHbIN CMlaB CheuuanncToB
KJIMHMYECKOr0 U 3KCNEePUMEHTasIbHOro npoduns 1 nepenoBoe 060pyaoBaHUE, HTO NMO3BOJISET CO3aa-
BaTb HOBEWMLUME OMArHOCTUYECKMNE, JIEHEOHbIE, NCCNEAOBATENBCKME TEXHONOMMM (OT MPELM3NOHHON
HENPOMOAYNSALMN U FEHHOW Tepanuu OO pa3paboTok B 061aCT UCKYCCTBEHHOrO MHTENNEKTA U Ma-
LUMHHOro 0by4eHuns), a Takke 9PPEKTMBHO BHEAPATL Pedy/bTaThl GyHAAMEHTaNIbHbLIX UCCNEA0BAHNIA
B KNMHMKY. PackpblBalOTCA MEPCMNEKTUBLl JasibHENLLEro pa3BuTUsS paspabaTtbiBaeMblX KOJIEKTUBOM
LleHTpa nprnopmnTeTHBIX HAYYHbIX HANPaBAEHUI, TaknxX Kak CTPYKTYPHO-OYHKLMOHabHbIE OCHOBLI HEW-
ponnacTMYHOCTM B HOPME M MPU NaTonorum, poboT-acCUCTUBHBIE TEXHONOMMY Y HEMPOUHTEPDENCHI,
MaJIOMHBA3MBHAsA HEVNPOXMPYPrUsl, MONEKYNISPHbIE METOAbI MEPCOHANN3NPOBAHHON HEBPOMOINN, 3KC-
nepuMeHTasibHoe MoAenMpoBaHue 3ab01eBaHNN HEPBHOW CUCTEMBI, KNETOYHAsS HEMPOBUonorns 1 ap.
Vi3paHve npenHasHayeHo s HEBPOJIOroB, HEHPOXUPYProB, peabuamnTosioroB, HelpoguU3oIoros,
HEeVpob1OIOroB, y4eHbIX Y Bpadei Apyrux creumaibsHOCTeH, a Takke [ss BCeX, KTO MHTepecyeTcs
UCTOPUEN HEHPOHAYKU, ee CeroaHSILLIHUM AHEM Y NepCreKkTUBaMU.

STy U Apyrue KHUru nspartenncrBa “AtMmocdepa” Bbl MOXeTe KynuTb Ha canTe http://atm-press.ru,

B UHTepHeT-marasuHe OZON (https://www.ozon.ru/seller/8932/) unn no tenedoHy: (495) 730-63-51
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CtupaHume SIM4HOCTU, 3aJ0KYMEHTUPOBAHHOE
Yunbamom YTepMOJIEHOM

C.H. Unnapuomkun!, I'.B. Xonacesny?

" @IBHY “Hayunoiii yenmp neeponoeuu” (Mockea)
2 000 “H30amenvckoe npeonpuamue “Ammocgepa” (Mockea)

JunarHo3 “001e3Hb AJbII-
reiiMepa” XyoOXHUKY YWIbIMY
YrepMosieHy ObL1 MOCTaBleH B
1995 1., xorma emy ObL1 61 rom.
B TeueHue caenyromumx 5 1etT oH
MPOJOKal Cco3daBaTh aBTO-
IOPTPETHI, CBUIETEIBCTBYIO-
1Me 0 MYYMTEIbHOM Aerpana-
LMK, Beayllleil K OKOHYATesb-
HOMY U TIOJTHOMY CTHUPaHUIO
JIMIHOCTU TIOA BO3IECTBHEM
MPOTPECCUPYIOLLIEN JTEMEHLINU.
Ero yHukaabHbie pabOTHI Mpe-
CTaBJISIIOT 0OpEeYeHHOr 0, HO 00-
pIOIIETocs 3a COXpaHEHUE CBO-
ell TMYHOCTH TIepe TUIIOM He-
YMOJMMO# 00JIe3HU YeI0BeKa.

Yunbsam YrepmoaeH poaui-
cs1 B 1933 . B @unanensduu B
ceMbe Tepedpasimmxcs B CIIA
HEMEIKNX MMMHTpaHToB. Ero
OTell B COOTBETCTBUHU C CEMEM-
HBIMM TPaauLUsIMU ObUT TeKa-
pEM, HO HE IIpeycmea B 3TOM
npodeccrn. B 1951 . Yumbam
ITOJTYIMJI CTUTICHIWIO Ha 00yJe-
HHMe B TipecTkHOM [leHcumtb-
BaHCKOI aKageMHUM M3SIIHBIX
MCKYCCTB. YCIleXu OHOLIM B
M300pa3suTEeIbHOM HCKYCCTBE
OTKPBIIM €My BO3MOXHOCTh
mookBath o ®panuyu, Mcma-
HuM ¥ UTannuy v MpUKOCHYThCS
K TBopeHusiM JIxorrto, Ilbepo
nenna @pandyecka, AHIpea
ManreHbst 1 Hukona ITyccena.
B 1953 &. Yunbsima nmpusBaiu Ha

BOGHHYIO CITY>X0Y, KOTOPYIO OH
HEMEIIEHHO BO3HEHaBUIEI.

Tem He MeHee MMEHHO Oyaro-
Japs mporpamme Ut OKasaHusI
ITOMOIIM BeTepaHaM BOOpPY-
KEHHBIX CHJI OH CMOT TIPOIOJI-

b ii\
Yunesim YrepmolieH.
noptpeT. 1967.

BOpOB”.

XUTh CBOe 00pa3oBaHMUE, IIO-
crymuB B 1956 . B Xymoxect-
BEHHYI0 IIKOJIy PackuHa B
Oxkcdopne. B Aurmuu Yunbsam
BCTPETUJICS CO CBOE Oymymieit
keHoi [TaTpuiiueit — oHa roto-

Yunbsim YTepMdneH. ABTO
rmoprper (packoJoThlit). 197
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Yunbesam YrepMmodseH. [o
oble HeOeca. 1996.

BWJIACh CTaTb HMCTOPUKOM
uckycctBa. B 1964 r. Yunbsim
MPUCTYIIMI K LUKIYy KapTHH,
OCHOBaHHBIX Ha 34 TecHsX
“Anma” Jlante. DT pabOTHI
BBITIANA W3 ONTUMUCTUYIC-
CKOTO KOHTEKCTa TICHXOJICIH-
YEeCKOI1 3ITOXH, OTChIIAst 3pUTE-
JI1 K CPeIHEBEKOBBIM KOIIMa-
paM. YTepMoJieH CO3HAaTeJIbHO
BBIOpaAJI CTaTyc ayTcaiimepa, He
MMBITAsICh  CTaTh AaKTyaJbHBIM
XYIOKHUKOM, IPOUTHOPUPO-

Yunesam YrepmoisieH. Boo6
paxkaeMblii TopTpeT PpaHCcH
ca bakoHa. 1967, usmMeHeH
1997.

YunbsiMm YtepmoJieH. ABTO
noprper (B MacTepcKoi
1996.

BaB aOCTpaklM0 U He IIpU-
MKHYB K BXOIWBIIEMY B MOLIY
MOM-apry.

Cnenyolmuii LUKI KapTUH
“Ilapag psKeHBIX”, CO3IaH-
HbI Ha u3nete 1960-x, BoOpan
B ccOS TeTCKME BOCTIOMUHAHMS
XyIOXHUKA O HOBOTOIHEM
napage B ®unanenspun. Ero
uukia 1972 . “BoitHa” Kpuvai
00 yxxacax IpOIOJIKaBIIEIiCs B
Ty MOPY BbeTHAMCKO O0MHU U
SIPKO CBMIETEIHCTBOBAJ O Tla-
nudusMe aBTopa.

CBoil (pMHANBHBINA TpPaHIN-
O3HBIN IUKIT “OO0pBIBKY pa3ro-
BOpOB” YTepMoJieH co3aan Ha
pyoexe 1980—1990-x romos.
HccnenoBatenn HaXoAsT B HEM
MepBBIC TPU3HAKM HaIBUIAIO-
meica rpo3Hou  OoJsie3HH,
KOTOpBIC TTPOSIBIISIUCH HETpa-
BUJIbHBIM pa3MELUIEHUEM Yac-
Tell n300pakeHil B IPOCTpaH-
CTBE, a TAKKE TTOBTOPSIIOIITIMCSI
MIPUCYTCTBUEM IBEPH, BEAyIICit
B MOJIHYtO TeMHOTY [1]. B mo-
cliefHeil OONbIION KapTUHE

YunbsiMm YTepmoJieH. ABTO
MopTpeT (C MOJBOEPTOM
JKENTBIN 1 3eJIeHbIi). 1996.

“TomyOble Hebeca”, co3mqaHHOM
yXe TIOCJIe OINALICHUS eMY
(patambHOrO AMArHO3a, Xymox-
HUK Tepenail MOHMMaHue Tpa-
TMYECKUX TIEPCIIEKTUB: HUCITY-
raHHag ¢urypka Ha ¢doHe
MTYCTOI MacTepPCKOi BIETIUIACh
B Kpail cTojia, CJIOBHO TIBITAsICh
yAepXaTh MOCAETHIO OIOpY.

B aBromoptperax Yrepmo-
JIeHA SIPKO BBIPAXXCHBI Pa3jImy-
HBIe COCTOSTHUSI OyIIA —
rmeyaab, THEB, CMHpPCHHE.
OOBIYHO €ro MOAroTOBKAa K
paboTe Haja KapTUHON BKIHOYA-
Jla MHOTO 3CKHM30B M HECKOIIb-
Ko dortorpaduii, npexae yem
KOMITO3MIIMS BBICTpanBajach
Ha xousicte. Ero mosgHue mpo-
M3BEICHUS TOpa3lo CIIOHTAH-
Hee, OHM HECYT YHMKAaJbHOE
BU3yaJbHOE ITOBECTBOBAHUE O
CYOBEKTHBHOM OIbITE MalleH-
Ta ¢ AeMeHuueit. MoxHo pac-
CMaTpUBaTh 3TH aBTOTIOPTPETHI
KaK BBIpaXKeHHE YUCTBIX 3MO-
1IUIA, KaK peaxkiMi0o Ha CHUTya-
11110, B KOTOPOI OH OKa3ajcsl.

_Teﬂb HauuoHanbHoro o6wecTea no usy4eHuio 6onesxun MapkMHCOHa N PacCTPONCTB ABNKEHMNI
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Yunesam YTepMosieH (ciieBa Hampas:

0): ABTOIIOPTPET (B KpacHoi pyoaiike). 1995; ABTonoptpeT (Kpa
HbIi). 1996; ABTomopTpet (>kenThblit). 1997; ABTonoptpeT ¢ muioii. 1997; ABromoprper (3eaeHblit). 199

Yunbsim YTepMmolieH (cieBa HarpaBo): ABTOMOPTPET (¢ MoJaboepToM). 1998; ABTOMOPTPET € 3aKPbITHI

rnazamu. 1998; Creptoiit aBronoptpeT. 1999; lonona I. 2000; Crepras rojosa 1. 2000.

XYIOXHHUK (PUKCUPYET ITOCTe-
TIEHHbIE U3MEHEHMsI, KOTOPbIE
OH BMIWT B CBOEM MUpE, U3Me-
HEHMSI, KOTOPbIE OH 0OJIbIIIe HE
MOXET TepenaTbh CIOBaMU,
IIOCKOJIBKY OH TepsieT CHIY
peuu M CrocoOHOCTh K pasro-
Bopy. Ha moptperax oH cTa-
paeTcs CoOXpaHSATb OpHUEHTa-
LIMIO ¥ YYBCTBO MICHTUYHOCTH,
O0pSICh C KOTHUTUBHBIM YITaJI-
KOM W HapacTawoleil ¢GyHK-
LIMOHAJIbHOWM Jie3amanTaluei,
KOTOpBIE COIPSIKEHBI C €ro
Oose3Hnbto. Ha mpenene cBoux
BO3MOXHOCTEH OH IIBITACTCS
COXpPaHWUTh CBO MUP — M30-
Opa3uTh ce0s1, YTOOBI HE NCUE3-
HyTb. ABTONOPTPETHI HATJISITHO
ImepenanT 3MOLMOHAIbHOE,
MePIENTUBHOS U TICUXOJIOTH-
yeckoe ‘“‘myreniectBue” 4eso-
BeKa, XMBYILIEro ¢ 0O0Je3HbIO

= .

AJplTeiiMepa, 1 MpenoCcTaBIs -
10T 3PUTENIO YHUKATBHYIO BO3-
MOXHOCTh U3YUUTh €TI0 OITBIT.
Cnyyvaii YrepMmosneHa U ero
paboTHI CTaIA TEMOII CTaThU €ro
Bpaueii, B utoHe 2001 . ormy6mm-
KOBaHHOI B OpUTaHCKOM MEJIH-
LIMHCKOM XypHajne Lancet [2].
Ipynma, Bo3riaBiseMas I0K-
TopoM MaptuHoMm Poccopowm,
M3yJajga 3TU MOCTETIEHHO IpH-

Yunbsm YrepmosieH (ciieBa HampaBo): KiioyH; lonyOble riasa
3esieHbIe I1a3a ¥ OTKPBITHINA poT. 1996. M3 nukia “Macku”.

OnuxkaBlIMecss K aOCTpakUuu
aBTOIOPTPETHI, OTpaxarouiue
MOCTENEHHYIO YTpaTy CI0COo0-
HOCTY K CAMOITO3HAHMIO TMallM-
€HTOB C 00Je3HBbI0 AJIBLITEN-
Mepa. TBopueckne WHCTUHKTHI
XyJIOXHUKA, €ro BlIaJeHUe MHO-
JKECTBOM M300paXKE€HHBIX 3MO-
LIMOHAJBHBIX COCTOSIHUI U
MOMBITKM HCCIIEAOBaTh CBOM
MUp IIyTeM PHCOBaHUSI COXpa-
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)XXU3Hb U CYAbBA

[Matpuuus u Yuiaesim Yrep-
MOJIEH B JIOME€ MpecTapesbIX
3a HECKOJIBKO MECSILEB [0
KOHYMHBI XynoxHUKa. 2006.

HSUTCh HAMHOTO JOJIbIIIE, YeM
npenmnojaraau  Bpaun. OHHI
MIPUBOMST aBTOIIOPTPETHI YTep-
MoOJIeHa Kak “Ipumep Mpoaos-
JKEHUSI TBOPUYECKMX YCUJIUM Ha
9Tane, kKorga 0o0Jie3Hb AJIblI-
refimepa TpPUTYIIMIA CaMble
LIEHHbIE MHCTPYMEHTHI MacTe-
pa, 4TO SBISIETCS CBUICTEIb-
CTBOM YCTOMUYMBOCTH YeIOBEYE-
CKOT'O TBOPUYECTBA MEPe TUIIOM
rpo3Horo Heayra” [2].

BrmoBa XymoXHHMKa CUMTAcT,
YTO OH MCIOJIb30BaI IMPOIECC
CcO37aHUs  aBTONOPTPETOB,

YTOOBI TOMBITATHCS “00BsC-
HHTH caMOMYy ceOe TO yKacHOe
0ecroKoiCcTBO, KOTOpPO€ OH
KCIIBITBIBAJ 1O MOBOJAY CBOEro
n3meHuBierocd g~ [3]. Pabo-
THI, CO3TaHHBIC UM B 3TO BpeMs],
MepealoT COCTOSTHUE, M3BECT-
HO€ KaK arHo3us, KOTOpoe
SIBJISIETCSl CUMIITOMOM 0O0JIe3HU
AnbureiiMepa, MpUBOISIIUM K
CHITKCHHIO KaK CITOCOOHOCTH K
CaMOIIO3HAHMIO, TaK U CIOCO0-
HOCTH pacIio3HaBaTh OObEKTHI.

Hapsiny ¢ aBronoprperamu B
cepenune 1990-x romoB Yrep-
MOJIEH  TakKXe  Hamucal
HECKOJIbKO “Macok”, OyaTo
OTTAJIKMBASICh OT 3KCIIPECCUO-
HM3Ma M aBaHrapia Hayvaja
XX Beka. Tlanepuct Kpuc
Boiikoc cumraet, 9TO TO3MHEE
TBOPYECTBO XYIOXHUKA TIpem-
CTaB/IsIeT co0Oil ero mocies-
HIOIO TIOMBITKY “cO3JIaTh Kap-
TUHBI OYeHB JIMYHOTO XapaKTe-
pa, TIpeXae 4YeM OH TIOTEepsT
CITOCOOHOCTb PUCOBATh, U OCO-
ObIM CITOCOOOM MepenaTh CBOE
MeHsIomeecss GU3nIecKoe u
TICUXOJIOTUYECKOE BOCIIPUATHE
OKpyXKarolieil cpeapl, OJIU3KUX
eMy Jioneii u cebs camoro
yepe3 CHMBOJMYECKUI SI3BIK
HCKYCCTBA B TO BpeMsi, Korna
OH YK€ HE MOT O0IIAThCs HU C
OIHUM U3 HUX YCTHO” [4].
Pabotsl Yunbsima YrepmoseHa
MOKAa3bIBaIOT, YTO HE TOJHKO B

Hayajie O0cJab0oyMIMBAIOIIETO
rpoiiecca, HO U B TeYeHHEe MHO-
THX JIET TIOCJIE Pa3BUTHUSI IEMEH-
LIMU TIAUMEHTbl MOTYT TJ1yOOKO
0CO3HaBaTh CBOE COCTOSHUE U
00QyMBIBAaTH  COOCTBEHHBIE
YYBCTBa, BOCIPUITUE U OIpa-
HUYEHUSsI, XOTd Oosbllle He B
COCTOSIHUM BbIpaXaTb 3TO IO-
HUMaHUE C TTIOMOIIBIO PEeYn.
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