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IJToT HoMmep BronneTeHs BbinyuwleH Npu NoAAepXkKe KomnaHum “UHcanTek”

Ha nepBoii cTpaHuue 06710XXKM NOMeLLeHa PenpoayKuus O4HOW U3 caMbiX PaHHUX KapTUH
BepHapa Biodde “MyxunHa ¢ auuHuuen” (1947). AToT Xyao0XKHUK 3a 50 net kapbepbl NPO-
Oenan roJloBOKpPY>XUTEJbHbIM NyTb OT l0OMMUa Bceid DpaHLun A0 U3rosl, OTBEPXXEHHOro,
4YbU NOJNIOTHA, NPUOOGPETEHHbIE 3a BeCbMa COJIMAHbIE AeHbIU, CThIANMBO MPSYYT B 3anac-
HUKU KpynHeiwme mysen mupa. Ho nioOutenein mckyccrtea He Gecriokowsi KOHGAUKT
Biodde ¢ xynoxxecTBEHHbLIM MUPOM, U €ro KapTUHbI, FPaBlopbl U NIMTorpadumn Bcerpa npe-
KpacHo npoaaBanucb. OH Obl1 TPYAOroNvK U 3a AOJITUeE FoAbl eXXeAHEeBHOro Tpyaa cospan
6onee 8000 npoussepneHunii. Korga xe Tsxenaa 6one3Hb cepbe3HO OrpaHu4uIa ero cro-
COOHOCTb paboTaTb, OH AOOPOBOJILHO paccTasics C XWU3HbIO, KOTOPYIO Obl1 HE B cuiax
nombicnUTb 6e3 TBOpYecTBa. CTaTbs 0 XXU3HU B UcKyccTBe bepHapa Biodde npeacraene-
Ha Ha cTp. 28-32.
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00630p BupTyanbHoro MexayHapoaHoro
KOHrpecca no 6onesHun NapknHcoHa
M pacCcTpoMcTBaM ABUXXEHUN
(17-22 ceHTa6pa 2021 r.)

IO0.A. IlInumokoBa
DPI'BHY “Hayunwiii yenmp nesposoeuu” (Mockea)

C 17 o 22 cents16ps 2021 1. B y>ke TpaguIAOH-
HOM BUPTYaJIbHOM (DOopMaTe TIpoIIes odepeIHoi
MexnyHapoaHblii KoHrpecc mo Oone3Hu I[lap-
KWUHCOHA U paccTpoiicTBaM IBrxkeHui. CoriacHo
cratuctuke KoHrpecca, B 3TOM roay ObL1o 3ape-
ructpupoBaHo Oosee 13000 yyacTHMKOB U3
143 crpan, momano 6osee 1300 tesucos. IMpo-
rpamma KoHrpecca Obl1a peicTaBieHa mieHap-
HBIMU CECCHUSIMU, TepameBTMYECKUMM TILIeHap-
HBIMH CECCUSIMU, 00yJaIOIIUMU KypcaMu, CEMHU-
HapaMH I10 OTPabOTKe HABBIKOB, Y3KOCITEIINAIH-
3UPOBAHHBIMU JIEKIIUSMU IO JBUTATETHHBIM
pacCTpOMCTBaM, BUJIEO-CECCUSMU 1 TPATUIIOH -
HbIM BUAEO-YeJUIeHaXeM. B aToM rony BriepBbie
OBLIM TOOABICHBI BHICTYIUICHMS aBTOPOB JIYIIITUX
TE3MCOB BO BCEX MAPAJUICIBHBIX CECCHUSIX, TUCKYC-
CUU TI0 OKOHYaHWM KaXJI0i ceccuu, BUIEO-Yes-
JICHIDK B XKUBOM (hopMaTe 1 Ipyre BUIbI aKTHB-
HOCTH.

TepaneBTuueckue IIEHAPHbIE CECCUU ObUIM
rocBsteHsl 0one3nn Ilapkuucona (BIT), atm-
MMMYHOMY MTaPKUHCOHU3MY, TUTIEPKUHETUIECKUM
paccTpoiicTBaM (TpeMopy, AUCTOHUM, aTaKCUM),
XUPYPIMUYECKOMY JIEYCHUIO IBUTATEIbHBIX pac-
ctporicTB. Ceccust, mocssiiieHHast bI1, Bkiouana
00CYXIeHNe PaHHMX MOTOPHBIX, MO3ITHMX MO-
TOPHBIX U HEMOTOPHBIX HAPYIIEHU! W CTPATeTHH
Tepanuu KOHKPETHBIX ciydaeB. OOcyxnaauch
OCHOBHBIE 3alauM Tepalud Ha paHHEH CTaauu
3a00JIeBaHMS, TaKMe KaK KOHTPOJIb CUMIITOMOB,
MoIUMUKAILINS TeUCHUST O0NIC3HN U MaKCUMalb-
HOe oTaajieHue pa3BuTus daykryauuit. [Tpuso-
IWIKCHh TIPUMEPhl KIMHUYECKUX MCCIeIOBaHMIA

JIEKapCTBEHHOI Tepaluy paHHUX CTaauii 3a00J1e-
BaHHMs, 00palIaioch BHUMAHNE Ha TIOJIOKUTEb-
HOe BIUSHUE (GU3NIECKUX YIPaXKHEHUN U cpe-
JIM3eMHOMOPCKOM TUeThl HA MOTOPHbBIE CUMIITO-
Mbl. B ouepemHoii pa3 momHMMAaics BOIPOC O
TaKTUKE UM OYEePETHOCTU HA3HAUYCHMS ITPOTUBO-
MapKUHCOHMYECKUX IIperapaToB IIpW HeOoTe
BI1: naHHBIMM MHOTOYMCIICHHBIX WCCIIeIOBAHMIA
MTOKa3aHO OTCYTCTBUE Pa3IMUMUl JOJITOCPOYHOTO
s¢gdexTa B 3aBUCUMOCTU OT KJIACCOB JIEKApCT-
BEHHBIX IIpeNapaToB, MCIOIb3YeMBIX B Hadale
Tepanuu. TpaeKTopust pa3BUTHUS 3a00JIEBAHUS U
MOTOPHBIX OCJIOKHEHUII 3aBUCUT B TIEPBYIO OYe-
peab OT MHAMBMUIYaJbHBIX MOTOPHBIX CHMITO-
MOB, BO3pacTa MalMeHTa 1 HaJIMIusl KOMOPOUI-
HBIX martojiorumii. [Ipm 3TOM B ciydae pa3BUTHS
denotuna npoxarensHoii BIT B kauecTBe mepBoit
JIMHUM Tepaliiy MOTYT pacCMaTpUBATBhCS IIpe-
mapaTbl JIEBOAOIbI, arOHUCThl M0GhaMUHOBBIX
PELeNTOPOB M aHTUXOJMHEPIMUYECKUE TIperapa-
TBI, B Ka4eCTBC BTOPOW JMHWM — aMaHTAIWH,
MPOMPAaHOJIOJ, KJI03alWH, KJIOHa3emam, raba-
neHTuH. [Ipu orcyrcTBUM 3hdeKTa oT JeKapcT-
BEHHOI Tepamnuu TpeMopa MOTyT pacCMaTpuBaTh-
Cs1 XMPYprU4ecKre METOMIbI JICUeHMS, TaKue Kak
rTyOMHHAs CTUMYJISIs Moara, wiu DBS (mpen-
noyTuTeabHasl MulieHb — VIM-sapo Tanamyca)
1 (pOKYCUPOBAHHBIN YABTPa3ByK (TaJaMOTOMUSI).
K OCHOBHBIM NpeAMKTOpaM pa3BUTHS IBUTa-
TEJIbHBIX OCJIOKHEHUIT OTHOCAT OoJiee MOJIOLO
BO3pacT, 6oJjiee BBICOKME 03Bl Jo(paMUHepruie-
CKOI1 Tepanuu, 60Jiee CUIbHYIO HUTPOCTPUAPHYIO
JaeHepBauuio o gaHHbIM DalScan, 6onee Tsxke-
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JyI0 cTamuio 6ose3Hu 1mo XeH—Spy, GombLIyio
JUTATENTEHOCTh cuMITToMOB BIT m ompenencHHEIe
reHeTH4yeckue akTophl prcka. Ha exkumm,
MOCBSILICHHOW MO3IHUM MOTOPHBIM acreKkTam
bII, ocHOBHOE BHMMaHUE YAEISI0Ch OCOOCHHO-
CTSIM amIapaTHON Tepaliu, TaKO# KaK ImapeHTe-
pasibHOE BBeAeHUe anomopduHa (MHOY3UM B
BUIC TIOMITBI M WHBEKINH), WHTECTUHAIBHBIN
reJib JIEBOAOIbI/KapOUA0Mbl U CTUMYJISILUS pa3-
JIMYHBIX MUIICHEH B TOJOBHOM MO3T€ TIIpU
DBS-xupyprun. O6CyKnannch CIOXHOCTH JIHa-
THOCTHMKH pa3BepHyToii cragnu BIT, mis kotopoit
XapaKTepHbl BapuaOelbHBI TATTEPH MaHH(e-
CTallMM U TIPOTPECCUPOBAHUS, a TakkKe OTCYT-
CTBHE CIEIMMUUECKIX TECTOB M OMOMAapKEepOB.
Hawnboee onTMaaIbHBIM TS TUATHOCTUKY TIPO-
nBuHyToM ctaguu BIT cunTaercs ucnonb3oBaHue
ajaroputMa “5-2-1": KOJM4YeCTBO MPUEMOB JIEBO-
JIOTIBI B IEHb HE MEHee 5, HaboaaeTcsl He MeHee
2 4 mepuona “BBIKIIOYEHUSA” Ha TPOTIKEHUUN
ITHS 1 He MeHee | 9 BRIpaXKeHHBIX TUCKUHE3HA.

Ceccust aTUITMYHOTO TAPKUHCOHM3MA COCTOS -
Jla U3 KLU TTO KIMHUYECKON AUarHOCTUKE €T
BapUaHTOB, OOCYXIEHNIO OMOMapKEPOB U OIMLIMIA
IO BEIEHUIO MALMEHTOB C TAHHBIM 3a00JIeBaHMU-
eM. OTMeYeHO, YTO KOMOWHAIUS CHMIITOMOB
MIPOTPECCUPYIOIIET0 HANBSIAEPHOTO IMapajnda co
CTPUIOPOM MOXET OBITb MapKepoM aHTHU-
IgLONS-accomuupoBaHHOTO  3a00JeBaHMS,
KOTOpPO€ 3aHMMaeT HEOoIpeIeIeHHOe MeCTO
MEXIy ayTOMMMYHHBIMM M HelpoaereHepaTHB-
HBIMH paccTpoiicTBaMi. HecMOTpst Ha BBISIBIIE-
HME aHTUTE] B CBIBOPOTKE U JIMKBOPE, IIPU MOP-
(bomornyeckoM mccienOBaHNU TOJIOBHOTO MO3Ta
MAIEHTOB TIPU3HAKN BOCIAJICHUS OTCYTCTBYIOT
u BbIBIsSItOTCs arperaThl 3R- u 4R-uzodopm
(ochopunupoBaHHOro OGeyka Tay, MpeuMyIIecT-
BEHHO B T'MIIOTajlaMyce M TOKpBIIIKE CTBOJA, C
pPOCTpabHO-KaynadbHBIM TPagueHTOM PacIIpo-
CTpaHCHUSI TATOJIOTUU (BOBJICUECHME TUITOTANA-
Myca, OKOJIOBOIOMPOBOAHOIO CEpOro BELIECTBa,
MPOAOJITOBATOr0 MO3ra 1 BEPXHEILIEHHOTo oTaea
CIIMHHOTO MO3Ta.

[lneHapHBIE CeCCHMM BKITIOYAIM IIPE3UICHT-
CKMe JICKIIMM, a TaKXKe CECCHH, ITOCBSIICHHBIC
reteporeHHOCTH DBII, MH(pEKUMOHHBIM MPUYU-
HaM JIBUTaTeJbHBIX PACCTPOMCTB, OMOJOTMU U

MaToO(U3NOJIOTHH O-CHHYKIIEMHA, pe3yIbTaTaM
KJIMHUYECKUX MCCIIENOBAaHUI HOBBIX MTPENapaToB
ripu BI1, criopHbIM BorpocaM ABUraTeIbHbIX pac-
CTPOMCTB M 0CO00 3HAYMMbBIM HAyYHBIM PE3yJib-
tatam 2021 1., KOTOpbIe OBLIM MONyYeHBI B 0014~
CTH IBUTATEJIBHBIX paccTpoiicTB. IlpesumeHT-
cKyto Jiekiuio uMeHu Ctanau MaHa B 3TOM ToIy
yutan O. Gershanik; oHa Ha3biBanach “OTKpbITHE
amuka [langopsl mapkuHcoHusMa”. B pamxkax
JAHHOM JIEKIIMKM OOCYXKIAlOCh, YTO C MOMEHTa
onmcanud mapkuHconusma npu BIT B 1817 . B
JuTepaTtype ObLIM MpPeACTaBIe€Hbl HaOIIOIEHUS
0OJIBLIIOrO KOJMYECTBA CUHAPOMOB aTUIUYHOTO
MapKUHCOHU3Ma, BTOPUYHOTO TTAPKMHCOHKU3MA U
TeHEeTUUECKUX 3a00JIeBaHUI, CMMIITOMOM KOTO-
PBIX MOXKET OBITh TAPKIMHCOHMU3M; 3TO IIPUBEIIO K
CJIOXHOCTSIM KJacCUDUKAIUU U O0O3HAYCHUS
MAapKUHCOHUYECKUX (PEHOTUIIOB, OTJIMYHBIX OT
napkuHconusma npu bIT. Cam TepmuH “aTunmy-
HBIii MAPKMHCOHM3M” KaK ITPOTHBOIIOCTaBJICHUE
napkuHcoHusMy npu bII craHoBuTCs BCE Gosee
MPOTUBOPEYMBHIM. TaK, HalpuMep, B JIUTEpaType
BBIICJISIIOT MUnUYHbIEe CUHOPOMbL ATUIIMYHOTO TAap-
KHHCOHH3MA — K HMM OTHOCSITCSI TAKHE XOPOIIIO
M3y4eHHBIE TTATOJIOTUHU, KaK IIPOTPECCUpPYIONIIi
HagbsaepHbiii napanuy (ITHIT), koptukobaszans-
Hag nereHepauus (KBI), MynasrucucreMHas
atpopust (MCA), nemeHuus c Teabuamu JleBu
(ATJI). OmHako cpemu 3TUX TUITMYHBIX CUHAPO-
MOB BCTPEUAIOTCSI HEOOBIYHBIC KIMHUIECKHUE CITY-
yau, Takue Kak MCA ¢ denotunom ITHIT, ITHIT
¢ (DeHOTUTOM KOPTHKO-0a3aJIbHOTO CHHIpOMa
U T.II. — JaHHbBIE CTy4au MOXHO KJIacCU(PUIIMPO-
BaTh KaK “amunuyHvle eapuanmol” “munu4roeo”
aTHNWYHOTO MApPKMHCOHM3MA. HakoHelr, K Karero-
puu “amunuunvix gopm” aATUMUYHOTO MAPKMHCO-
HU3MAa OTHOCST BCE OCTaJbHbIE CIy4au, KOTOPbIE
HE BOLIM B INPENBbIAYLIME KATETOPUM: Cyyau
BTOPMYHOTO TMApKMHCOHM3MA, MapKIMHCOHM3Ma
TP TeHETUIECKUX 3a00JIeBaHNUsAX, HelipoMeTabo-
JIMYECKUX paccTpoiicTBax u ap. [lpu 3ToM nmaH-
HbIe Cllyyad MOTYT JMOO MUMUKPHUPOBATh MOJ
uaronatudeckyto BI1 wnv munuunsie cundpomot
ATHNHWYHOTO MAPKAHCOHM3MA, TUOO MMETh IOTIOJN-
HUTEIbHBIE 0COOCHHOCTU KIMHUYECKON KapTH-
HbI, KOTOpbIE MOTYT MOMOYb C YCTAaHOBJIEHUEM
STUOJIOTUM 3a00JIeBaHUs.

n BionnereHb HauvoHanbHoro o6uecTea no usyyeHuio 6onesnu MapkuHCoHa M PacCTPOACTE ABWKEHUIA
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[InenapHas ceccus, TTOCBSIIEHHAs! aKTyallb-
HBIM KJIMHHUYECKUM HucchaenoBaHusM npu bBII,
BKJTIOYaJla JOKJAabl O HOBBIX TOTEHIIMATbHBIX
BO3MOXHOCTSIX Teparuy MOTOPHbBIX HApYIIEHUH,
HEMOTOPHBIX HAapYIICHWH ¥ WCIOJb30BaHUSI
HozoMomubuupyomeii Tepanuu. O030p KIH-
HMUYECKUX HCCICIOBAHUI Tepamuyd MOTOPHBIX
HapylIeHMWId BKTI0Ya UCCASIOBaHUS Ha paHHEH
cuMmnromaTudeckoit ctaguu BIT ¢ menbio Kop-
PEKIIMM OCHOBHBIX IPOSIBIICHUI 0O0JIe3HM, KOH-
Tposis Qaykryaumii U nuckuHesuit npu bBII, a
TakKe HapYIIeHWI XOmbOB! (MaJeHUs, 3aCThIBa-
Husl). 17151 KoppeKIMKM MOTOPHBIX CUMIITOMOB Ha
panHeii craguu BIT oOcyxknmancs TaBamagoH
(tavapadon, PF-06649751) — uacTUYHBIi aro-
HHCT pelentopoB nodamuna tuna D, u D B
2020 r. onmyOJMKOBAHbI pe3yJibTaThl MCCIIEI0Ba-
HuUs 2-1 ¢a3bl, IIe moka3aHa Xopoliasi mepeHo-
CUMOCTb M 3(P(GEKTUBHOCTL TpernapaTa; B Ha-
CTOSIIEEe BpPEeMs TIPOMOJDKAIOTCS MCCICIOBAHMS
3-it ¢aser (TEMPO-1 u TEMPO-2). Bropoit
obcyxnaeMblit npenapar — P2B001 — npexacras-
JIeT co00i KOMOMHALIMIO HU3KUX CYOTepaneBTH-
yecKuX 103 nmpamunexcoia (0,6 Mr) u pasarumin-
Ha (0,75 MT) ¢ LIeJIbI0 YMEHBIIIEHUS BRIPasKeHHO-
CTU MOOOYHBIX 3(D(HEKTOB; Pe3yabTaThl TEKYILETO
uccaenoBanus 3-i ¢dasel (NCT03329508) moka
He orny0auKoBaHbl. TpeTbe uccienoBaHe TOCBSI-
LIEHO JieyeHuto paHHel ctanuu BIT ¢ momoribio
umsnuecknx ympaxuenuii (SPARX3) B rpymme
nauveHToB (n = 370), He MOJyyaBILIMX paHee
JIEKAPCTBEHHYIO TEepanuio; 3TO MCCIeI0BaHME
MPOIOJIKAETCS.

C 1enbio 60pbObI ¢ MOTOPHBIMU (DITYKTYaLIsI-
MU TPEJIOXKEH LEJbli psJi HOBBIX MPEenapaToB.
B ux yucrne: ObicTpoaeiicTBytoe GopMbl 10¢a-
MUHEPTUYECKUX CPEICTB JIJIsl BHE3AITHBIX IIepHO-
OB “BBIKJTIOYEHUSA” (MHTAISILUOHHBIE (hOPMBbI
JIEBOZIOINBI, CYOJMHIBaNbHas opma armoMopdu-
Ha); pa3JIMYHbIe IperapaThl JIEBOIOIB U aTOHHU-
CTOB O(GaMUHOBBIX DPELETTOPOB JIUTEILHOTO
JECTBUS; TPenaparbl, MPOAJIeBAIOLLME NEACTBUE
JIEBOJIONIBI (TaBaIaaoH, OMUKAIIOH — UHTUOUTOD
KOMT, cadpunamug — uarunourop MAO-B, kan-
HaObUIMOM); mpenapaTsl, yaydlnatolue adbcopo-
LIMIO JIEBOMOIBI B KUIIEYHUKE (ITyTeM 3paavKa-
uuu  H. pylori, Wcmonb30oBaHUS TapreTHOIO

MHUKpoOroMa, (eKaabHOI TpaHCIUIAHTAIINN).
19 KOHTpOJIS AUCKUHE3UI O0CYXAanuCh KIU-
HUYECKUE HUCCAeTOBAaHUS C MCIOJb30BaHUEM
Pa3IMYHBIX TOAXOA0B — CEPOTOHMHEPTUYECKOM
Tepanuu (KOMOMHMPOBAHHBIN TTperapar yacTud-
Horo aronucra SHT, ,-perentopos Gycnupona u
aronucra SHT /1D 30JIMUTPUNTAHA), [JyTamMar-
epruyeckoil Tepanuu (IUIparaypaHT — aHTaro-
Huct peuentopoB mGIluRS5, AV-101 — antaro-
Huct NMDA-penientopoB), a Takxke aHTaroHU-
croB D,-penenropos (Mecnoneram, uian ILR790).
B pamkax uccienoBaHuii, U3y4yarouimx BOZMOX-
HOCTM BJUSHUS Ha OOLIYI0 ABUTATEJbHYIO
aKTUBHOCTb, XOAKOY M paBHOBECHE, OOCYXa-
JIUChH TTOIXOIBI (PM3MUECKON Teparnuu ((pusmde-
CKasl Tepamusl TOA KOHTPOJEeM MHCTPYKTOpa Vs
(busnyeckas Tepanus 1oMa, TaHIIEBaIbHAs TEpa-
nust vs dusuyeckasl Tepamnusi, UCMOJIb30BaHUE
BUPTYaJbHBIX MOAXOIOB, KOMOMHAIIMS YIpax-
HEHUI U TPaHCKPAaHUAJIbHON MarHUTHOM CTUMY-
nsuun — TMC) u hapMakonornyeckoit Koppek-
UMM (MHTUOUTOPBI XOJUHACTEPa3bl, aTOMOKCE-
TUH/MeTUAhEHUIAT).

Ha nexkiuu, mocBSIIEHHON MCCAeIOBAaHUIO
HOBBIX METOIOB KOPPEKIIMN HEMOTOPHBIX Hapy-
IIEHUH, OOCYXAalIu Pe3yJabTaThl KIMHUIECKUX
HCCAeNOBaHUN, HE TMPOIEMOHCTPUPOBABIIMX
VAYYLIEHUS] KOTHUTUBHBIX (YHKIMA Ha oHe
CTUMYJISILMU Oa3anbHoro siapa Meiitneprta (DBS)
y nauveHToB ¢ aemeHuueir npu BIT u JATII, a
Takke nocie ceancoB TMC y nmaiMeHToB ¢ Kor-
HUTUBHBIMU HapylieHussMu npu bIT (Heckobko
ucclefoBaHuii U MetaaHanus). OOcyxXnanuch
onyoarkoBaHHbIe B 2020 T. pe3yJnbTaThl MOJOXH-
TEJIEHOTO BIWSTHMSI KOTHUTUBHO-ITOBEACHICCKOM
Tepanuu A Koppekuuu aenpeccuu mpu BIT
(10 ceccuit, Kaxayio Helelo B TedeHue 3 Mec ¢
MOCJICAYIOIINM 6-MeCSTYHBIM HaOMI0IeHNEM), a
TaKKe IIOJIOXUTENBHOE BIMSHME PETYISIPHBIX
3aHATAU MOTOU WM PACTSKKOW Ha TPEBOTY,
JETIPECCUI0 M KauyecTBO XM3HU. Emie B ogHOM
HeaBHO OMyOJIMKOBAaHHOM UCCIIENOBAHUY MOKa-
3aHO TIOJOXUTEIbHOE BIMSHUE DETrYISPHBIX
(bu3nmyecknx ympaxXHEeHMII Ha KavyecTBO CHa Y
nauveHToB ¢ BIl mo cpaBHEHMIO C OOBIYHBIM
cOOJII0IeHMEeM TMTHEHbl HOUHOTO cHa. Takxke 00-
CYXIaTUCh Pe3yJbTaThl IBYX HENaBHUX HEOONb-

\b Ne 3 » 2021




HAYYHBIE ®OPYMbI

IIMX PaHIOMU3MPOBAHHBIX TLIAIEOOKOHTPOIIH-
PYEMBIX MCCICHOBAaHMIA TIperapaToB, Ha3Hadac-
MBIX Yallle BCETO T TePaITiy pacCTPOMCTB ITOBE-
nenust B REM-da3sy cna npu BIT, — k1oHazenama
u MenaToHuHa. [Toka3zaHo OTCYTCTBHE 3HAYMMOTO
a(pdekra Ha TaHHBIE CUMIITOMBI KJIOHa3eIaMa B
no3e 0,5 Mr 1 MeJTaTOHMHA B J103€ 4 MT 1O CpaBHE-
HUIO C KOHTPOJIEM. DTH PEe3YJIbTaThI CIICAYeT IPH-
HMMaThb BO BHUMAaHUE, YYUTbIBAsT BO3MOXHbIE
PUCKU TpreMa KJIOHa3ermaMa (Harpumep, IMOBBI-
IIeHNE YaCTOTHI MAJACHWII M KOTHUTHBHBIX pac-
CTPOWCTB Y MOXWJbIX nmauueHtoB). B 2020 . k
BOIPOCY O Tepanuu 6oseBoro cuHapoma npu BIT
ONyOJMKOBaHbl Pe3yJbTaThl PaHIOMU3UPOBAH-
HOTO TBOMHOIO OCJICIUIEHHOTO TUIAllc00KOHTPO-
JINPYEMOTO MCCIeIOBAaHUS, B KOTOPOM TIOKAa3aHO
OTCYTCTBHE YIYUIICHUS OT rmpuema 40 MT IyIToK-
ceTrHa B TeyeHue 10 Hea. B aByx ucciemoBaHusix
B 2020 r. moka3zaH MOJOXUTEIbHbIN 3¢ deKT B
OTHOIIEHUM KOHCTUITAIMM Ha ¢oHe Ipuema
MIPOOMOTUKOB, a eIlie B OTHOM paboTe yCTaHOBJIe-
HO OTCYTCTBUE BJIMSIHUSI HAa JAHHBIE CHMITTOMBI
spagukauuu H. pylori.

Ha onHoit u3 mapannenbHBIX CecCHii, TTOCBSI-
meHHeIXx MCA, mpocdeccopom H. Kaufmann
TIpeICTaBICHB HOBBIC TIEPECMOTPEHHEIE KpUTE-
puu JaHHOTO 3a001eBaHus. TpaAMIIMOHHbBIE KPU-
tepuu S. Gilman et al. (2008) o61agaroT He OYeHb
BBICOKMMH 4yBCTBUTEIBHOCTBIO M CIICITUGDUIHO-
CTBIO, TIO3TOMY C MX ITOMOIIIBIO yIaeTCsl yCTaHAaB-
nuBath auarHo3 MCA nuilb Ha 6osiee MO3AHUX
cragusix. CornacHo kputepusim 2008 T. BbIIesI-
10TCS 3 YPOBHSI 3HAYMMOCTH TUArHO3a — TOUHbIN
(ycraHaBiamBaeTcsl MOP(OJIOTMYECKH), BEPOST-
HBII 1 BO3MOXKHBII (YCTaHABIMBAIOTCS HA OCHO-
BaHWM KJIMHUYECKUX TMpu3HakoB). CoriacHo
HOBBIM Kputepusm 2021 r, mnpemnaraercs
HECKOJIbKO YypOBHEW 3HAUYMMOCTM JMarHosa:
1) HeipommaToJOrMYecKuii; 2) KIMHUICCKH
nmoctoBepHast MCA; 3) KIMHUYECKH BEpOSTHAs
MCA; 4) Bo3MOXHas1 MpPoApOMalibHAasI CTaaus
MCA. Heiiponatonoruueckoe ormnpeaeaeHue
MCA nHe ommmnuaercs ot kputepueB 2008 1. u
BKJIIOYAET HAJIMYKME IIMPOKO PACIPOCTpaHEHHOM
0,-CUHYKJIEMHOTIATUN ¢ 00pa30BaHMEM BKITIOUE-
HUIi B LIMTOIJIa3M€ MIMAJIbHBIX KJIETOK U HEUpo-
JeTeHepaTUBHBIX U3MEHEHUI B CTPUATOHUTPATb-

HBIX WU OJIMBOTIOHTOIIEPEOEISIPHBIX CTPYKTY-
pax. Kaunuuecku odocmosepras MCA ycTaHaB-
JIUBAaeTCs TMpU HAJIMYMKM  CIIOPAIUIECKOro
Mporpeccupyloliero 3adojneBaHusl ¢ 1e00TOM B
Bo3pacTte >30 JIleT Ipy HAJIWUYMUKM BETETAaTUBHBIX
HapyIIeHWi, pPe3NCTeHTHOTO K IIpermaparaM
JIEBOJIOTIBI TTADKWHCOHU3MA U/UJTM MO3XEUKOBO-
IO CMHIPOMa, MUHUMYM JIBYX TIOIEPKUBAIOLITIX
KJIMHUYECKUX MPU3HAKOB, MUHMMYM OIHOIO
MP-6uomapkepa U OTCYTCTBUU KpUTEpUEB
nckmoueHns. K BereTaTUBHBIM HapyIICHUSIM
Kaunuuecku docmoseproii MCA OTHOCAT 00beM
octatouHoii Mmouu >100 M, HeaepxKaHUE MOUH,
HEUpPOreHHYI0 OpPTOCTATUYECKYI0 T'MIIOTEH3UIO
(u3MeHeHMe apTepMaJbHOTO  JABJICHUS
>20/10 MM pT. CT. Yepe3 3 MUH TOCJIe Iepexona
W3 TIOJIOXKEHUsS Jiexka B TIOJIOXEHUE CTOs).
Pe3ucTeHTHOCTh MapKMHCOHU3MA K MpenapaTam
JIEBOJIOTIbI OLICHMBAIOT Ha OCHOBAaHMM HAJIUYUS
<30% ynyumenusa no mkaire MDS-UPDRS Ha
(one npuema 1000 Mr J1€BOIOIBI B CYTKU B T€UE-
Hue 1 Mec (Ipu xopolled ee MepeHOCUMOCTH).
K M03%e4YKOoBbIM CUMMTOMAM TPU KAUHUHECKU
docmogeproit MCA OTHOCSIT OTUHAMUYECKYIO U
CTaTUKO-JIOKOMOTOPHYIO aTaKCHUIO, TU3apTPHIO,
[J1a30/IBUTATEIbHBIE MO3XKEUYKOBBIE HApPYIIEHUS
(IO/XHO OBITH HE MEHEe 2 CUMIITOMOB).

Kaunuuecku eeposmnas MCA BKITIOUAET Te Xe
TPU3HAKHU, OMHAKO 00J1aTaeT MEHbIICH YyBCTBU-
TEIBHOCTBIO M CIEIM(UIHOCTBIO; TIPH OIICHKE
BETeTaTUBHBIX HApYLICHWII O0BEM OCTaTOYHOM
MOYM MOXeT OBITh JII00OIi, a TPU3HAKU HeM-
POT€HHOM  OPTOCTATUYECKOM  TUIIOTCH3UU
(>20/10 MM pPT. CT. TIpM TIEpexone B TOJOXKEHUE
CTOSI) MOTYT HaOomaTbcs B TeueHme 10 MuH
rocjie BEpTUKAIN3alu; TPU 3TOM He o0si3aTe-
JICH TUIOXOM OTBET CHMIITOMOB MapKWHCOHU3Ma
Ha TpernapaTsl JEBOJOIbI, JT0CTATOYHO OIHOTO
TIPU3HAKa U3 TPYIIITH MO3XEUKOBBIX HApYIICHUIA,
OIHOTO MOAAEPXKUBAIOIIETO KIMHIMYECKOTO TIPH-
3Haka. HeoOs3arenbHo U Hanuuue MP-6uomap-
KEepoB.

BrigeneHue cranuu 803mMoicHOl npoopoMans-
ot MCA HeoO0XOIMMO IS UCCIIEN0BATEIBCKUAX
Heseil (BKIIIOUCHUE TMAllMEHTOB B KIMHUYECKUE
HccaeI0BaHus Ha TPoApOMaibHOM ctaauu). st
€e TMarHoCTUKU He0OXOIMMO YCTAaHOBUTH CIIOpa-
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nudeckoe 3aboneBaHue ¢ aedorom >30 et rpu
HAJIMYUKM OJHOTO W3 CJAEAYIOIIMX MPU3HAKOB:
HapyieHus: noseaeHus B REM-dasy cHa (noxn-
TBEPKIEHHbIE TMOJMCOMHOIpadueil), Npu3Haku
HEUPOreHHOM OpPTOCTATUYECKOW TUIIOTEH3UU
(<20/10 MM pr. cT.) B TeueHre 10 MUH TIocyIe Bep-
TUKAJIU3ALWU, HATUYUE PACCTPONCTB MOYEIIOIO-
Boit cephl (IpeKTWIbHAS TUCGHYHKIUS Yy MYyX-
4yiH Miaame 60 jJeT B KOMOMHAILIMY C He 00bsIC-
HUMBIMU APYTMMU NPUYMHAMU 3aTPYAHEHUAMU
MOYCHUCITYCKaHUS ¢ 00bEMOM OCTaTOYHON MOYU
>100 M1 u/vnm He OOBSICHUMOE TPYTUMU TTPUI M-
Hamu HenepxkaHue mouu). [Ipu 3TOM IOJKHBI
HMMETh MECTO OCHOBHbIC KIMHUYECKHUE MPU3HAKU
(JIleTKre CUMITTOMBI TApKUHCOHM3MA WJIM BOBJIE-
YeHUST MO3XeUKa) MPU OTCYTCTBUM KpPUTEPUEB
HUCKJIIOUeHUs. B Kputepuun MCKIOUeHUsT BXOJISIT:
TUIIOCMUSI MJIM aHOCMHUS TPU 0Jib(aKTOPHOM
TecTe, HapyLIeHUs BU3YyaJlM3allMM 1O JaHHBIM
123]_MIBG-cunnTArpadu MUOKApHa, CYLIECT-
BEHHBII ¥ CTOMKUIA OTBET HA MPEIApaThl JJIEBOIO-
Mbl, KOTHUTUBHbIe HapyuieHust ((hJayKTyauuu
BHMMaHMSI, 3pUTEJIbHbIE TATIOLIMHAIIMY, IEMEH-
LKs), TJIa30IBUTaTeIbHbIE HapyIlEeHUs, XapaK-
tepHble i [THIT (HagbsinepHblil BEpTUKATbHBII
nape3 B30pa, 3aMe[UIEHHE BEPTUKAJIbHBIX CaK-
Kan), U3MEHEHUS] Ha MarHUTHO-PE30HAHCHOM
TOMOrpamMMe, TUIMYHbIE Ul ApYyrux 3abosesa-
uuit (ITHII, paccessHHBIN CKIepO3, COCYAUCTHIE
ouaru u ap.). K mpyrum “kpacHbIM (iaaxkkam”,
yKa3bIBaOIIUM Ha oTauuHyo oT MCA stuono-
IO, OTHOCST HAJIMYUE OTSATOLIEHHOTO CeMeHO-
ro aHaMHe3a, IOJMHEBPONAaTUU, SMUIENTUYC-
CKUX TIPUCTYIOB, CITACTUYHOCTH, HapyXKHOI
0 TaTbMOIIICTHH, TIPU3HAKOB TTOPAXKEHUS HIXK-
HEro MOTOHEeIpoHa, 1eOI0T MOTOPHBIX Hapylle-
Huit 1o 50 net.

K mommepxuBaroniyM IBUTaTeIbHBIM Hapy-
HICHUSAM KAUHUYeCKU O0CMO0BepHOl U 8epOsmHOi
MCA oTHOCST HaM4Me CMEIIaHHOTO (PeHOTHIA
(MapKMHCOHU3M + MO3XEUYKOBbIE CUMIITOMbI),
ycyryojeHue CUMIITOMOB M30JMPOBAHHON OpO-
(aumanbHOI TUCTOHMU Ha (hOHE TMpUeMa JIeBO-
JIOTIBI, OBICTPOE TPOTPECCHPOBAaHME B TEUCHUE
3 et HapyUIeHWN pedu, IJIoTaHWUs, OaxaHca
(mameHwust, BbIpakeHHasi HEYCTOMUMBOCTh, HEOO-
XOIMMOCTb TIOCTOPOHHEW MOAIEpPKKM), MUpa-

MUIHBIC 3HaKW (rumeppeduekcus, pediekc
babuHckoro), MUOKJIOHMYECKUIA TPpeMOp (CTOH-
TaHHBI, MOCTYPAJbHbIN, aKIIMOHHBIIA, CTUMYJIO-
YyBCTBUTEIbHbI), M3MEHEHUSI MO3bl (M3MEHe-
HUSI YCTAaHOBKHU TOJIOBBI, IIIEW, KaAMIITOKOPMMSI,
KOHTPAKTYpPhl W/WIW OHCTOHHUS PYK/CTOI).
K momnepXuBarommmM HEeMOTOPHBIM HapyIlleHU-
SIM KAuHuyecku docmoeseproil U eeposmuoi MCA
OTHOCST CTPUAOP, WMHCIMPATOPHBIE B3IOXM,
MTOXOJIONAaHNE W M3MEHEHME OKPacKU KOHEYHO-
CTeil, SPEKTWIBbHYI0 IUCHYHKINIO Y MYKIMH
Mostoxke 60 JieT, mceBao0yaboapHble HapyHICHUS
(maToysloruyecKuii maay u cMex).

Bo Bpemst Buneo-vesieHpka ObU10 MpeacTaB-
JieHo 6otee 10 KITMHUYECKMX CITyYyaeB IBUTATE b~
HBIX pPACCTPOMCTB C BHICOIPE3cHTALMECH.
OnucaHa cepusi ClydyaeB CIEKTpa OICOKJIOHY-
Cca-MUOKJIOHYCa-aTaKCUM B KayecTBE OCJIOXHe-
Hust uHpekiuu COVID-19. IlpeacraBiaeHb
TCHETHUYECKIE 3a00JIeBaHMSI C PAa3TUIHBIMU IBU-
raTeJIbHBIMU PAcCTPOMCTBAMU B KOMOWHALIMM C
3aJIepKKOif YMCTBEHHOTO PAa3BUTHS W/WJIM BTN -
JIETICUEH y IeIuaTpUIeCcKUX U B3POCIbIX MallMeH -
TOB ¢ MyTauusmu B reHax AFG3L2, GNBI,
AMACR wn np. TlpoaHanu3upoBaH MHTEPECHBII
Clly4ail IOXWIJIOTO MallMeHTa ¢ TPEMOPOM, Map-
KUHCOHU3MOM, MHPAMUIHBIM CUHIPOMOM,
HapylIleHueM XoJb0bl, (alro-opaxuo-1epBu-
KaJbHBIMM CIIa3MaMM M MHCIIUPATOPHBIM CTPHU-
JopoM Ha (oHe IepedpalbHON aMIUIOMIHON
anruonatuu. Llenas cepus KIMHUYECKUX HAOJIO-
JeHUi Obl1a TPAAUIIMOHHO CBSI3aHA C TIOTEHIU-
AJIbHO OOPaTUMBIMU JABMTaTeJbHBIMU PACCTPOM-
ctBamu. [IpencraBiaeH ciayyaii TeHepaJn30BaH-
HOTO XOper(OpMHOTO TUIIEPKWHE3a Ha (hoHE
LEJIMaKUU C XOPOIIUM pa3pelieHueM Ha (hoHe
nuetel. Elle ogHO HaOjoJeHUEe MOCBILICHO
aHTtu-LGI1-sH1IeaTuTy ¢ pa3BUTHEM aTaKCUH,
HapylleHU!I MPKaTHOTO PUTMA M HapyIIeHUI
CHa mo Ttuny mnapacoMHuit B Non-REM- u
REM-@a3ax cHa, a TakXe BO BpeMsl 00JpCTBOBa-
Hus (status dissociatus). [ToyuureapbHo HabIOIE-
HME TalMEeHTKU 29 JIeT ¢ MOJOCTPBIM Ae0I0TOM
aTaKCUU 1 KOCOU JeBUAIMH TYJIOBHINA C IIOJHBIM
pa3peleHueM CUMIITOMOB ITOC/Ie BHYTPUBEHHOM
nHby3un S5 T MeTWInpeaHu3onoHa. OmHakKo
BCKOpE y Hee CTPEeMMTENbHO Pa3BUJICS acCUMMe-
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TPUYHBINA MAPKUHCOHM3M C XOpOLIEeH peakuuein
Ha JICBOJOITY I paHHUM TIOSBICHUEM MOTOPHBIX
1 HEMOTOPHBIX (hJIyKTyauuii. B mpouecce moucka
NIUArHOCTUPOBAH COYETAHHBIM AyTOMMMYHHBIA
MpoIlecC, COIMPOBOXIAIIIUNACSI BBICOKUMU
tutpamu antutel K VGKC n CASPR2 ¢ mono-
KUTEJTbHBIM MCXOIOM Ha (DOHE Teparnu UMMY-
HOIJIOOYJIMHAMU U TPOTUBOMAPKUHCOHUYECKH-
MM mpenapatamu. [laHHBIN ciydail siBasieTCs
XOPOIIMM ITPUMEPOM TOTO, YTO BTOPUYHBIIA Iap-
KIUHCOHM3M MOXET XOPOIIIO OTBeUaTh Ha IIpera-
paThl JIEBOAOIBI U OLICTPO MPOXOAUThH BCE CTa-
nuu, tunuyHbie aaa BIT. Ewme omun ciyvait
OCTPO BO3HMKIIETO M OOPaTMMOIO MapKUHCO-
HM3Ma MPEACTaBJIEH y MAllMeHTa CO BTOPUYHOMN
TMIOKaNbIneMueil Ha (OHEe THUITOMapaTUpeosa
(BCaeaCTBUE METabOJUYECKOTO paccTpoicTBa
0e3 KanbLUdUKALMU 0a3adbHBIX siiep). 3aKio-
YUTEJNbHBI BUICOPSA TPOAEMOHCTPUPOBAI
MallFeHTa C Pa3BUTUEM CITACTUUCCKOM aTaKCUU U
CEHCOPHO TYyroyXxocTu Ha (poHe HelpoOpyLe-
Jie3a ¢ XopolluM 3(pheKToM Ha Tepanuio J0KCH-
LUKJIMHOM.

UpesBbluaifHO MHTEPECHOI OblIa IJIeHapHas
ceccusi, TOCBSIIIEHHasT Hauboliee 3HAYMMBIM
pesyabratam ucciaenoBanuit 2021 r. Ilpumenu-
TenabHO K BIT ObuiM mpeacTaBieHbl HOBBIE JaH-
HbIe 0 (PYHKIIU O.-CUHYKJIEMHA, COCTaBe U AMHA-
MUKe ¢dhopMupoBaHUs Tenell JIeBu, xapakTtepe
pacIpocTpaHeHUs TaTOJIOTHH C TeIbllaMu JleBH,
pe3yjabTaTaM KJIMHUYECKUX MCCeloBaHuii o
WMMYHOTEpanuyu CUHYKJIEUHOMATUI U UCIOJb-
30BaHMIO MaJIbIX MOJIEKYJT (AHTUCMBICTIOBBIE OJIM-
TOHYKJICOTHIBl [UISI YMEHBIIECHMSI arperamuu
o.-cuHyKIenHa). Tak, B ucciremoBanuy M. Soma-
yaji et al. ObLIO MOKa3aHO, YTO O-CUHYKJIEWH
KpaiiHe BaxKeH JJIs1 PeryJsiiuu BHICBOOOXIEHUS
nodaMuHa U3 YepHOU CyOCTaHLMMU, YTO CIIEAyeT
VYUTHIBATh MIPU pa3pabOTKe TapreTHOM Tepanuu
BII. [Tony4yeHbl JONOJHUTENBHBIE PE3YJIBTAThl HA
Mojieu 6a0yMHOB B MOJIb3y TEOPUU IBYHANpPaB-
JIEHHOTO PacIpOCTPaHEHUsT CUHYKJIEMHOIIaTUU —
OT KMILIEYHMKA K T'OJIOBHOMY MO3TY M 0OpaTHO
(M.L. Arotcarena et al., 2020). C moMomibo
COBPEMEHHBIX, 00JIee JeTabHBIX TEXHUK MUKPO-
cKomuu (HAHOCKOTUS) MOSIBUIACh BO3MOXKHOCTh
Oojiee neTanbHOI BU3yanuzauuu Tenel JleBu:

OBUIO TOKa3aHO, YTO OHU COmEepKaT HEe TOJBKO
0-CHHYKJICH, HO TaKKe MeMOpPaHbI, Be3UKYJISIP-
HBIe CTPYKTYPBI M OpTaHEJIbl, MMCIOT pa3HbIe
CTaJ¥ CO3PEBaHMUsI, KOTOPbIE MOTYT KOPPEIUPO-
BaThb C MX HEMPOTOKCHYHOCTHIO. C ITOMOIIBIO
METOIa KPHO3JIEKTPOHHOM MUKPOCKOIINH TTOKa-
3aHO, YTO CYLIECTBYIOT Pa3HbIE ILTAMMbI (/-CU-
HYKJIEWHA, KOTOPBIE MOTYT OBITh OTBETCTBEHHEI
3a pa3Hble TUIbl CUHYKJIEMHONATUU U 001aaaTh
pa3HOIl TOKCMYHOCTHIO. B omHOM 13 mcciaenona-
HMIA TTOKa3aHO BOBJICYCHHE B TIATOTCHE3 MIMOIIA-
tudeckoit BIT rmumdaTtuyeckoit cuctemsl (Hapy-
LIeHue ee paboThl ObLIO BBISIBIECHO C MOMOIIbIO
IUHAMUYECKON MarHUTHO-PE30HAHCHOM TOMO-
rpacduy ¢ KOHTPACTUPOBAHUEM IS OLIEHKH 000-
JIOYEYHOTO ToKa TuMbbI). B NByX nccienoBaHusx
2-i1 paszel (SPARK — cinpanemab, PASADENA —
prasinezumab), MOCBSILIEHHBIX UMMYHOTEepanuu
O.-CUHYKJIEMHa, HE€ OOCTUTHYTHI TEePBUYHbBIE
KOHEYHBIC TOUKH, YTO TIOTHMUMAET BOIIPOC O TOM,
SIBIIETCS TN O.-CUHYKJICUH aIeKBAaTHOW MMIIIE-
HBIO TSI NMMYHOTEpaITiu.

Cpenu HauboJIee BaXXHbIX Pe3yJIbTaTOB HCCIIe-
JIOBAHWIA TI0 OPYTMM JBUTATEJIBHBIM PACCTPOM-
CTBaM clienyeT OTMeTuTh omucanue B 2020 T
HOBOTO TeHa JAM2, TOMO3UTOTHBIC MJIM KOMIIa-
VHI-TE€TePO3UTOTHBIE MYTAallUd KOTOPOTO SIBJISI-
FOTCS €11E OMHOM T€HETUYECKON TPUYMHOM KaJlb-
uudukanuu 6azansHbix saep (L.V. Schottlaender
et al., 2020). Llemas cepust HOBBIX (hyHIAMEH-
TaJIbHBIX paboT 3a MPOUIEIINIi rofl ObUIA MOCBS-
nieHa TtayrnatusiM. B pabote R. Simone et al.
MpeJCTaBIeHbI Pe3YJbTaThl BIMSHUS aHTHCMBIC-
noBbIx TpaHckpunToB (NAT, natural antisense
transcripts) Ha sKcmpeccwio reHa MAPT Ha
SKUBOTHBIX MozeiIsx. Ha mpuMepe TpaHCKpHUITa
MAPT-AS1 nokazaHo, YTO OH MOXET UHTMOUPO-
BaTh TPAHCJISIIIMIO Tay-0€eJIKa, B CBSI3M C UeM caii-
JeHCUHT (TmopaBieHue sKcrnpeccun) MAPT-ASI
MIPUBOINT K ITOBBILICHUIO YPOBHS Tay B HEIipoHaX
1 HaoOopoT. [1naHupyloTca AanbHeiime uccie-
noBaHus ponu TpaHckpunta MAPT-ASI B mato-
reHe3e Taymatuii, Bkiaovas KBJ u TTHII.
B uccnemoanun W. Zhang et al. ¢ momoInpio
KPHUO3JIEKTPOHHON MUKPOCKOIINY UICHTU(DUIIN-
poBaHbl jaBa Tumna (uiameHToB Tay npu KB/I.
HanbHeie uccaeqoBaHus B JaHHOM o0iacTu
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MOTYT CITOCOOCTBOBATH TOSIBICHUIO HOBBIX JHa-
THOCTUYECKUX W TEPAreBTUIECKUX OIIUN IS
taynatuii. B padote K. Tagai et al. obcyxnaiorcs
BO3MOXHOCTH BBICOKOKOHTPACTHOM BU3yasn3a-
MM Tay-TIaTOJIOTUU in vivo ipu BA m mpyrux
TayIMaTUsIX C MCIOJh30BaHMEM HOBOTO JIMTaHA
BF-PM-PBB3, ¢ noMoLIbi0 KOTOPOro MOKa3aHa
MOTEHIIMATbHAsT BO3MOXHOCTh HE TOJBKO M-
(bepenunposath BA u gpyrue Taynatum Apyr ot
JpyTra, HO TakKe OTCJICXKMBATh CTAIUU PA3BUTHUS
3a00J1eBaHUSI.

Ha nexuuu, TOCBSIEHHON KIMHUYECKUM
uccnepoBaHusiM npu bIl, obcyxnanu mpuyrHbBL
HEeYIauHbIX MCXOMOB MCCIEIOBAaHUI HO30MOMIU-
buuMpyolieil Tepanuy Ipyu JaHHOM 3a00JieBa-
Hun. K psmy OCHOBHBIX IIPOOJIEM OTHOCHT:
1) Gonbinyio (HEHOTUNUUECKYIO TeTePOTreHHOCTh

BIl (mpemnmaraercsi OTHEIBHO aHATM3UPOBATH
TEHETUYECKUE U CTIOPATUYECKUE CITydau, a TAKXKE
YIUTHIBATh (PEHOTUITNYECKYIO Te€TePOTeHHOCTh
MOC/NEIHUX; MCKJIIYaTh Cilydyau C 3aBEIOMO
MU3BECTHOI couyeTaHHOU maTtojiorueil — BA npu
OTJI, cocymucTeie 3a00meBaHus); 2) BKIIOYCHIE
B UCCJIEIOBAHUS TALIMEHTOB C YX€ Pa3BepHYTOU
cranueii BIT (6onee palimoHaIbHBIM MpeACTaBIs -
€Tcsl BKJIIOYATh MAlMEHTOB Ha MPOIPOMAabHOM
CTaJuu, 4YTO TpedyeT pa3pabOTKU JOMOJTHUTEb-
HbIX OMOMapKepoB).

Cnenyromuii MexayHapoIHbIi KOHTpecc Mo
0one3Hu [TapkrHCOHA U pacCTPONCTBAM JBUXKE-
HMI 3ariaHupoBaH Ha 15—18 ceHrtabps 2022 t.
IIpoBenenue KoHrpecca HaKOHEL-TO OXUIAETCSI
B ouHOM ¢opmaTe B Manmpune (Mcmanus), 9ro
BHyIIAeT OOJBIION SHTY3UA3M U ONITUMU3M.
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NMpeanBapuTesibHbie pe3ynbTaThl
BcepocCcUMCKOro aHKkeTupoBaHus
nauueHToB ¢ 6one3Hblo NMapknHcoHa

11 anpens 2021 r. nox aruaoit HaumoHanbHOro
oO1ecTBa no usyyeHuto 6ose3Hu [lapkuHcoHa u
PacCTPOMCTB OBIDKCHUI, a TaKKe MEXpPeruo-
HaJIbHOW OOILIECTBEHHON MallMeHTCKOW OpraHu-
3anuu “OO011ecTBO MOMOIIIM MAlMeHTaM ¢ 0ose3-
Hbio IlapkuHcoHa, 00Jie3HBIO [€HTHMHITOHA U
JPYTMMUA VHBAJIMAU3UPYIOLIMMU PACCTPOICTBA-
MU JIBVKEHUI” OBUIO MHULMKAPOBAHO UCCIIEIO-
BaHMe-ompoc “Bcepoccuiickoe aHKeTUpOBaHUE
MalueHToB ¢ Oose3Hblo IlapkuHCcOHA”, LENblo
KOTOPOTO SIBUJIOCh HCCJEIOBaHME KauyecTBa
MEIUIIMHCKOI ITOMOIIY TTAallMeHTaM ¢ 0O0JIC3HBIO
[MapkuHCOHA TTyTeM aHaIM3a OIbITa MAIMCHTOB.
O ToM, Kak pa3pabaTbiBaiach aHKeTa U KaK Mpo-
BOAMJIOCH aHKETUpPOBaHUE, ObLIO MOAPOOHO pac-
ckazaHo B Ne 1 Hamero bromnerens 3a 2021 .

K Hacrosmemy BpeMeHM OHJIAH-OIIPOC
npouutn Oosnee 600 malKeHTOB, ONHAKO YaCTh
JAHHBIX, MPEICTaBICHHBIX B OYMaXXHBIX aHKe-
Tax, oKa HaxoauTcs B oopadoTke. Tem He MeHee
HEKOTOphIe TpeABapUTEIbHBIC PE3YIbTaThl
ompoca yXe ceifuac BBI3BIBAIOT HECOMHECHHBII

MHTEpEC.
%

DUA~NHOUA
A ‘ o

A £ SI .
IONbLIA Q ), /

K
KPR KAZAXCTAH

PYMBIHHA

Ha puc. 1 npencrapiaeHa reorpacus y9acTHU-
KOB aHKeTHpoBaHusl. Jluaepamu 1o KoJu4ecTBY
onpolIeHHbIX ctanu Bosrorpaackas, OpeHoypr-
ckas objacty U bamkopcrad. Tem He MeHee Ha
KapTe MpeaCcTaBlIeHBI MPAKTUIECKH BCE PETUOHBI
Hallell CTpaHbl. B CBSI3M ¢ 3TMM OpraHMU3aTOPBI
3TOi pabOThl BbIpAXAlOT 0J1aTOJapPHOCTh BCEM
CHeLMAINCTaM, IPUHSIBIINM aKTHUBHOE y4acTHe B
IIPOEKTE M TOAAEPKABIINM €rO.

B ankeTy ObLIM BKIIOUEHBI BOIIPOCHI, Kacaio-
LIMeCs] HEKOTOPBIX aCMeKTOB TUATHOCTUYECKOTO
npotiecca npu 6oje3Hu [lapkuHcoHa, HampuMep
BpeMsI 10 MOCTAHOBKM AMArHO3a, CPOKHM IOIajia-
HMS K Bpauy-CITCIUAINCTY, Iperaparhbl, ¢ KOTO-
PBIX OBLIO HaYaTo JJeyeHue 6osie3Hu [lapkuHcoHa,
U MHOTHUE Ipyrue.

IpenBapurenbHo aHKeTy 3anoanuan 39%
MYXUuH U 61% XeHIIMH B Bo3pacte OT 28 10
88 ner (cpeaHuii  BO3pacT  COCTaBUII
63,3 £ 7,7 roma). U3 Hux 53,9% nauueHTOB
MMEIOT BhIciee obOpasoBanue, 40% — cpenHee;
70% ompolLIeHHbIX MALMEHTOB HE paboTaioT B
Hacrosiee BpeMs, 20,2% nauueHTOB padoTalOT

POCCUA

O
9

MOHIonMA

/i ng(;))

GONFAPHMA

Y3IBEKMCTAH < KWPTHIHUA

Puc. 1. [eorpadusi yuacTHUKOB aHKETUPOBAHMSI.
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TIOJIHBIN pabouuii neHb, 9,8% paboTaroT 1o rpa-
(buKy HemoTHOTO Paboyero JHS.

Bouiblias YacTh 3aMOTHUBIINX AHKETY CTpaa-
eT 6ose3nbio ITapkuncona ot 1 mo 5 et (40%),
IIPY 3TOM Cpeay ONMPOILIEHHBIX 6,5% cocTaBUIn
MalueHThl, KOTopble OojieroT OGosiee 15 net, u
CTONBKO ke (6,5%) mnauueHTOB, OOJEIOIINX
MeHee | rona.

Jlyib 9,2% nanuMeHToB 00paTUIMCh K Bpauy
cpa3y IocJje IOSIBICHUSI IEePBbIX CUMIITOMOB
(puc. 2), 12,9% obpaTuianch K Bpadyy TOJBKO
yepes 2—5 JyieT nocjie MaHUGbeCTaluu KIMHUYE-
CKUX MPOsIBJIeHUH, a 'y 3,5% nalMeHToB OT MosiB-
JICHUSI TEPBBIX CUMITOMOB 10 OOpalieHus K
Bpady IpoIIo bojiee 5 JIeT.

BonbimHeTBO manmeHToB (45,6%) BriepBbie
y3HaJIM O JMarHo3e OT HEeBpOJora IO MeCTy
KUTEeNbCTBA, 22,1% TOIyYuwau IuarHo3 B CIie-
LMaTN3MpOBaHHOM LieHTpe; 22,9% Ha 3TOT
BOIIPOC OTBeTWIN “mpyroe” (puc. 3). B komMmeH-
Tapusix K 3TOMY OTBETY MALMEHTHI IHCAJU:
“nmoramayicd cam”, “3aMeTWIM OJIM3KUE WM 3HA-
KOMbIe”, “yBUOEN TporpamMMmy O OOJIE3HU TIO0
TeaeBU30py”, “IIpoYUTAll O CUMIITOMAX B MHTEP-
Hete”, “yBUIEN CTAaThIO B ra3ere”.

Ha Bonpoc (noapasymeBaroniuii 10CTyIHOCTb
HEBPOJIOTa) O TOM, KaK OBICTPO MallMeHTHI ITOTIa-
JIM K HEBPOJIOTY, YTOOBI MOATBEPAUTH JUATHO3,
36,4% OTBeTM/IM, YTO IOMNAIM Cpasy, TOrAa Kak
37,5% xmamu ot 1 1o 6 mec, a 8,6% oxumanu
6—12 mec (puc. 4). Bompoc He mompasymeBa
KaHajl, B paMKaxX KOTOpOro ObUIO oOpalleHue B
JeyeOHoe yupexkaeHue (00s3aTeIbHOe MEIULIMH-
CKO€ CTpaxoBaHHWe, IUIaTHAsi MeIULMHCKAs
[IOMOILIb), TIO9TOMY B 3TOM OTHOLIEHUU TPYIHO
clIeIaTh KaKMe-TO OIpeaeIeHHbIC BBIBOIHI.

B onHoM W3 uccienoBaHuid, MPOBENCHHBIX B
CIIA, 6bL10 TTOKA3aHO, YTO TOJbKO 48% marm-
€HTOB ¢ 0oJie3HbI0 [TapknHCOHA OBLIM KOHCYIIb-
TUPOBAaHBI HEBPOJIOTOM B TIEPBBIC 2 Tofa IOCe
MOCTAHOBKU AMArHo3a (OCTallbHble HAOMIOJAINCh
Y JIYWIMCh BpayaMu OOLIEH MpaKTUKK, CeMeli-
HBIMU BpayaMmu, TeparneBtamu). B aToii ke pado-
Te ObUIO IOKA3aHO, YTO Te, KTO Habomancs y
HEBpPOJIOTa, UMEJIM 00Jiee HU3KUIA PUCK TIepesio-
MOB, 0oJiee peK1e TOCTIMTaIM3aluK, Oosiee HU3-
KHe PUCKU ATPOTEHHBIX TICUX030B 1 00Jiee BBICO-

24,5%

EMCpasy MI-6mec m6—12mec MI1-2roma
H2-5ner WM>5ner MW Henomuio [ dpyroe

Puc. 2. OtBetsl Ha Bompoc: “CKOJIbKO Bp
TPOIILIO TIOCJIE MOSIBJICHUSI TTEPBBIX CUMIT
6osie3nu [TapkuHcoHa, pexiae yeM Bol 0
JIUCH K Bpauy?”

H Or TepareBTa B IMOJIUKJIMHUKE
110 MECTY KUTECJILCTBA

B Ot HeBpoJIoTa B TIOJUKIMHIKE
1O MECTY KUTEIbCTBA

[ Ot HeBpoJIOra-NMapKMHCOHOJI0Ta
(Hampumep, B CNIELIMATM3UPOBAHHOM LIEHTPE)

B He nomHio

W /Ipyroe

Puc. 3. OtBethl Ha Bompoc: “Ot Koro Ber
BBIC YCJIBIIIIAIN TIPEATIONOXEHME, 9To y B
XeT ObITh 60J1e3Hb [TapkuHcoHa?”

Kyl0 BbDKMBaeMmocTh [1]. B Hameil crtpaHe, Kak
MPaBUJIO, TEPANEBTHI UM Bpauu OOIIeii MPaKTh-
KM HE MMEIOT ONbiTa BENEHUs MAlMEHTOB C
6one3nbio [TapkuHcoHna. O4eBUIHO, YTO CYIIECT-
ByeT HEOOXOAMMOCTb B MPOBEACHUU OOy4YEHUS
JUIS. TeparneBToOB, B TOM YUCJE i1 TOTO, YTOOBI
Bpad MOT BOBpeMsl 3amofo3puTh Oose3Hb [lap-
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37,5%

6—12 mec
B He noMHIO

EmCpasy MI1-6wMmec M 1-2roma
W2—5ner M>57er Hpyroe
Puc. 4. OtBer Ha Bompoc: “Kak 6sicTpo Bel mo-

MajJyi Ha KOHCYJIBTAlIMIO K HEBPOJIOTY, YTOOBI
MOATBEPAUTh AUArHO3?”

KMHCOHAa W HamnpaBUTb K CIELUATUCTy-HEB-
pouory. Ocobast HACTOPOXKEHHOCTD TOJIKHA ObITh
B OTHOIICHWM TAIIMEHTOB C HEMOTOPHBIMU
CUMIITOMAMU, HAaIIpUMep 3aIl0PaMM.

JIOCTYITHOCTh ~ MYJBTUAUCIUIIINHAPHON
KOMaHAbl I TMallMEeHTOB C MapKUHCOHU3MOM
SIBJISIETCST TIPOOJIEMOIi BO BCEM MUPE, B PSIzie CITy-
JaeB TaKWe IPOTPAMMBI ITONACPXKUBAIOTCS HE
TOJILKO TOCYAapCTBEHHOM CHCTEMO 3IpaBOOXpa-
HEHMS, HO M KPYITHBIMU OJIaroTBOPUTEIBHBIMU
GoHmaMyM M MAUMEHTCKUMM COOOILECTBAMU.
B mocnenHee Bpemsi mosIBIsIeTCST BCE OOJIbIIIE
IMyOIMKAIIANA, TIOCBSIIEHHBIX POJH OTACIHHBIX
CTIEIAMCTOB MYJIBTUANCIUILUIMHAPHOM KOMaH-
Ibl (HeBpoJioTa, peabWINTONOra, IICHXHATpa,
ypoJjora, TepareBTa, TaCTPO3HTEpOJOra, MeIM-
LIMHCKOM CEeCTPHI U T.1.) B BEACHUH MAIIMCHTOB C
6oe3npio [TapkHCOHA, a TakKe OTpPaXKaIoUINX
3HAUYMMOCTh TEJIEMEIUIIMHCKON TIOMOIIN 3TOM
KaTeropyMu MauydeHTOB U HEOOXOAUMOCThL 00yye-
HMS (B TOM YUCJIE CPEIHETO0 MEAUIIMHCKOTO Tep-
conana) [2—-5].

Enre omyH MHTEpeCHBII BOITPOC, KOTOPHIH OBLT
BKJIIOYEH B aHKETY, KacajiCsl IOIOJHUTEIbHBIX
METONIOB 00C/IeI0OBAHMS, HA3HAYEHHBIX MALUEHTY
JI0 TIOCTAaHOBKM aMarHo3a 6one3nu IlapkuHcoHa.
HecomHeHHO, 3TOT mMarHo3 Ha CETOMHSIITHUI
JIeHb OCTaeTCsl KIMHUYCCKMM, HO Ha IIpHeMax
Bpauyy MOCTOSTHHO CJIBIIIAT OT IMAllMEHTOB BOIIPOC
0 HEOOXOIMMOCTH TeX WJIM MHBIX JOMOJHUTEb-

HBIX METOIOB 00CJICIOBAHMS C LIEJIBbIO0 OOBEKTHB-
HOTO TIONTBEPXKICHMS amarHos3a. M3 oOmero
YuClia aHKEeTHPYeMBbIX 1,1% TalMeHTOB OTBETWIIN
0 MPOXOXAEHUU OAHO(POTOHHON IMUCCUOHHOM
KOMITBIOTEPHOIT ~ TOMOrpaduu/mMo3uTPOHHO-
SMUCCUOHHOI ToMorpaduu, y 18,3% ObLia mpo-
BellcHA TpaHCKpaHWabHasl cOHOTpadus YepHOI
cyocranmmy, vy 70% — MarHWUTHO-pe30HaHCHas
ToMorpadus ToJIOBHOIro Mo3ra, y 9,4% — peHtre-
HOBCKasl KOMITbIOTepHAasi TOMOTrpacust rTOJI0BHOTO
Mo3ra. B u3BecTHO# cTeneHu B “IIPOBOKAIIMOH-
HbIX” LEJSIX B BApMAHTHI OTBETOB ObUIM BKIIIOYE-
HBI TAKXXE PYTMHHAS 3JIeKTposHLedarorpapus u
peosHIedanorpadusi, KOTOpble He MMEIOT Aua-
THOCTUYECKOTO 3HA4YeHMSI TIpH  OO0Je3HU
[Mapkuncona; teM He MeHee 10,5% mauueHTOB
JaTy OTBET, YTO UM TIPOBOAMIIACH 3JICKTPOIHIIEC-
anorpadus, a 3,8% — peosHuedanorpabus
(TIpY TOM 4TO MOCJIETHUI METOM JaBHO yCTapes U
B COBPEMEHHOW KIIMHUYECKOU HEBPOJIOTUM YXKE
MPAKTUUCCKU HE TIPUMEHSIETCS).

C Kaxkoro IperapaTa HauyMHATh JIEUYCHHE
6one3nu IlapkmHcoHa? DTOT BOMpPOC BCTaeT
nmepes KaXAbIM CIIEeIUMaJUCTOM, KOTOPHI
BBICTaBJISIET TaKoW AuarHo3. Ha BeiOop nmpenapa-
Ta BJIMSIET MHOXeCTBO (pakTopoB. Ha puc. 5
MPeICTaBIeHBl OCHOBHBIC IPEIapaThl, KOTOPBIC
Ha3HaAyaJluCh TMepBbIMU (B % OT KOJMYECTBA
OTBETHUBIIIMX TMAIlIEHTOB).

[IpencraBnseT Takke MHTEpPEC MOJIS TAIllACH-
TOB, B OTHOUICHWM KOTOPBIX OBLIO IPUHSITO
pelIeHne BO3IEPXaThCsl OT Tepamuu 00JIe3HU
ITapkunHcona. ITo pesyabrataM ompoca TaKuX
nanueHToB okasaaoch 0,8%.

BOJIBIIYI0 YacTh OIPOIICHHBIX COCTABHIIM
MalUeHTsl co 2- m 3-i cTagusgaMu O0JIe3HU
IMapkuncona (28,3 u 37,5% COOTBETCTBEHHO),
OTHAKO B aHKETUPOBAHUU YYaCTBOBAJIU TaKXKe
MALUEeHThl ¢ HadyaubHbIMU (1-51 ctamust — 13,5%)
U no3aHUMU (4-s ctagust — 8,9%, 5-a cragust —
1,1%) cragusmu.

Ha puc. 6 mokazaHo pacrpe/eieHie OTBETOB
MalMeHTOB KacaTeJIbHO MX OMbITa M YIOBJIETBO-
PEHHOCTH TeM, KaK WM COOOIIMIM IHUarHos.
B 11e;10M yImoBIETBOPEHBI TeM, KaK OHU TOJYIH-
JI1 MHGOpMaLIMIO 0 1uarHo3e 6oje3Hu IlapkuH-
coHa, oblt 71,4% manmenTtoB. MHTepecHO, 4TO

n BionnereHb HauvoHanbHoro o6uecTea no usyyeHuio 6onesnu MapkuHCoHa M PacCTPOACTE ABWKEHUIA
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Bosnepxanucs 0,8
Hpyroe

He nomuio
AMaHTaguH
Tpurekcudenuaua, ounepuaeH
Cenernianx
Pazarunun
Porurotun
PonuHupon
IMpamunekcon
[Mupubenun

JleBomomna + sHTakarnoH + kapouaona

[Tpenapatbl J1IeBOAOIbI 34,5

0 10 20 30 40 50

KonnyecTBo oTBETUBIIMX IMalEeHTOB, %

Puc. 5. PacnipeneneHuve npenapaToB JUlsl HaYalbHOM Tepanuu 6ose3Hu [TapkuHcoHa 1o pe3
ompoca. OTBeT Ha Bompoc: “Kaxkoii(ne) mpemnapat(br) ObUI(1) Ha3HAYCH(bI) TIEPBBIM(11) TIOC.
HOBKM auarHo3a 6osie3Hu [TapkuHcoHa?” MoXHO BbIOpaTh HECKOJILKO BApUAHTOB OTBETA.

AHAJIOTUYHBIIA BOMIPOC, IPOBEeIeHHHII B 11 eBpo-
Meiickux cTpaHax, Mo JaHHbIM EBporeiickoit
accouuauuu rno 6osne3nu INapkuHcoHa, mokasai,
yro 50% maLKMeHTOB He ObUIM YIOBJIETBOPEHBI
TeM, KaK UM COOOIIMIIN IUarHo3 [6].

Kax moka3sbIBaloT HMcCien0BaHUsI, OCOOEHHO-
CTU U HIOAHCHI MPOLIEAYPhI COOOLICHUS TUarHo3a
naiueHTy ¢ 6ose3Hblo [TapkrMHCOHA 3HAUYUTENb-
HO BIUSIOT Ha KauyeCTBO XM3HU Jaxe uepe3
MHOIO JIeT IIOCJe IEepPBOil KOHCYyJIbTauuu [6].
B oT0i1 CBSI31 BBI3BIBAET ONTUMU3M CTOJb BBICO-
KUt TIPOLIEHT MOJIOXHUTEIbHBIX OTBETOB POCCHIA-
CKMX IallIeHTOB.

HecMmoTpst Ha TO 4YTO OHJIAliH-OIIPOC 3aBep-
micst 30 centsiopst 2021 1., B HacTosIee BpeMst
MPOJOJIKACTCS TOJYYEHUE U BHECEHUE TAHHBIX
OyMaXkHbIX aHKET, OKOHYaTeJbHbIe DPE3YJbTaThl
9TOIl paboThl OyAyT OMyOJMKOBaHBI To3xke. M3
TPYAHOCTEH B peain3alliy MPOEKTa HEOOXOAUMO
OTMETUTD OO0JIbIION 00beM MHGMOPMALUU, KOTO-
PYIO MPUILLIOCH TPOAHATU3UPOBATH U BCMTOMHUTD
MalyeHTaM Ul aleKBaTHOTO OTBeTa Ha Mpejjia-

raemble BOIPOCHI. TeM He MeHee MeEpBbIe Pe3yib-
TaTbl BeCbMa MHTEPECHBbI W TEPCIEKTHUBHBI, a
reorpausi Mpoekra, HECOMHEHHO, BMeYaTyserT.
Mgl Gi1aromapuM Bcex TMAIlMEHTOB M Bpayveif,
KOTOpbIE TMOTPAaTUJIM CBOE BpeMs UM CWJIbl Ha
TMOMOIIIb B peain3alliu 3TOW UAECU U HaJleeMCs Ha
JaJbHeIIee COTPYIHUYECTBO.

71,4%

B /la EWHer

Puc. 6. OtBet Ha Bonpoc: “Bbbuiu i1 Bl yno
TBOpPEHBI TeM, kak Bam cooOimin 1uarHo3
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LIEHTP HEBPOJIOTUN

HAUMOHAJIbHOE OBLLUECTBO MO N3YYHEHUIO BOJIE3HU
NMAPKUHCOHA U PACCTPOVICTB ABVXEHUN

HEUPODOPYM 2022

V HauuonaabHblii Konrpecc no 0oje3uu Ilapkuncona

U PaACCTPOMCTBAM JABHKEHHUI

2—3 wuroHg 2022 1. B MockBe B pamkax
HEVPO®OPYMA 2022 mpoiiner V HaunoHabHblit
KOHTrpecc 1o 6one3nu IlapkuMHCOHA U paccTpoiicTBaM
IBUXKeHU. OpraHu3atopaMy TPaaUIIMOHHO BHICTYIIA-
ot Hayunslit 1ieHTp HeBposoruu M HamwoHanbHOe
0011eCTBO MO M3y4yeHuo 6one3Hu [lapkuHcoHa U pac-
CTPOWCTB ABVKEHUM.

V HauumoHanbHbIi KOHIpecc 1o oose3Hu [MapkuHcoHa
W pacCcTpoMCTBaM JIBUXKEHUI — 3TO KPYITHEHIIee pery-
JISIPHOE HAYYHO-TIPAKTUYECKOE MEPOTIPUSTHE B HAIIe
CTpaHe JIsl CMeLUaTUCTOB, MHTEPECYIOIUXCs TaHHOM
obsactbio HeBpojoruu. [lsarteiit mo cuery KoHrpecc
MOXHO CUMTaTh HAIUM TIEPBBIM “MUHU-I0OMIEEM”,
Ha KOTOPOM CaMoe BpeMs MOJBECTU WMTOTU PabOThI
OOmecTBa M OLIEHUTb JallbHEHIINE TEePCIEKTUBBI
(yHIaMEHTANBHBIX U KITMHUIECKUX MCCIeNOBAaHWIA 110
npobieMaM paccTPOCTB ABUXKEHUIA.

Kirouessie Tembl Konrpecca B 2022 1.

o HoBble BO3MOXHOCTU JieueHUsI Oose3Hu IlapkuH-
COHa.

e bone3nb IlapkuHCOHAa M KOpoHaBUpycHasi MH(pEK-
s, BbizBaHHas SARS-CoV-2.

o KorHutuBHble HapyuieHus: npu Oone3Hu [lapkuH-
COHAa M JpYTMX HeHpojmereHepaTMBHBIX 3a0o0JjieBa-
HUSIX.

e PaccrpoiicTBa IBIIKCHMIA B 3epKalie TIepCOHUMPHUIII-
POBAHHOMN MEIUIIMHBI.

2—-3 unioHga 2022 r.

BorynuHoTrepanust v apyrue crieliMaJbHble METOIbI

JIeYeHUST TIAIIMEHTOB C PaCcCTPOCTBAMM JIBUKEHMIA.

o OpanHble 3a001€BaHKsI, COITPOBOXKIAIOIIMECS pac-
CTpOWCTBAMU IBUXKECHUIA.

o (DyHmaMeHTAIbHbIEC U 9KCTIEPUMEHTAIBHBIC aCTICKTHI
MU3YYEHUs] paCCTPOMCTB ABMKEHUA.

o ColMalbHbIe aCMEKThI ABUTATEIbHBIX PACCTPONCTB.

Ha meponpusitun OyameT MpencTaBieH BeCh CIEKTP
HOBEHINNX TOCTVKCHUI B 00JACTUM IUATHOCTUKU MU
JICUCHUS TIAIIUEHTOB C IBUTaTeIbHBIMU PaCCTPONCTBA-
MH, a TakKke JaH 0030p COBPEMEHHBIX TOCTHMKEHMI
HEMpPOHAYK B U3YUYEHUU STUOJOTUU Y MOJIEKYJISIPHOTO
rmatoreHe3a 6osie3Hu [lapkKMHCOHA M IPYIMX 3KCTpa-
MUpaMUIHBIX 3a0ojeBaHui. OXumaeTcss ydyacTue B
Konrpecce 6osee 2000 criennaanucToB U3 pa3HbIX pe-
rmoHoB Poccuu u apyrux ctpaH. Mbl Hageemcs, 4To,
Kak 1 B rnpouuibie roabl, KoHrpecc npusiedyer 00J1b-
1I10¢ BHUMaHKe MOJIOIBIX CIIEIIMATMCTOB, OPIMHATOPOB
M acTIMPaHTOB, BIOXHOBWT MX Ha BHIOOP Tpodeccu U
CTAHOBJICHUE B HEW.

Vyacte B KoHrpecce GecriaTHoe 1Mo MpeaBapuTeb-
HOU peructpauuu. MeponpusaTHe IUTAHMpYeTCS K
akkpeautauuu Oaytamu HMO. Mecto npoBeneHust
Konrpecca: rocrununa “Paguccon CrnaBsiHcKas”,
1. Espomnbl, 2. @opma yyacTusi: OUHO-3a09Has.
Knewm Bac Ha V HalimoHaabHOM KOHIpecce 1o 00Je3H!
ITapkuHCOHAa W paccTpoiicTBAM NBWXEHUH U
HEMPO®OPYME 2022 B Mockse.

Ipeacexaren HEHPOD®OPYMA 2022

u V HanmonaisHoro KOHrpecca 1o 0oJ1e3HH HapKl/lHCOHa

W PacCTPOMCTBAM JABMKEHHIA
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OuHo B roctuHule “Paanccon CrnaBgaHcKas”
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TPAHCIISIIIUS MEPOTIPUSITHS
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HoBblie BO3MOXHOCTN MP-HanpaBsieHHOoro
$bOoKyCUpOBaAHHOIO yNibTPa3ByKa
B JIe4YeHUU PacCTPONCTB ABMXEHUN

MP-HanpaBiaeHHbIH (POKYCUPOBAHHBIN YJIbT-
pas3Byk (MP-®Y3) sapisiercst HOBOM, OYpHO pa3-
BUBAIOIIEICS TeXHOJNOTUel (YHKIIMOHAIBHOMN
CTEpPEOTAKCUYECKO HeHpoxupypruu. AobJs-
LIMOHHBIE ONepalud C  MCIOJb30BaHUEM
MP-®Y3 103B0JISI0T HEMHBa3UBHO U ¢ BICOKOM
3P (HEeKTUBHOCTHIO OCYIIECTBIAThL CUMIITOMATH-
JeCKYIO KOPPEKIIMIO IPOXKATETbHOTO THIIePKITHE -
3a nipu 6ose3Hu [lapkuncona (BIT) u scceHuu-
albHOM TpeMope, MpU 3TOM Yallle BCEro peyb
UaeT o0 OIHOCTOPOHHMX BMeEIIATEIbCTBAX Y
MAIMEeHTOB C JlaTepanu3alyeil TMepKuHe3a.

Topa3mo MeHBIIMIT OMBIT HAKOIICH B MUpE
JUTST IBYCTOPOHHUX NECTPYKTUBHBIX OTMEPALIMiA C
ucronb3oBanreM MP-®DY3, mMockonbKy Takue
onepanuy (Kak 3TO ITOKa3bIBa€T MHOTOJECTHSIS
MPaKTUKA PagMOYaCTOTHON TePMOICCTPYKIINU U
KPUOAECTPYKIINN) MOTYT OBITH COIPSIKEHBI C
BBICOKMM DPHUCKOM BO3MOXHBIX OCJTOXHEHMUIA.
CpaBHUTEIbHO MaJIOM3yYeHHOI 001aCThIO SIBJISI-
eTca Takke U MP-DY3-xupyprus pasinyHbIX
dopm mrctoHnn. BaxHbIe OTBETH Ha HEpeIleH-
HbIe BOIMPOCHI B 3TO 00J1aCTH JAIOT JIBE CTaThH,
HEIaBHO ONYyOJIMKOBaHHBIE B MEXIYHAPOIHBIX
Hay4YHBIX XKypHasax.

M.N. Gallay et al. mpeacTaBuau pe3yabTaThl
IBYCTOpOHHEeN MP-HampaBieHHONW TaIMaoTa-
JAMOTPAaKTOTOMUU (POKYCHPOBAHHBIM YJIbTpa-
3BykoM npu BIT [1]. Kak u3BecTHO, uUcCTOpUS
IIBYCTOPOHHEN CTEPEOTAKCUYECKON HENUpPOXU-
pyprun npu bII Bemer orcueT ¢ KOHLA
1940-x ronoB, 1 MHOTHE pPabOThI ObLTU OTTyOJIH -
KOBaHBI €11ie IO TTOSIBIEHUST PETIapaToB JIEBOIO-
nbl. [Tpu 5TOM KIMHUYECKHE Pe3yabTaThl XMPYpP-
MM C CaMOT0 Hadvaja ObLIM JOBOJIBHO BIIeYaT-
JISIOIIMMHY, OCOOCHHO YYMTHIBasl OTCYTCTBHEC Ha
TOT MOMEHT COBPEMEHHBIX METOIOB HaBHUTAIIUN.
C mosiBIEHHMEM TIPOTUBOTIAPKMHCOHUYECKOMN
Tepaluy UHTEePEC K JaHHOM TeMe Ha BpeMsl YTHX,

HO BHOBb Bozpoawics B 1990—2000-x romax
rnociie ocHoBoroJjaratuiei padoter L.V. Laitinen
et al., TTOCBSIIIEHHONW BO3MOXKHOCTSM TAJIHIO-
tomuu nipu BIT [2]. [To3xe Bo Bcem Mupe craia
JOMMHUPOBaTh TJIYOOKash CTUMYJISILIMS MO3Ta
(DBS), xotopas mo3BoyseT HOOUTbCS ABYCTO-
POHHETO KOHTPOJSI CUMIITOMOB M OTHOCHUTCSI K
HEeMpOMOIYIMPYIOIINM, a HE IeCTPYKTUBHBIM
BMerIaTebcTBaM. OMHAKO 0 CUX TIOp MHOTHE
MalMeHThl Aaxe MNpu (HopMaibHOM COOTBET-
ctBuM Kputepussm DBS 1o tem uim MHBIM Npu-
YUHAM OTKa3bIBAIOTCS OT IIPOBEACHMS BMeEIa-
TEJIBCTBA, YTO TOBOPUT O HEOOXOTMMOCTH TTOMC-
Ka aJbTepHATMBHOTO JIeUeOHOro TMoaxoaa s
JaHHOU rpynmbl O0onbHbIX. C TMOsBICHUEM
MP-®Y3 kak Oonee 0e3011aCHOTO U TOYHOTO
METO/Ia BO3IEHCTBHS MOSIBIJIACh HEOOXOIUMOCTh
M3YYEHUS] BO3MOXHOCTH €TO JIBYyCTOPOHHETO
npuMeHeHus y nauueHToB ¢ bII.

Knunuyeckast a3¢@eKTHBHOCTh M MOOOYHBIE
spdexkrei MP-DY3 orpaHnunBaioTcss BhIOpaH-
HOI 00J1acThIO BO3melicTBUS. Mcmoab3oBaHNe B
kauectBe muuieHu npu bIT ahdepeHTHBIX BoJIO-
KOH, KOTOpBIE MIYT OT BHYTPEHHErO CEerMeHTa
OJIeIHOTO 1l1apa K TaJlaMycy, ObLIO BIIEPBbIE MPEJ-
noxeHo eme B 1942 1. [3], a ¢ 2011 . maHHBIN
MOAXOJ CTaJli MCIOJb30BaTh npu MP-DOY3.
Takoe BMeIIATEIbCTBO MOTYYWIIO HA3BaHUE ITaJ-
nupotanamuueckoii Tpakrotomuu (ITTT) u noxa-
pa3zyMeBaeT BO3[eiCTBME Ha YUaCTOK MaIMI0Ta-
JJaMUYeCKOro IyTy Ha ypoBHe 1onsg ®opens HI.
OynkumonanbHo [ITT cooTBeTCTBYET ONMTUMU-
3MPOBAHHO MAJTMIOTOMUM, TaK KaK TIO3BOJISIET
JOCTUYb BBIPAKEHHOTO YMEHbILIEHUSI WHIUOU-
PYIOIIEro BO3MEHCTBUSI BHYTPEHHEIO CErMEHTa
OJIeTHOTO ITapa Ha TaJaMyc, TeM CaMbIM YBEJIH-
yuBasg €ro aKTUBUPYIOIIee BIMSHHE Ha KOpY
TOJIOBHOTO MO3Ta (ITpU OTCYTCTBUU MIPSIMOTO BO3-
JEeMCTBUS Ha TaJaMyC M CHUXKEHUM pHcKa Topa-
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JKEHMsSI BHYTPEHHEH KarlCylabl M 3PHUTEIHHOTO
HepBa).

B ynmomsanytoii cratbe M.N. Gallay et al.,
MOCBSILEHHOM aBYycTOpOoHHeH MP-DY3-TITT,
OTIepaTUBHOE BMEIIATEIHCTBO OBLIO IMPEITOXKEHO
TMaleHTaM, KOTOPBIE OTKAa3bIBATHICH OT IIPOBEIC-
Hust DBS u cooTBeTcTBOBANN ClIEAYIOLIUM KPU-
Tepussm otbopa: 1) uamonaruyeckas bII, cme-
LIaHHAs WM JpoxaTeabHas dopMa; 2) He MeHee
1 roma pe3snCTeHTHOCTH K Tepaluy IpermapaTaMu
JICBOAOIIEI (ITepHON “BKITIOUCHUA” C XOPOIINM
KOHTPOJIEM CUMIITOMATUKM HaOJI0aJICs B Teue-
Hre <50% akTUBHOTO OOAPCTBOBAHUSI, HATMUNE
BBIPAXXEHHBIX Tepudepruyeckux MOOOUHBIX
3¢ (pexToB, KOTOpbIe HE IO3BOJSIOT TOCTUYh
ONTUMAJIBHOM O3Bl JICBOOOIIBI, BBIPasKCHHBIC
JMCKUHE3UU U MOTOpHBIEe (hIyKTyalnu); 3) 3Ha-
yutenbHas (3—4 Ganna no 4-0a/uIbHOM 1IKae)
BBIPAXXEHHOCTb CUMIITOMOB; 4) 3Ha4UTEIbHOE
CHUXXeHMe KadecTBa XU3HM (3—4 Oamia 1o
4-6ayutbHOI 11Kane); 5) olleHKa mo MoHpeab-
CKOM IIKaJie OLIEHKM KOTHUTWUBHBIX (DYHKIIWI
(MoCA) 20/30 6amioB u BbiIe. [IBYCTOpOHHEE
OTepaTUBHOE BMEIIATEIbCTBO MPOBOAUIOCH TIO-
3TallHO WIM OJHOBpeMeHHOo. [Ipu sToM Ist
OTHOBPEMEHHOTO TIPOBEACHUS IBYCTOPOHHEH
MP-®Y3-TITT orbupanuch NammMeHTs 6e3 Kor-
HUTHBHBIX HapyllIeHUI U aTpodUYecKuX U3Me-
HeHMI1 TosioBHOro mMosra. IlogpoGHoe onucaHue
CTAaHIAPTU3UPOBAHHOTO IIPOTOKOJIA OIECPALINH
ObL10 OMyOJMKOBAHO aBTopamMu paHee [4, 5].
[MTameHTaM,  KOTOPHIM  TIEPBBIM  3Tall
MP-®Y3-TITT nposoauics g0 2017 1., Bo BpeMst
oriepallii Ha BTOPOIl CTOPOHE OIHOBPEMEHHO
BBITIOJTHSITIOCH TTOBTOPHOE BO3IEMCTBUE HA IIEp-
BYIO CTOPOHY [UIS YBEJIMUEHUSI pa3mepa ovara.
JlvHamMuyeckoe HaOJIoIeHUe IPOBOAUIOCH B
TeueHue He MeHee 12 Mec mocje BTOPOro ornepa-
TUBHOTO BMEIIIaTebCTBA. [lepBUYHBIC KOHEUHBIE
TOYKM BKIJTIOYAJIN OLIEHKY ITO YHH(UIIPOBAHHOMN
mKasne oueHku 6oseznu [Mapkuncona (UPDRS)
B mepuvofax “BKIIOYEHUS” U “BBIKIIOYEHUS”,
OIICHKY BBIPAXKEHHOCTU IMCKUHE3UM, TMCTOHUH,
HapyIIeHU! CHa, 00JIEBOTO CHHAPOMA, YMEHBIIIe-
HHE CYTOYHOM JO3BI MTPOTUBOITAPKMHCOHUIECKUX
MperaparoB, a TakXke CYObEeKTUBHYIO OIEHKY
MalMeHTaMM OOILEro YIy4IlleHUs CUMIITOMATH-

K W YMEHbIIeHUs Tpemopa. I[Ipm 3TOoM depe3
1 rom mocie BTOpOil oOmepanuu OleHKa TI0
UPDRS BbimosiHsI1ach TOJBKO B TEpPUOAE
“BBIKJIIOYEHHUSI”, TaK Kak 7 u3 10 mauueHToB mpe-
KpaTUJIM TpHEeM IIpernapaToB JIEBOIOIIHI.
BTopuuHbIe KOHEYHBIE TOYKM BKIIIOYAIN OLICHKY
no wkaie MoCA, OnpocHUKY aKTUBHOCTHU
noBceaHeBHOM Xu3HU (ADL), orpoCcHUKY OLigH-
KU KayecTBa XW3HU BcemupHO# opraHuzanuu
3apaBooxpadHeHnss (WHOQOL) u rocnuranbHOM
mrKasie omeHku TpeBoru u nenpeccun (HADS).
ITpu stom ouenka no mkaine MoCA npoBonu-
Jlach J10 U yepe3 2 IHS MocJie Kaxaoi oneparyi,
a TaKxke 4epe3 | rom mocje BMeIIaTeIbCTBAa Ha
BTOPOU CTOPOHE.

B uccinenosanue 0bU10 BKIoueHo 10 manueH-
TOB (Ha MOMEHT TIEpBOTO OIEPaTBHOIO BMeEIIa-
TEJICTBA CPEIHMIA BO3pACT COCTaBUI 63 X 5 Jer,
JUIMTeNbHOCTL 3a0oseBanus 10,2 £ 4,6 roga).
Cramusa 3aboneBaHus 1o XEH—SApy mo mepBoit
omepaly BapbrpoBajia oT 1 10 4 U B cpemHeM
cocTaBuia 2,7, 10 BTOPOrO BMeILIaTeIbCTBA — OT
2 1o 3, B cpeaHeMm 2,5. BocbMu manpeHTaM mpo-
Bonuaack nmoaranHasg MP-®Y3-TITT, npu stom
WHTEpBAJI MEXIYy OIepalusIMUd  COCTaBUII
20 = 10 mec, 2 manuMeHTaM MPOBOAUIOCH OTHO-
BpEMEHHOE BO3/IEliCTBME Ha 00€ CTOPOHBI.
OO0wuit nepuon HabMIOIEHUS OT MEPBOTo orepa-
TUBHOTO BMeIIATeIbCTBA COCTaBMI 36 X 15 Mec.

O6mmit 6ann o mkanre UPDRS B mepuone
“BBIKJIIOUEHUSI” 4epe3 Troi TMOocje BTOPOii
MP-®Y3-TITT cHusmics Ha 52% 110 cpaBHEHUIO
C UCXOIHBIM TOKa3aTeJeM B Mepuoie “BKIloYe-
Hus” (p < 0,007). beuto mokazaHo, 4TO 4epe3
1 Tox Imoce BTOPOTo OIEPaTUBHOTO BMEIIATETh-
CTBa B MepUOne “BKIIOUEHUST” B CPABHEHUU C
HMCXOOHBIMHA JaHHBIMU BBIPAaXKEHHOCTh TpeMopa
yMmeHbImiach Ha 91% (p = 0,006), puruaHocTH
JUCTATBHBIX OTOEJIOB KOHEYHOCTEH — Ha 67%
(p = 0,006), omurobpanukuHe3un — Ha 54%
(p = 0,01). HapymeHus noxoaku U MOCTypasib-
Hasl HEYCTOMYMBOCTD B LIEJIOM HE U3MEHWIUCH 110
CPaBHEHMIO C HCXOAHBIM YPOBHEM (CpemHuit
Oasun ynyurics Ha 13% (p = 0,67) u cHu3umiIcs
Ha 5,3% (p = 0,83) cooTBeTcTBEHHO). BhIpaxkeH-
HOCTb PEYEBBIX HAPYIIEHUI YBeIMYMIach Ha 58%
(p = 0,06), mpu 3TOM cpa3sy MocJie onepaluyd Ha
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BTOPOI1 CTOPOHE YXYIIIeHNe HA0II0IAI0Ch TOIhb-
Ko y | manueHra, a yepe3 1 rom rocie BMelIa-
TEeJbCTBA — Y 5, CPEIM OCTABIIUXCS TMALIMEHTOB Y
1 HaGOmAIOCH YIyUIlIeHUe PeUU, a Y OCTaIbHBIX
4 COCTOSIHME OCTaBaJloCh HeM3MeHHBIM. [lpu
3TOM HaOJII0aI0Ch pa3BUTHE HE AM3apTPUM KaK
TaKOBOI, a MHBIX HApYIIEHWI — TUTO(MOHWH,
TaxueMut M TPYOHOCTEH WHULHMALIMK DPEUH.
JlMckuHe3uu perpeccupoBanu y 4 u3 4 nauueH-
toB (100%), nuctonust — y 4 u3 5, a HapylLIeHHUs
cHa — y 3 u3 4 manueHToB. BrIpaskeHHOCTH OOJTe-
BOTO CMHIpPOMa yMeHbIIMIach Ha 89%. CyrouHast
J103a TIperaparoB JICBOAOILI YMEHbBIIMIACh B
cpenHeMm ¢ 690 + 250 mo 110 £ 190 mr uepes
12 mec mocie Bropoii omepaumu. Ha KoHerr
HaOmoneHuss 7 u3 10 mamueHTOB IOJHOCTBIO
MIPEKPATUIIN TIPHEM IIPOTHBONIAPKUHCOHNYECKOM
Tepanuy U Bce MalMeHTh MepecTany MpUHUMATh
ArOHUCTHI J0(DaMUHOBBIX PELIEIITOPOB.

JocToBepHBIX N3MCHEHII KOTHUTUBHOTO CTa-
Tyca T0cjie IBYCTOPOHHUX OIEepalldii OTMEUCHO
He Obuto. CpenHuit 6ann no mkate MoCA Ha
HMCXOAHOM YPOBHE COCTaBJIsLI 28 + 2 (1Mama3oH:
26—30), mepex BTOPHIM BMELIATEIbCTBOM —
28 * 2 (mmamazoH: 25—30), uyepe3 ToI IOCIe ABY-
croponHeir MP-®Y3-TITT — 28 * 3 (mnama3oH:
20—30). IIpu 3TOM Ha KOHel HaOJIOAEHUS Y
2 MalMeHTOB OTMEYAIOCh YJIYYIIEHUE BbITMOJIHE-
HMS TecTa, y 7 MallMeHTOB Pe3ybTaThl OCTAINCh
0e3 M3MEHEeHM. YXyauleHue ObIIo 3apUKCUPO-
BaHO TOJIbKO y | malveHTa Kak Ha 2-1 IeHb rocjie
BTOPOTO BMeNIaTeNbCTBA (—3 Oaslia OT UCXOAHOTO
YPOBHS1), TaK 1 yepe3 1 rox mocie Hero (—6 Oa-
JIOB OT MCXOIHOTO YpoBHs). CTaTUCTUIECKH 3HA-
YMMBIX M3MEHEHMId mnpu oueHke 1o ADL,
WHOQOL, HADS He oTmevanocs.

VY nanueHToB He HabII0JAOCh PA3BUTUS KPO-
BOTE€UYECHMSI, UHMEKIIMOHHBIX OCJIOXKHEHUH, 0a-
JM3Ma 1y nape3oB. Takske He ObUIO 3a(hUKCUPO-
BaHO TIOSIBIICHUSI CITYTAHHOCTH CO3HAHMSI, CYH-
LMOATBHBIX MBICIE WM WHBIX TICMXUIECKUX
HapylleHuii. Bce manueHTbl MOIJIM ObITh BBIMK-
caHbI yepe3 1 cyT mocsie mpoBeAeHUs OIepaluu.
Y | maumenrta nocie MP-®Y3-TITT paspunuch
MKOTa, 3aTPYIHEHUSI OBIXaHUS U peur, KOTOPBIC
COXPaHSIJTUCh Ha TIPOTSIKEHUM IJIUTEIHbHOTO
nepuoaa, HO IIOJHOCTbIO PErpeccupoBaiv B

teyenue 10 mec. OnuH MalMeHT B EPBBIi MOCTIe-
OTIEPALIMOHHBIN JIeHb TIOC/IE BTOPOI Omepaiuu
JOBAXKIbl yIaJ, KaKUX-JIMOO TTOBPEXICHWI He
Habmonanock. [Tpu 3ToM yke B TeueHUE MePBbIX
TOCJICOTIePAIIMOHHBIX HEMle/Ib €ro MOX0IKa cTajia
VAY4IIaThCS ¥ 9epe3 3 MecC IOCIe OIepalliu Ipe-
BBICHJIA MCXOMHBIN JTOOTIEPAIIMOHHBIN YPOBEHb.
Taxke y 1 manuenra yepe3 1 rox mocie aABYCTO-
ponneit MP-®Y3-TITT BO3HMKIN 3MU30IbI
HEKOHTPOJIMPYEeMOTO cMexa M Oriedapocmasm,
TTOCIICTHIIA HAOJTIOMAICS TIPEUMYIIIECTBEHHO TIPU
5MOLMOHAIIBHON HarpyskKe.

TakuM o00pa3om, IOJYYEHHbIE DPE3YJIBTAThI
CBUJCTENBCTBYIOT 00 3Gh(MEKTUBHOCTU IBYCTO-
poHHeil MP-HanpaBieHHOI NaIMAOTPAKTOTO-
MHUHA METOIOM (hOKYCHPOBAHHOTO YIIBTPa3ByKa.
B mepByo ouepens onepaTMBHOE BMEIIATETBLCTBO
MOJIOKUTEIbHO BIMSIET HA BEIPAXKEHHOCTh MOTOP-
HBIX CUMIITOMOB B KOHEYHOCTSIX (yMEHBIIICHNE
TpeMopa, PUTUIHOCTY U TUIIOKWHE3NN), a TaKKe
CITOCOOCTBYET 3HAUUTETBHOMY DPErpeccy IUCKH-
HEe3Wil, TUCTOHUU U OOJNIEBOrO CUHApOMA. AKCH-
aJIbHbIE CUMIITOMBI TOCJIE€ TPOBEICHUS IBYCTO-
pouneir MP-®OY3-TITT ocraBaiuch 6e3 n3MeHe-
HMiA. B OTmenbHBIX clydasix HaOM0maIoch Hapa-
CTaHME pEYCBHIX HaAPYIICHU, YTO MOXET
CBUJIETEJILCTBOBATh O HEOOXOIUMOCTH JIOTOTICIN -
YeCKMX 3aHSITUI Ha ATare IIaHMPOBaHKs BMelIa-
TEJIBCTBA U B TIOC/ICONIEPAIIMOHHOM Tepuone. Js
TTOOTBEPKACHUS STUX PE3YIBTaTOB HEOOXOIMMBI
JalbHEWIINEe TPOCIIEKTUBHBIC WMCCIICIOBAHMS,
MPOBeIeHHEIEC Ha O0jiee KPYITHBIX BEIOOPKAX.

B crathe S. Horisawa et al. mpeacTaBieHbI
pe3yabTaThl MUJOTHOrO ucciaegoBaHuss MP-Ha-
MpaBJIeHHON BeHTpO-opainbHOil (Vo) TamaMoTo-
MHHU  (OKYCUPOBAaHHBEIM YJIBTPa3BYKOM IIpU
(okanbHOI TUCTOHUM KUCTH [6]. AKTYabHOCTD
JaHHOM MyOJIMKALMK COCTOMT B TOM, UTO JI0 CHX
nop 3¢dexkruBHocTh MP-DY3-tagamoroMnn B
neyenuu pokanbHoi auctonuu Kuctu (OIK) no
KOHIIa He W3yyeHa, B JINTEpaType paHee ObLIO
OINMCaHO TOJbKO 2 MogoOHbIX ciaydas [7, §].
ABTOpBI HCCIeI0BaHUSI IOCTAaBUJIM Tiepe co0oi
1eJb oleHUTh 3¢ dekTuBHOCTE DY3-TanmamoTo-
vy B tedenun OJIK B nmHaMUKe.

Habop maiueHTOB B JaHHOE OTHOLIEHTPOBOE
OTKPBITOE ITPOCIIEKTUBHOE MCCIEI0BaHUE TTPOBO-
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nouics B miepuon ¢ arpenst 2017 . mo mait 2018 .
Kputepnn MCKITIOUCHUS BKITIOYATW: HAIAIKME B
aHaMHe3e HapyLIeHWsI MO3rOBOTO KPOBOOOpaliie-
HUSI WM CTEpPeOTaKCMUYECKOW oMepauuu Ha
TOJIOBHOM MO3Te, HECKOPPEKTHUPOBaHHAS Cep-
JIEIHO-COCYAMCTAsI ITaTOJIOTHUSI, KOAaTryJIOImaTHsl,
HECTaOMJIbHOE TICMXWYECKOE COCTOSTHUE, KOTHU-
TUBHbIe HapyuieHus (<24/30 GayutoB Mo mikaie
MMSE), xo3¢h@UIUEeHT TIOTHOCTU KOCTeit
yepera <0,3. Bcem yyacTHMKam TpoBOAMIACH
MP-®Y3-tanaMOTOMHUSI, MHUIICHBIO CIYXUIIO
Vo-sapo tanamyca. st olleHKu 3G HOEKTUBHOCTU
BMEIIIaTeIbCTBA BHIPAKEHHOCTh CUMIITOMOB TTPH
HaJIMYUU y MalMEHTOB MUCYEro cria3Ma OlleH1Ba-
nack mo mkane WCRS (Writer’s Cramp Rating
Scale; 6oJee BEICOKME OAJITBI CBUIETEIBCTBYIOT O
OOJIbIIEH TSIXKECTU COCTOSIHUS), MPU HATUYUU
cra3ma Mmy3sbikaHTa — no mkaine TMDS (Tubiana
Musician’s Dystonia Scale; 6o1ee HU3KMe OaIbl
TOBOPSIT O OOJIBIIICH BEIPAXKCHHOCTH CUMIITOMOB).
Bo Bcex cimydasx TakKe IPOBOOMIACH OILIEHKA
BBIPAXEHHOCTU AMCTOHUM 10 HiKaie ADDS (Arm
Dystonia Disability Scale; 6onee Hu3zkue Oaibi
YKa3bIBAIOT Ha OOJIBLIYI0 MHBATMAN3ALINIO).
OueHKa TpoBOIMJIACH A0 OMepalnu, yepe3 3 u
12 Mec moce orepaTUBHOTO BMEIIATEIbCTBA.

B uccnenoanue 6b110 BKIt0YeHO 10 manueH-
TOB (cpenHuii Bo3pact 43,2 + 9,8 roga, 9 MyxkunH
u 1 xeHmmHa) ¢ Tskenoit ®JIK (oueHka 1o
TMDS <3 u/unu o WCRS >8). V 5 nanmenros
HaOIOaINCh OUCTOHUS MY3BbIKAHTA W ITHCUUI
crasM, y 3 — U30JIMPOBaHHBIN MUCYUIA CITa3M U 'y
2 IMCTOHMUS MTPOSIBIISLIACH BO BPEMsI UTPhI B 1apTC,
TIPY 3TOM Y OTHOTO U3 HUX OHA COMPOBOXATach
TaKKe MUCYMM CITa3MOM. [IpomoiKWTeTbHOCTD
CUMIITOMATHKNA Ha MOMEHT OIEPaTUBHOTO BMeE-
1aTeabcTBa cocraBuaa 9,8 + 8,4 rona.

Y 9 manMeHTOB ¢ MMCYMM CMa3MOM ITOCJIe
MPOBENIEHHOI omepaluyu cymMMma OajljioB IO
WCRS causunace Ha 71,4% (nuanaszon: 0—100%)
yepe3 12 mec (6,1 * 2,9 Ha MCXOOHOM YPOBHE;
1,8 £ 3,3 uepe3 12 mec; p = 0,011). ¥V Bcex
5 MauMeHTOB C OTUCTOHMEN My3bIKaHTa OTMEYa-
JIOCh 3HAUWUTEIbHOC VIYYIIeHHWE II0 IIKaje
TMDS —ort 1,4 £ 0,5 (nmamma3oH: 1—2) Ha Ucxom-
HOM ypoBHe 110 5,0 uepes 12 Mec nocJjie onepaluu
(p <0,0001). Ouenka no wkane ADDS npoBoau-

JlaCh BO BCEil IpyIme, W 3TOT ITOKa3aTeslb 3Ha-
yuTebHO yyutmmics — ¢ 58,7 + 14,3% (nnama-
30H: 30,0-77,1%) Ha HMCXOTHOM YpOBHE IO
81,6 = 22,9% (nmuanazon: 42,9—100%) yepe3
12 mec BMernratenscTBa (p = 0,025). Takum obpa-
30M, IO BCEM HCIIOJIb3YeMBIM IIKaJaM B IIEJIOM
OBLIO MOKA3aHO CTATUCTUYECKU 3HAUYMMOE YITyd-
IeHrue CUMITOMOB. Ha MOMEHT BKITIOUEHHS B
HccaeIoBaHUe 5 MalMeHTOB He paboTaiu M3-3a
BBIPaXKEHHOCTH CUMIITOMOB; 4yepe3 12 mec mocie
MP-®Y3-tamaMoTOMIH 9eTBEPO M3 HUX BEPHY-
JIICh K paboTe, a | marMeHT u3-3a HeI0CTaTOYHO-
ro a(pdekTa ocTancst 6e3pabOTHBIM.

Peunaus nuctoHuu yepes 3 Mec mocie onepa-
LMK HAOJI0ajICcs Y 3 malueHToB. Y 4 maiueHToB
IoClie BMEINATeIbCTBA HAOIONANIOCh pPa3BUTHE
IV3apTpuH, y 2 — Tapajnda JIMLIEBOTO HEpBa,
NPy 5TOM HapyIIEHWS] HOCWUIU MPEeXOASUIuit
XapakTep BO BCEX CIyJasx, KpoMe OfHOro, Koraa
IU3apTpHUsl COXpaHsulach W 4epe3 1 rom mocie
onepanuy. [lapanny nuieBoro HepBa B 00OUX
cilydasiX pas3BMJICS M3-3a HeTpelHaMepeHHOTO
MopaxeHWs] BHYTpeHHe#l Karcyabl. EquHcTBeH-
HBIM CEPbE3HBIM HEXeNIaTeJIbHBIM SIBICHHUEM,
3a(UKCUPOBAHHBIM BO BpeMs HCCICIOBAHUS,
OBUTa CyWIIMIaTbHAs TIOTBITKA Y TTAIIEeHTa Yepe3
2 Mec Toclie ornepaluny. BeISICHIIIOCH, YTO MalK-
€HT CTpajas OT JEMpPeCCUBHOIO PacCTPOiCTBa, B
MPOIIUIOM Y HEeTO HaOMI0AaINCh HEOTHOKPATHBIC
CYULIMIATbHBIC ICUCTBHUS, M OH MPeIHAMEPEHHO
CKPBII 3Ty MHGOPMAIUIO TIepel BKIIOUYCHUEM B
HCCIIeIOBaHUE.

PesynbraThl MpoOBENEHHOro HCCAEIOBAHUS
nokaszanu, yto MP-Hanpasiennas ®Y3-Vo-rta-
JTAMOTOMMSI 3HAUMTENBHO YIYYIIaeT CHMIITOMEI
npu OJK. EnMHCTBEHHBIM CTONKMM HeEXema-
TeJIbHBIM sIBJICHUEM 4epe3 12 mec mocie onepa-
uu Obl1a au3apTpus y | mamumenTa. Pe3ynbraThl
MPOBEJICHHOIO MCCIIENOBAHMS B II€JIOM COBIIaIa-
10T C TIPeABIAYIIel paboTOI THX K¢ aBTOPOB IO
M3YIeHNI0 3(QPEKTUBHOCTH PamrodacTOTHOMN
Vo-tanamoromuu nipu @K [9]. V 3 manueHTOB
OTMeYascs peluanB CUMIITOMATUKK Yepe3 3 Mec
nociie MP-®Y3-tanamoromun. MHTEpEecHO, 4TO
IPU HUCHOJb30BAHUU JAPYTOW aOIALMOHHON
METOIWUKN — pamglovacTOTHON Vo-TaliaMoTo-
MU — PELMAMB TaKKe MOXeT HacTynuTh y 10%
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TEXHOJ1I0IMKU

MMalIMEHTOB, YTO MTPOMCXOIUT M3-3a HEAOCTATOU-
HOTO TTOpaXkKeHWs] MUIICHU W HEBEPHOM IICITH.
IIpu mpoBeeHNM HEMPOBU3YAM3aLMK Y ALK~
€HTOB C PELIMAMBOM ObLIO MOKa3aHO, YTO 00J1aCTh
MopaXeHUsI pacrioyarajiach jarepajibHee IIpe-
I0JIaraeMoii 1IeJId, BO3MOXKHO, 3TO M IPUBEIIO K
BO3BPAILCHUIO CUMIITOMOB JUCTOHWH.

HecMmotps Ha orpaHndeHus (KOPOTKHIA TIepy-
o[l HaOJIIoIeHNsI, HEOOMBIION pa3Mep BHIOOPKHU),
JaHHBIC TPOBEICHHOTO IMUJIOTHOTO MCCIIeI0Ba-
HUS IPOJIeMOHCTpUpOBaiu, 4To MP-DY3-Vo-Ta-
JTAMOTOMMSI MOXET OBITh aJIBTEPHATHBHBIM Bapy-
aHTOM JieyeHus1 g manueHtoB ¢ OK. g
MOATBEPXKICHUS ITUX PE3YIbTaTOB HEOOXOAMMO
MPOBEACHNE TATbHEHIINX PaHIOMU3MPOBAHHBIX
KOHTPOJMPYEMBIX HCCIICIOBAHUI C OOJNBIIMM
pa3MepoM BbIOOPKH U 60Jiee ITUTEebHBIM MTEPU0o-
JIOM HaOJIIOEHUSI.
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JNodamunepruueckas
BH3YAIH3aNHuA

H KIHHHYE€CKHE NMPCANKTOPbDI

KOHBEPCHHA ﬂapymelmi'l

MoBEACHHA BO BpeMA
REM-dasbi cHa B (heHOTHIIBI

CHHYKJIEHHONATHIA

B MexmyHapomHOM MHOTOLIEHTPO-
BOM HCCJICNOBAHUU OLIEHUBAJIOCH,
MOXET JM BU3yalu3alusl Mpecu-
HaNTUYECKUX 0o(aMUHEPTIIecKUX
TepPMUHAJIEIl B COBOKYITHOCTH C KJTH-
HUYECKUMU JaHHBIMU JIOCTOBEPHO
Mpecka3aTh KOHBEPCUIO WIMOMATU-
YeCKOr0 HapylleHHs TOBEICHUS B
REM-(a3zy cHa npu oi-CUHYKJIEUHO-
natuu. beutm momydeHbl JaHHbBIE
OIHO(POTOHHOW IMUCCUOHHON KOM-
mblotepHoii Tomorpadun (ODIKT)
¢ 'BI-ifo¢yraHoM, MPOBEIEHHOI Y
344 maumeHToB M 256 310pOBBHIX
noOpoBoJiblleB B 9  IIeHTpax.
M3o0paxenuss Obuin  00paboTaHbI
npu TTOMOTII TeXHOJIOTUN
DaTQUANT c¢ nonyyeHueM Koad-
(umeHToB crenuduUYeckoro cBs-
3piBanus (SBR) mnst cxopmymsel 1
XBOCTAaThIX siep C MABYX CTOPOH.
Takxe ObUIM TpPOAHATU3UPOBAHBI
clelyloline KIMHUYECKUE JaHHBIE:
1) obumii Oamn 3-if yacTh ILIKaIbl
UPDRS (UPDRS III); 2) o6wwuit
0aul Mo KpaTKOM IIKaje OLIEHKHU
ncuxuyeckoro craryca (Mini-Mental
State Examination, MMSE); 3) Hanu-
yuye KOHCTUNauuu; 4) TUIOCMUU.
JIst OeHKM pHcKa KOHBEPCHUU ObLI
MPOBEACH AaHaIM3 BBIKMBAEMOCTH
meronoM Kamnana—Meiiepa. [lna
KaX10ii MepeMeHHOM ObLIM paccum-
TaHbl OTHOIIEHWSI PUCKOB C TOMO-
nipto perpeccun Kokca. Onpenenexnue
HaWIyylIero covetaHusi (hakTtopos
PUCKA OCYIIECTBISUIOCH TP MTOMOLII
JIMHENHO# perpeccun. s moucka
TIPU3HAKOB, TIPEICKA3bIBAIONINX KOH-
BepCUI0O B TAPKUHCOHM3M WK
JIEMEHIIMIO, MCIIOMb30BaNCs OailecoB-

PedepaTthbl

ckuit kinaccugukarop. Ilocie mpo-
BEPKM KauecTBa JaHHBIX OBUTM TPO-
AHAJIV3UPOBAHBI JaHHBIE 263 marm-
€HTOB C HapyIlICHWEM IOBEICHUs B
REM-¢asy cua (67,6 £ 7,3 rona,
229 MyxXuuH) 1 243 yenoBeK U3 KOH-
TposbHou rpymmbl (67,2 £ 10,1 rona,
110 myxuuH). PasButue o-CHHYK-
JIEMHOTIAaTUM B TEYeHWe Tieprona
HaOMIOEHNUS, KOTOPbI COCTaBUI
26,2 £ 20,8 Mmec, oTMeyamoch y
52 marmmentoB (20%). Hawnyumreit
KoMOMHauueil (hakTopoB pucka,
KOTOpast MorJia OBl TpeIcKa3aTh KOH-
BEPCHIO, CTaIO COYETaHUE HEHUpOBU-
3yalM3alMOHHBIX MPU3HAKOB H0da-
MUHEPruueckoil AUCHYHKINY Hau-
Oosiee  MOPaXEHHOW  CKOPJYIbI
(p < 0,000001), HamUyMsT KOHCTUTIA-
i (p < 0,000001) 1 Bo3pacTa cTap-
e 70 et (p = 0,0002). OTHOWIEHKE
PUCKOB JJIsI HUX coctaBuio 5,71
(95% noBepuTeNbHBI MHTEPBAT
2,85—11,43). [1pu 3TOM, 1O TAaHHBIM
OaiiecoBCKOro Kiaccupukaropa, y
MalKeHTOB ¢ 00J1ee BLICOKMM OalioM
o mikane MMSE u Huzkoit acumme-
tpueit SBR B XBocTaThixX siipax ObLIO
0oJee BEPOSTHO Pa3BUTHE TTAPKIUHCO-
HU3Ma, B TO BpeMsI KaK y TIAIIMEHTOB C
MPOTUBOIOJIOXHOM KapTUHON — pa3-
BuUTHE AeMeHUuu. Pesynsratsl pabo-
THI TIOKA3bIBAIOT, YTO y MAI[MEHTOB C
UAMONATHYECKUM  HapyLleHUeM
noseneHuss B REM-da3y cHa crapiie
70 7eT ¢ KOHCTUNALMEl 1 IPU3HAKA-
MU CHXKEHUSI HUTPOITyTaAMUHATIBbHOM
no(aMuHEpPTUYECKOl  (DYyHKIUHU
Ha0JmoaeTcsl BHICOKUIT PUCK OTHO-
CUTEJIbHO OBICTPOMi KOHBEPCUM B
Ol-CUHYKJIENHONATUIO. DTU JaHHbIE
MOTYT B TAIbHEHIIIEM VCTIONb30BATh-
cd Uil CTpaTUUKALMK TalEeHTOB
B KIMHHUYECKUX HCCIEIOBAHUSIX.
Kpome Toro, aBTOpBI CTaThul Tpe-
JIaraloT MOPOroBble 3HAYEHMS MOKa-
sareneit  OOBKT, MMSE u
UPDRS III, koTopble MOTYT UCTIONb-
30BaThCsl Y OTHAENBHBIX MaLMEHTOB

11 OLEHKW pUCKa pa3BUTUA KIMHU-

YeCKOH 0i-CUHYKJIEMHOTATHH.
Arnaldi D. et al. Dopaminergic imaging
and clinical predictors
Jor phenoconversion of REM sleep
behaviour disorder. Brain.
2021;144:278-87.

YposeHnb oauromepon
0l-CHHYKJICHHA B JIUKBOp€
OTPAXKACT THHAMHUKY
TAKECTH ABUTaATECIbHbIX
NPoABIEHMI
npu 6one3nn lMapkuncona
B koropre DeNoPa
TeteporeHHOCTh KIIMHUYECKUX TIPO-
SBJICHWI, a TaKXe 3HAYUTEJbHBIN
MEPEKPecT KIMHUIECKUX U TAaTo-
MOP(OTOrNYECKHX XapaKTePUCTUK C
IPYTUMU HEUpPOAETEHEPATUBHBIMU
3a00J1eBaHUSAMY  3aTPYAHSIOT TOY-
HOCTb KJIMHUYECKOH IMarHOCTUKU
oosiesnn Ilapkuncona (BIT), oco-
OeHHO Ha ee paHHMX cTagusx. [lo
9TOU MPUINHE MPOIOIKAETCS TIOUCK
01OMapKepoB, KOTOPbIE MOTJIU Obl
YAYYIIUTh TUATHOCTUKY U OTPAaXaTh
MporpeccupoBaHue 3a00JeBaHUSI.
OnHuMu u3 Haubonee M3yYaeMbIX
SIBJISIIOTCST OMOMapKephl, CBS3aHHbIE
¢ O-CHHYKJIenHOM (o-cuH). Llenbio
paboThl ObLIO BBISIBUTE: 1) SBISIOTCS
JI yPOBHU OOILIETO, OIMTOMEPHOTO 1
(ochopuMpoBaHHOTO B MOJOXE-
Huum  Serl29  o-cuHyKJIeMHa
(p-o-cuH), a Takxke 0OIIEero Tay,
dochopunuposanHoro  tay-181
(b-ray-181) u B-amunonna 142 (1)
MH(OPMATUBHBIMU B KayecTBE JIua-
rHoctuyeckux  mapkepos  BII;
2) U3MEHSIIOTCS JIU 9TU TapaMeTpbl
10 Mepe NporpeccupoBaHust 3a0oJe-
BaHuUs; 3) KOPPEIMPYIOT JIU OHU C
IBUTATENBHBIMA W KOTHUTHBHBIMU
MOKAa3aTeIsIMi  MPOTPeCcCUPOBAHUS
BIT B xoropre De Novo Parkinson.
B uccnenoBaHue ObLIM BKITIOYEHBI
94 manueHTa ¢ BHOBb BBISIBICHHON
BIT u 52 3m0poBbIx DOOPOBOJIbLIA.
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Bcem yuacTHMKaM Mpy BKITIOYEHUH B
uccnenoBaHue u yepe3 24 u 48 mec
MIPOBOAMIIACD JIIOMOATbHAST MTyHKIIMS
C aHaIM30M JIMKBOpA Ha ompejese-
HUE pa3IUYHBIX (QOPM O-CHUH,
Tay-Oenka u B-amuionna 1-42, a
TaKXe KIMHIIeCKast OlleHKA KOTHU-
TUBHBIX M [BUTATEJbHBIX Hapylle-
Huit. McxomHblil ypoBeHb 00ILETO
O-CUH JIMKBOpa ObLT 3HAUUTEIbHO
HUXE MPU BHOBb BbIsBIeHHOU BII B
CPaBHEHUU CO 30POBBIMU HCTIBITYE-
MBIMU, B TO BpeMsI KaK OTHOIICHUS
OJIUTOMEPBI O-CUH/O0IIHUIl 0.-CHH 1
dbochopunupoBaHHbBI/00 MM
0-CHH OBLTM 3HAYMTENHHO BBINE B
rpynne BII. Tlpu wuccinepoBaHuu B
nHamuke y mauueHToB ¢ BIT ypo-
BEHb OJIMTOMEPOB (L-CUH YBEJIMYH-
BAJICSI Ha TPOTSDKEHWW Bcex 4 JieT
HaOMI0AeHNUS U KOPPETUPOBAI C MPO-
IPECCUPOBAHUEM  JBMTATENbHBIX
HapylIeHWi. Y MalueHToB Ha Mo3.-
Hux craausax bIT otmevancst mosbI-
IIEHHBI  YpOBEHb OJUTOMEPOB
O-CUH B JIMKBOPE B CPaBHEHUHU C
Ipynmnoii KoHTposist. MoXHO 3aKJio-
YUTh, YTO U3MEHEHUs] OMOMapKepOB
JIMKBOpa 1O Mepe MpOorpeccupoBa-
Hust BI1 MoryTr npoucxoauTb Hemu-
HEHO U 3aBUCAT OT CTaiuu 3a00Je-
BaHWS. YpOBEHb OJIMTOMEPOB O-CUH
B JIMKBOpE, MO-BUANMOMY, YBEJIMYN-
BaeTcs C HapacTaHWeM TSKEeCTH
3a00J1eBaHMs 1 OTPAKAET COCTOSTHYE
CKOpee JBHUTATeIbHBIX, YeM KOTHU-

TUBHBIX HapywieHuit mpu bI1.
Majbour N.K. et al. Cerebrospinal
o-synuclein oligomers reflect disease
motor severity in DeNoPa longitudinal
cohort. Mov. Disord. 2021;36:2048-56.

Arperarsi 0,- CHHYKJIEHHA
B 000HATEILHOM NHUTEINN
NanHEeHTOB
¢ H30JUPOBAHHBIM
HapyleHHeM NoBeIeHIs
B REM-da3y cna

W3zonpoBaHHble HapylLIeHUs TIOBe-
neHus B a3y cHa ¢ ObICTPBIMU JIBU-
xenusiMmu a3 (HITBAT) y 6Gomb-
LIMHCTBA, E€C/IU HE Y BCEX MALIUEHTOB
SIBJISIIOTCS pAHHEH CTaineii o.-CUHYK-
JleiHONaTU|. BhisiBNeHUe maTonoru-

YeCKOro O-CMHYKJIeMHa (0-CMH) B
nepudepruecKux TKaHsX MalueHTOB
¢ uzoaupoBaHHeiM HITBAI moxer
MO3BOJIUTh BBISIBUTH CPeI HUX CIY-
yau, KOTOpbIe B JaJIbHENIIEM MTPUBe-
JIYT K pa3BuTHIO 00J1e3HM [TapkuHco-
Ha (BII), memeHuUMM C TeabllaMu
JleBn mmu MyAbTHCHCTEMHOW aTpo-
(bumn, yro HeoOXOAMMO IS paspa-
OOTKU Tepamnuu, HaMpaBleHHOH Ha
MpefoTBpallleH!ue JaHHBIX 3aborne-
BaHWii. MeTon WHAIyUMpPOBaHHOMN
BUOpAllUy KOHBEPCUU B PEaTbHOM
BpemeHn (RT-QulC) mo3Boaser
BBISIBUTH TATOJIOTUYECKUE (HOPMBI
0l-CHH, CTIOCOOHBIE K arperaruu, Kak
B JIUKBOPE, TaK U B OOOHSTEILHOM
anutenuu. Lleabio MpoBeneHHOTO
UCCIenoBaHus OBLTIO U3YyUYeHUE BO3-
MoxHocTeil RT-QulC B BbisiBIEHUN
arperatoB O-CUH B OOOHSATENTHLHOM
SMUTENNN TAIMEHTOB C HM30JHPO-
BaHHbiM HIIBAI B cpaBHeHuuM ¢
nauueHtamu ¢ bIT u KoHTposnbHOMI
rpynmnoii. MccnenoBaHue mpoBoau-
J0Ch B TpeX IIEHTpax B ABCTpHM,
Wcmannm n Utamin. O6pasibl 060-
HSITEJILHOTO 3MUTENHS 63 MallueHTOB
¢ m3onmupoBaHHbIM HITBT, 41 ma-
menta ¢ BI1 u 59 3mopoBbix iy
ObUTM TIONYYeHBI TyTeM Ma3Ka W3
HOCOBOII TOJIOCTH W Jajee TpoaHa-
masupoBanbl  MetomoM RT-QulC,
MPOBOAMBIINE aHANIU3 JIMIA He
3HAJIM IMArHO3 TanueHToB. CpemrHuit
BO3PACT MAILEHTOB C M30JMPOBAH-
HeiM HITBAT cocrasun 70 rer,
85,7% w3 HMX ObUIM MyXYMHAMHU.
Bcem ywacTHMKaM TpoBOIMIACH
OlICHKA HAINYMS ¥ BBIPAKEHHOCTH
BETETATUBHBIX, KOTHUTUBHBIX U B -
TaTeJIbHBIX CUMIITOMOB M Hapylile-
Huil oOoHsHuUs. [laTonoruueckue
(opMBI O-CHH, oOJTamaroline arpe-
rallOHHOM CMOCOOHOCTBIO, ObLIU
BBISIBIIEHB! Yy 44,4% mNanumeHToB C
usonuposanueiM  HITBAT, 46,3%
naieHToB ¢ BIT u 10,2% 3m0poBbix
no0poBosiblieB. YyBCTBUTENBLHOCTh
IUTST BBISIBICHUST W30JMPOBAHHOTO
HIIBAI u BIT cpeay KOHTPOIBHOM
TPYIIBI cocTaBuiIa Beero 45,2%, Ho
METOJI IT0Ka3aJl BEICOKYIO CrieLluduy-
HocTb (89,8%). Cpenu maiueHToB ¢

uzompoBaHHbiM HITBIT Hapymie-
HUs 00OHSIHUS BCTpevanuch y 78,6%
YYACTHUKOB C TIOJIOXHUTEIbHBIM U Y
21,4% v ¢ OTpULATEIbHBIM
pesyabratoM aHanuza (p < 0,001).
BolpaxkeHHOCTb HapylIeHUi 000HSI-
HHUSI TaKxe rpeodjagana y maueH-
toB ¢ HITBJAI' npu nosoxuteabHoM
tecte RT-QulC (p < 0,001). Takum
00pa3oM, pe3ysIbTaThl UCCIeIOBAHMS
nokasbiBatotT, uto Meton RT-QulC
MO3BOJISIET OOHAPYXWUTh arperaThl
0-CHH B CJIM3UCTOM HOCA TAIMEHTOB
¢ uzonupoBaHHbM HITBT 'y 60s1b-
Heix BII. Xors 4yBCTBUTENBHOCTD
RT-QuIC B mpoBeneHHOM Hcceno-
BaHMU OKa3aJach YMEPEHHOM, Ma30K
13 TIOJIOCTU HOCA SIBJISETCS MPOCTHIM
1 HEMHBA3WBHBIM METOIOM U MOXET
OBbITb MCIOJIb30BaH B COCTaBE CKPHU-
HUHTOBOI OaTapen TeCTOB JUISI BBISIB-
JICHWs TIALIMEHTOB Ha TPOIPOMAlTh-
HBIX CTaaUsIX O-CHHYKJIEMHOMATHIA.
HeoOxonuMbl nanpHeiiime uccieno-
BaHWs U OIEHKM BIMSHUSA Ha
YyBCTBUTEJIBHOCTh METOAa CPOKOB
B3STHsI Ma3Ka, TCXHUKU 0TOOpa poo,
a TaKke JUIS JTyJIIero TIOHMMaHMS
TMHAMMKM PAcIpOCTpaHEHUsT TaTo-
JIOTUYEeCKUX (popM O-CUH U3 0OOHSI-
TeJIbHOI CIM3UCTON B Apyrue obna-
CTHU TOJIOBHOTO MO3ra TIpHu TIepexoe
HIIBAI' B KIMHWYECKYI0 CTaauio
O(-CUHYKJICUHOTIAaTU .
Stefani A. et al. Alpha-synuclein seeds
in olfactory mucosa of patients

with isolated REM sleep behaviour
disorder. Brain. 2021;144:1118-26.

JInarnocTuka
0.-CHHYKJIEHHONATHIA in vivo:
CPABHUTE/IbHOC
HCCAea0BaHne ONOnCHH
koxu H MeToauku RT-QulC
Ha wHacrosiiuii MOMEHT JHMarHo3
0-CHHYK/IEMHOIIATHI OCHOBBIBAETCS
B MEPBYIO 0Yepeb Ha KIMHUYECKHX
KPUTEPUAX M YaCTO IPUBOIUT K
OLIMOOYHON IMATHOCTUKE, YTO MOJI-
TBepXKIaeTcs naTomMopdoiornye-
CKMMH MCclIeoBaHusIMU. B mocren-
HIE TOJIbI YCIIEX B ATOI 001aCTH OBLI
JNOCTUTHYT Osarofapsi paspaboTke
TECTOB, CIIOCOOHBIX OOHapy:KMBaTh
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MATOJIOTHMIECKYI0 M30(OPMY 0i-CH-
HYKJIeWHa (OL-CUH) i1 Vivo, TAKUX KaK
AMMYHO(IYOPECLIEHTHBIN  aHaANN3
(M®A) dbronTaTtoB KOXHU ¥ MHAYIIN-
poBaHHasl BHOpalueil KOHBEepCHS
CUHYKJIEHA B PeajJbHOM BpeMEHU
(RT-QulC). Omnako HW®PA wu
RT-QulC wuccnenyor pasinuHbe
aCTIEKThI TTATOJOTMUYECKOTO O/-CHH:
N ®A mo3BoJisieT 00HapyKUTh UMEI0-
[IMecsl MaToJIOTUYECKUe arperaThbl B
HepBax Koxu, torma kak RT-QulC
OTIpeNeNIAeT CIOCOOHOCTh O-CHMH K
arperatuy. COOTBETCTBEHHO, Ma-
THOCTMYECKAs TOYHOCTh KaxKIoro
TecTa B BBISIBICHUM MATOJOTHMYECKOM
(opMBI C-CHH MOXET OTJIMYAThCS,
HO TIPSIMOTO CpaBHEHHMSI METOIOB Ha
MOMEHT Hauajia MCCIeIOBaHUS He
npoBoauIochk. Lleapio paboThl ObLTO
onpeae/unThb, spisercs u MDA Boc-
MPOM3BOIMMBIM METOIOM OOHapy-
JKEHUSI TIaTOJNIOTUYECKOTO O-CUH B
OuoICHM HEPBOB KOXHM M JIEMOH-
crpupyior u MDA u RT-QulC
OuomnTata KOXHu 1 JIMKBOpa COMOCTa-
BUMYIO TMarHOCTUYECKYI0 TOUHOCTD
B 11 depeHIatbHONi TMarHOCTUKE
CUHYKJIEMHOMATHI ¥ APYTUX MATOI0-
TMYECKUX COCTOSIHUIA. B mccnenosa-
HUe ObLI0 BKIIOUEHO 90 MalMeHTOoB,
13 HUX y 40 HaOI01aCh O--CUHYK-
JeuHonatuu  (BKJoyas 00Jie3Hb
[TapkuHCcOHa, MYJBTUCUCTEMHYIO
atpoduio, NEMEHLHUIO C TeabLaMu
JleBM M TEPBUYHYIO BEreTaTMBHYIO
HEIOCTaTOYHOCTb), Y OCTaJbHbBIX
50 — mpyrue HeBpoJoruyeckue 3a60-
JeBaHUsl (B OCHOBHOM 00Jie3Hb
AnbureiiMepa, TaymaTMM, COCYIM-
CThIiA MApKUHCOHU3M WM JApyrue
JgeMeHLuu). JIuardo3sl ObUIM ycTa-
HOBJIEHbl B COOTBETCTBMM C JEHCT-
BYIOIIMMHU TMAaTHOCTUYECKUMU KPH-
TepusiMU. B rpyrmy KoHTpoJist ObLin
HaOpaHbl 24 MainueHTa, MpeumMyllie-
CTBEHHO B Hee BOLLIM MALMEHTHI C
nepudepruyecKuMu HEBPOMATUSMMU.
YyacTHUKaM McCeoBaHKS BbIMOJ-
Hs1ach OMOTICHSI KOXM C IPOBEACHHU -
eM MDA u RT-QulC. Takxke mauu-
€HTaM, KOTOPBIM MPOBOMIACK JIIOM-
OanbHast myHKUMs (9 MaLMeHToB ¢
CUHYKJICMHOMATUsIMU, 24 maiueHTa

C IPYTHM TIOpaXeHUEeM [IEHTPATbHOM
HEPBHOI1 cucTeMbl U 16 MmalueHToB
U3 KOHTPOJIBHOM TPYIIIIbI), OCYILECT-
Bistoch uccnenoBanue RT-QulC Ha
obpasuax JaukBopa. MmmyHodmyo-
DECIIEHTHBII ~ aHalIu3 COCEIHUX
00pas31ioB KOXM MOKa3ad XOpOIIYIo
BOCIPOM3BOANMOCTb  PE3YJIbTaTOB
ananmmsa. Kpome toro, MDA un
RT-QulC noxa3zanu BEICOKYIO UYBCT-
BUTETLHOCTh W CHENU(UIHOCTD B
MVArHOCTHKE  CUHYKJIEWHOTATHIA
(cootBerctBeHHO, 90 M 100% mpu
N®A, 86 n 80% mpu RT-QulC mng
6uonrara Koxu, 78 u 100% mpu
RT-QulIC nns nukBopa) M ux aud-
(hepeHLMPOBaHUU OT APYIUX TPYIIII.
Ipu atom UDA mponemoHCTpHpo-
Bal 0oJiee BBICOKYIO TMATHOCTHYE-
CcKy10 To4HOCTh (97%), uem RT-QulC
(82% mpw wccnenoBaHuM OGuonTaTa
Koxu, 96% — nukBopa). [aHHbIE
N®A u RT-QulC npu cunyKIeNHO-
MATUSIX B TIEJIOM OBLTN COTIOCTABIMBI
npyu aHamM3e Kak OuomnTata KOXw,
TaK 1 JIMKBOPA, YTO MO3BOJIUIIO aBTO-
paM CTaTbM CHEJIaTh BBIBOX O MPEH-
MYIIECTBE MEHee MHBA3UBHBIX METO-
JIOB (OMOTICUM KOXM) TIepesl aHau-
30M JIMKBOpa B KAauecTBe MeToja

JUArHOCTUKHU a-CHHyKJICHHOHaTHfI.
Donadio Vet al. In vivo diagnosis
of synucleinopathies: a comparative study
of skin biopsy and RT-QulIC. Neurology.
2021;96:2513-24.

be3onacHocTh
1 3(preKTHBHOCTD ITyOOKOI
CTHMY.JIAINN 3y0UATBIX AAEp
NpPH MO3KEUKOBOI aTAKCHH
Hecmotpst Ha muMpoKyio pacrpo-
CTPaHEHHOCTh PA3INYHBIX MOpaXke-
HUI MO3Xeuka M WHBATUIU3ALMIO
MAlMEHTOB, HA CETOAHSIIHUN JCHb
HeT 3¢ (GEeKTUBHBIX CITOCOOOB KOp-
PEKITMU MO3XEYKOBBIX CHMIITOMOB.
B 0603peBaeMoii cTaThe MPUBOAATCS
Pe3YJIbTaThl  PAHIOMU3UPOBAHHOTO
JIBOMHOTO CNEMOTO MEPeKPeCTHOTO
MAJIOTHOTO MCCIIEIOBAHMS 110 U3Yde-
HUIO 6e30MmacHOCcTH U 3((HEeKTUBHO-
CTH TTyOOKOI CTUMYJISIIIAM 3y0UaThIX
saep Mozxeuka. [lepen BKiItoyeHEM
MAlMEHTOB B UCCIENOBAHUE BCEM

MPOBOAMIIACH HABUTAILIOHHASI PUT-
MU4ecKas TpaHCKpaHMATbHAs Mar-
HUTHas CTUMYISLUS C YacTOTOM
1 Ti1. [IBe pa3bl CTUMYMSALUM (aKTUB-
Has ¥ MHUMasl), Kaxaast U3 KOTOPBIX
BKJTIOYAJIa TI0 5 CEaHCOB, BBIMOJIHS-
JICh CTyYaiiHbIM 00pa3oM ¢ MHTEp-
BanoM 4 Hen. g omepaTHBHOTO
BMeEIIATeIbCTBA OTOMPANUChH TIAllM-
€HTHI C MOJIOKUTETbHBIM OTBETOM Ha
CTUMYIISIMIO (YAyYIIeHHE 10 IIKaIe
omeHku atakcuii (Scale for the
Assessment and Rating of Ataxia,
SARA) Ha 30% mpu aKTHBHOM CTH-
MYJISIHMM B CPaBHEHMHM C I1ane6o).
B uccnenoBaHue ObUTM BKJIIOUEHBI
5 MalKEeHTOB, Y KOTOPHIX HMesa
MECTO CIMHOLIepeOe/IsipHas aTak-
cusl 3-TO TUIA WM aTaKCHs BCIeN-
CTBHE 0OYAroBOTO TMOPAXEHUS MO3-
JKeuka. AKTMBHAS CTUMYISALUS W
M1a11e60-CTUMYISIIUS TIPOBOIMINCD
¢ pasHuueit B 3 mec. [lepBuyHoii
KOHEYHOI TOYKOW OBLIO YMEHbIIe-
HUE BBIPAXEHHOCTU aTaKCHH, KOTO-
past oneHuBanach mo mkaie SARA,
Mocjie aKTUBHOM CTUMYJSLMU B
CPaBHEHUMHU C pPE3yJbTaToM Tocie
mianedo-cTUMyasuu. BropuuHsl-
MU KOHEYHBIMU TOYKaMU ObLTM 0e3-
OMacHOCTb M MEePEeHOCUMOCTh MpO-
Leayphl, OLEHKA KavyecTBa KM3HH,
001Kt 6asIT MO KIMHUYECKOI IIKae
oueHku Tpemopa Pana—Tomockl—
Mapun (The Fahn—Tolosa—Marin
Clinical Rating Scale for Tremor,
FTMRS) u nikane obiiero KiMHu4e-
CKOTO BIEYATJICHUS TalueHTa 00
n3meHeHusix (Patient Global Impres-
sion of Change, PGI-C). 1o utoram
HCCe0BaHMS OOILMIA 0asI O HIKae
SARA y nanueHToB Ha hoHe cTUMY-
JISILMM HE OTJMYAJICS OT TPYIINbI Mia-
nebo (8,6 + 3,6 m 10,1 + 4,1 Ganmna
cooTBeTcTBeHHO; p = 0,223). Mocne
AKTHBHOM CTUMYJISILIMKM ObLIO BbISIB-
JICHO YIyyllleHWe B CPaBHEHUM C
miane6o mo mkamam FTMRS
(18,0 = 17,2 m 22,2 £ 19,5 Ganna
cootBeTcTBeHHO; p = 0,039) u PGI-C
(p =0,038). He Ob110 BBISIBIEHO BO3-
NENCTBUST CTUMYJISILIMKM Ha KayecTBO
KM3HU MaLUeHTOB (p 0,337).
OnepaTrBHOE BMEILATENbCTBO MEpe-
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HOCWJIOCh  YIOBJIETBOPUTENbHO,
CEpPbE3HBIX HEXEeNaTeNbHbIX SBJIE-
HUI 3aperucTPUpPOBAHO He ObLIO.
Y 1 nauueHTa npoBoaUIaCh PENo3u-
uus aaektpoga. Takum oOpaszom,
raybokasi CTUMYJSLMKM  3y0YaThiX
siaep sIBseTCsl 6E30MacHoi U Xopo-
10 TEePEHOCUMOM MpOIeaypoOid,
KOTOpasi MOXET YMEHBIIWUTb BbIpa-
JKEHHOCTb MO3XEUYKOBOTO TpeMopa.
B o6o3peBaeMoM ucciienoBaHUM Ha
MaJjioii BBIOOPKE MAalMeHTOB CTUMY-
JSIIMST HEe TIPUBOAWIA K YMEHBIIe-

HUIO BBIPAXXEHHOCTHU aTAKCUMU.
Cury R.G. et al. Safety and outcomes
of dentate nucleus deep brain stimulation
for cerebellar ataxia.
Cerebellum. 2021;Sep 4.
doi: 10.1007/s12311-021-01326-8.

Tpaﬂccmmanbﬂaﬂ
CTHMYJIAIMA NOCTOAHHBIM
TOKOM B JICYCHUH
NePpBHYHOrO
OPTOCTATHYECKOTO TPEMOopa
[lepBuuHbIi OpTOCTATUUYECKUI Tpe-
Mop (OT) — penxoe 3aboneBaHue,
KOTOPOE XapaKTepU3yeTCsl HATNUMeM
y MAIEHTOB TPEMOPA HOT C YaCTOTOM
13—18 Ii1 B moMOXEeHUM CTOSI ¥ 4acTo
He TMOAmaeTcsl MeIMKaMEeHTO3HOM
Tepanuu. B xavecTBe anbTepHATHB-
HOTO MeTojia JIedeHHUsI Oblla MPeuIo-
KeHa JMUAypaibHas CTUMYJISIIIUS
CTIIMHHOTO MO3Ta, OJHAKO TpHUMEHe-
HHUE JTaHHOTO TIONXOda OTPaHMIMBa-
€TCS er0 BBICOKOM MHBA3MBHOCTHIO.
TpaHccnuHambHas CTUMYJISLMS T10-
CTOSIHHBIM ToKOM (tsDCS) siBnsieTcst
HEWHBA3UBHBIM METOIOM MOTYJISIIN
paboTel crnmHHOrO Mosra. Llembio
0003peBaeMoro uccienoBaHust ObUIo
M3YYUTh TIOTEHLIUATBbHYIO 3(h(eKTHB-
Hoctb tsDCS B Tepanuy nepBUYHOTO
OT. B nBoiiHoe ciernoe T1aie00KoH-
TPOJMPYeMOe TIEPEKPECTHOE Hcclie-
JIoBaHMe ObLTO HabpaHo 16 marueH-
toB ¢ nepBuuHbiM OT. Kaxmomy
MaleHTy MPOBOIMIOCH 2 ceaHca
CTUMYNISIMM, TIPY KaXIOM BHU3HTE
MpOBOAMJIACh CHavasa miane6o-mpo-
Liefypa, 3aTeM aKTHBHas (KaTomHast
unn a”ogHas) tsDCS. TlepBuuHoit
KOHEYHOI TOYKOI1 Oblla pa3Hulia BO

BPEMEHU, KOTOPOE MalMEHThl MOTJIN
MPOBECTH CTOSI B BEPTUKATBHOM
TOJIOXEHNH. BTOpUUHBIE KOHEUHbBIE
TOUKM BKITIOYATM KOJMYECTBEHHYIO
OLICHKY TPeMOpa, M3MepeHue B0o30y-
IUMOCTH  KOPTMKOCTMHAIbHOMI
CHCTEMbI, BKJTIOYast OLIEHKY KOPOTKO-
JIATEHTHOTO ahGhEepPEeHTHOTO TOPMO-
JKEHUS, M OLIEHKY T10 YacTH “yJIyyiie-
HUe” MIKaJIbl 00IIEro KIMHUYECKOTO
Brevatnenus (The Clinical Global
Impression — Improvement scale,
CGI-I). Ouenka npoBoauiach 10
ceaHca CTUMY/ISALIMM, TOCTIE TLTale-
00-CTUMYJIALINM, a Takke yepe3 0—30
1 30—60 MUH mocIe aKTUBHOM MPo-
uenypsl tsDCS. Ilocne mposeneHust
aktuBHoit tsDCS  HaOmonanoch
0oJiee IIMTEIBHOE TIPEXOMSIIee YBe-
JIMYEHUE BPEMEHM HAXOXICHHS B
BEPTUKAJIBHOM TOJIOXEHUHU, YeM
nocie miane6o. [lpu 3ToM Takxke
OTMEYaTNCh 0OBEKTUBHOE YMEHbIIIE-
HHE TpeMopa 1 CyObeKTHBHOE YJTyd-
nreHue cocrosius o mkane CGI-1.
KaromHass cTumyssaius yMeHblana
KaK aMILTATY/Y, TaK U YacTOTy TPEMO-
pa, a TakXkKe CHMXala KOPTHKOCIIH-
HAJIbHYI0 BO30YIMMOCTh, TOTIA Kak
aHomgHas tsDCS Biusia TOJMBKO Ha
YMEHBIIIEHNE YacTOThl TpeMopa.
Pesynbrathl pabOThl CBUIAETEIBCTBY-
10T, YTO MOCJIe OMHOKPATHOTO CeaHca
tsDCS na yposHe Thl11-Thl2 Ha-
OmogaeTcsl YMEHbIIEHME TOCTypasb-
HOI HEYCTONYMBOCTH Y TIALIMEHTOB C
MEePBUYHBIM OPTOCTATUYECKUM Tpe-
MOPOM. DTO OTKPHIBAET HOBbIE BO3-
MOXKHOCTH JUISI 9KCITePHMEHTATBHBIX
BAPUAHTOB JICYCHUS JTaHHOM TaToNO-
TUM C UCTIONBb30BAaHMEM Kypca CeaH-
COB CTMMYJISILIMU CIIUHHOTO MO3ra
MOCTOSIHHBIM TOKOM.

Lamy J.C. et al. Trans-spinal direct
current stimulation for managing primary

orthostatic tremor. Mov. Disord.
2021;36:1835-42.

AHanM3 KIMHAKO-
reHeTHYECKHX 0COOEHHOCTei
PLA2G6-acconMupOBaHHOTO

NapPKIHCOHN3MA

[MapkuHcoOHU3M sIBIsIeTCS HauboJee
pacrnpoCTpaHeHHbBIM  CUMIITOMOM

PLA2G6-accoummpoBaHHOM HEHpo-
JIETeHEepallii ¢ HavyajJoM BO B3poOc-
JoM Bo3pacte. Llenbio 0603peBaeMo-
IO HMCCleIoBaHUSl ObUIO TMOAPOOHO
0XapakTepu3oBaTb OCOOEHHOCTU
MAapKUHCOHM3MA, CBSI3aHHOTO C
MmyTtauusivu B rene PLA2G6. B cta-
The coo0LIaeTcst 0 14 HOBBIX CIy4asx
MapKUHCOHKM3MA ¥ TIPOBOIUTCS CHC-
TeMaTUUYEeCKU 0030p JTUTEPaTyphl.
Ha ocHose 86 ciy4aeB u3 68 cemeit
ObIIO  BBHISIBJIGHO,  4YTO  AJ4
PLA2G6-acconMnpoBaHHOTO Tap-
KMHCOHM3MA XapaKTepeH ormpene-
JeHHBbI  QeHoTun. 3abojeBaHuUE
HauMHAJIOCh B MOJIOJOM BO3pacTe
(cpennuit Bo3pact — 23,0 roma) ¢
9KCTpampaMUIHBIX TPOSIBICHMIA
(MapKUHCOHW3M/IUCTOHUS), Hapy-
HIEHUI TOXOAKM/HEYCTOMYNBOCTH
WIM  KOTHUTHBHBIX/TICUXUIECKHX
HapyeHuit. B 20,1% ciydaes 3a60-
JieBaHUe MaHU(DECTUPOBAIO M30JIH-
POBAaHHBIMU TICUXUUECKUMHU TTPOSIB-
JeHusIMH, B ~10% — U301MpOBAHHOM
IMCTOHUEN cTombl. [lapKMHCOHM3M
BHISBISUICSL TIPM  MaHU(ecTaluu
3a00J1eBaHMS MJIU B TCUCHIE TIEPBOTO
roza Oone3nu y 66,2% naiueHToB, B
OCTAJTbHBIX CITy4asix OH pa3BUBAJICS B
TeUYEHME TePBHIX 3 JIeT 3a00JIeBaHNUSI.
[Tout B monoBrHE CyyaeB HaOJII0-
Jajcsl aKUHETWKO-PUTUIHBIA T1ap-
KMHCOHM3M, y 53,7% mauueHToB
OTMevasIicsl TpeMop ToKosl. [TapkuH-
COHM3M COYETANICS C AUCTOHUWEH B
69,4% ciyyaes, UPaMUIHBIM CHH-
npomoM — B 77,2% ciydaeB, MHO-
KJIOHYCOM — B 65,2% ciiydaeB, MO3-
JKEUKOBBIMU CHMITTOMaMu — B 44,6%
ciydaeB. [MIepakTMBHOCT MOYEBO-
ro my3elpss HabOmomamach B 71,9%
clyyaeB, KOTHUTHBHBIE Hapylile-
Husg — B 76,1% ciydaes, Tcuxuye-
ckue HapyneHust — B 87,1% ciydaes.
[MapkuHCOHM3M OTBeyaJl Ha Tepa-
MU0 TIperapaTaMy JIEBOAOIBI, HO
YacTO OCJIOXHSJICS PAHHUMH, TSDKe-
JIBIMM TUCKUHE3USIMU. Y 5 TalueH-
TOB HAOJIONAJICS TOJOXUTEIbHBIN
OTBET Ha TJIYOOKYIO CTUMYJISILIMIO
Mo3ra. AHajiu3 JaHHBIX MarHUT-
HO-pe30HaHCHON  ToMorpabuu
TOJIOBHOTO MO3ra Mokasajl, 4To Yy
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YACTH MAIMIEHTOB MOXET HaOIo-
JaThesl aTpodust MOyIapuii roaoB-
Horo Mo3ra (49,3%) u/umm atpodust
Mo3xeuka (43,2%), npu 3TOM IpU-
3HAKU HAKOTUICHHS XeJie3a BCTpeva-
Juch TOMbKO y 28,1% mamueHToB.
Busyanmzanumst mpecuHanTUIeCKUX
noGaMUHePTUIECKUX TepPMUHAIEN
npoBoauaach y 37 u3 86 mameHToB 1
BO BCEX CIydasix Oblla aHOMATbHOIA.
K BO3HMKHOBEHHIO TTADKWHCOHU3MA
TIPUBOMIIN 54 pa3mMIHble MyTalluu
PLA2G6, Bxmioyast 4 HOBBIX BapuaH-
Ta, 0 KOTOPBIX c000IIaeTcst B 0603pe-
BAaeMOM cTaThe; OOJBIIMHCTBO MyTa-
1uit (46/54) He IPUBOIMIIN K YKOPO-
YeHUI0 aMUHOKHUCIOTHON TMOCeno-
BaTeNbHOCTH Oeka (B OTIIMYME OT
MyTalluii, KOTOpble TIPUBOMAST K pas-
BUTHIO (hopM 3a001eBaHHUS C PAHHUM
HavanoM). CpeIHss MPOIOIKUTE b~
HOCTb 3a00JIeBaHUSl Yy 5 yMepIIuX
nmanueHToB coctaBmia 13,0 set. [Ipu
ayTOTCHUM B 3 ciiyyasix Oblia OOHapy-
JKeHa CMeTIaHHasI TTATOJIOTHS C TelTb-
uamMu  JleBM M HAKOIUIEHUSIMU
Tay-Oeska. Takum oOpazom, Ouai-
JeJibHble MyTauuu B reHe PLA2G6
TIPUBOMAT K PA3BUTUIO IOBEHWIBHO-
ro MapKUHCOHM3MA C IUCTOHUEH,
MUPAMUIHBIMU 3HaKaMU, MO3XKeu-
KOBBIMU CHUMITOMAMHU, MHOKJIOHY-
COM ¥ KOTHUTMBHBIMM HapyLICHHUS-
mu. Yacto BcTpeyaroTcs paHHUE
MCUXUATPUUECKHUE TPOSIBICHUS U
TUTIEPAKTUBHOCTH MOYEBOTO MTY3bIPSI.
OHMM U3 XapaKTePHbIX MPU3HAKOB
CITyXWT TIOSIBIIEHNE PAHHUX TSKEITBIX
JIUCKMHE3WH B OTBET Ha Teparuio
npenaparamu Jiegojpomnsl. Haubonee
YacThIM HelipoBU3YyaTU3aLMOHHBIM
MPU3HAKOM  SIBISIETCST  aTpOodust
OOJBIIMX TMOMYLIAPUI /UM MO3-
XeuKa, B TO BpeMsI Kak HelipoBu3ya-
JM3ALMOHHBIE TIPU3HAKN HAKOILIe-
HUS 3KeJe3a HaOJI0IaeTcsl OTHOCH-
TEJTBHO PEKO.
Magrinelli F. et al. Dissecting
the phenotype and genotype
of PLA2G6-related parkinsonism.

Mov. Disord. 2021;0ct 8.
doi: 10.1002/mds.28807.

Maccoroe napaaneasnoe
CeKBEHHPOBaHUE 00IbIION
KOropThbl NaliHECHTOB
¢ MO3XKeYKOBOIl aTaKcueil
NMO3BOJIIO BhIABUTH
HOBBIC CJIyYau
CNHHOLIEPedeLIAPHOIH
arakcuu 21-ro Tuma
H YTOYHHUTD K.mmmqecxm'i
thenoTnn 3a001eBaHNA
CnuHouepeOenasipHas  aTakcus
21-ro Tuna (CLIA21) — penkoe ayto-
COMHO-IOMMHAHTHOE HelpojiereHe-
paTMBHOE 3ab0JieBaHME, BBI3BAHHOE
mytauusiMu reHa TMEM240. [lo
HACTOSIIIIETO BPEMEHU COO0OIIAIOCh
TtoabkO 0 13 cembsax ¢ CLIA21 mo
BceMy Mupy. DeHoTHIMYECKUI
CMEKTp 3a00/IeBaHUSI TIOMUMO aTaK-
CHH BKJTIOUAET pa3HOOOpa3Hble IKCT-
panupaMuIHbIe MpPOsIBACHUS (Jalle
MApKUHCOHM3M, pexXe pasTnyHble
TUMEPKUHE3bI), KOTHUTUBHbBIE U MICU-
XUATPUUECKUE HAPYIICHWS, a TaKKe
cllyyad ¢ HavYaJoM B IETCKOM Bo3pac-
Te. Jlns obo3peBaeMoro uccienoBa-
HUs OblTa OTOOpaHa Koropra u3
393 manueHToB ¢ aTakCHeil HeM3BeCT-
HOI1 aTronoruy (326 cropaauyecKux
n 67 ceMeiiHbIx ciydaes). [TpoBoau-
JIOCh MacCOBOE MapaliebHOE CEKBe-
HUpoBaHMe 273 TEHOB, acCOLMUPO-
BaHHBIX C HACIEACTBEHHbIMM aTaK-
cusimu.  MnentuduuupopBaHHbIe
Mmytauuu B reHe TMEM240 Obuin
MOATBEPXKACHBI CEKBEHUPOBAHUEM
o Canrepy. bbi10 BbIsIBIEHO 5 manu-
€HTOB C paHee ONMMCAHHBIMKM MyTa-
uusiMu reHa TMEM240, nauyeHTbl
ObIM M3 4 HEpPOINCTBEHHBIX CeMeil
(3 ceMbu MTaNbSHCKOTO U 1 ceMbst
JIMBUIACKOTO TIporcxoxaeHus ). Kim-
HUYECKM B BbISIBICHHBIX CIyyasx
CLIA21 Habmomanach 1 Kak (OeHOTHTT
C MEJUICHHO MPOrpeccupyloleil Mo3-
KEYKOBOM aTakCuell ¥ HayajioM BO
B3POCJOM BO3pacTe B COYETAHUU C
KOTHUTHBHBIMM HapyHICHUSIMHU, WU
Kak paHHHe (OPMBI (C HAYaJIoM 10
3 7eT), TpOSBISIOMINECS TTOMUMO
aTaKCUM 3alepXKOi yMCTBEHHOTO
Pa3BUTHS U TICUXUYECKUMU HapyIle-
HUSIMM, a TAKXKe B OTHOM U3 Cly4yaeB

MpU3HAKAMU TUTTOMUEIMHU3ALUY Ha
MarHUTHO-PE30HAHCHOW TOMOTpaM-
Me rojioBHOro Mo3ra. Hu y onHoro u3
MalMEHTOB He HaOMI0IaIoCh 3KCT-
panupaMUAHON  CUMITOMATUKH.
Hau6onee yacrast myrauust ¢.509C>T
(p.Prol170Leu) Obl1a oOHapyxeHa B 2
M3 4 ceMmeii, 4TO TMOATBEPXKIACT €e
OTHOCHUTEJILHO BBICOKYIO BCTpeuae-
MOCTb. Pe3ynsTaThl MpoBeIEeHHOTO
WCCIEIOBAHUSI  MMOKA3bIBAIOT, UTO
CIA21 BcTpeuaetcst (MOMUMO HEKO-
TOPBIX IPYIUX CTpaH) W B Wtamuu,
YTO MO3BOJISET MPENOJIOXUTh OoJee
BBICOKYIO YacTOTy 3a00JIeBaHMsI, YeM
3T0 cuuTanoch paHee. DeHOTHI
BHOBb BbISIBJCHHbIX MALMEHTOB C
CIA21 moka3biBaeT, 4yTo Haubouee
TUIUYHBIM TMPOSIBJICHUEM 3aboseBa-
HUS CIYXUT MEIJIEHHO IMpPOrpeccu-
pyioliass MO3XeuykoBasi aTakCusi B
COYETAaHUM C KOTHUTUBHBIMU U TICH-
XUATPUYECKUMU CUMIITOMAMMU.
Riso V. et al. A next generation
sequencing-based analysis of a large
cohort of ataxic patients refines
the clinical spectrum associated

with spinocerebellar ataxia 21.
Eur. J. Neurol. 2021;28:2784-8.

®ochopunrnposannbie
OenKoBbIE H30()OPMBI
Tay-217 u Tay-181 miasmsi
KPOBH B KauecTBe
OHOMapKepoB 001e3HN
AxbureiiMepa
H JIOOHO-BHCOYHOI
JAEeMEHIUH: PETPOCIEKTHBHOE
HCCIeI0BaAHNE
JJIS1 BbISIBJICHHSA
JHATHOCTHYECKOI
TOYHOCTH AHAIN3A

Tay-06eJ10K 11a3MbI KpoBH, (hocdopu-
JVPOBAHHBIK B TIOJNOXeHUU 217
(p-tay217) u 181 (db-tayl181), sBaser-
sl MapKepoM TaymaTtuu npu 6oJe3H!
Anpureitvepa (BA). B nposeneHHOM
PETPOCTIEKTMBHOM MHOTOKOTOPTHOM
UCCIIEIOBAHUHN ObLTU TPOAHATU3UPO-
BaHBI 00PA3IIBI [TA3MBI, TIOTYUeHHbIE
oT 475 mauWeHTOB B BO3pacTe
18—99 ner. U3 Hux 75 mauumeHTOB
HMEIU pa3iMyHble BapuaHThl BA
(58 mauueHToB ¢ aeMeHLuei, 15 — ¢
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JIOTOMEHUYECKUM BAPUAHTOM TMep-
BUYHOI Tporpeccupyonieil adasuu
(ITITA), 2 — ¢ 3amHelt KOPKOBOIA aTpo-
(ueit), 274 nanueHTa — BapUAHTHI
JT00HO-BUCOYHOI  JereHepauuu
(JIBH) (y 79 Habmtonancst KOpTMKoOa-
3aJTbHBIN CUHApPOM, y 74 — mporpec-
CUPYIOLLMI HalbAIEPHBII ITapainy, y
62 — noBeieHyecKuii BapranT JIBI, y
32 — arpammaruyeckuii u y 27 —
ceMaHTyeckuii BapuaHthl [1I1A); y
14 maryeHToB ObLIa MArHOCTUPOBA-
Ha JeMeHuus ¢ Tenblamu JleBu, y
13 nmaumueHToB — MOCTTpaBMaTHye-
cKas sH1edantonatus u'y 99 maumeH-
TOB — YMepeHHbIe KOTHUTUBHbIE pac-
crpoiictpa. Takoke ObLTa MiccnenoBaHa
KpoBb 118 100poBoOJIbLEB 0€3 KOTHU-
TUBHBIX HapylleHuil. YdacTHUKU
ObLIM paHee THIAaTebHO 00C/Ien0Ba-
HBI, BKJIOYasl OTpeIeNeHne YPOBHS
(-tayl81 nuKBOpa, MO3UTPOHHYIO
aMUCCHOHHYI0 ToMorpaduio (I19T)
AN BU3yanM3auuu - B-amuiouza
u/vnm Tay-0enka, a TakKe TpoBere-
HUE KIMHUYECKUX M KOTHUTHBHBIX
TectoB. &-Tayl81 u d-Tay217 usme-
PSUTMCh TIPM TIOMOLIM MMMYHObep-
MEHTHOTO aHaJn3a, Habop pasauya-
CsI TOJIBKO CTeM(UIHOCTBIO STUTO-
na OMOTMHWIMPOBAHHOTO AHTHUTENA.
Jlnst onpeneneHust AMarHOCTUYECKON
TOYHOCTU 00OUX MTA3MEHHBIX MapKe-
poB mpoBomwicss ROC-aHamus; s
YacTH MAlMEeHTOB ObUT W3BeCTeH
aToMOP(OTOrNYECKUI TUaTHO3, B
OCTaJIbHBIX CJy4yasiX AWArHo3 ObLT
YCTaHOBJIEH B COOTBETCTBUU C JICUCT-
BYIOIIUMU JTMATHOCTUYECKUMU KPU-
TEPUSIMH C YIETOM TaHHBIX AMUJIOW]I-
u Tay-I119T. PasHuua miomanu moa
kpuBoii (AUC) 17151 2 aHaiIu30B Mpo-
BepsUIach C MOMOIIIBIO TecTa JlenoHra.
CyMMapHO JaHHbIe ObLIM COOpaHbl OT
593 y4yacTHUKOB B mepuos ¢ 1 uionst
no 30 HosOpst 2020 . YpoBHUM
-T1ay217 u ¢-tayl81 mmasmber KpoBu
KOppeIupoBad IOpyr C APYyroM
(r = 0-90; p < 0—-0001). YpoBeHb
00erx MapKepoB OblL1 TMOBBILIEH Y
naneHToB ¢ BA (cpemHuii Bospact
65 £ 10 neT) B cpaBHEHUM C KOTHU-
TMBHO COXPaHHBIM KOHTPOJIEM (Cpeji-
Huii Bospact 61 £ 18 set), AUC 0,98
(95% noBepuTeNIbHBI HHTEPBAI

(aAn) 0,95-1,00) g b-tay2l7 u
AUC 0,97 (95% AW 0,94—0,99) nns
d-rayl81 (p = 0,31). Takxke ypoBeHb
TUIa3MEHHBIX MapKepoB ObLT TTOBBI-
IIeH Yy TIAIIMEHTOB C MOATBEPXKICH-
HBIM TaTOMOP(OJOTMYECKUM T1a-
rHo30M BA (n = 15, cpenHuii Bo3pact
73 *+ 12 net) B cpaBHEHWM C MOJ-
TBepXIEeHHbIM auarHozom JIBJ]
(n = 68, cpenHmii Bo3pact 67 *
+ 8 ner), AUC cocrasuta 0,96
(0,92—1,00) mna ¢b-tay217 n 0,91
(0,82—1,00) n1s d-tayl81 (p = 0,22).
B o6weii BeiOopke BA u JIBJ
(-tay217 mor ¢ 00JibliIei i TOUHOCTBIO
Pa3IMIUTh 2 TPYMILL, YyeM (-Tayl81
(AUC 0,93 (95% AW 0,91-0,96) u
0,91 (95% O 0,88—0,94) cootser-
ctBeHHO; p = 0,01). b-Tay217 Takxe
Jy4Ille TIPeNCKa3bIBal TMOJOXHUTEb-
Hblii  pesynbrar  amuiaoun-I19T
(n = 146, AUC 091 (95% OU
0,88—0,94)), yem d-tay181 (n = 214,
AUC 0,89 (95% AU 0,86—0,93);
p = 0,049). Hakorenne nuraHma x
Tay-0elKy B BHCOYHOIl Kope TNpu
Tay-I19T cunbHee KoppeaupoBano ¢
ypoBHeM (p-tay217 rmia3Mbl, 4eMm
d-Tayl81 (r= 0,80 u r = 0,72 coor-
BerctBeHHO; p < 0,0001; n = 230).
Taxum obpaszom, ¢-tay217 u d-tay181
TIa3Mbl KPOBU C XOPOILEH JMarHo-
CTMYECKON TOYHOCTbIO MOIJIM OTJIU-
YUTb MALMEHTOB ¢ BA OT manueHToB ¢
NIPYTUMU  HelpojiereHepaTUBHBIMU
3aboneBaHusAMU. OTIeNbHbIC TAHHbIE
CBUJIETEJLCTBYIOT O MPEUMYLIECTBAX
ucnojb3oBaHus (-tay217: Tak, 10T
MapKep MOXeT ¢ OOJbIIell TOYHO-
cThio paznnuuth BA u JIBI, nyumie
MPEeICKa3bIBaCT pPe3yJbTaT aMIJIO-
un-T19T, a Takxke cuiibHee Koppesu-
pyeT ¢ curHanom Tay-I19T. YpoBHM
b-Tay217 u b-tayl8§1 miaazmel KpoBu
MOTYT CTaTh MOJE3HBIMU CKPUHMHTO-
BBIMU MHCTPYMEHTaMU JJIsS BBISIBIIC-
Hust gun ¢ BA, HO moaydyeHHbIe
PE3YJIBTaThl TPEOYIOT MOATBEPXKICHHS
Ha JIPYTUX HE3aBUCUMBIX KOTOPTaX.
Thijssen E.H. et al. Plasma
phosphorylated tau 217
and phosphorylated tau 181
as biomarkers in Alzheimer’s disease
and frontotemporal lobar degeneration:

a retrospective diagnostic performance
study. Lancet. Neurol. 2021;20:739-52.

Uccaenosanne cBA3M
Mexnay (hu3nueckoi
AKTHBHOCTbIO NAIHCHTOB,
BKJIIOYAA €€ HHTCHCUBHOCTD
1 NOCTOAHCTBO,

H CMEPTHOCTBIO
OT BCEX NPHYNH
npn 6oae3nn Mapkuncona
CorjnacHo MMEKIIMMCS  TaHHBIM,
(uznyeckasi aKTUBHOCTb YJIyyllaeT
COCTOSTHME TIALIMEHTOB C 0OJIE3HBIO
[Mapxuncona (BIT) u, BO3MOXHO,
HECKOJIbKO 3aMeIJIsIeT TMPOrpeccu-
poBaHue 3a00JeBaHMS, OTHAKO €¢
CBSI3b CO cMepTHOCThio mpu BIT
u3yyanach penko. Lleab padoTsl: o1ie-
HUTb HATMYKE CBS3U MeXIy husnye-
CKOI1 aKTUBHOCTBIO M CMEPTHOCTBIO Y
qtt ¢ BIT u onpesenuTh, Kak MHTEH-
CUBHOCTb U TOCTOSIHCTBO (hU3Mye-
CKOM aKTUBHOCTH BJIMSIOT Ha CMEPT-
HOCTb. B mpoBeneHHOM 0011IeHAIINO-
HaJIbHOM MOIYJIALMOHHOM KOropT-
HOM HMCCITeTOBAHNN MCITOIb30BaINCh
JAHHbIE KOPENCKOW HAIMOHAIBHOM
CHCTEMbl MEIMIIMHCKOTO CTpaxoBa-
HUS. YYaCTHUKHM BKIIOYATNCh B
HCCJIeIOBaHNE B MIEPUOA ¢ 1 siHBapst
2010 r. mo 31 pmexabps 2013 r. u
Habmonanuck 10 31 nekabps 2017 &
JlaHHbBIE aHATU3UPOBAIICH C CEHTSI0-
ps 2020 t. mo mapt 2021 1. B uccnemo-
BaHuUe ObLTM BKJIIOYEHBI JIMIIA CTapIIe
40 e, MPOXOAMBIITKE METUIIMHCKHIE
OCMOTPHI B TeUeHHeE 2 JIeT 10 U Mocie
noctaHoBKM auarHosa BIT. YposeHb
(bu3MIeCcKOoi aKTUBHOCTH OIIEHUBAI-
cs TpU MOMOLIM CAMOOTPOCHUKOB.
CormacHo KpuTepusM oTbopa, B
HCCIeIoBaHWe OBUIO  BKJIIOUEHO
10699 yenosek ¢ BIT — 4925 myxunx
(46%) n 5774 xenun (54%), cpen-
HUil Bo3pacT — 69,2 + 8,8 rona.
B Teuenue §-metHero meproma Ha-
OJofeHKs OBbLIO 3aperuCTPUPOBAHO
1823 ciyvas cmeptu (17%). YpoBeHb
CMEPTHOCTH ObIJT HUKE CPEy Tallu-
entoB ¢ BII, 3aHuMaromuxcs ¢usn-
YeCKOI aKTUBHOCTbIO JII000I MHTEH-
CUBHOCTH, B CPABHEHUH C TTAlleHTa-
MU, KOTOPBIC BEJIM MAJOTOIBIKHBIIA
00pa3 XM3HW: TIPU BBICOKON MHTEH-
CUBHOCTH (DU3MUYECKUX HArpy30K
koapuuuent onacHoctu (HR)

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




HA OCTPUE HAYKH

cocrasun 0,80 (95% moBepUTENbHBII
unrepBan (W) 0,69—0,93), mnpu
ymepenHoir — 0,66 (95% U
0,55-0,78), mpm erkoit — 0,81 (95%
I 0,73—0,90). Habmonanach 3Ha-
yuTesibHast 00paTHas 10303aBUCUMAsT
CBSI3b MEXJ1y OOILIMM YPOBHEM (hr3n-
YeCKOii aKTMBHOCTH M CMEPTHOCTBIO
(HR npu BbicOKOM ypoBHE (huznye-
cKoil akTuBHOCTM coctaBun (0,80
95% oW 0,69—0,93), mpu ymepeH-
HoM — 0,66 (95% N 0,55-0,78),
[py  JIETKOM 0,81 (95% U
0,73-0,90); p <0,001). bonee Toro, ¢
YPOBHEM CMEPTHOCTH OBLIO Takxe
CBSI3aHO  TMOCTOSIHCTBO ~ 3aHSTHIA
(busnyecKMMMU  YIpaXHEHUSIMH.
Cpenu nauueHtoB ¢ BII, koropbie
BeJIM aKTUBHBII 00pa3 XKNU3HU Kak JI0,
TaK M TMOCJIe TIOCTAHOBKM JMArHo3a,
Ha0M01a10Ch HaubOIbIlee CHUXE-
HUE CMEPTHOCTHU TPHU JI1000i MHTEH-
CUBHOCTH (DU3MYECKON HATPY3KU
(HR 11711 BbICOKOI MHTEHCUBHOCTH —
0,66 (95% U 0,50—0,88), mrst yme-
pennoit — 0,49 (95% 11U 0,32-0,75),
s gmerkod — 0,76 (95% AU
0,66—0,89)). Y nuii, KOTOphIE CTAIK
MPOSIBIIATH (PU3NUYECKYIO AKTUBHOCTD
rnocje TocTaHoBKM AauarHosa bBII,
CMEPTHOCTh OblIa HIKE, YEM Yy TeX,
KTO OCTaBajcsl MaJOMOIBIKHBIM
(HR 17151 BbICOKOI MHTEHCUBHOCTH —
0,82 (95% U 0,70—0,97), mwis yme-
pentoit — 0,69 (95% JIN 0,57-0,83),
misg gerkon — 0,86 (95% U
0,78-0,98)). Takxum obpazom, mpo-
BEIEHHOE MCCJIEIOBAHUE TOKA3aI0
HaJMyue J0303aBUCUMON  CBSI3U
MEXIy YPOBHEM (DU3MUECKOI aKTHB-
HOCTH M CMEPTHOCTBIO OT BCEX MpHU-
yuH nipu BII. [lng nmoaTBepxneHust
HaIM4Ms TPUIMHHO-CIeACTBEHHOM
CBI3M W BIMSAHMA (DuU3HUecKOi
AKTMBHOCTH Ha cMepTHOCTD rpu BIT
HEOOXOAMMO MpPOBEACHUE HOBBIX
MPOCHEKTUBHBIX PAHIOMU3UPOBAH-
HBIX KIIMHUYECKUX MCCIIeTOBAHUIA.
Yoon S.Y. et al. Association of physical
activity, including amount
and maintenance, with all-cause
mortality in Parkinson disease.

JAMA Neurol. 2021: e213926.
doi: 10.1001/jamaneurol.2021.3926.

Yacrora n heHOMEHONOTHA
PACCTPOICTB ABMKEHMIA
npH 3200J1eBaHNH,
ACCOMHMPOBAHHOM
¢ antaTeaamu k IgLON5
3aboneBaHKe, acCOLMMPOBAHHOE C
antutenamu K IgLONS, — HemaBHO
OIMUCAHHOE MATOJOTMYECKOE COCTOSI-
HUe, KOTOpOE XapaKTepu3yeTcs
CoYeTaHNEM MPU3HAKOB ayTOUMMYH-
HOVi U HEUPOJETeHEePAaTUBHOM TaTo-
norud. JIBuTatebHbIe paccTpoiicTBa
OTHOCSTCS K YMCITy Han0oJIee 4acThIX
1 3HAYMMBbIX KIIMHUYECKUX TIPOSIBIIC-
HUii 3TOr0 3a00/MEeBaHMs, HO 10 CHX
op He ObLIN OAPOOHO OXapaKTepu-
30BaHbl. B 0003peBaeMoii craThe
OITMCBIBACTCSl YacToTa KaXIOro W3
THIIOB JBUTATEILHBIX HapyIIeHW B
CepUU TAILEHTOB C TAHHBIM 3a00J1¢-
BaHueMm. Hanuuue u deHomeHos0-
WSl IBUTATEIbHBIX PACCTPOMCTB OIIe-
HUBAIUCH C TIOMOLIBIO CTAHIAPTU3U-
POBaHHOTO KJIMHUYECKOTO OMPOCHM-
Ka. Metomyecst Buaeo3anucu Oblin
LEHTPATM30BAHHO TPOCMOTPEHBI
3 oKcmepTraMu IO JBUTaTeTbHBIM
paccTpoiicTBaM. B wuccienoBaHue
ObLTM BKJTIOUEHBI 72 MalMeHTa ¢
3a0071eBaHNEM, ACCOLIMUPOBAHHBIM C
anturtenamu K IgLONS. YV 41 nmauu-
enta (57%) OCHOBHOM HPUYMHOMI
obpalieHuss ObUIM  HapyIIeHUs
MOXOAKY Hapsiay ¢ OAHUM WU
HECKOJILKUMM ~ COIYTCTBYIOLIMMU
TBUTATEIbHBIMUM  PACCTPOUCTBAMMU.
Ha MoMeHT ycTaHOBJIEHUS TUarHo3a
XOTSI OBl ONHO JBHUTaTeIbHOE pac-
CTPOIICTBO HAOIIOOANOCH ¥ 63 manu-
eHTOB (87%), B CPEIHEM Y KaXIOro
MMENOCh 3 IBUTaTeJbHBIX Hapylle-
Husi. Hanbosee yacteiMu paccTpoii-
CTBaMU JIBMXEHUI1 ObLIM HApYIIEHUS
MOXOJKY U paBHOBecHs (52 manueH-
ta (72%)), xopest (24 (33%)), 6panu-
kunesust (20 (28%)), nucronus (19
(26%)), mocTypajibHble HApyILICHUs
u purugHocts (18 (25%)), Tpemop
(15 (21%)). dpyrue rumnepKuHe3b!
(MHOKIJIOHYC, aKaTH3Ms, MHUOPUT-
MUsI, MUOKMMUS WM abIOMUHATb-
Hble JUCKWHE3MM) HaOJIoJanuch y

26 maiuentoB (36%). Haubobiiee
KOJIMYECTBO PACCTPOICTB IBUKEHUI
OTHOBPEMEHHO HabMomaioch B
obmactu quua (23 mauuenra (32%)),
BKJIIOYast aucToHuio (13), Muopur-
Mo (6), xopeio (4) WM MUOKMMIUIO
(4). HaubGonee yacThiM coueTaHUEM
CpeIM BCeX ABUTaTeJIbHBIX Hapylle-
HMIT Oblla HEYCTOWYMBOCTb TpU
Xozp0e/aTakcusl B COYCTAaHUU C Kpa-
HUOMDANATLHBIMI  TUCKUHE3USIMU
WM TEHEePAIM30BaHHOM XOpeei, 4To
Habmozanock y 31 manuenra (43%).
[ToMuMO paccTpoiicTB ABMXEHUI Y
87% namueHTOB Takxe Habuona-
JIMCh HApYLIeHNUS CHa, Y 74% — OyJ1b-
OapHBIA CHHAPOM U Y 53% — KOTHHU-
TUBHBIC HapymeHus. Kypc nMmyHo-
Tepanuu MpouUUTM 55 MNalueHToB
(76%), uTO IPUBEIIO K 3HAYMTETBHO-
MY U YCTOMYMBOMY YJTyYIIEHHIO IBU-
raTeJbHbIX TMPOSIBICHUN TOJbKO B
7 cayvasx (13%). Takum o6pasom,
JBUTAaTeNbHbIE PACCTPOMCTBA —
YyacToe MposiBIeHUE 3ab0JieBaHuUS,
aCCOIMHMPOBAHHOTO C AHTUTENAMU K
IgLONS, 1 onHa M3 OCHOBHBIX MPHU-
YUH [EePBUYHOTO OOpalleHUs K
HeBposiory. XOTs TIpY IaHHOI T1aTo-
JIOTMK HaOMIOJAI0TCS pa3nyHbIe 110
(heHOMEHOIOTMHM pacCTpoOiCTBA IBU-
KeHUI, Haubojee pacHpocTpaHeH-
HBIMM SIBJISTIOTCS] HApyIIEHUS TIOXO/-
K¥, TeHEpalM30BaHHAs Xopes, a
TaKXe TVCTOHUS ¥ IPYTHe THIePKH-
He3bl KpaHUO(alUaIbHON 00JaCTH.
B uenom, nuarHo3 3aboneBaHus,
ACCOLMKUPOBAHHOTO C AHTUTENAMU K
IgLONS, cnenyer paccMaTrpuBath Y
MallMeHTOB C MHOXECTBEHHbIMU
paccTpoiicTBaMu JABMXEHUM, 0CO-
OEHHO €C/T OHU BO3HMKAIOT B COYe-
TaHWUW C HapYIIEHUSIMU CHa, OyIb-
OapHBIMHU WJI KOTHUTMBHBIMHU Hapy-
HIEHUSIMU.
Gaig C et al. Frequency
and characterization of movement

disorders in anti-IgLONS disease.
Neurology. 2021;97:¢1367-81.
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B3neTbl, NageHNa u aHTUAOCTPaKUMOHU3M

BepHapa biodpde

I'.B. XomaceBuu

000 “Uzdamenvckoe npednpusmue “Ammocghepa” (Mockea)

bepnap brodde pomminca B
1928 . B [Tapmxe, Ha TIpaBOM
O0epery CeHbl, B KBapraje
batuHboNb, UTO HEMoOAANEKY OT
MoHMapTpa, B ceMbe BIaJe/lb-
11a MaJieHbKO# (abpuku 3ep-
kan. OH Tonmyyan 3HaHUS B
smuuee Kapno ¢ 1939 mo 1943 1.,
MoKa He ObLI M3rHaH OTTyda C
(GopmynupoBkoit “He yMmeeT
YIUTHCS U JOJDKEH MCKATh CBOM
MyTh B pucoBaHun”. EamHCT-
BEHHBIM TIPEAMETOM, KOTOPHIi
€ro MHTepeCcoBaJ MOMUMO HU30-
Opa3uTeNbHBIX UCKYCCTB, OBLITI
€CTeCTBeHHBIC HayKH. B xoHIIE
Toro xe 1943 ., nomy4uBIINCH
PMCOBAHUIO B YaCTHOM IIIKOJIE,
bepnap Onectsme coan sk3a-

Bepnap brodde. Macrepckast xymoxxuuka. 1947 .

MeHBl B mapmxckyio Illkomy
M3SITHBIX UCKyccTB. Ilemaroru
Harepe0oii TpeapeKkain OHO-
e IpekpacHoe Oymylee, HO
yKe uepe3 2 roja OH IMOKUHYJ
CTEHBI aJlbMa-MaTep U IMyCTUII-
cd B CBOOODHOE IIIaBaHUE.
OTHBIHE BCE ero oOpa3oBaHuUE
3aKJII0YaJIOCh B OOILNEHUU C
JIpPY3bsIMU U TIOCELLIEHUN MYy3€e-
€B, B KOTOPBIX OH IIPOBOIJI
MHOTO BpPEeMEHHM Tiepel ITOJIOT-
Hamu Kaka Jlyn JlaBuna,
Teomopa XKepuko, TiocraBa
Kyp6e n Buncenrta Ban Tora.
Bo3MoxxHO, KoHel oOydyeHus
yCKOpWJIa CMEPTh MaTepH, ¢
KoTopoit bepHap ObuUT OYeHb
0JIM30K.

B 1946 1. nepBasi ke KapTuHa
Bepnapa brodde, aBTomopr-
peT, Iomajga Ha BBICTaBKY
CajioHa MOJIOJIBIX XyTOXXHUKOB.
A B cliefyolieM Tony Hapsimy ¢
y4acTHeM B IPYIIIOBbIX BEPHU-
caxax OH YCTPOWJ B KHIKHOM
MarasuHe MeEPCOHANbHBII
oka3s, Bce paboThl ¢ KOTOPOTO
OBIIN pPaCKYIUICHBI.

Bckope brodde mosnako-
MUJICS C TOPTOBIEM KapTUHAMU
Mopucom TapHbe, KOTOpHIi
TaK YBJICKCS TBOPYECTBOM
MOJIOIOTO XYIOKHMKA, YTO CJIe-
OyIOLIe 5 HeCATUIETUN exe-
TOITHO OPTAaHU30BBIBAJI €TI0 TIeP-
COHAJIbHYIO BBICTaBKY. B 1948 1.
Brodde noayunn npemuio Kpu-

Bepnap brodde H OCTPOB
CraranoH, ®panuus. 1958
®oto JIxxeka [apodaio.
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Hos.

Dpancuc
1944 r. bubnelickasi UCTOPUSI
o ctpagaHusix MoBa ncnosib-
30BaHa XYIOXHUKOM Kak

IproGep.

ajieropusi, CBUIETEIbCT-
BYIOILIAsI O TOM, UTO HajAeXna
coxpaHslach U BO BpeMs
okkymauuu. Crerka usMe-
HeHHas uuTata u3 KHuru
Hosa, nexaiiasi y HOT repost
KapTuHBI, riaacuT: “Temepb
MOW KPMK CHOBa CTaJl BOC-
CTaHUEM, HO MOSI pyKa TO-
NaBJIsieT MO PhIIaHUS .

TUKOB KaK JYYIIUN XyTOXHMUK.
B 1949 r. apr-kputuk I[lonn
Hexapr omy0JMKOBal MOHO-
rpacduto o TBopuecTBe brodade,
B KoTopoii nucan: “OH yoenu-
TEJIbHO CBUIETEIbCTBYET O TOJI-
HOM 3aMellaTe/IbCTBE, CBOM-
CTBEHHOM HaIlleMy BpEeMCHU.
bepnap brodde mnokasbiBaeT
amaTuio CBOMX TEPCOHAXeH U
UX aOCYpAHYIO XU3Hb Kak 3J10,
XKEPTBOU KOTOPOIO SBISIETCS
caM 4YeJioBeK, ¢ SIPOCThIO TION-
YUHSS CaMO CBOE CYIIECTBO
9TOil paboTe MecTH, TO eCTh
MyTeM TECHOTo CMeIleHUs
00BN M HeHaBucTu”. 2KaH
Kokto cpaBHUA  paboThI
brodde ¢ “60obl0, HapuCcOBaH-
HOI1 oT pagocTu”.

C 1952 © u o KOHLA ero
>KU3HM TIEPCOHATBHBIC BBICTaB-
ku brobde Obiu TeMaTuue-
ckumu. B 1955 1. o mobenun B
omnpocexypHaina “Connaissance
des Arts”, BO3IJIaBUB JECATKY
JIYIIUX (PpaHIy3CKUX XYIOX-
HUKOB TIOCJIEBOEHHOTO BpeMe-
Hu. Ha BeHenumaHckoili OueH-
Hajie 1956 r. ero paGoTam ObLI
MOCBAIIEH bl 3a1. B 1958 1.
Brodde Bolen B cocTaB xKopu
KanHckoro kuHodecTuBas.
B Tom xe romy rasera “New
York Times” BKJIIOYMIA XyTOXK-
HUKa Hapsanmy ¢ bpumkur
bapno, MBom Cen-JlopaHoM,
Poxe Bagnvom n ®pancyasoii
CaraH B JIeTeHIapHYIO MATEPKY,
M3MEHUBIIYIO U110 PpaHIINN.

Yewm xe MoKopua myonuky u
XYIOXECTBEHHYI0O  KPHUTUKY
9TOT MOJIOAON XyHOXHUK? OH
BOpBajicsl BO (paHIy3cKoe
HCKYCCTBO TIOUTH Cpa3y ITOCIie
OKOHYaHus1 Bropoil mMuposoit
BOIHBI, U3 KOoTopoii DpaHIiust
BbILILJIA OCBOOOXIEHHAsA, HO
VHIDKEHHAsI M OIyCTOIICHHASI.
XKW3HeHHBIE ¥ TBOpYECKHUE
ITyTH BEJTMKON KOTOPTHI XyITOX-
HUKoB — Matucca, Pyo, diodpu
U Ap. — KJIOHWJIUChH K 3aKaty.
Monoaexb, KoTopasi AOJXKHa
OblTa TIPUUTH MM Ha CMECHY,
BBIKOCWJIM BOMHA M OOJIE3HMU.
OIVH M3 IMIaBHBIX XYIOXHUKOB
MOJIOIOTO (DpaHIly3CKOro I0-
konenuss @Dpancuc Iprobdep,
YbI0 pabOTy BBl BUIUTE B HaYa-
Jie BTOM CTpaHWIBI, yMep B
36 jer or TyOepkynesa. TBop-
yecTBO [probepa okazano 001b-
110¢ BIMSHUE Ha pa3BUTHE DU-
TYPaTUBHON  XWBONHCU U
CKYJBIITYPBl  TTOCIEBOCHHOI
O®Opanuun. B 3tMx ycmoBusix

R R

Bepnap Brodde. 2Kenmiuna ¢
Kypuieii. 1947 .

bepnap broodde. Wamoct-
pauus kK nbece 2Kana Kokro
“YenoBeyeckuidi  rojoc”.
1957

Bepuap brodde Ha doHe
CBOMX JIeKopaluii K Oajery
Muienss Mauns “Hecocto-
sBIIAsCI BCTpeya” Ha JIMO-

perto ®pancyas3sl CaraH.

1958 .
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bepnap brodde.
poiic. 1958 1.

Ponnc-

bepnap biodde BpyuaeT
Codu JlopeH ee mopTpeT Ha
KanHckoM KmHOMeCTHBAE.
1958 .

bepnap brooddde.
Ilapaa me Tomma. 1958 &
O0610kKa STHBAPCKOTO HOME-
pa 1959 r. xxypHaina “Time”.

ITopTper

COBCEM IOHBII U KpaiiHe amMOu-
LIMO3HBIN XYIOXHUK, 3aUMCT-
BOBaBIIMII  TPOOJIEMATHKY
Iprobepa, BocmpuHUMAICS

KPUTUKOI U TyOJIMKOI KaK ero
HacJlIeIHUK W, BO3MOXHO,
Oynmyummii conepHuk Ilukacco.
Hapsiny ¢ nmo3gHum TBOpYecT-
BoMm Iprobepa u Anbdepro
JIxxakomeTTn, pabotel Brodde
OTHOCIT K Mu3epadbausmy (OT
dbp. misére — “Humniera, yo6o0-
xkectBo”). Ilo cnoBam 2KaHa
XKene, otHocsmuMmes K Jxa-
KOMETTH, HO BIIOTHE TIPUMEHH-
MbIM U K Iprobepy ¢ brodde,
“XYIOXHUK CMOT YMpPa3IHUTb,
KaxeTcsl, BCE TO, YTO MeIIaio
€r0 B3IJISIY, ¥ IT0Ka3aTh TO, 9YTO
OoCTaHEeTCs OT YeJoBeKa, Korma
ucuesdHer BuaMMocTh”. Ilo-
nooHo Iprodepy, brodde cuu-
Tal cebs XpaHUTeNeM XyHo-
JKECTBCHHBIX TPamMIdil U
yTBEPXJal, 4TO “abCcTpakius
OrpaHMYEHHa M CKydYHa, a
(urypaTuBHas XuUBOMUCH 0€3-
rpaHnyHa”. DTa MO3ULUS MPO-
TUBOpEYMJIA HMISIM MUHHCTpPA
KYJIbTYpbl AHIpe Manbpo, 00b-
sBUBLIEro: “Benukas Ku-
BOMUCh 0oJiee HE SIBJsIETCS
¢urypatusHoii”. 1o BocrioMu-
HaHussM Mopuca TapHbe,
mocjie Takux CjlIoB Mabpo
“KypaTophl dbpaHIy3cKuX
My3eeB OoJibllie He XOTeau
BBICTaBNIATH brodde”.
bnuskuii k Ilukacco xymo-
KECTBEHHBIN KpUTUK Kpuc-
THaH 3epBOC yXe B cepenuHe
1950-x romoB Hamucal, YTO
brodde omuierBopser Mmoko-
JICHUE MOJIOOBIX XYHOKHUKOB,
KOTOpBIC SIBHO HAXOMASATCS TTOM
BJIMSIHUEM MacTepOB MPOILLIOro
U HECIOCOOHBI MOAHSITH OYHT
MPOTUB CTApoOTO HCKYCCTBA.
3epBoc yTBepXKaaj, uyTo Tpebo-
BaHUsI XMIIHOTO apT-pbIHKA
ObicTpo BbIXONOCTUIM brodde

AnpbepTo
Crogias

JI>KakKoOMEeTTH.
oOHaxXeHHas.
1946—1948 rompl.

U JIMIIWIN ero paboThl BOoOpa-
XKEHUS, SMOLMI U NMOAJIMHHOM
yejoBeyHocTH. KpuTtnke mon-
Bepriiocb U To, 4TO0 brodde
ctan paboraTh Ha 3aJaHHbIE
3apaHee TEMBbI, U €r0 CEPUNHBIA
MOIXOI, M OTKa3 OT 3KCIEepHU-
MEHTOB. XyJI0XXHUK 00peJi CBOI
“3apUCOBOYHBII" CTUIIb, KECT-
KU, ¢ CJIbHBIMM YTJIOBAaTBIMU
IITPUXaMU, XOJOAHOW MaauT-
poOii, TPSI3HBIMM OTTEHKaMH,
VIJIMHEHHBIMU UCTOIICHHBIMU
(urypamMu ¢ TOCKIMBO-OTUYX-
JEHHBIMU JINIIAMU B HEYXOKEH -
HBIX HHTepbepax Ha (oHe
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bepnap brodde. Jlurorpa-
¢ug uz nukia “IlyreniecrBue
B Anmonuo”. 1981 .

TOJIbIX CTeH. DTO ObLT 3KCIpec-
CHOHM3M, HO MAYILMI He yepes
LIBET, a Yepe3 MUHUMATN3AIII0
OKPYXXAIOIIIero 4esloBeKa IIpo-
CTpaHCTBA.

B 1956 1. B penopraxe exe-
HEJEeJbHOIO MJUTIOCTPUPOBAH-
Horo xypHama “Paris Match”
brodde 6v11 mpeacTaBieH Kak
XYIOXHHUK-MUJUTHOHED, KHBY-
WMt B 3aMKe M e3NAlIMii Ha
poJuic-poiice ¢ modepom. DTOT
00pa3 KM3HM HACTOJIBKO KOH-
TPacTUPOBAI C €To TBOpYE-
CTBOM, UYTO pa3gajuch OOBUHE-
HMs B Juuemepuu. [lo ciosam
ouorpacda xymoxHuka Hwuko-
naca ®oynkca, brodde cran
MpeAMETOM “HallMOHAJIBbHOTO
cmyieHus”. OT ero onpabaa-
HMI CTAHOBUJIOCH TOJIBKO XYXKe:
“OnTuMmu3M Bcerma Kazalcs
MHe (Qopmoit  Oeccuuus.
WHremnektyanusMm  youn B
SKMBOITMCH JTyXOBHOE W UYBCT-
BUTENbHOE. YCIEX, JEHbIM He
HM3MEHWIN MOIO XU3Hb, YCIIEeX B
MoOeil TIporpaMMe HHUKOTIa He
miaHupoBaica”. W xordg
Brodde cran kaBanepom opie-
Ha [loyeTHoro JernoHa u yje-
HOM AKageMWM M3SIIHBIX MC-
KYCCTB, B TO X€ caMOe BpeMsI Ha
CBOEIi pOJIMHE OH ObLI MOABEPT-
HYT OCTPaKU3MY.

XYIOXHUK CTaJI BECTH YeIu-
HEHHBINT 00pa3 XWU3HU U XOTS
MO-TPEeXKHEMY MHOTO paboTal,
HO TMPUCTPACTUIICS K BBHIMUBKE.
OH oueHb CTpajgal OT CBOETO
BBIHYXIECHHOTO  ITOJIOXKCHUS
OTHIETbHUKA, MYCTh U OOAPWI-
cs: “HeHaBuCTh, KOTOpast MEHS
OKpYXKaeT, SBISIETCS CaMbIM
yJ€CHBIM MOJAPKOM, KOTOPBI
g monydmsi. MHe He HYXHO
HMKOTO W HUYETO XKaJeTb.
MaJio KTo MOXET cKa3aTh TO e
camoe”.

B 1973 . B sAmoHCKOI Tpe-
dexType Cumsyoka OTKpPBUICS
NepcoHalIbHbIN My3eil bepHapa
Brodde, ocHoBaHHBII ero ro-
pSYUM  TOKJIOHHMKOM Kuu-
qupo OkaHO. DTOT 3HTY3MACT
ckymun 6onee 2000 pabot
brodbde u opraHuzoBan Bokpyr
My3esl BEJMKOJICHbIN MapK, B
KOTOPOM Pa3MeCTHJT CKYJIBITY-
pel Biodpde. Cam TBOpen He
MOCETUT OTKPBITUE MY3esl, HO
yepe3 HECKOJbKO JIeT BCE Xe
che3aua B SIMOHUIO W ObLT
CTOJIb OYapOBaH CO3MAaHHOM
TaM aTMoc(hepoit, YTo 3aBemaln
pa3BesiTh CBOU Tpax B Mapke y
9TOTO My3esl.

B xonume 1990-x romos
Brodde Obi1 mocTaBieH aua-
rHo3 “Oose3Hb [lapkuHcoHa”.
bonesHb cTpeMutenbHO Mpo-
rpeccupoBajia, U BCKOpE Xy-
JOXHUKY, YTOOBI IMPOIOJIKATh
CBOIO JIESITEJIbHOCTD, IIPUIILIOCH
MOJAEPXKUBATh JIEBOW PYKOU
pabouylo MmpaBylo pyKy Bo U30e-
>kaHue Apoxu B Heil. Ho u aTot
MpUeM BCKOpE TMepecTan emy
noMorarb. “OTopBaThb €ro OT
TBOPYECTBA OBUIO MOYTU YOUIi-
CTBOM”, — yTBepKaajia cynpyra
brodde Annadenn. lorossch

Bepnap Brodde. ABTomopt-
pet. 1957 .

bepnap Brodde. ABronopr-
pet. 1977 .

~uf

Bepnap B}od)(bé B o00Opa3se

IPYCTHOTO KJIOYHA.
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bepnap brodde. doH-Kuxot
B KieTKe. MiumocTpanusi K
pomaHy Murens ae CepBaH-
Teca. 1989 .

CBeCTH CUETHl C 3KU3HBIO,
brodbde rosopun: “Yro xopo-
1ero B caMoyOuiicTBe st
xygoxHuka? B mo0oM ciydae
Mbl He yxoguMm. Ocratorcs
Hamu pa6boter”. [TocnenHss u3
€XXETOOHBIX  TIEPCOHAIBHBIX
BbICTaBOK paboT Brodde Oblia
nocpsiieHa teme “CmepTth”.

B nocnegHue roabl uHTEpEC
K TBopuecTBY bepHapa biodde
CTas BO3BpallaThesl. BoicTaBku

€ro paboT OMATh MPOBOIAATCS B
MPECTIKHBIX MY3€MHBIX IIPO-
CTpaHCTBax. ApT-KPUTHKA, eIle
HeJaBHO cyuTaBlias broodde
“3TaJIOHOM OE3BKYCULIBI”, TIPU-
3HajJa XYIOXHUKA OJHUM M3

npeaTey Mom-apTa, yAayHO
COCIMHWBIIMM MOJIEPHU3M C
CaJIOHHBIM HCKYCCTBOM.
Wcnonb3ys TajaHT U yHU-
KaJbHYI0 pabOTOCIIOCOOHOCTD,
Brodde cymen He TonbKO CTaTh

KOMMEpYECKH TIPUBJICKATEIb-
HBIM XyTOXHUKOM, HO U 00pe-
CTH TIOMYJISIPHOCTD Y ITUPOKUX
Macc, 4ero He yaaaoch TOOUThCS
naxe [lukacco. Kak u apyrue
HMCTUHHBIE TBOPILIBI, OH paboTal,
HCXOMISI U3 BHYTPEHHEN HEO0X0-
JUMOCTH. “S HUKOTIa He IyMato
0 Jpyrux, Koraa Iuuly, a eciiv
OBl menan 3To, TO OOJbIlEe ObI
HUYETO He co3jan”, — TOBOPUII
bepHap Brodde.
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