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AD MEMORIAM

Mamatu U.A. NBaHoBON-CmoneHCKON

(1938-

2023)

27 aprycra 2023 . mocie MpoaoKUTEIbHOMI
00JIe3HM YIIIIa U3 XKM3HU Halll YYUTEIb, OMUH U3
MIPU3HAHHBIX JTUICPOB OTEUCCTBEHHON HEBPOJIO-
My B 00JIACTH W3y4YeHHUST ABUTATEIbHBIX pac-
CTpPOIICTB, MHOTOJICTHHI pYKOBOIUTEh 5-TO HEB-
poyiornyeckoro otneneHusi HayyHoro neHTpa
HEBPOJIOTMHM, WieH Ipe3uauyma HarmoHnaabHOro
ob1iecTBa 1o U3yueHuto 0oje3Hu [lapkuHcoHa u
PacCTPOMCTB OBMKEHMIA, JOKTOP MEIWIIMHCKUX
Hayk, nipodeccop Mpuna AnatonbeBHa ViBaHosa-
CMmoJeHcKas.

N.A. UBanoBa-CwmosieHcKast poaunach 17 Mas
1938 . B MockBe B MeIULIMHCKOM cembe. [locite
OKOHYaHMs JiedyebHoro cakynsreta 1-ro Moc-
KOBCKOTO MEIMIIMHCKOTO WHCTUTYTAa OHA TIOCTY-
Mujaa B OPAMHATYpY, a 3aTeM — B aCIUPaHTYpy
HUWU nesponornu AMH CCCP, rae 3annManach
U3ydeHUEeM OOMEeHAa HYKJICOTHUAOB IIPU TeIaTo-
JICHTUKYJISIDHON JereHepalnn. bymyunm ydeHH-
ueit H.B. Konosanosa (1 ero mociaenHei acru-
panTkoii), PA. TkaueBa m E.JI. MapxkoBoii,
HWpuna AHaronbeBHA OJIMIIETBOPSIIA JIyYIIIHE
TPagUIINU OT€YeCTBCHHOI IITKOJIBI HEMPOTeHETH -

ku. U.A. NBaHoBa-CmoJieHCKasl BHeECaa KpyIi-
HBI BKJIAJ B M3yuyeHre (GeHOTUITNIECKOTO MOJIH-
Mop(du3Ma, TaToreHe3a HacJIeICTBEHHO-ICTeHe-
PaTUBHBIX 3a00JIEBaHMIT HEPBHOM CHCTEMBI, pa3-
pabOTKy HOBBIX METOHOB WX JMATHOCTHKH W
JIEUEHUsI, CO3MaHNE CUCTEMbl MEIUKO-TeHEeTUYe-
CKOTO KOHCYJIBTMPOBAaHMSI U TNPODUIAKTUKU
HAaCJIeACTBEHHON HEBPOJIOTMYECKOM TaTONIOTHUU
Ha ocHoBe MeTonoB JIHK-ananu3za. Eio u ee yue-
HMKaMU BBITIOJTHEHBI TTMOHEPCKUE pabOTHI IO
MpoobJieMaM renaToJeHTUKYISIPHOM ereHepaluu
(6ome3nu Bunbcona—KoHoBanmoBa), 3cceHIM-
AJIBHOTO TPEMOpa, Pa3IUIHBIX (DOPM IIEPBUIHOTO
MapKMHCOHW3Ma, HACJEeNCTBEHHBIX aTaKCHii.
HMprunaa AHaToNbeBHA SIBUJIAaCh WHHIIMATOPOM
opranuzauuu npu HUWM neBpomorum PAMH
onHoii u3 nepsbix B ctpaHe IHK-naboparopuii
IUIST OOJTBHBIX C HEBPOJOTMUYSCKMMU 3a00JeBa-
HMSIMH, YTO TIODHSUIO HAa KauyeCTBEHHO HOBBIN
YPOBEHb MCCIIENOBAaHUSI B 00JIaCTH MOJIEKYJISIp-
HOI HEMPOTCHETUKMU.

N.A. VBanosa-CMoseHcKass ObLia ITMPOKO
SPYAMPOBAHHBIM YYEHBIM, TOHKMM KJIMHU-
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LKMCTOM M OjectsimuM reparorom. KpymHas u
camMoObITHAsg HayyHasl I10KOJa, CO3[aHHas
HMpuHoii AHATONILEBHOI, €€ 3aC/IyTi B Helpore-
HeTHKe, B 00JacTM M3y4eHUsl HelpojereHepa-
TUBHOW TaTOJIOTUX W PACCTPOMCTB IBUXKEHUI
3acIyXWId BceoOllee MpU3HaHKE, a €€ MHOTO-
YUCACHHBIC YYCHUKH PabOTAIOT CETOMHS B CAMBIX
pa3HbIx yroikax Poccuu, crpaH OJMXHEro u
JAIbHETO 3apy0exXbsl.

Mpbl nomHuM WpuHY AHATONBEBHY Kak
SIPKYIO JIMUHOCTb, KPACUBYIO XEHIIMHY, UHTEJ-
JIUTEHTHOTO W J00pOXEIaTeIbHOTO YeJOBEKa,
HEU3MEHHOIO ONTUMMUCTA C TPEKPACHBIM YYBCT-
BOM tomopa. Henb3st He BCOMHUTBL O TOM, UTO

WpuHa AHaTonbeBHA OJIM3KO K Cepally MPUHU-
Majla 3a00Tbl M TPOOJEMbI OKPYXaBLIUX €€
Jmoneil — Oyab TO €¢ 3HaKOMBbIC MJIM POIHBIC,
KOJUTICTH, YICHUKH, CPEIHUIA M MIaIIINI MeJ-
MePCOHAJI, IMAIMEeHTHI; MPU 3TOM €€ ITOMOIIb
Bceraa Oblla OYeHb UCKPEeHHEH, 1eiCTBeHHOM 1
6eckopricTHOll. MpuHa AHaTobeBHA oOsagana
eIe OMHUM PeIKUM JapoM — OHa ymeJia Io-Ha-
CTOSIIIIEMY PAJOBaThCS yCIeXaM CBOUX YUCHU-
KOB, OTHOCSICb K HMM KaK K CBOWM POIHBIM
JETSIM.

Csetnag mamsatb o6 MpuHe AHaTOJbeBHE
HBanoBoit-CMoJICHCKOI HaBCera COXpAaHUTCS B
HaIINX CepaIax.

n BionneteHb HauuoHansHoro o6LecTea no uayyexunio 6onesnn MapkMHCOHa M PaCCTPONCTE ABMKEHUI
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00630p 9-ro Konrpecca
EBpOonenckoun akagemMmm HeBposiorum
(1-4 iona 2023 r., Byganewr)

M.H. AuapeeB
OI'BHY “Hayunuiii yenmp nesponoeuu” (Mockea)

C 1 o 4 utons1 2023 . B bynaneiure, Benrpus,
nox srugoit EBporeiickoit akageMuu HEBpOJIO-
iu cocTosiicst 9-if exxerogabiii Konrpecc. Takue
KOHTPECChl BCETa MPECTaBISIOT COO0 BaXXHOE
HaygyHOe U 00pa3oBaTebHOE COOBITUE B XKWU3HU
HEBPOJIOTOB.

B pamkax Konrpecca c yuactuem EBponeiickoii
ceKy MexXIyHapomTHOTO OOIECTBa IO M3yde-
HUIo 6osie3Hu [TapKMHCOHA U pacCTPONCTB JBU-
>KeHMIA ObLTM OPraHM30BaHbl HECKOJIBKO CEKIIMIA,
TOCBSIIICHHBIX MPo0IeMaM PacCTPONCTB IBUKE-
HMIA. DTU CEKIIMH MTPEIOCTABIIIN ILIATPOPMY IS
00MeHa 3HAaHUSMM U OITBITOM B 00JTaCTH AMATHO-
CTUKH, JIGUCHUST W peabWIUTAIIMU TIAI[UeHTOB C
paccTpoiicTBaMM IBMXXEeHUI. Benyiine sakcnepTol
MPEACTaBWIM AaKTyaJbHbIE HCCIEIOBaHUS U
HOBBIE TTOIXO/IBI K JICUCHUIO PACCTPOMCTB IBIKE-
HMif. TeMBbI, OCBEIIEHHBIE B JAHHBIX CEKIIMSIX,
BKJIIOUQJIM B ce0sl HelipojereHepaTuBHbIE 3a00-
JIEBaHUsI, TAPKWUHCOHM3M, AUCTOHMIO, Pa3HOOO0-
pa3Hble TUIIepKUHe3bl 1 1p. B pamkax KoHrpecca
TaKKe MMPOBOAMINCH 00YIAIOIITNE CEKITHH.

HoBble noaxoambl
K BeAeHUI0O NalueHTOoB
C paccTponcTtBamMmu ABNXEHUN

HNudopmainoHHble TEXHOJIOTMH BCE IIMpPE
BHEJIPSIIOTCSI B MEIWIIMHY W OTKPBHIBAIOT HOBbIE
BO3MOXHOCTHU JIJISI BEICHMs TMAIlMEHTOB C pac-
cTpoiicTBaMu nBMXeHUM. [lockonbKy 00603pe-
Baemblii KoHrpecc mpoxomausn mon JAeBU30M
“Neurology beyond the Big Data”, ero oTkpsuI
CUMTIIO3UYM, TTOCBSIIIIEHHBIN POJIM HOBBIX TEXHO-
JIOTUiA B cpepe paccTpOiCTB ABUXKEHUIA.

B pamkax maHHOro cummosmyma ObLI Tpes-
cTaBlieH 0030p TOPTAaTUBHBIX HOCHMBIX
YCTPOICTB, KOTOPBIC MOTYT IIPUMEHSTHCS IS

MOHUTOPMHTA COCTOSIHUSI TMALMEHTOB ¢ 0OoJe3-

Hplo [Tapkuncona (Luis-Martinez et al., Liet al.),

a TakkKe 00JacT! WX MPUMEHEHUS IUIST BBISIBIIC-

HUSI CUMIITOMOB I MOHUTOPUHTA UX TIPOTPECCH -

poBaHUs. PHIHOK JaHHBIX YCTPOMCTB IMpEICTaB-

JeH ycrpoiictBamu Stat-On, PKG/Kinetigraph,

KINESIA360, PDMonitor, Neptune (Rodrigues-

Martin et al.). Takxke paccMOTpeHbl MOTEHIIU-

aJlbHBIE 00JIACTM MX TPUMEHEHMS: BBISBICHME

MOTOPHBIX (MJIYKTYalMii U AUCKUHE3Mii, 0OHapy-

JKEHUE PaHHUX CUMIITOMOB 3a00JIeBaHMSI.
OTHoenpHO ClemyeT OTMETUTh IIPHIIOXCHME

MM4PD n1s omHOI M3 caMBIX pacIpoCTpaHeH-

HBIX Mojiesiel cMapT-yacoB — Apple Watch (pucy-

Hok) (Powers, 2021).
bbuta mokazaHa MHTETpalsi HOBBIX TIOAXOJ0B

K KOHCepBaTUBHOI 1 MHBa3UBHOM TepaIliy IBU-

raTeJIbHBIX paccTpoiicTB. [IpemcTaBieHbI HOBBIE

BO3MOXHOCTH 3JIEKTPOIOB IS TITyOOKOM CTUMY-

nauuy Mo3ra (deep brain stimulation, DBS): nist

HEPOMOIYISALIMM W DPEruCTpalid aKTUBHOCTH

OMHOBpeMeHHO. [lo MaHHBIM WCCIeIOBaHUIA,

OBUTM BBISIBJICHBI JIBE OCHOBHBIE TPYIIITBI HEMPO-

(busmonornueckux MapKepos:

o “IIpOKMHETHYECKUEe” — JUIsI TUIEPKUHE30B,
HampuMep, JIEKapCTBEHHBIX JTUCKUHE3UI,
OUCTOHUIECKUX TMIEPKIHE30B U T.O. (HU3KO-
4acTOTHasg aKTUBHOCTb 3—12 It u y-akTuB-
Hocth 60—90 Tir);

o “QHTUKMHETUYECKUEe” — [JIsI TIEePUOMIOB
“gpikioueHus1” (B-aktuBHocTh 13—30 Iin),
KOTOpBIe UMEIOT OOJIBIION ITOTEHIIMAT TS yaa-
JICHHOTO MOHUTOpUHTA 3((heKTUBHOCTH Tepa-
nuu (Feldmann, 2023; Lofredi, Heony6anko-
BaHHOE COOOIIeHNE).

JlornuHBIM MPOIOIKEHUEM TUCKYCCHM O TaH-

HBIX MapKepax SIBUJIOCH OOCYXICHHE amarTHB-

\b Ne 3 » 2023
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[MpunnunuanbHas cxemMa HOBOTO IMOAX0/a K Tepanuu npu ucnoiab3oBanun MM4PD (Powers, 2021).

HBIX CUCTEM ISl HEMPOMOIYISIIMU C UCTIOIb30-
BaHMEM CHCTeM oOpaTHoli c¢Bsizu (adaptive DBS,
aDBS), xoToprle TTOKa3aay cBOO 3HeProddhex-
TUBHOCTb U O0Jiee BhIpaXXeHHbIN 2 deKT y maru-
eHtoB (Feldmann et al.). B Hacrosimiee Bpems
MPOBOJSATCS KJIMHUYECKHUE HCIBITAHUS TaKUX
MPOAYKTOB, Kak Percept (Medtronic) u AlphaDBS
(Newronika). CoriacHo mpeaBapuTebHbIM JTaH-
HBIM, OTMEYEHO 3HAYMMOE YIIyJIIeHHE TI0 TITKa-
JlaM OLEHKM MOTOPHBIX CHUMIITOMOB 00J€3HU
IMapkuncoHa (>1 SD) y 45% nauuenros ¢ aDBS
10 CpaBHEHUIO ¢ Kilaccuyeckoit DBS.

Ha otmenbHOI ceccry 0 BeXax pa3BUTHS CTe-
PEOTaKCUIECKON HEeWPOXUPYPIUU U TEXHOJOTHU
DBS B 1eueHun paccTpoiicTB ABUKEHUI paccKa-
3ana E. Moro: ot nepBoii onepanuu J. Talairaich
n omnblToB W. Sem-Jacobsen B 1950-x romax
(Dietrichs, 2022) 10 cOBpeMEHHBIX aAaNTUBHBIX
cucteM. He o0olli cTOpOHOIW M POJb HALIMX
cooTevyecTBeHHUKOB: Obla yromsiHyTa H.I1. bex-
TepeBa KaK OJMH 13 TMOHEPOB B JTaHHOM 00JacTh
HEUPOCTUMYIISIIVH.

Oco0oro BHUMaHMSI 3aCIyKMBaeT IOKJIAI O
PO MAaIIMHHOTO OOy4YeHMs, HelipoceTeil |
HCKYCCTBEHHOTO MHTEJIIEKTA JJIs1 PAHHETO BbISIB-
JICHWSI KOTHUTUBHBIX HApPYIIEHUI IIpU HEMpoae-
TeHepaTUBHBIX 3abojieBaHUAX. Mcrmomb3oBaHUe
OOJIBIINX MAaCCHBOB, BKJIIOUAIOIINX IIMPOKHUI
CIIEKTp JaHHBIX, U TOCeayolas ux oopadboTka
MO3BOJISIIOT BBIACIUThL HOBBIE OHMOMapKephl U
(akTopsl prcka. B HacTosimee BpeMst IpOBOIUT-
Ccd aHaIM3 TOJOOHBIX HAHHBIX IJIsT OOJIe3HU

Anbureiimepa (Keller et al., Yassine et al.,
Gschwandtner et al.).

MammHHOe O0ydYeHUEe TaKKe WCIOIb3yeTCs
Npu OOBEKTUBHON OILIEHKE TpeMopa METOIOM
akcejgepoMeTpuu. [lpeacraBieHbl OCHOBHBIE
MpoOIeMbI U IOCTOMHCTBA 3TOro noaxona. [epBoit
MPO0JIEMOIl SIBIISIETCS YCTAHOBJIEHME 3TAJIOHHBIX
MMapaMeTpoOB ISl Pa3IMIHBIX COCTOSTHUU. Ecmm
OTJIMYUTD OoJie3Hb [TapKMHCOHA OT 3cCeHUMab-
HOTO TpeMopa C BBICOKOW CTEMEeHbIO TOYHOCTHU
BO3MOXHO KJIMHMYECKH, TO OTACIUTD, HATIPUMED,
IUCTOHUYECKUI TpeMop OT 0ojie3Hu [lapkuHcoHa
He Tak mpocto. Bropas mpobiema — 3TO BbIOOP
METO/Ia PEruCTpaly MapaMeTpoB U COMOCTABHU-
MOCTH PE3YJIbTaTOB, TMOJYYEHHBIX ¢ aMOyiaTop-
HBIX CEHCOPOB (HampuMep, CMapT-4acoB) U B3s-
TBHIX B MEIUIIMHCKUX yIpexkneHusX. Hecmotpst Ha
9TU ¥ IpyTre TIPOOJIeMbI, HAKOTUIEHHBIE OOJTbIITIE
MacCHUBBI TJaHHBIX MOTYT B HaJbHEMILEM PaCIIv-
DPUTDb HE TOJIBKO TUATHOCTUYECKUE, HO 1 TepareB-
Tudeckre BosMoxxHoctu (De, 2023).

B mpyrux ceccmsix Takske IIMpPOKO 00CyKIaaach
JIAaHHAasl TeMaTHKa: TIPe/ICTaBleHa MPeAUKTUBHAS
MOJIeJIb OTBETAa Ha TEParuio WHTECTUHAIbHBIM
rejemM JieBoAONa—KapOuaona y mauydeHToB ¢ 00-
ne3nblo IlapkuHcoHa. Mcrmosnb3oBaHue Takoi
MOJIETIN TTOMOIJIO 3HAYMMO YBEIMUUTHh KA4eCTBO
SKU3HUA W YMEHBIINTD JUTNTETbHOCTh JUCKUHE3UI
B OCHOBHOM TpYIIIE MalMeHTOB MO0 CPABHEHUIO C
rpynmnoi rane6o (Efthymiopoulou, 2023).

OTaeabHBINM CUMITO3UYM OBUI ITOCBSIIIEH IJIAM-
(arnueckoii cucreme (I'C) u ee cBsI3U ¢ Helipo-

n BionneteHb HauuoHansHoro o6LecTea no uayyexunio 6onesnn MapkMHCOHa M PaCCTPONCTE ABMKEHUI
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JiereHepaTUBHBIMU MpoIleccaMy B paMKaX COBpe-
MEHHOI KOHIETIIMKU LIepeOpatbHBIX MPOTEHUHO-
matuii. Kpome 0030pHOI#T JTeKIIMK O CTPOCHUN U
dynxmsax I'C, ObUIM paccMOTPEHBI pa3INYHbIE
MeToabl Buzyanuzaiuu ¢dyakuuu ['C, npumeHu-
Mble B KJIMHMWYeCKoi mpakTuke. CiemayeT oTMme-
TUTb, YTO BCE ITU METO/IbI HATIPABJIEHBI HA OLIEH-
Ky OWHAMUYECKMX IIapaMeTpPOB IIepeOpOCITH-
HaJIbHOW 1 MHTEPCTULIMATLHOM XUAKOCTH, a He
HenocpenctBeHHO ['C, moToMy UMEIOTCST HEKOTO-
pble OrpaHUYEHUsI, CBSI3aHHbIE C HEAOCTATOYHBIM
MOHMMaHNeM (YHIAMEHTAJIbHBIX MEXaHM3MOB,
JIeXKAIINX B OCHOBE TaHHBIX IIpolieccoB. Porb cHa
Kak peryisgTopa aktuBHoctd I'C M 3HAUMMOCTh
HapyllleHUIi CHAa B Pa3BUTUU LIepeOpaTbHBIX MPO-
TEMHOTATUI, a TakKe COH KaK MOTeHIMalbHas
TepareBTUYECKass MUIICHb — BCE 3TH BOIPOCHI
CTaNMd TJIABHBIMA B BBHICTYIICHUSX OCHOBHBIX
JOKJIATYMKOB Ha JAHHOM CUMITO3UYME.

[Tponomxuia TeMy HapyllleHUIA CHa B IaTore-
He3e HelpoaereHepaTUBHBIX 3a0o0JieBaHUit
nouetHasl jekuust uMeHu JIaBupma MapcaeHa.
C. Trenkwalder mpoBesia KpaTkuii UCTOPUYECKUT
9KCKYpPC B UCTOPUIO U3YUEHUST HAPYIICHUH MOBe-
JIeHUs B (hase CHa C OBICTPHIMU ABVKEHUSIMU TJ1a3
(HITBJT) kak cummnToma, CBSI3aHHOTO C HEMPO-
JIeTeHEepaTUBHBIMU 3a00JICBaHUSIMU, a TaKxke
Jana 0030p SBOTIONMHM KPUTEPHEB TUATHOCTUKU
JaHHOTro coctosgHus. Crivkep MmoguyepkHyaa HU3-
KYI0 CIIeIIM(UIHOCTh CYILECTBYIOIIUX CKPUHUH-
TOBBIX METOIMK-ONPOCHUKOB (34,1%) mo cpas-
HEHMIO C “30JI0TBIM CTAHAAPTOM~ — TTOJIMCOMHO-
rpadueii (Stefani, 2023). B cBs3u ¢ aTuM ObBLTO
MPENIoKeHO HECKOJbKO METONO0B CKPUHMHIA
qul, ¢ dpenomeHom HIIBAIT — ¢ momoibio
ToF-kamep, dopmupyommx Tak Ha3biBae€MOe
JaTbHOCTHOE M300pakeHNE, a TAKKE C TTIOMOIIIBIO
OLIEHKM aKTUBHOCTU MOBEPXHOCTHOTO CrubaTesst
nanbues (Cesari, 2023). Kpome Toro, Ha nmpumepe
Pa3IMYHBIX UCCIeNOBAaHUI MPOAEMOHCTPUPOBA-
Ha Beayiuas poab HITBJI kak panHero 6uomap-
Kepa OOHON M3 Hamboyee pPacIpoCTPaHEHHBIX
TPYII HelpoaereHepaTUBHBIX 3a00J€BaHUN —
CUHYKJICMHONATUIA.

Jlexuus mopn srupoit Dystonia Europe Oblia
MOCBSIIIEHA TEHETUYECKON TeTepOTeHHOCTHU
nuctoHuii. M. Zech npuBen KpaTkue OaHHBIE O

TeHEeTUYEeCKOM JaHaadTe U 10Je TeHeTUYeCKU
MMarHOCTUPOBAaHHBIX (HEHOTUIIOB HUCTOHUIA:
eCaIu IS “CIIOKHBIX” KOMOMHUPOBAHHBIX (hOPM
reHEeTUYECKUI AMarHo3 ycTaHapuBaercs B 45%
cily4aeB, TO 1ist (hOKaIbHBIX GopM — Beero B 4%.
brimu npencTaBieHbl pe3yabTaThl MHOTOLIEHTPO-
BOTO MCCliefioBaHuUs, BbiaeauBuero red AOPEP
Kak ofgHy u3 peakux (~0,5%) npuuuH AMCTOHUU
C ayTOCOMHO-PEIECCUBHBIM TUIIOM HacCJieI0Ba-
Hus (Zech et al., 2022). ®eHOTUNTMYECKH TaHHOE
3a0o01eBaHMe TPEACTaBIsIeT co00i (hOKAbHYIO
IUCTOHUIO C TIOCJENYIONIEN TeHepanu3auueil u
BOBJICUYCHUEM KpPaHMOLIEPBUKAILHON MYCKYyIa-
TYpHL.

PaHHss nuarHOCTMKA CHMHYKJIEMHONATHI Ha
OCHOBE TEHETUYECKHUX, BHU3YaIM3alUOHHBIX U
MOJIEKY/ISIPHBIX MapKepoB ObLJIa paCCMOTpPEHA Ha
cexuuu oA mnpeacemarenbctBoM I. Rektorova
(bpHo, Yexus). [To MHEHUIO psia aBTOPOB, paH-
Hee BBISABICHUE TEHETUYECKH OOYCIOBIEHHBIX
¢GopM cuHyKJIeMHOMNaTHii (Iaxke B OTCYTCTBHUE
OTYETJIMBOIM KJIMHUYECKOM KAPTUHBI!) y3Ke MOXKET
OBITH OCHOBAHWEM IJIsT HA3HAUYCHUSI MOINU(DUIIN-
pytonieii 3abojieBaHUE Teparnuu, 4TO CETOAHS,
HaIpuMep, SIBJISIETCS] PealbHOCTbIO [UIsI cCaXapHO-
ro nuabeta 2-ro tumna (Herold, 2019). Ananoruu-
HBIC 3KCIIepUMEHTAJIbHBIC PAaOOTHl Ha MBIIIAX
npoBonsatcss A 6one3sHu Ilentunrrona (Braz,
2022), 4To MOMUEPKUBAET 3HAYUMOCTb MOJIEKY-
JIIPHO-TEHETUYECKUX MCCIENOBAaHUI ST TIOHU-
MaHHUs TaTOreHe3a M3y4aeMbIX 3a00JieBaHUN U
pa3pabOTKM TapreTHOM TeHETMUYECKOM TepaIiu.

Ha Konrpecce obcyxaanach pojib MOJHOTe-
HOMHBIX aCCOIIMATUBHBIX UCCIICTOBAHUI 1 OLIEH-
KU KYMYJISITUBHOTO T€HETUUECKOI0 pUCcKa pa3BU-
Tus 6one3Hu IlapkuHCOHA, YTO MMeeT 3HAYEeHME
Kak Ui (byHIaMEHTAJIbHON HEBPOJIOTUHU, TaK U
JUTST KITMHUYECKOW TIPAKTUKH.

B acnexre HelipoBu3yanuzauuu o0CYXIan10Ch
MOPOroBoe 3HaUe€HME Z-KpUTepus Ui CTpuap-
HOTO CBSI3BIBAHMST NO(aMUHOBOTO panuodapM-
mpemapara Ipyd TPOBEACHUM OTXHO(POTOHHO-
9MUCCUOHHON KOMIIBIOTEPHON ToMoTrpacdum ¢
HodIyraHOM C 1EJbI0 TUArHOCTUKU OO0JIe3HU
[MapkuHcOHa M AeMeHUMU C Tedabllamu JleBu
(Lanfranchi et al.); obcyxmanach Takke pPOJb
MTO3UTPOHHO-3MUCCUOHHOI ToMoTpaduu (I1DT)
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¢ (bTOPIE30KCUTIIOKO301 B OLIEHKE pUCKa (heHO-
koHBepcun y manueHtoB ¢ HITBAI (Kogan
et al.). [TonTBep:kaeHa poab OLIEHKU HElpomea-
HUHaA (peXUM HeHpOMeTaHWHIYBCTBUTEIBLHON
MarHUTHO-pe30HaHCHOI ToMorpadpuu, MPT) B
JuarHoctuke 0one3Hu IlapkuHcoHa y manueH-
toB ¢ HIIB/JI, umelonmx puck nanbHeiimei
(eHOKOHBEepCHH ITaHHOTO (heHOMEHa B 0OJIe3Hb
ITapkuHcoHa, a Takxe B IuddepeHInanibHOI
JIMaTHOCTUKE Pa3TUYHBIX 3a00J€BaHUIi, COMpPO-
BOXIAIOLIMXCS CHUHIPOMOM TapKMHCOHM3MaA
(Biondetti et al.).

JoKmamunKy He 000U CTOPOHOM 1 pa3Ind-
HbIE METOJbl MATEMATUYECKOTO aHaIu3a CTPYK-
TypHoii MPT u dynkuumonansHoit MPT npu
CHHYKJIEMHOIATUSIX (B TOM YHUCJIEe Ha PaHHUX
CTamusxX), a TakKKe MX TUIIUYHBIC IMATTEPHBI C
aTpodueil XOTMHEPTUUCCKUX CTPYKTYp TIpHU
nemeHuuu c¢ teabliamu JleBu (Kantarci et al.).
IIpencraBieHsl uccaeqoBaHuUsI, KOTOpbIe MOJ-
TBEPKIAIOT LIEHHOCTb AU(GHY3MOHHO-KYPTO3HUC-
Hoil MPT Ha npoapomaibHOii cTaauu 00Je3HU
IMapxuncona (Khairnar et al.). Koneuno xe,
TocJieIHEe YIIOMSIHYTOE BBICTYIUICHUE 3aBEpILIN-
JIOCh TUCKYCCUEH O BAXXHOCTHU HOBBIX ITOIXOJIOB:
HCIIOJIb30BaHUsI MCKYCCTBEHHOTO MHTE/UIEKTa U
OONBIIVX JTaHHBIX IS KOMIUIEKCHOW OIIEHKU
HENPOBU3YATM3AIIMOHHBIX U KIMHUYECKUX OMO-
MapKepoB.

PaccMoTpeHbl MonekysipHble OMOMapKephl
6one3nu [TapkuHCOHA: TOKa3aHa orpaHUYeHHas
pPOJIb YPOBHSI Ol-CHHYKJIEMHA B OMOJOTMYECKUX
xuakocTax (Majbour et al.) u mpencrasieH
HOBBI TEPCMEKTUBHBIA OMOMapKep MpPOAPO-
MaJIbHOM cTanuuy 3a00JieBaHUsI — YPOBEHb 3K30-
COMaJIbHOTO O.-CUHYKJIerHa (Jiang et al.). OmHaKo
IMO-HACTOSIIIEMY IIPOPBIBHBIM METOIOM  JUIS
JEeTeKIUU TMaTOJOTUYECKOil (HOPMBI O-CUHYK-
JeuHa sBisiercs TexHojorus RT-QulC — unmy-
LIMpOBaHHas BUOpalMeili KOoHBepcHusl Oenka B
pearbHOM BpeMeHHU. JIaHHBI MeTOm IoKasal
BBICOKYIO TOUHOCTbH HE TOJIBKO ITPU TUATHOCTHKE
6ose3Hu [MapkuHcoHa, Ho u B ciydyasx HITBAT u
MEepPBUYHON BereTaTMBHOW HEMOCTATOYHOCTH, a
TaKKe MO3BOJIM 3a(UKCUPOBATh 3HAUUMBbIE pa3-
JIUYMS B TMHAMUKE arperalyy MaToJOrMIecKOro
6enka npu 6osie3Hu [TapkMHCOHA U MYJIBTUCHUC-

teMHoli aTpoduu (Rossi et al., Shahnawaz et al.),
y TAaUMEeHTOB C COXPaHHBIM OOOHSHMEM U
LRRK2-accouumnpoBaHHOi 0Oone3Hblo TTapkuH-
coHa (Siderowf et al.). Bc€ aTo naet mpocrop mis
HOBBIX THUIOTE3, OOBSICHSIONIMX MEXaHU3MBbI
00pa3oBaHMsI TMATOJOTMYECKUX BKJIIOYEHUI
o-cuHykieuHa. boiee Toro, xomOuHaIuUsS
RT-QulC 1 xonmnuecTBEHHOTO U3MEPEHHUS YPOB-
HS Ol-CMHYKJIEMHA B 11epeOpOCTIMHATBHON XKUJI-
koctu yepe3 20 u 60 U mokasaja GOMBIIYIO TOY-
HOCTb TaHHON METOAMKHU, a TAKXKe KOPPESIIUIO
OJINTOMEPHOTO (.-CUHYKJICHHA C BBIPAXXEHHO-
CTPIO CHMIITOMOB TI0 YHUGUIIMPOBAHHON
1Kajnae oueHku Oone3Hu [lTapkuHCOHaA U IKaie
Xen—Spa (Majbour et al.).

CrenimanbHasi ceccusi Oblla TpoBeldeHa
EBporeiickoii rpynmnoit mo u3y4yeHuro CUHAPOMA
0eCITOKOMHBIX HOT. OTMEUeHO, YTO 3aMECTUTETh-
Has TOpPMOHa/bHAas Tepamusi MpW MeHoTay3e
MOXKET BBICTYNaThb B POJIM MPOGUIAKTUUECKOM
Tepanuu ISl JaHHOTO IBUTaTeIbHOTO PacCTpOii-
CTBa B COOTBETCTBYIOIIEH TpYIIe MalleHTOB
(Silvestri, 2019), a Take mogYepKHYyTa accolra-
LIMST CUHAPOMa 0ECTOKOWHBIX HOT ¢ CHHAPOMOM
nedulMTa BHUMAHUS C TUIEPAKTUBHOCTHIO U
paccTpoiicTBaMU  ayTMCTUYECKOTO  CIEKTpa
(Kanney et al.).

G. Devigili mpenctaBuia 0cOOEHHOCTU CEH-
COpHBIX HapyllleHWd M 0OJW y TMalMeHTOB C
Oone3nbio [TapkuHCOHA M CUHIpPOMAMM aTUITNY-
HOTO MapKUHCOHU3MA. Y TAllMeHTOB C MapKUHCO-
HMYECKUM TUIIOM MYJIBTUCUCTEMHON aTpodun u
Oone3npto [lTapkuHCOHA BBISIBIEHBI CHIDKCHUE
00J1eBOrO Mopora, a TakKe BbIpaXeHHas! TUIep-
ajre3usi U aJlJIONMHMUS, B TO BpeMsl KaK y MalueH-
TOB C MO3XKEYKOBBIM BapUaHTOM “TIO3UTUBHBIE”
CHUMIITOMBI OBUIM MEHee BBIPaXKeHBI. Y TaIlneH-
TOB C TIPOTPECCUPYIONTUM HAIbsIIEPHBIM TTapajin-
YOM ¥ KOPTHKODA3aJIbHBIM CHHAPOMOM, Harpo-
TUB, 00JIEBOI TOPOT ObLT MOBBIILIEH.

Hoxnan P. Mattioli 6b11 mocBsieH (heHOKOH-
Bepcun HITBAT-cunyknenHonaruit. KinHuue-
CKMX JJAaHHBIX B HACTOSIIIIEE BPEMsI HEIOCTAaTOUHO
JUISE  CO3MaHMsl TPEAMKTUBHBIX MoOJeseil, HO
HCMOJb30BaHME JAaHHBIX IPECUHANTUYECKON
nTo(aMIHEPTMYECKON BU3yaln3allMii B COYETa-
HMM ¢ KIMHWUYSCKUMU JAaHHBIMM YK€ ITO3BOJISIET
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C BBICOKOU TOYHOCTBIO CYIUTh O TMHAMUKE STOTO
¢peHomeHa. JI10OOMBITHO, YTO (DEeHOKOHBEPCHUS
HIIBAI' B memeHuuio ¢ TeablaMu JleBu ObLia
COTIpSTKEHA ¢ MEHee BBIPaXXKECHHBIM Ae(PUIIUTOM
MpU MPECUHANTUYECKON Ao(aMuHepruyeckon
BU3YyaJIM3alluM, YeM TpU KOHBEPCUU B 0OJIE3Hb
ITapkuHcoHa.

V. Hvingelby BBICTYITIII ¢ COOOILIEHUEM O POJIU
XOJIMHEPTUYECKUX CTPYKTYP B Pa3BUTUU 3aCThI-
BaHMii pu xoapoe u ux [1DT-narrepHoB. Takxke
ObUTO paccKa3aHO O CTUTMaTM3alluu U KayecTBe
>KU3HM TAIIMEHTOB C MapOKCU3MaJIbHBIMU KUHE-
3uoreHHpIMU quckuHe3ussMu (Ekmen).

Hosblie noaxoabl
K JIeKapCTBEHHOMW Tepanuu
nauueHToB C paccTponcTteamm
DBUXEeHUIn

Bonbiioil MHTEpec BBI3BAIM CECCUU, TMPEN-
CTaBJISIBILIME HOBBIE TepareBTUYECKUE BO3MOX-
HOCTM TPU PacCTpOiicTBaX ABMXKEHUI. Bbuin
JIOJIOXKEHBI PEe3yJIbTaThl PAaHIOMU3MPOBAHHOIO
JIBOMHOTO CJIENOro TU1aledOKOHTPOJUPYEMOTO
uccnenoanus MOVE-FA, HampaBieHHOro Ha
OLICHKY 2(deKTa HOBOTO COEAMHEHUS] BaTUXU-
HoHa (EPI-743) y mnanueHToB c 00J1€3HbBIO
Opupeiixa. MexaHU3M eiCTBUSI TaHHOTO TIpe-
rapaTa 3aKJIlo4aeTcsl He B MPSIMOM BJIMSIHUM Ha
Kay3aJbHbIil 0eIoK (hpaTakCUH, a B PEryasiuuu
SHEPreTMYeckoro Meraboau3Ma yepe3 MHTUOU-
poBaHue l5-nunoxkcureHasnl. MccnemoBaHue

BKJIIOYaJIo 126 MalMeHToB, KOTOpbIE B TEUCHME
72 Hem mpuHUMaNM Tpemnapatr. s Tpymmbl
AKTUBHOTO JIEYCHUS OBLIO OTMEYEHO IOCTOBEp-
Hoe ynyunieHue o mkaitam MFIS u mFARS.

Bropoii npenapart, omaBeiokcosioH (Skyclarys),
KOTOpPBIIf BAMSIET HA SHEPIeTUUYECKYIO (DYHKIIUIO
MUTOXOHIPUN TMOCPEACTBOM BO3NCKCTBUSA Ha
SIMEPHBIA (pakTOp 2, TaKKe ITOKa3ajl XOpPOIIWIA
3 dekT y manueHToB ¢ 6oe3Hbp0 Opunpeiixa u
ObUT omoOpeH YmpaBieHHEM IO KOHTPOJIO Ka-
YyecTBa TUILEBLIX MPOAYKTOB U JIEKAPCTBEHHBIX
cpeacts CIIA B Havane 2023 1. Ilo maHHBIM
nccaenoBanuss MOXle, 3ToT Tpermapar B 03¢
150 Mr mokaszan CTaTUCTUYECKU AOCTOBEPHOE
yaydmeHue no wmkane mFARS no cpaBHeHUIO ¢
IpYIIION T1ane6o.

OO6cyxeHa posib HOBOTO MHTUOUTOpPa MOHO-
aMUHOKcHAa3sl Thma B cadbmHammma (Xadago,
Zambon) y mauueHToB ¢ 6oJe3Hbto [TapkuHcoHa
B yaydilleHuM (HYHKIMOHAJIBHOIO cTaTryca B
Mepuoabl “BHIKIIOUYEHUS” TPU ABUTATEIbHBIX
(rykTyanusx yepe3 BIMSHUEC HA TIyTaMaTepIry-
YECKYIO CHCTEMY, a TAKXKE eT0 BIMSHUE Ha HEMO-
TOPHBIE CUMIITOMBI, B TOM YKCJIe OOJIb U MPOSIB-
JIEHUsI ACTIPECCUU.

JIOTIONMHUTEIbHO OBLIM TPEACTaBICHBI BaX-
HbIe KITMHUIECKIE aCTICKTHI TPUMEHEHMSI HOBOTO
HHTHONTOpa KaTexoy-O-meTunTpaHcdepasbl
onukanoHa (Bial) 1 koMOMHUPOBAHHOTO Mpemna-
paTa Lecigon — MHTECTMHAJIBLHOTO TeJisl JIEBOIO-
na + xapoungona + onuxarnoH (Britannica).
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Bot yxxe BTOpOli Toa mompsia 29 HOSIOPsST MbI
oTMevyaeM BceMMpHBIi JeHb JABHTaTebHBIX pac-
ctpoiicte (World Movement Disorders Day), unes
KOTOPOTO COCTOMT B TOBBIIIEHUM OCBEIOMJIECH-
HOCTH JIIOJIeH 00 3THX TSKEJbIX, COLIMATBLHO 3Ha-
YUMBIX 3200JICBAaHUSAX U YAYYIICHUU OKa3aHMS
ITOMOIIY TIPOGUIBHBIM TAIleHTAM.

DTO cOBCeM HOBBIN MPa3JHUK, KOTOPBIA ObLI
nposoariamiedH B 2022 r. MexayHapoaHbIM 00-
LIECTBOM IO M3yuyeHUIo 0one3nu [lapkuHcoHa u
pacctpoiicTB aBukeHuii. Jdata 29 HosOps Obuia
BBIOpaHa B YeCTh THS POXICHUS OCHOBOIIOJIOXK-
HMKA COBPEMEHHON KJIMHWYECKO HEeBPOJIO-
ruu — Kana-MapreHa Illapko. Benukuii ppaH-
LIY3CKUIM YYEHBId U Bpay, UCTUHHBIA HOBATOD
menuuuHbl, 2K.-M. Illapko BHec oOrpomHbIi
BKJIaJ B CTAHOBJICHHME OOJIBIIOTO YMCIIA KITIoUe-
BBIX pa3lesioB HEBPOJIOTHH, B TOM YHCJIEe IBHTa-
TEJNbHBIX PAacCTPOiCTB. MIMEHHO OH MpeaIoXuiI
Ha3BaThb “IPOXATENbHBIM Mapaiuy” B YeCTb
Jxeiimca [lapkuHcoHa, OLIEHMB MacllTab 1 3Ha-
YeHHUE KJIACCMUECKOTO OIMMCAHMS 3TOi 0OJIe3HU,
ClIeJIaHHOTO ero oputaHckuM Kosueroii. [lapko
TEPBBIM ITPOAEMOHCTPUPOBAI JIeueOHbIN dPheKT

Kan-Maprten [apko (29.11.1825—16.08.1893).

29 HOA0OpSA —
OBUraTeJibHbIX PpaCCTPOMUCTB

BcemMmupHbIN A eHb

OenmnagoHHBI Npu 6one3Hu IlapkuHcoHa, 06oc-
HOBaJl TIPUHIMUIIAAIBHOE pa3inuune MapKUHCO-
HUYECKOTO U 3CCEHIMaTbHOTO (CEMEHOro) Tpe-
Mopa, OIrcal MHTEHIIMOHHBII TpeMop TIpU pac-
CESIHHOM CKJIEPO3€, JaJ IETaTbHbIN aHaIN3 UCTE-
PUYECKMX IBUTATEIBHBIX PACCTPOMCTB, CO3Masl
TIEPBYIO B ICTOPUU MOJIENIb TpeMorpada. MHoro-
yucineHHble ydyenuku 2K.-M. Ilapko omnucanu
PSL IBUTATENIbHBIX PACCTPOMCTB M (DEHOMEHOB,
KOTOpbIE BIIOCIEACTBUM TMOJYYUIM KX MMEHa
(cunmpom Typerrta, cuHIpoM Meiimxka, acuHep-
rug  babuHckoro, cuHapom Pyccu—Jlesnu,
6ose3Hb [1bepa Mapu u ap.). KoHeuHo, He Bce
npeutoxxeHHbie uMu 6osiee 100 et Hazam TepMu-
HBI U TIOHSTHUS TIPOILIN CTPOTYIO ITPOBEPKY Bpe-
MEHEM, HO 3TO HMKAK He YMaJIsieT BhIIAloLIeiics
pomu Illapko, ero 6iecTsineit HayqHOI IIKOJBI 1
€ro ajbMa-MaTep — 3HAMEHUTOW OOJLHUIIBI
Canbnerpuep B [1aprke — B pa3BUTUM YYEHUS O
JIBUTATEIbHBIX PACCTPOMCTBAX.

Benymme poccuiickue crielMaanucThl B 00Ja-
CTH 3KCTpANMpaMUIHON TIATOJIOTUU, UICHBI
HatumonanbHoro odiiecTBa no u3yyeHuro 001e3-
Hu IlapkuHCOHAa W PAacCTPONCTB NBUXKEHWI B
npeanBepu BeeMHpHOTO JHS ABUTATEIBHBIX pac-
CTPOICTB 3a1mcaIn psiI KOPOTKHUX POJIUKOB, pac-
CKa3bIBAIOIINX O CETOMHSAIIHEM THE 3TOM CIOXK-
Heliiiei 001acTi HEBPOJIOTHM, 0 HauboJiee 3Ha-
YMMBIX MPOPHIBAX M HEpElIeHHbIX MpobieMax,
KOTOpBIC CTOAT Tepea Hamu. [103HaKOMUTBCS ¢
POJTMKAMU MOKHO IO aIpecy:

https://www.youtube.com/playlist?list=
PLIW09XPMavvNgXqPtp9f509GS5ZBPeLFnQ

OTpagHo, YTO LIEJbINA PSi COUMATbHBIX CeTeil
Y TIOPTAJIOB TOAAEPXKAIM HAIly WHULIMATUBY U
pasMecTiIn MH(pOpMaIio 00 3TOM JHE W pa3-
JIMYHBIX BOMIPOCAX, CBS3aHHBIX C U3YYEHUEM pac-
CTPOICTB IBUXKEHUA.

[TosnpasisieM Bcex KOJIer ¢ Mpa3smHUKOM U
MIPU3bIBAEM CIIEJIaTh €r0 3aMETHBIM COOBITHEM B
HallleM HEeBPOJIOTMIECKOM KajieHmape!
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IOGnnenHaa Hay4YHO-NpaKTU4yeckasa
KoHPpepeHuua “UcTopnyeckue
N COBPEMEHHbIe acneKTbl
dyHKLUMOHaANBHOU HEeNpoxupyprumn’,
npuypo4yeHHas K 100-netuio
co AHA poxaeHua J.U. Kanpens

29 Hos16ps 2023 . B HayuHOM LIeHTpe HEBpO-
JIOTUM COCTOSITaCh HayYHO-TTPAKTUYecKask KOH-
depenuua “Uctopuueckue M COBpPeMEHHBIE
acrnexThl (YHKUMOHAIBHON HEWpOXupyprum”,
rmocBsgieHHass 100-meTwio co THS POXKICHMS
BBIIAIOIIETOCS] OTEUECTBEHHOTO HeMpoXupypra
Onyapaa Uspaunesnya Kangens.

[71y00KO CUMBOJIMYHO, YTO 3Ta KOH(MEPeHLIUS
npoiria Bo BceMUpHBI NeHb IBUTaTEIbHBIX
paccTpoiictB. Jlaypear locymapcTBEeHHOM IIpe-
muu CCCP, npodeccop D.U. Kangenb — ocHo-
BOITOJIOXKHUK (DYHKIIMOHAIBHBIX HEUpoXupyp-
TMYECKMX BMEIIATENLCTB Ha TOJJOBHOM MO3Te B
Halllell cTpaHe, HEUPOXUPYPT C MUPOBBIM MME-
HeM, BriepBbie B CoBeTckoM Co103¢ BBITIOJHUB-
LU CTEPEOTaKCUYECKUM CIIOCOOOM CEJIEKTHB-
HYI0 JIECTPYKIIMIO MOIKOPKOBBIX CTPYKTYpP IS
JIeUeHUsI MapKMHCOHM3MA, TUCTOHMU U JPYTUX
pacctpoiictB nBuwxkeHuil. C 1965 . Dayapn
Wspaunnesuy padoran B UHCTUTYTEe HEBPOIOTUN
AMH CCCP (aprHe ®T'BHY HIIH), opranmuso-
BaB M BO3IJIaBUB HEHPOXMPYPIMUECKOE OTAEse-
HMe, KOTOpOoe B NaJbHEHIeM Ha JOJTHE TOMBI
crano ¢arMaHoM (QYHKIIMOHATBHOM M CTepeo-
TaKCUYCCKOM HEHPOXUPYPTUM B CTpaHe U B
MHpe.

B koH(pepeHI1I-3a51e cOOpanuch COTPYAHUKU
Lentpa, B Tom uucie yuenunku D.U. Kanpens,
MHOTOYHCICHHBIE TOCTH M3 MockBbl, CaHKT-
ITerepbypra, HoBocubupcka, Ybbl u apyrux
ropoJoB, poAaHble W Onuskue Dnyapaa M3pau-
Jgesuya. [1ouyTuTh MaMATh KIaccuKa HeEHpoxu-
PYPIUM TIPUIIUTHA BEAYIIUE YIeHbIe-HEHPOXUPYp-
rm Poccum — unensl Poccuiickoil akamemuu

HayK, 3aBenyloliye KaeapamMu U OTAEICHUSIMU

KPYMHENRIINX KIMHUK.

IIporpamma KoH(pepeHLMM ObLIa BechbMa
HACBILIEHHOW M BKJIOYAJa CJAEAyIOlINe OCHOB-
HbIE TEMBI:

e XUpYpPruyeckoe JieueHUe pacCTPOMCTB JBUXE-
HUI;

o TePCIEeKTUBBI (PYHKIIMOHATBHOM HEHPOXUPYP-
TUU;

e XuUpypruyeckoe JjieueHue (apMakope3UCTEeHT-
HOW 3IWIETICUH;

e (HOKyCHMpPOBaHHBIN YABTPA3BYK MOJ KOHTPOJIEM
MarHUTHO-PE30HAHCHOI ToMorpacduu B Jeue-
HUU HEBPOJOTUYECKUX PACCTPOICTB;

e XHUpYpruyeckoe jJeuyeHue 00JeBbIX CUHIPOMOB;

.1 Kangens (192321990)10
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OTkpbITHE KOH(MepeHIMKu. B mepBoM psiay
(cmeBa HampaBo): TIJIaBHBIM HEUPOXUPYPT
MunsnpaBa Poccun akamemuk B.B. Kpbuios,
Bulie-npe3uneHT PAH, mupekrop Hayunoro
LIeHTpa HeBpoJoruu akagemMuk M.A. [lupanos.

e WHHOBALMU B (PYHKLIMOHAJIBLHON HEMPOXUPYP-
U,
® XUPYPTAYECKOE JIEYCHNE CITACTUIHOCTH.
IIpodeccop D.MU. KaHgenr BHec O0JbLION
BKJIall B pa3BUTUE MHOTMX M3 YKA3aHHBIX paszzie-
JIOB COBpEMEHHOM (PYHKIMOHAJILHON HEWPOXU-
pypruu, oH ObUT ICTUHHBIM HOBaTOPOM, OMpejie-
JIABIIMM HOBbIE TMyTM B Hayke. He ciyvaiiHo
MHOTOJIETHUN  TPE3UIEeHT AMEPUKAHCKOTO
00IIIecTBa CTePeOTaKCUIECKOM U (DYHKIIMOHAb-
HOI HEUPOXUPYPIrUU U HBIHEIIHUI BULE-TIPE3U-
neHT BceMupHOro ob1ecTBa CTepeoTakCuueckoi

Bnosa D.U. Kanpens Ienena MuxaiiioBHa €
JIOYEPHIO.

C BOCIIOMMHAHUSIMHU O CBOEM YUUTEJe U APYre
BBICTYIaeT nmoveTHblii npesuaeHT HMUILL Heii-
poxupypruu uMm. akaa. H.H. bypnenko akame-
muk A.H. KoHoBanos.

U (PYHKLIMOHAJILHOM HEUpPOXUPYpruu, 3aBeayro-
i Kaheapoi crepeoTakCuIecKon u (yHKIIMO-
HaJbHOW Helpoxupyprum B WMinuHoliccKOM
yHuBepcutere B Yukaro (CIHIA) mpodeccop
K.B. CinaBuH cBO#l [OKJajd, ITOCBSIICHHBIM
Haciemuio D.M. Kangens u mpencTaBIeHHBIA B
(opmare BuIEO-KOH(MEPEHII-CBSI3H, Ha3Ball TaK:
“Bnepenn mianetbl Beeil. Bknan 9.1, Kanpens B
COBPEMEHHYI0 CTepPeOTAKCHYECKYI0 U (DYHKIHO-
HAJIBHYI0 Heiipoxupypruio”. JIeficTBUTENbHO, Ha
MIPOTSDKeHWM Bceil cBoeit xu3uu D.M. Kanmens
M300peTan HOBblE KOHCTPYKIIMK CTepeoTaKCcuye-
CKMX anmnapaToB, HEYCTAaHHO IpoIaraHaupoBal
YVHMKAJTbHBIA OIBIT XUPYPTUU Pa3HOOOpa3HbIX
JIBUTATEIbHBIX PACCTPOMCTB, MMCAT KIaccuye-
CKHe MOHOTpaMM ¥ PyKOBOICTBA, BOCITUTHIBAI
KOy (PYHKUMOHANIBHBIX Helpoxupypros. Ero
KanmuTaabHBIA Tpyn “@YHKIMOHATbHAS U CTe-
peotakcuyeckas Helipoxupyprus” (“Functional
and Stereotactic Neurosurgery”), rnepeBeIeHHBII
Ha AaHDIMHACKUI A3bIK U Bblenmuii B 1989 r. B
MU3IaTeNIbCTBE Springer, CTal COObITUEM ISl Heli-
POXMPYPTOB BO BceM Mupe. UM 1 ero ydeHuKaMu
BBITIOJTHEHBI MMMOHEPCKUE MCCASIOBaHUS 110 CTe-
PEOTaKCMYECKOMY BBHIKIIOUECHHUIO aHEBPU3M
TOJIOBHOTO MO3Ta, yHaJCHUIO BHYTPUMO3TOBBIX
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3akpbiTie KOH(GEPEHIINN.

reMaToM C UCIOJIb30BaHNeM “BMHTA Apxumena”,
KPUOXUPYPIMH OITyXOJIe TOJIOBHOTO MO3Ta,
00JIEBBIX CMHAPOMOB, BHEIPEHHMIO MaTeMaTHde-
CKMX METOIOB B IMATHOCTUKY ¥ ITPOTHO3MPOBA-
HME TEUYCHUs TeMOPPArMYeCcKUX MHCYJIbTOB.
Dayapn WspaniaeBuu ymea 3axedb HOBBIMU
HOESIMU CaMBIX Pa3HBIX JIIONICH, Ieast MX CBOUMU
eIMHOMBIIIEHHNKAMU.

[MpakTyeckn Bce MOKIATUMKKM OTMeyasn
TpsiMOe WM KocBeHHOoe BiustHue D. M. Kanpens
Ha MX IpoheCCHOHAbHYIO Kapbepy, Ha GpopMu-
poOBaHMe MX MHTepeca K HYHKIIMOHATBHOM Hel-
POXUDPYPIMM M HAydYHOMY TBOpYECTBY. Takoe
WCKpEHHee YBaXKeHWE M BOCXMILEHHME KOJUIET —
JIydniasi mamMsITh 00 3TOM YAWBUTENLHOM YeJO-
BeKe.
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Pe3oniounsa Coeeta aKkcnepToB
“OpraHusaumst NOMoLUN HEBPOJIOrNYECKUM
nauveHtam c cuanopeen”

(MockBa, 24 maa 2023 r.)

B pa6ote CoBeta, MOCBSAILIEHHOTO HEBPOJIOTH -
YEeCKUM aclieKTaM CUaJopeu, MPUHSUIM ydacTue
BEIYyIIUE CIEUMATMCThl Hallleil CTpaHBl — 3KC-
NepThl B 00J1aCTU HEWPOIECTEHEPATUBHBIX U 11e-
pedpoBacKyJIsIpHbIX 3a00seBaHuUii, Helipopeadbu-
JIUTAIlMKM, HEHPOCTOMATOJIOTUHU, Heiiporeaura-
TPUU U IPYTUX Pa3leIoB KIMHUYECKON MeaUII-
HBI, OTIBITHBIC OPTaHM3aTOPHI 3APAaBOOXPAHEHNSI,
MPEICTaBUTEIN KPYITHBIX HAyYHBIX IIEHTPOB U
MPOPMIBHEIX Kadeap MeIUIMHCKUX YHUBEPCH-
TETOB.

ITo uToram cocTosiBIIETOCSI OOCYXKIEHUS OBLIT
MIPUHAT PSII BaXKHBIX pelieHdii W MpaKTHIeCKuX
PEKOMEeHIAIMIi, KOTOphIe MMEIOT OOJIBIIOe MEIH-
KO-COIMaJbHOE 3HAYeHWEe W OYymyT ONpenessiTh
pa3BUTUE NAHHOTO 3HAYMMOIO HalpaBleHHUs B
POCCUICKUX KIIMHUKAX Ha OJMKaNIINe TOMIbI.

OCHOBHbIE NOJIOXEeHUs

1. Cuanopest sIBASIETCSI JOCTATOYHO YaCThIM U
OITHUM 13 HanboJiee MHBATUAN3UPYIOLINX HEBPO-
JIOTUYECKUX CHMIITOMOB TIpU Pa3IWYHON IMAaTo-
JIOTUU JETCKOTO ¥ B3POCIIOTO BO3pacTa, HeTraTHUB-
HO BJIMSIOIIAM Ha COCTOSIHHE 3I0POBbS IMaIMeH-
Ta, KA4eCTBO XM3HU, a TaKKe YBEIMIMBAIOIINM
HarpysKy Ha yXa>KMBaloIlMX 3a MallMeHTaMu JIULI.

2. Cuajopes TIpecTaBIsIeT cO00l 3HAYMMYIO
1 9aCTO HEIOOLICHEHHYIO KIMHUIECKYIO ¥ MEIH-
KO-COIIMAJIbHYIO TIpO0JIeMY, TPeOyIOIIyI0 KOM-
IJICKCHOTO TIONXOJa K peIIeHWI0, KOTOPBIA
BKJIIOYAaeT B ce0S1 CBOEBPEMEHHOE BBISIBJICHUE,
afekBaTHOe M 3(p@PEKTUBHOE JieueHNe, a TakkKe
obecrieueHNE KAYeCTBEHHOTO M KOMIUICKCHOTO
yXOJIa 3a 3TOI KaTeropreit MaeHToB.

3. Jlns BbISIBIEHMSI CHUAJOper HEOOXOAMMO
MPOBONUTh AKTUBHBIN OINPOC MAIIMEHTOB M HX
POACTBEHHMKOB IIPM TIOMOINM CIIeLIMATU3UPO-
BaHHBIX OITPOCHUKOB,

4. ]IS OLEHKY TSSKECTU CHAJIOper M OLCHKH
TepaneBTUYecKoro addekra B TMHAMUKE 1ieJie-
€c000pa3HO MCMOJIb30BaTh KOMOMHAIINIO CYOBEeK-
TUBHBIX I 00BEKTUBHBIX METOJOB OLICHKU C TIPH-
MEHEHUEM OMPOCHUKOB U IIKaJl.

5. Heobxonumo co3nath paboyne rpymibl st
MHULMAIMY [IPoLiecca BaIUIalMK KAl OLEeHKH
BBIPAXKEHHOCTH CHAJIOpeM M pPEe3yJIETaTOB Tepa-
ITHH C IIEJThI0 IIPUMEHEHUS B PYTUHHOI ITPaKTHKE
y TIAIIMEHTOB JIETCKOTO ¥ B3POCJIOTO BO3pacTa.

6. JInst KynupoBaHUsI CUAJIOPEN PEKOMEH/TYeT-
¢S IPUMEHSTh J0Ka3aHHO 3(PEeKTUBHbBIE U 0€3-
OTacHble HEMEIWKAMEHTO3HbIE M MEOUKaMEH-
TO3HBIE METOIBI. B KauecTBe MeAMKaMEHTO3HBIX
CPEACTB KOPPEKIMU 1eIeCO00pa3HO UCTOIb30-
BaTh UHbELIMPOBAHUE CIIOHHBIX XeJe3 Mmpernapa-
TaMu OOTYJMHUYECKOTO TOKCMHA TUIa A BBUAY
YCTaHOBJIEHHO# 3(D(GEeKTUBHOCTH U 0e30macHo-
CTH METOJa ¢ HAMBBICIIIMM KJIACCOM JOKa3aTelb-
HOCTH. PeKoMeHmyeTcsT TIpUMeHeHNe YIbTPa3By-
KOBOI HaBUTALMU JJISI TIOBBIIIEHUS] TOYHOCTU U
93¢ (HEeKTUBHOCTU MHBELUPOBAHUS.

7. Cpenu TiperapatoB OOTYIMHUIECKOTO TOK-
CMHA THUIMa A pEKOMEHIYeTCs MCIIOIb30BaTh
nHkobotynotokcuH A (Kceomun, OO0 “Mepiy
®apma”), yIUTHIBAS YHUKAJIbHBIA PErMCTpaLn-
OHHBII cTaTyc Ha Tepputopuu P® mokazaHus K
MIPUMEHEHUIO TIperapaTa Ui JeYeHUST XpOHIIe-
CKOI CHAJTIOpEU y IETEN 1 B3POCIbIX.

8. Mapupytuzauus MalueHToB ¢ cuajopeeit
JOJDKHA OCYLLIECTBIISITHCS 110 MIPUHIIMITY BbISIBIIC-
HMSI U OLIEHKHW BBIPAXEHHOCTH CHUMIITOMA IIPO-
(GUIBHBIME ¥ MYJIBTUIACIUATIIMHAPHBIME CTIe-
LIHUATNCTaMU U CBOEBPEMEHHOTO HaIPaBJIeHUS K
OOTYJIMHOTEPAIEBTY B paMKaX JIe4eOHOTO YUpex-
JIEHUST WK KaOMHETOB 00Ty IMHOTEpaTUU.

9. Llemecoobpa3zHo co3maHue Oa3bl CIICIMa-
JINCTOB-0OTYIMHOTEPAIICBTOB, CIEIIUATA3UPYIO-
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LIMXCs Ha MPUMEHEeHUU MeToAa y IeTeil U B3poc-
JIBIX C HEBPOJIOTMYECKOM 1 MHOM NaTOJIOTUEN, HA
demepaTbHOM M PErMOHANBHBIX YPOBHSIX IS
MOBHIIIEHNS 3G (MEKTUBHOCTA MapIIpyTH3aIluu
MaluXeHTOB C CUAJIOPEEHA.

10. AKTUBHOE NTpUMEHeHUe OOTYIMHOTEpaun
TIPU cUaopee y IeTeii ¥ B3POCIIbIX IO IIPOTrpaMMe
00s13aTeJIbHOTO MEIMIIMHCKOTO CTpPaxOBaHMS B
paMKaX KIMHUKO-CTATUCTUYCCKUX TPYIIT IS
3TOI KaTeTOPUU MALEHTOB PACIIMPSIET TOCTYIT K
TaKOMY BUJIy JIEYEHUS] U TPeOyeT MPOaKTUBHOTO
HMHGbOPMUPOBAHNS TAIIMEHTOB U CIICIIUATCTOB O
BO3MOXHOCTH TIPUMEHEHHUS OOTYJIMHOTEpaIuu
32 CYET CPEACTB 0013aTeJIbHOT0 MEAMIIMHCKOTO
CTpaxoBaHUsI.

11. HeoOxoaumo paciiMpuTh AOCTYI K OOTYy-
JUHOTEPAINHM TIPU CUATOpee Y AeTeil U B3POCIIBIX
mo mporpamme “ObecrieueHre HEOOXOTMMBIMU
nekapctBeHHbIMU cpenctBamu” (OHJIC) nns
JAHHOW KaTeropuu MalueHToB, 4To TpeOyeT Mpo-
akTUBHOTO WMHMopMupoBanus M3 PO u M3
CyOBEKTOB O BO3MOXKHOCTU NMPUMEHEHUsI 0OTy-
JUHOTEPANMK 3a CYET CPEICTB 00S3aTeIbHOTO
MEIUIIMHCKOTO CTPAaXOBaHMS.

12. B 1ensix moBbIIEHUST TOCTYITHOCTH OKa3a-
HMSI TIOMOIIU 10 KOPPEKILUU CHAJIOPEU C MTOMO-
IIBIO TIPETapaToB OOTYIMHMYECKOTO HEHPOTOK-
cyHa tuma A BHecTH rpemtoxkeHus B DOOMC o
pacIIMpeHUN TIepeYHsT YCJIOBHMII OKa3aHWS HaH-
HOTO BUJA TTIOMOIIIM B YCIOBUSIX HE TOJBKO KpPYT-
JIOCYTOYHOTO, HO U THEBHOT'O CTallMOHApA.

13. HeoOxoamMo MpOBOAUTH IOATOTOBKY
CMeLUaIucTOB B 001acTU OOTYJIMHOTEpanuu B
BHJIE OpraHW3alluy IPOMUILHBIX MacTep-Kiac-
COB C LIEJIBIO MTOJYYEHHUS] TEOPETUUECKUX 3HAHU I
0 TIpobJeMe CHaJoper W OCBOCHUS IpaKTUYe-
CKIX HaBBIKOB MHBELIMPOBAHMSI.

14. AxTyanbHOW TpENCTaBISIeTCsl MOATOTOBKA
METOIMYECKHNX PeKOMEHIAINIT/KOHCeHCYyca CIie-
LIMAIKMCTOB IO TpobieMe CHajoped ¢ IMO3ULUi
MYJIBTUAMCIMILIMHAPHOTO TIOAX0Ma C CO3IaHUEM
paboyeii TPYIIITHI M Ha3HAYEHNEM OTBETCTBEHHBIX
32 TIOJATOTOBKY M CUCTEMAaTH3allMI0 MaTepuaia B
COOTBETCTBYIOLLME Pa3ae/ibl METOIUYECKUX PEKO-
MeHIalnii/KOHCEHCYCca CIIelIMaIlCTOB.

15. llenecoobpa3HO BKIHOYEHUE CUAJIOpPEU C
MpencTaBIeHNEM MaHHBIX TI0 JMAaTHOCTHKE U

JIEYEHHUIO C TIO3ULMI JoKa3aTeIbHOI MeIMIIMHBI
B HallMOHAJIbHbIC KIMHUYECKUE PEKOMEHIAIIUU
10 TPO(MIBHBIM HO30JIOTUSIM, COIIPOBOXKIA0-
IIUMCS STUM CUMIITOMOM.

16. JIns akTyaau3alyy TpoOJIeMBbl CHaJIOpen
1ejaecoodpa3Ho MPOBEJEHUE TEMaTUYECKUX
IITKOJT JJIS1 TTALIMEHTOB M POJCTBEHHUKOB, TIOTO-
TOBKA MaTepuajoB B BHIC MHMOPMAIIMOHHBIX
Opo1ITIop IS TALIMEHTOB C CUAIOPEeid, X PONCT-
BEHHMKOB M YXaXXMBAIOIINX JIHII.

17. 3HaYUMMBIM MIPEACTABISIETCS aKTyaaIu3aLus
MPOOJIEMBI CHAJIOPEU 1 BHEAPEHUE COBPEMEHHBIX
MTOIXONOB K IOWATHOCTUKE M JICUCHWIO 3TOTO
COIMAJILHO 3HAYMMOTO WHBATUAU3UPYIOLIETO
COCTOSHUS 4epe3 MPodUIbHBIE OTeUYeCTBEHHBIE
npodeccroHaNbHbIe BpaueOHbIE accolMalluu U
opranmsanuu (HammoHanpHOE 0OIIECTBO 10
n3ydeHuIo 0oe3Hn [TapkiHCOHA M pacCTPOMCTB
npuxeHuit, Coro3 peabunurosnoroB Poccuu,
MexpernoHaabHasi 00IIeCTBeHHAST OpTaHU3aLIHs
CIIELMAIMCTOB OOTYJIMHOTEPAIINHN).

BrimeykazaHHbIe TIOJIOXEHMSI TTPUMEHUMBI
IUTST OOJIBIIIOTO YHWCJTAa COLMANBHO 3HAYMMBIX
HEBPOJIOTUYECKMX 3a00JIEBaHWIL, B TOM 4MHCIIe
IIJISI TAKOM pacrpoCTpaHEHHOM HelponereHepa-
TUBHOI TaTOJOTMU, Kak 0oje3Hb [lapkuHcoHa
(bIT). Cwuanopeeit, mpeacTaBisionIcii coO0M
BeChbMa XapaKTepHOEe HEMOTOPHOE IPOSBICHUE
BIl, crpamator okomo 60% malMeHTOB, dalile
MyxkunHbl. B panHeit ctamumu BIT dakropamu,
aCCOLIMMPOBAHHBIMU C PUCKOM IPOrPeCcCHpOBa-
HUSI CHAJIOPEH, SIBJISIIOTCS TSKECTh MOTOPHBIX
HapyIIeHU, N30BITOYHAS THEBHAS COHJIMBOCTD,
HapyllleHe KaueCcTBa CHa, TaJUTIOIMHALINN, KOH-
CTUIALMS, TOTAAa Kak B Pa3BEpHYTON CTaguu
cuajopesi accouMMpoBaHa ¢ 0OoJyiee BBICOKOM
BEPOSITHOCTBIO Pa3BUTHS HApYUICHUN peun U
nucdaruu, a Takke ¢ 00JIbLIEHN TSKECThIO Ienpec-
CUU ¥ TPEBOTH.

V¥ nauuenroB ¢ BII cuanopest pasBuBaeTcs B
cuy aucbanraHca MeXIy TpoleccaMy CIIOHOOT-
JIENICHUS 1 STMMAHALIAN CITIOHBI U3 TTOJIOCTH pPTa.
DTO SABJIAETCS Pe3yIbTaTOM KOMOMHUPOBAHHOTO
NEMCTBHS Psiia B3aMMOCBSI3aHHBIX LIEHTPATbHBIX
U nepudepuyeckux MeXaHU3MOB, K KOTOPBIM
OTHOCSITCSI: TIOBBIIIEHHE CKOPOCTH CaJMBapHOI
CeKpellM B OTBET Ha ITUCKPETHBIC CTUMYIIBI
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(BcieacTBME HAKOIUIEHUSI O.-CHUHYKJIEWHa B
TKaHU CIIOHHBIX 3KeJie3); HapylleHUe caluBap-
HOTO KJIMpeHca (BCICNCTBUEC TMIOKUHE3UU U
PUTHIHOCTH SI3bIKa, OpodapUHIeaTbHON archa-
MY, HapyIIeHUs MOOWJIBHOCTH BEpXHEUM JacTu
MUILIEBOA); HEBO3MOXHOCTD YAEPKaHUS CITIOHBI
B IIOJIOCTU pTa (BCIEACTBUE TMIIOMUMUU, COTOEH-
HOIi MO3BI, “CBHCAOIIE” TOJOBHI); HapylIeHUe
KOTHUTHBHBIX (DYHKIIMIA; IeHICTBHE TTeprdepude-
ckux (akTopoB (JeBOIOMAMHIYLIMPOBAHHAS
MOJMHEBPONATHs ); MOOOYHBIE 3(PHEKTHI HEKOTO-
PBIX TPUHMMAEMBIX TAIllMCHTaMU IIPOTHBOIIAP-
KMHCOHNYECKMX ITPeIrapaToB.

Cnenyer nmomHutbh, uto BII mpencrasiasier
coboii “MoaenbHOe” 3abosieBaHUME, MHOTHE
MeXaHM3Mbl KOTOPOTO MOTYT UMETb 3HAaUeHUE U
B pealM3alliid KIMHUYSCKUX TIPOSIBACHUN Y-
TUX IMAaTOJIOTUN C CMHIPOMOM IapKUHCOHM3Ma
(MynbTUCHCTEMHAs aTpodus, MPOrPeCCUpyro-

LU HaZbsACPHBIN Mapainy, IeMEHILUS C Teb-
naMu JleBu, KOpTUKOOa3aJdbHbIlE CUHIPOM, pa3-
JIMYHBIC BapHaHTBl BTOPUIHOTO MapKUHCOHM3-
ma). [1pu BeneHun nauureHToB ¢ BIT 1 cxomHbI-
MM 3KCTpalmMpaMUIHBIMU  3a00JIeBAaHUSIMU
BaxkHO oOpalllaTh BHUMaHUE Ha SIBHBIE U CKPBbI-
ThIe TIPOSIBIICHUS CUAJIOpEH, TIPUMEHSIS B YUCIIe
MPOYNX MHCTPYMEHTOB OIICHKM COOTBETCTBYIO-
e BaJUANPOBAHHBIC IIKAaNbl W OMPOCHUKU
(cM. HUXe).

V¥ nauuenTtos ¢ BIT u cxonHBIMM BKCTpanupa-
MUIHBIMM 3a00JIeBaHUSIMU HaMOOJbIIEH T0Ka-
3aTeIPHOCTBIO B IUIAHE JOCTUTACMBIX ITO3WTHB-
HBIX PE3YJbTAaTOB JICUCHUS CHaJoper obIamaer
WHBEIMPOBAaHNE TKAaH! CITIOHHBIX JXejle3 Tperna-
pataMu OOTYJIMHMUYECKOrO0 TOKCHHA TUIa A,
CpeaIr KOTOPBIX OOIIEeNPU3HAHHBIM ITperapaToM
BBIOOpA MOXHO CYUTaThb MHKOOOTYJOTOKCHUH A
(Kceomunu, 000 “Mepu Dapma”).

LLkanbl, peKkoMmeHayeMmble A5l OLLeHKMN CTeNeHn TAXXeCTH cuanopeu
y nauueHToB ¢ 60ne3Hblo MapknHCcoHa

MoaudumpoBanHas mkajga Yausepcutera Pagooaa s onieHKH MOTOPHKH OPAJIbHOI MYCKYJIATYPbI IIPH 00J1€3-
Hu [Tapkuncona (modified Radboud oral motor inventory for Parkinson’s disease, mROMP)

Paznexn “Cionoreyenne”

HcnbIThIBaeTe M Bbl CAIOHOTEYEHME HA MPOTAXKCHUN I[HSI?

Kak yacto Bbl OIymacTe M30bITOK CJIIOHBI B TOJIOCTH pTa Uin UCIBbITbIBACTE CIIIOHOTeueHue?

Ectb in Yy BacC CJIIOHOTCUYCHUE HOYBIO?

Baime cimoHoTeUeHME MeTIaeT BaM €CTh M TTUTH?

Barre cimoHOTEUEHME YXYIIAET Bally pedb?

Yro HYXHO CI€J1aThb, YTOOBI y6paTb NOoCJICACTBUA CITIOHOTEUEHUST?

OFpaHI/I‘{I/IBaeT JIKn BacC CJIIOHOTECYCHUE B KOHTAKTax C Opr)Ka}OH_[I/IMI/I?

OrpaHn4uBaeT JiM Bac CIIOHOTEUEHNE B BBITIOJTHEHUU IEHCTBUI BHYTPY WM BHE AoMa (paboTa, xo00m)?

O Q||| |wW|N|—

Hackonbko Bac 0eCIIOKOUT Ballle CIIOHOTeueHMe?

OpuruHanbHblii onpocHuK ROMP pazpaboran MeauunHcKuM LeHTpoM YHuBepcuteta Pagbona B
Heiimerene, Hunepnanabl, U 3aTeM MOAMMUIIMPOBAH C LEIb0 BHECEHUST HEOOIbIIMX U3MEHEHMIA B
(opMyIMPOBKK (I BO3MOXHOCTH MCIIONB30BaHMS ILKAJIbl MALMEHTAMU C CHUAIOPEEH B LICIOM,
BKJIIOYAsl CJTydau, KOTaa OHa 00yCJIOBIeHa MHCYJILTOM WM YePeITHO-MO3TOBOI TPaBMOii) B pe3ysibTaTe
oIpoca MalMeHTOB BO BpeMs JIMHTBUCTUUECKON BaJMIAILIMN OITPOCHUKA IJIST aMePUKaHCKOTO BapHUaH-
Ta aHTIniickoro s13bika. mMROMP nipencrapisieT co00ii IIKany, COCTOSIIYIO U3 24 TyHKTOB, B KOTOPOii
JOMEHBI HapyIIeHWI pedyd, IJIOTaHMS M CIIOHOOTAEJICHHS OLIEHMBAIOTCS 1O S-OaJThbHON IIKaie

Jlaiixkepra.
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Kinnuyeckas mKaja oleHKH caoHoTedeHus: npu 0osie3nun ITapkuncona (Sialorrhea Clinical Scale for Parkin-
son’s Disease, SCS-PD)

OO011as olleHKa — 0011Iee KOJUYECTBO OAIIOB MO KaxaoMy MyHKTY (A—2XK).

nO)KaJ'[yﬁCTa, MPOYTUTE CIICAYIOIIUE BOITPOCHI U TOTBITAWTECHh OTBETUTH HA HHMX, OCHOBLIBasiIChb Ha TOM,
YTO BBl YYBCTBOBAJIM Ha HpOLLU'IOﬁ HEOCE.

A. Korna BbI YyBCTBYeTe B TeYeHHe JIHSI, YTO Y BAC BO PTY 00JIbIIIE CJIOHBI, 4eM 00bIYHO?
0 = Hukorna.

1 = Bo Bpemsl eibl.

2 = B TeueHue qHs, 63 CBSA3M C TPUEMOM TTHIIIH.

3 = Bcé Bpems, Jaxe Korjaa s CIuIo.

B. Ouenure cioHOTEYEHHE BO BPEMSI CHA.

0 = S He 3amMeualo yBeJMYEHMS CIOHOOT/IEICHMUS.

1 = 41 3aMeualo MOBBIIIEHHOE KOJMYECTBO CITIOHBI BO PTY, HO MOSI ITOIYIIKA HE HAMOKAET.
2 = Mosl IOAyIlKa CTAHOBUTCS MOKPOIA.

3 = Mos noaylika u Ipyroe nocrejabHoe 0e1be HAMOKAIOT.

B. Ouenure caoHoTeYeHHE BO BpeMs 00APCTBOBAHMUS.

0 = ¥ MeHsI HOpMaJIbHOE CITIOHOOT/IEIEHHE.

1 = Mou ry0Obl cMauMBaeT CJIIOHA.

2 = Ha Moux rybax cKarmMBaeTcs CJIIOHA, HO HET MCTEUEHUSI CTFOHBI U3 TIOJIOCTH PTa.
3 = M3 moocTH pTa BHITEKAET CIIIOHA.

I'. BimsieT Jiu CKOIJIEHHe CJTIOHBI BO PTY HA Bally peyb?

0= Her.

1 = 4 nonxeH yacto rjaoraTh, YTOObI U30€XKaTh TPYIHOCTEN C peublo.
2 = MHe TpyIHO FOBOPUTb.

3 = 41 BoOOIIE HE MOTY TOBOPUTb.

J1. BiusieT i CKOIUIeHHE CJIIOHBI BO PTY HA BAIIy CNIOCOOHOCTD MPUHAMATD MLy ?
0= Her.

1 = 4 nomxeH yacto rjaoraTh, YTOObI U30€XKaTh TPYAHOCTEN B TpUEME MUY,

2 =V MeHs po0JIeMbl ¢ e10iA.

3 = I BoOOI1IIE HE MOTY €CTb.

E. Kak yacro y Bac BbiTeKaeT CJIIOHA U3 MOJOCTH PTa B TedeHue aHs?

0 = Hukorna.

1= He 6onee 3 pas.

2 = Yacro. MHe npuxoauTcs Bc€ BpeMsl HOCUTb C OO0 HOCOBOI TIATOK.
3 = [locTOSIHHO.

2K. BecnoKouT /i BaC CKOILIEHHE CJIIOHBI B TIOJIOCTH PTA, KOTIA BbI BBIXOUTE HA YJIMILY WM HIIETe B 00IEeCTBEHHbIE
mecra?

0= Her.

1 = 41 3aMeualo CKOIUIEHUE CITIOHBI, HO MEHSI 5TO He GECITOKOUT.

2 = $] moHMMalIo, 4TO APYrHe JIOAU 3aMeYAIOT M30BITOK CIIIOHBI Y MEHSI, HO 1 MOT'Y KOHTPOJIMPOBATH CUTYALIMIO
(Hampumep, ¢ MOMOIIbIO HOCOBOTO TJIaTKa).

3 = 4 nepecTan roceiarh OOLIECTBEHHbIE MECTa.

IIIkana BeIpa:KeHHOCTH M YaCTOTHI cmoHOTeueHus (Drooling Severity and Frequency Scale, DSFS)
BeipaxkeHHOCTD CTIOHOTEYeHHsT Banmbt Yacrora Bammmt

Cyxo (HUKOTIa HET CIIIOHOTEUEHMUSI) 1 Huxkorna He ObIBaeT CJIOHOTEUCHUS 1

Jlerkoe (ToJIbKO BIaXHbIE TYObI)

CitoHa Teuet BpEMA OT BpDEMEHU

YMepeHHoe (BJIaXHbIe I'yObl U MOA00POI0K) Yacroe cioHOTEUEHHE

E-NN VST I (]

BripaxkeHHoe (0/1eX/1a CTAHOBUTCSI BJIaXKHOM ) ITocTosiHHOE CTtOHOTEeYeHKE

(O, B N VST I NS )

O6ubHOE (0eXa, PYKHU, JIOTOK CTAHOBSITCS
BJIQXXHBIMU)
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GFAP B nna3zme KpoBH
npu done3nn lapkuHcona
¢ KOTHUTHBHBIMH
HapYIICHUAMH
H €ro NOTECHIHAA
JJIA MPOrHO3HPOBAHNA
nepexoaa B IeMEHIHUIO
KorHutuBHbIE HapylIeHMs, BKIIO-
Yasi JIETKUEe KOTHUTUBHBIE PACCTPOii-
CTBA U JEMEHLUIO, SIBJSIOTCS pac-
MPOCTPAHEHHBIM ~ HEMOTOPHBIM
cumnToMoM Oose3nu [lapkuHcoHa
(BIT). TmuanbHblit GUOPUILISAPHBII
kuchblii 6e10k (GFAP) — 310 MOHO-
MEpHBIi TIPOMEXYTOUHBIN (hua-
MEHTHBIH 010K, KOTOPBIH SIBJISETCS
OCHOBHBIM CTPYKTYPHBIM KOMIIO-
HEHTOM AacTPOLUMTOB U OJHUM U3
Hanbosee pacmpocTpaHeHHBIX Map-
KEpOB PEaKTUBHOTO AaCTPOIIMO3a.
[Mpenbinyiye uccnenoBaHus MO3BO-
JWJIA  PACKPBITh PSIT MEXaHU3MOB
acTporano3a B TMPOTPeCCHPOBAHUN
BIl, omHako ux posb B maTousno-
JIOTMU M3y4yeHa He 10 KoHIa. B 060-
3peBaeMOM KCCIIeJOBAHMM OLIEHUBA-
1 ypoBeHb GFAP B m1asme xpoBu y
nauueHtoB ¢ BIl ¢ HopManbHbIM
KOTHUTHUBHBIM cTaTtycoM (n = 60),
JIETKAMU KOTHUTUBHBIMM HapyIIe-
HusSMH (n = 63) U JeMeHIueir
(n = 24), a TaKKe Yy 300POBBIX JIHUIT
KOHTpobHOM Tpynmbl (n = 15). Ilo
CPaBHEHUIO CO 3[0POBBIMU JIULIAMU
ypoBuu GFAP B ria3me KpoBu ObLTH
TOBBIIIEHBI y TALIMEHTOB C IEMEHIIN-
eit (p <0,001) 1 TerkuMu KOTHUTHB-
HbIMU  HapyuieHusimu  npu  BIT
(p = 0,013). Takxe y manueHTOB C
BIT Obl1a BbIsIBIEHA OTpUIIATEIbHAS
KOpPpPEeNSILIMOHHAs  CBA3b  MEXIY
ypoBHeM GFAP B miasme KpoBu u
cymmoit 6amuos mo MMSE (Mini
Mental State Examination — kpaTkast
IIKaJ1a OLEHKY MCUXUYECKOTO CTaTy-
ca). JIomoJHUTEIbHO M3YYalu CBSI3b
mexay GFAP mnasmbel kpoBu u
3 mpyruMu TUTa3MEHHBIMHE OMoMap-

Pedepartnl

KepaMM, TaKUMM Kak JIeTKHe IeTn
HelpodunamentoB (NfL), oO6murmii
tay-6enok (Tau) m dochopunupo-
BaHHbBII Tay-Oenok 181 (pTaul8l).
bblna BbIsiBIEHA yMepeHHas T0Jo-
KUTENbHAS  KOPPENALUI  MEXIy
ypoBHsiMu GFAP u NfL (r = 0,585;
p < 0,001) u pTaul81 (r = 0,413;
p < 0,001) B mia3me KpoBH y Bcex
nauuenTos ¢ bIl. [loarpynna nauu-
€HTOB C JIETKUMM KOTHUTHBHBIMU
HapyuieHussMu (n = 31) Haxomuaach
MoJl TMHAMUYECKUM HabJofieHueM
uccienosareneii B TeueHUe
4,1 + 2,3 roma: y 21 U3 HUX coxpa-
HSUICSL CTAaOWJIbHBIA KOTHUTUBHBIN
cTaTyc B TEUeHME BCEro mepuosa
HaOMOOCHUS, B TO BpeMsl Kak ¥y
10 manueHToB Jierkue KOTHUTUBHbBIE
HapyIIeHUs TPOrPecCHpOBAT IO
cTanMu JeMeHuuM. B 3toil rpymme
ObLIO M3YyYEHO TMPOTHOCTHYECKOE
3HAUCHUE TUIA3MEHHbIX OMOMapKe-
poB GFAP, NfL, Tau u pTaul8l:
WCXONHBI TUIA3MEHHBIA YPOBEHb
GFAP no3Bosisi ¢ BbICOKO# TOUHO-
CTbl0 MAEHTUDUIMPOBATH OOJBHBIX
BIT (uyBcTBuTEBHOCTD 90% U Crie-
muuaHocTh 8§1%) CO CTAOMIBHBIM
TEUCHWEM W KOHBEpCHeil B JeMeH-
a0 (AUC = 0,90) 3a mnepuon
HaOJTIOIeHUs], TOTAA KaK OCTaJbHbIe
3 6romapkepa ToKazajim 6onee HU3-
Ky1o 3(h¢heKTUBHOCTh B auddepeH-
LIMPOBAHMM YKAa3aHHBIX IPYIII Malu-
eHToB. Takum obpazom, GFAP npen-
JIOXEH MCCIIeNIOBATENSIMU KaK MOTeH-
LMaTbHBIM OuMOMapkep B ILIazMe
KPOBM UISl TIPOTHO3MPOBAHMS KOH-
BEPCUU JIETKMX KOTHUTUBHBIX Hapy-
meHuit B nemeHuuio mpu BIT.
Tang Y. et al. Plasma GFAP
in Parkinson’s disease with cognitive
impairment and its potential

to predict conversion to dementia.
NPJ Parkinsons Dis. 2023,;9(1):23.

CBa3b MeXY JOKYCAMH
LRPIBwu APOE
H Pa3BUTHEM JEMECHIMH
npn doae3nn Mapxkuncona
Hecmotpst Ha TO uTO GOsEe3Hb [lap-
kuHcoHa (BIT) B ocHoBHOM paccMar-
pUBaeTCsl KaK [BUTATEeNbHOE pac-
CTPOIICTBO, Pa3BUTHE IEMEHIIUH TTPU
9TOM 3a00JIeBAHUM SIBJISETCS BaX-
HBIM  (DaKTOPOM, OTpeIeNsIONUM
3a00J7€Ba€MOCTb, CMEPTHOCTb U
MOTPeOHOCTh B COLMATBHON TOM-
nepxke. K 0ocHOBHBIM KITMHITIECKUM
MPeIMKTOPaM  MPOTPECCUPOBAHUS
KOTHUTMBHBIX HapyIIeHWH 10 CTa-
TIMU IEMEHLIMM OTHOCSIT TSDKECTb U
MPOJIOKUTENBHOCTD 3a00€BaHus,
OJIHAKO TeMTIbl TOTO MPOTPECCUPO-
BaHUS CYLIECTBEHHO Pa3INYaloTCs y
pasHbix Jjoneir. CooOIianoch, 4To
HECKOJIbKO TeHEeTHYEeCKHMX (PaKTOpOB
YBEJIMYMBAIOT PUCK U CKOPOCTb pas-
BUTHUS IEMEHLIMM: HauboJIee IPOKO
U3BECTHBIM U3 HUX SIBJISETCS HOCH-
TeabcTBO amtenst €4 reHa APOE.
Ten LRPI1B konupyer 6esok 1B, cBs-
3aHHBII ¢ PEIIENTOPOM JIMTIOIPOTEN -
J1oB Hu3Koit motHoctu (JITTHIT); on
nmpencTaBiasieT  coboil  pelenTop
JTUTIONPOTEHOB,  MePEeHOCUMBIX
anonunonporeuHom E (ApoE), u
aKTUBHO 3KCIIPECCHPYETCS B MO3Te
B3pOCJIOro yeoBeka. Kak m mpyrue
peuentopsl JIITHII, stor 6enok
yyacTByeT BO BHYTPUKIETOUHON
00paboTke OesKa-MpealecTBEHHU-
ka amunonna (APP). C menblo uzyue-
HUS TEHETUYEeCKUX (aKTOpOB, CBSI-
3aHHBIX C TIOBBILIEHHBIM PHCKOM
MPOTPECCUPOBAHUSI  KOTHUTUBHBIX
HapyLIeHWH 10 IeMEHIMH, UCCIe0-
BaTeNW IPOBENIUM TEHOMHBI MeTa-
aHamu3 y 3923 nmauueHToB ¢ KJIWHU-
Yyecku auarHoctupoBaHHoit BIT u3
4 TpOJOJIBLHBIX KOTopT. 3a MHepuof
MPOBEEHUsT UCCIENOBAHUS JeMEH-
1ust pasBunack y 6,7% maiueHToB ¢
BI1 B cpennem uepes 4,4 + 2,4 rona ¢
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MOMEHTa JMArHOCTUKU 3aboJieBa-
Hust. HocutenbcTBo amnens €4 B
reHe APOE ormpeneneHo uccienopa-
TeNSIMU B KaUueCTBE OCHOBHOTO (hak-
TOpa pHUCKAa KOHBEPCUU KOTHUTHB-
HBIX HapyIIeHWl B JEMEHLUIO MPU
BIl (orHomeHwe puckoB 2,41
(1,94-3,00); p 2,32 x 1071),
Bropoii 3HaYMMBIii TeHeTHYeCKuit
JIOKYyC B Maciutabax BCEro reHoma
ObLT accouuunpoBaH ¢ reHoM LRPIB
(oTHOWIEHUE PHUCKOB 3,23
(2,17-4,81); p 7,07 x 1079).
YuureiBasi ponb Kak ApoE, Tak u
LRPIB B wmerabonusme APP, B
Koropte mporpammbl Accelerating
Medicines Partnership: Parkinson’s
Disease (n = 1357) Oblia 10MOJIHU-
TEJIbHO WCCIIE0BaHA CBS3b KOTHHU-
TUBHBIX HAPYLIEHUI C ypOBHEM O1O-
MapkepoB 0ojie3HM AJblireiimMepa B
1epeOPOCMUHATIBHON XUAKOCTU: B
cnyyasx ¢ nemeHuueit mpu bIT otme-
Yanoch CTaTUCTUYECKU 3HAUMMOE
cHIDkeHMe ypoBHa AB,, (Menuana =
+  MeXKBapTWIBHBI  pazMax
581 + 493 nporus 867 + 478 mr/mi;
p < 0,0012), yto MOXeT cBUIETEb-
CTBOBAaTh O BOBJIEUEHUU AMUJIOUIO-
TeHHOTO MyTU B Pa3BUTHE AEMEHLIUU
npu BI1. Takum obpaszom, B pesyiib-
TaTe 0003pEeBAEMOTO WMCCIETOBAHUS
BBISIBIEH HOBBII TeH-KaHIWJAT,
ACCOLIMUPOBAHHBII ¢ 60s1ee OBICTPHIM
MePexooM KOTHUTUBHBIX Hapyllie-
HUI B [eMeHLmIo y maiueHTos ¢ bIT.
B wuccnenoBaHuM mpencTaBieHb
NOTIOJTHUTEJIbHBIE  10KA3aTEeNbCTBA
TOTO, 4TO B-aMUIOMIHBI MeTabo-
JIM3M MOXET UTPaTh OOJIBILIYIO POJIb B
naTtou3MOIOTH JIEMEHIIUYM  TIPU
BIl. D10 MMeeT BaxHOe 3HAYEHUE,
MOCKOJIbKY pa3pabaTbiBaeMble CTpa-
TerMK MO MAaTOTEHETHYECKOi Tepa-
nuu 0osie3HM AublireiiMepa MOTYT
TaKXe 0Ka3aThesl AIPPEKTUBHBIMU U
y nauueHToB ¢ BII, moaBepXeHHBIX

PUCKY JICMEHLIUU.
Real R. et al. Association between
the LRPI1B and APOE loci
and the development of Parkinson’s
disease dementia. Brain.
2023,146(5):1873-87.

Kpynnomacmraonoe
TeCTHPOBAHHE
PEAKHX BAPHAHTOB
oonesnn [lapkuncona
bonesns [lapkuncona (BIT) umeer
0OJIbIION HACIEACTBEHHbIII KOMITO-
HEHT, U UCCJIeIOBAHMUSI TOJTHOTEHOM -
HBIX accouuanuii (genome-wide
association studies, GWAS) mo3Bo-
JWIA BBISIBUTE Gomee 90 JIOKYyCOB,
CBSI3aHHBIX C Pa3BUTHEM 3a00JeBa-
HUS, BKJIOYas pPacrpocTpaHEHHbIE
BapMaHTHl B HEMOCPEACTBEHHOI
6au3octn or reHoB SNCA, TMEM 175
u MAPT. BoJbUIMHCTBO ajeneit
pucka, 0OHapY:KEHHBIX C TIOMOIIIbIO
GWAS, umeior yactory 6oiee 5% B
MOMYNSALUN, YacTO HAXOHITCS B
HEKOIUPYIOIIMX 00JacTsX TeHoMa U
00bIYHO 00s1a1aI0T  HEOOJbIIUM
atddextom. OOHMM M3 acIeKTOB,
TIPEICTABIISIONINX OCOOBII MHTEPEC B
reHetuke BII, sBisiercst Ooublmoe
KOJIMYECTBO MICHOTPONHBIX TCHOB, B
KOTOPBIX TPUCYTCTBYIOT MHOXeE-
CTBEHHBIC BapWaHTHI C Pa3TMIHOM
YaCTOTOW ajuleiell ¥ IMPOKUM AMa-
na3oHoM 3¢geKTa: Harpumep, pac-
MPOCTPaHEHHBIE BapHaHTHI C yMe-
peHHbIMU b deKTaMu BOIU3H JIOKY-
coB GBAI, GCHI, LRRK2, SNCA u
VPS13C. B otinuue oT pacnpocTpa-
HEHHBIX BapMaHTOB HE MTPOBOAMIOCH
KPYIHBIX WCCIIENOBAaHUIT MO M3yde-
HUIO POJIM PENKUX BAPUAHTOB B pa3-
putun bI1 B MaciuTabe Bcero reHo-
Ma. B obo3peBaeMoM uccrnenoBaHUU
OLEHUBAINA PEAKUN TEHETUYECKUI
komnoHeHT BII ¢ yactoroii MuHOp-
HbIX aieneir <1%, npu 3ToM ObLTH
WCTIOJIb30BaHbl JTaHHbIE CEKBEHUPO-
BaHUS BCETO TeHOMa 1 BCETO 9K30Ma
B 7184 ciyyasx BITu B 6701 KocBeH-
HOM ciiy4ae (Haluuue poauTes Win
cubca ¢ BIT), a Takxe maHHBIE CEKBE-
HupoBaHus 51650 3MOpPOBBIX JUIT
(xoHTpoJb). TIpoBeneH MeraaHaau3
TECTOB Ha HArpy3KY JUISl HEOOIbIINX
WHCEPINOHHO-ICNCIIUOHHBIX U
OIHOHYKJICOTHIHBIX TOTMMOpPGHU3-
MOB, U3MEHSIOLIMX O€OK, C paccTa-
HOBKOIA PUOPUTETOB HAa OCHOBAHUU
WX TPOTHO3MPYEMOTO (PYHKIINO-

HaJIbHOTO BO3/IelicTBIA. B pesymbra-
Te OBUIO BBISIBJIEHO HECKOJIBKO Tep-
CITIEKTUBHBIX TeHOB. [l IBYX U3
Hux, GBAI w LRRK2, panee yxe
ObLIM YCTAHOBJIEHBI ACCOLMAIIMU C
bIl, npuuem oOHapyxeHO, YTO
HEKOTOpbIe BapuaHThl B LRRK2 ipu-
BOJST K MOHOTEHHBIM (popMaM 3a00-
neBaHus. Takke ObLIM BBISIBICHBI
MOTEHIINAIbHBIE HOBBIE aCCOLMAIIN
Ui “BapMaHTOB pHCKa” B TIeHax
B3GNT3, AUNIP, ADH5, TUBAIB,
ORIGI, CAPN10w TREML]I, Ho 31
accolMalMy He yaajaoch BOCIPOU3-
BECTU B HE3aBUCHUMBIX HaOOpax JaH-
HbIX. M3 Hux reHsl B3GNT3 u
TREMLI morau Obl MpenocTaBUTh
HOBBIE I0Ka3aTeIbCTBA POJIU HEHpo-
Bocnajienust mpu BI1. [Mopasnsionee
GOJBIIMHCTBO TEHOB, JUIST KOTOPBIX
paHee OBLTM YCTAHOBJICHBI acCcOLIMA-
uuu ¢ bI1, Bkmovas PINKI v PRKN
(PARK2), sapnsiomuecs HauboJjee
pPacpoCTpaHEHHO! TeHETHYECKOi
npuunHoii BIT ¢ paHHuUM Havaiom,
He OBUTH OTMCAHbI B TAaHHOM aHAJIN-
3e. DTO 10 HEKOTOPOii CTENeH! OBLIO
0XMIAeMO, TIOCKOJIBbKY aJrOPUTMBbI
Harpy304HOTO TECTUPOBAHWS SIBIISI-
10Tcs Hanbosee 3(hHeKTUBHBIMU IS
OOHapyXeHMsl JTOMMHAHTHBIX Bapu-
AHTOB ¥ BADMAHTOB BRICOKOTO PUCKA,
HO TIpM 3TOM OHM MEHee 4yBCTBU-
TEJNBHBI K PEIECCHBHBIM M YJIBTpa-
penkuM MyTtanusMm. Takxke BaXHO
OTMETUTb, 4TO nauueHThl ¢ BII,
SBIISTIONTMECS] HOCUTENISIMU MYTAIMit
PRKN wn PINKI, yacto umeor
HecKosbko uHoit deHotun BIT
(Hanpumep, Oojiee paHHUIT 1e0IOT)
0 CPaBHEHMIO C OOIIEH MOMyISIIn-
eit 6o1bHBIX BIT, a MOCKOIbKY B 5TOM
MICCIENOBAHNM  OOMBUIYIO  YacTh
COCTABJISUT TALIMEHTBI CO CPEIHUM
Bo3pactoM nebrota BIT okoino 60 sert,
BEPOSITHOCTb TOTO, UTO Y HUX OymyT
naroreHHble MyTauuu PRKN, Oblia
HU3Koii. TakuM 06pa3oMm, Ha cero-
THSLIHUI IeHb JTaHHOE MCCIeNoBa-
HME TMpeAcTaBisieT Co00i caMblil
MaclITaOHBI aHAM3 PEIKUX TeHe-

TUYECKUX BapuaHToB 1pu bII.
Makarious M.B. et al. Large-scale rare

variant burden testing in Parkinson’s
disease. Brain. 2023, 146:4622-32.
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BHeKJIeTOYHbIE BE3UKYJIbI,
NOJY4Y€CHHBIC
H3 HepedpoCHIHHAILHOM
XKHIKOCTH NALMCHTOB
¢ donesnnio Iapkuncona,
BbI3bIBAIOT
NaPKHHCOHONOI00HbIE
HADYLICHHSA Y 3A0POBbIX
MbIInei

bonesnp [lapkuHcona (BII) xapak-
TEpU3yeTcsl MOCTENIEHHBIM MOSIBIE-
HUEM BHYTPUKIETOUHBIX HeWpo-
HaJTbHBIX BKJTIOUEHWIA, KOTOpPbIE
COCTOSIT B OCHOBHOM M3 HEMPaBUJIb-
HO CBEPHYTOTO OeJTKa 0L-CHHYKJIEHHA
U 00/1a1aloT IUTOTOKCUYHOCTHIO,
CrocoOCTBYsT TubOenu HelpoHOB.
HenaBuue ucciemoBanust in vitro u
in vivo ToKasaju, 4To HEMpaBUJIbHO
CBEPHYTBIN O-CHHYKIIEUH MOXET
pACTpPOCTPAHATHCS OT KJIETKH K
KJeTKe, MOA0OHO MPHUOHY, 4Yepes
CEKPEIMI0 BHEKJIETOUHBIX BE3UKYI
(BB), wuHayuupyst oOpa3zoBaHue
MaTOJIOTMYECKUX arperatoB B 310pO-
BBIX HelipoHax. PaHee ObLTO ycTa-
HOBJIeHO, 4yTo BB, mosyyeHHble U3
JIM3aTOB TOJIOBHOTO MO3ra U 1ieped-
pocniuHanbHo# xuakoctu (IL[CXK)
nauueHtoB ¢ bBII, cmocobcTBytOT
arperanuu O-CUHyKJIeUHa B 310po-
BBIX KJIeTKaX. PyKoBOACTBYsICb TUIO-
Te30i bpaaka o ToM, 4TO 0OOHSATEb-
Hasl JIyKOBULIA SIBISIETCSl OHUM W3
OCHOBHBIX MECT PacHpOCTPaHEHUS
BI1, ocHOBHOII 11€/1b10 0003peBacMO-
r0 MCCIENA0BaHUS ObLIO M3yuyeHUE
ponu BB B pacnipoctpanenuu o-cu-
HyKJerHa yepe3 OOOHSTENbHYIO
cucTeMy U B iporpeccuposanuu bIl.
JlBajuath MATH 310pOBbIX 3-Mecsy-
HBIX MbIILIEH-CaMIIOB ObUTH CiTydaii-
HBIM 00pa3oM pacrpefieleHbl B
2 9KCMepUMEHTAbHbIE TPYIIIBI:
13 mbimieit nmojyvanu BB, BbieneH-
Hble u3 LCXK manueHToB ¢ AnarHo-
3oM BII, u 12 mbimeii nonyyanu BB
n3 LCXK mnanmeHTOB € OpYrUMHU
HEBPOJIOTMYECKUMHU 3a0071€BaHMsI-
MM, He CBS3aHHBIMU C CUHYKJIEWHO-
natueii. BHekneTouHble BE3UKYIBI
BBOIMIIM MHTPAHA3aJIbHO 3I0POBBIM
Mblmam | pa3 B JeHb B TeueHUE

4 nueii. Yepes 3 Mec Mblieid moju-
BEpIIM JIBUTATENbHBIM M HEMOTOP-
HBIM TecTaM. Mopdoaornueckue
HapylIeHUs OB BBISBICHBI C
TTOMOIIBIO THCTOXMMHUYECKOTO aHa-
JM3a CTPYKTYp CpPEIHEro Mo3ra,
HUMEIOLIMX OTHOLIEHME K MaTOJOTHU
BI1, yepe3 8 mec mocie BBemeHUS
BB. ¥V wmblueit, nonyvasuux BB ot
mauueHToB ¢ bBII, Habmomamuck
MHOXECTBEHHbIE CUMITOMbI, COOT-
BETCTBYIOIIME TPOAPOMATIBHON U
KmHuyeckoit dazam BI1, Takue Kak
TUTIOCMUSI, HapyHICHWs IBHUTATE]Ib-
HOTO MOBEICHMS 1 BRICOKUI YPOBEHb
tpeBoru. Kpowme Toro, y HuX B cpe-
HEM Mo3re HaOMoJaauch HIUPOKO
pacrpocTpaHEeHHbIE arperathl O-CH-
HyKJIeuHa, JaodhaMuHepruyeckas
HelpozereHepanys, Heiiposocranie-
HHME W W3MEHEHHas AaKTUBHOCTb
aytocaruu. B fononHeHue y Mpliiei
OBLTM BBISIBIEHBI HECKOJIBKO HEKJlac-
CUUECKMX M3MEHEHMIA, TaKMX Kak
arperaius O.-CUHYKJIeHHa B KpaCHOM
SIpe, aCTPOIIIMO3 U TPEXICBPEMEH-
HBII POCT cefibIX Bosoc. B coBokyrm-
HOCTH 3TH JAaHHBIE CBUIETEbCTBYIOT
0 TOM, YTO BBOAMMbIE MHTpaHAa3a/b-
Ho BB, monyuennsie u3 LICK manm-
eHtoB ¢ BbII, Moryr pacrnpoctpaHsTh
arperaiuio O.-CUHYKJIEWMHa in vivo 1
BBI3BIBATH CUMITTOMBI 1 MTATOJIOTYE-
cKue u3MeHeHus, nopobubie BII, y
3J0POBBIX MBIIIEH. DTO MCCIeq0Ba-
HUe sIBISIETCS MEPBbIM HAOIIOEHMU -
€M 32 VHAYKIMEH JBUraTebHbIX U
HEMOTOPHBIX MPOIPOMATbHBIX
cumnromoB BIT B Monenu in vivo ¢
HCTIOJIb30BAHMEM WHTPAaHA3aJbHO
BBOAMMBIX BB, monyyeHHBIX U3
LCX nauuenros ¢ BII.
Herman S. et al. CSF-derived
extracellular vesicles from patients
with Parkinson’s disease induce

symptoms and pathology. Brain.
2023;146(1):209-24.

PannoMu3upoBanHoe
nccaenosanne gasni 3,
CpaBHHBAIONIEE HOBDII

KOMOHHHPOBAHHbII

npenapat P2B001
N ONITHMHU3HPOBAHHBIC 103bI

NPaAaMHIICKCOJIAa
C MPOIOHTHPOBAHHLIM
BbICBOOOXKIeHHEM
NpH PaHHei cTaaun
oone3nn lapkuncona

Hecmotpst Ha Hammuue 3QeKTrB-
HBIX METOMOB JIEUCHUS JBUTATENb-
HBIX HapylmleHWii Tipu 0oJe3Hn
IMapkuncona (BIT), po cux mop He
pelIeH BOMPOC OTHOCUTENbHO ONTH-
MajJbHOTO CTocoba WHULUALUN
Teparnuu TS TOJyJeH s YIOBIETBO-
puTeNbHOrO 3G deKTa ¢ MUHUMAIb-
HBIM KOJIMYECTBOM MOOOYHBIX SIBJIE-
Huil. JleBomona siBisieTcss Haubonee
9 OEKTUBHBIM CPENCTBOM JICUCHUS
U3 BCETO CIIEKTPa MPOTUBOMAPKUH-
COHMYECKOI Teparuu, HO JJIUTE]Ib-
Hasl Tepamusl CBs3aHa C Pa3BUTHUEM
JIBUTATETBHBIX OCTOXHEHU: v 20%
MAIMeHTOB OHU Pa3BUBAIOTCSI B TEUE-
Hue 9 Mec JieueHus, y 75% — B Teue-
Hue 3 et u npakTudecku y 100% — B
TEUeHUE BCero 3aboseBaHMs. Aro-
HUCTBl NOGAaMUHOBBIX DPELENTOPOB
(AIP) B Hacrosimee BpeMsl 4acTo
UCTIONIB3YIOTCS B KaUeCTBE CTAPTOBOI
Teparuu, MOCKOJIbKY OHM CHIKAIOT
PUCK JBUTaTeJbHBIX OCIOXHEHUI,
OJHAaKO OTU TpenapaTtel MeHee
a(dexTuBHBI, uYeM JeBopona, u
ACCOLIMMPOBAHBI C PA3BUTHUEM HEXe-
JaTebHBIX ~ SIBJIEHUI, KOTOpbIe
BKJIIOYAIOT THEBHYIO COHJIMBOCTb U
KOMITyIbCcHBHOE TIoBeneHue. Kpome
toro, AJIP TpebyioT MenieHHOro
TUTPOBAHUSI TO3bI, KOTOPOE MOXET
3aHATh HECKOJIBKO HEMeNb JI0 TOCTH-
keHust apekTuBHON 103bl. MHIH-
OUTOPHI MOHOAMUHOKCHIA3BI THIAa B
OJIOKMPYIOT OKMCITUTENbHBIN MeTa-
00713M J0(amKHa, MOBbIILIAS YPO-
BEHb CHHANTHYECKOTO To(haMuHa, 1
SBJSIIOTCS €Ile OJHUM CpPeICTBOM
s HavyanbHOM Tepamuu BII. Ot
Tpernaparsl UMEIOT XOPOIUIWi Tpo-
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(buth 6€30ITaCHOCTH M HE BBI3BIBAIOT
TIBUTATETLHBIX OCTIOXHEHWH, OTHAKO
OHU He 00J1a[al0T COMOCTABUMON €
neogonoil u AIP addexTrBHO-
ctbio. Wccnenyemblit  mpemnapar
P2B001 npencrapisier coboit huk-
CUPOBAaHHYI0 KOMOMHALMIO Tpa-
MUIMEKCoNa MPOJOHTMPOBAHHOTO
neiicteust (1) 0,6 Mr u pasaruirHa
C MIPOJIOHTMPOBAHHBIM BBICBOOOXKIE-
Huem 0,75 mr. BoiOpaHHbIe 103bI
HUXe TeX, KOTOpble B HacTosllee
BpeMsi 00OpEHbI B KauecTBE MOHO-
tepanuu npu BI1, a pazarunun npu
9TOM BKJIIOUYEH B BUIE HOBOM (hOpMBI
C TIPOJIOHTMPOBAHHBIM BBICBOOOXKIE-
HueM. lLlenblo uccaenoBaHusi ObLIO
onpenenuthb, odmamaer au P2B001
Oonbieil  3(h(HEKTUBHOCTBIO  TIO
CPABHEHUIO C KaXIbIM M3 €ro KOM-
MOHEHTOB, a TaKXe CPaBHUTH 0e3-
OmMacHOCTb W 3(h(HEKTUBHOCTD
ucrnonb3oBanusg P2B001 ¢ neuennem
CTaHJAPTHBIMU T03aMK TIPaMUIIEK-
conma [IJI, TUTpOBaHHBIMM JJISI
JOCTIDKEHUST ONTUMATbHON TTOJIB3BI.
boito  mposeneHo  12-HemenbHOE
NIBOHOE CJIeN0oe UCCJIeJ0BaHUE:
544 HeneyeHbix mnauueHta ¢ BII
ObLIM PAHAOMU3UPOBaHbI (2:2:2: 1)
B rpynnbl JedeHuss P2B001, ero
OTIENbHBIMU KOMIIOHEHTaMK (Tpa-
murnekcon [T 0,6 Mr win pa3ariuivH
C TPOJOHTUPOBAHHBIM BBICBOOOX-
nerueM 0,75 Mr) MM KOMMepYeCKH-
MU Jgo3aMu npamunekcona [1]1,
TUTPOBAHHBIMU 10 ONTUMAIbHBIX
(1,5—4,5 mr). [NepBruHOil KOHEYHOI
TOYKON ObUIO M3MEHEHWE Ha
12-ii Henmene OTHOCHUTENBHO MCXOM-
HOTro ypoBHS Tokasateneil mo II u
IIT  yvactaMm  yHuUULIMPOBAHHOI
IIKaJbl OLlEHKM Oone3Hu [lapkuH-
cona (Unified Parkinson’s Disease
Rating Scale, UPDRS). Kitouesoii
BTOPUYHON KOHEYHON TOYKON Oblia
OlLIEHKA M3MEHEHUI OTHOCHTEIHHO
MCXOMHOTO YPOBHS TOKa3aTeNeit mo
MmIKaje  COHJIMBOCTH  DIBOpTa
(Epworth Sleepiness Scale, ESS) mist
P2B001 1o cpaBHEHUIO ¢ TUTPOBAH-
HOii mo3oit mpamunekcona [1/1.
P2B001 mpoxeMoHCTprpoBan Xopo-
uyro 3dexTUBHOCTh MO CpaBHe-

HUIO ¢ KaXIbIM U3 €r0 KOMITOHEH-
TOB: B pe3y/bTaTe JE€UCHUS! CpeaHue
pazauuus mo 11 u I yactsim mikast
UPDRS cocrasumn —2,66 (95%
noBepuTenbHbIl  uHTepBan (AN)
—4,33 ... —1,00) mo cpaBHEHUIO C
npamunekcoiaom I B moze 0,6 mr
(p = 0,0018) m —3,30 (95% AU
—4,96 ... —1,63) 1o cpaBHEHHIO C pa-
3arMJIMHOM  TPOJOHTMPOBAHHOTO
BbicBOOOXKIeHMs1 0,75 Mr (p <0,0001).
P2B001 wmmenm  comocTaBUMYIO
3(pPEeKTUBHOCTL C TUTPOBAHHOM
no3oii mpamunekcona T (B cpen-
HeM 3,2 MT), HO 3HAUUTEIbHO MEHb-
111€ BbI3bIBAJI COHIMBOCTh B THEBHOE
BpeMsi (pasHuua mno ESS Ha ¢oHe
neyenus  —2,66  (95% IOU
-3,50...—1,81); p<0,0001). P2B001
XOPOIIIO MEPEHOCHIICS U MET MEHb-
e CBSI3aHHBIX CO CHOM M aoda-
MUHEPIHYECKUX  HeXeTaTeTbHBIX
SIBJICHUIA, 4eM THUTPOBAHHBIC IO3BI
npamunekcosa [11. Takum odpazom,
HazHaueHue P2B001 mpencrapnser
€000# HOBBIIf ¥ MPOCTOM B MCHOJb-
30BaHMHU TepareBTUYECKUIA MOAXOI K
JedeHuto OombHbIX BI1 Ha paHHMX
CTaausX, KOTOPHIi MOXET OBITh
BeCbMa MHTEPECeH Kak MallMeHTaM,

TaK U CTICUAIUCTAM.
Olanow C.W. et al. A randomized
phase 3 study comparing P2B001
to its components (low-dose extended-
release rasagiline and pramipexole)
and to optimized doses of marketed
extended-release pramipexole in early
Parkinson’s disease. Mov. Disord. 2023
Oct 27. doi: 10.1002/mds.29642.
Epub ahead of print.

Pe3yabTaThl TAJAMOTOMHM
MeToA0M (hOKYCHPOBAHHOTO
YABTPa3BYKA NOJ KOHTPOJIEM

MATHHTHO-Pe30HAHCHOI
ToMorpacdun npu cHHApOME
TpEMopa
TajaMOoTOMUSI € MCIIOJIb30BaHUEM
(hoKycMpoBaHHOTO YJIbTpa3ByKa MOJI
KOHTPOJIEM MaI‘HHTHO—peBOHaHCHOﬁ
tomorpadun  (MP-OY3) crana
MONYJIAPHBIM HEUHBA3UBHbBIM
XAPYPrud4€CKUM METOAOM I Malu-
€HTOB C pepakTepHbIM K MeIuKa-
MEHTO3HOMY JICUCHUIO TPEMOPOM.

Llens 0603peBaeMOro Mccaen0BaHus
COCTOSIJIa B TOM, YTOOBI COOOIIUTH 00
UCXOIax JiedeHWsl Pa3TMYHBIX CUH-
IPOMOB  TpemMopa TOCPEACTBOM
onHoctopoHHeir MP-®Y3-rana-
MoTomMuu. B wuccnenoBanue ObLTIO
BKJIIoueHo 63 marmenTa: 30 manueH-
TOB C 3CCEHIMAJbHBIM TPEMOPOM
(OT), 24 mauueHTa ¢ OUCTOHMYE-
ckuM TpemopoM (IT) u 9 manueHToB
¢ TpeMopoM Tipu Oone3Hu TlapkuH-
cona (BII-T). Bcem mnaunueHTam
ObLIO  MPOBEIEHO KIMHUYECKOoe
o0cneoBaHKe, BKIOYash OLIEHKY MO
mikane Tpemopa pyk (Hand Tremor
Score, HTS) u mno omnpocHuKY
KauecTBa XKW3HM TPU 3CCEHLIUANb-
HoM Tpemope (Quality of Life in
Essential Tremor Questionnaire,
QUEST), ncxomHo (1o omepanuu), a
TaKKe B IMHAMKKE Ha (OHE JIeYeHUs
C 3apaHee 3aJaHHBIMU MHTEpBaIaMU
no 36 mec. Y mauuentoB ¢ BII-T
MPOM3BOAMIACH JOTOJHUTEIbHAS
oueHka ¢ momomiplo PDQ-39 (Par-
kinson’s Disease Questionnaire —
onpocHUK 1o 6one3nu [lapkuHco-
Ha), a OlIEHKa MO lIKaje AUCTOHUU
bepka—®ana—MapcneHa (Burke—
Fahn—Marsden) Obuta peTtpocriek-
TMBHO TTPOBE/ieHa Y BCeX TMAIMEHTOB
U3 WCXOMHBIX MPEIONePAlIOHHBIX
Buneo. CpeaHuii CpoK HAOIIOAEHUS
cocraBun 18,3 = 11,3 mec, cpemHuit
BO3PACT YJaCTHUKOB — 72,8 * 8,6 To-
na, CpeHss MPOIOKUTENIbHOCTD
3a00/1eBaHMsI HA MOMEHT JIeUeHUST —
24,7 + 17,3 roma. BonbuinHCcTBO
MalMeHTOB ObLIM MYXXCKOIo MoJja
(n=47;75%); B cpemHeM nepe ore-
pauMeil TMaluMeHThl  OMpoOoBaIK
2,5 + 1,3 npenapaTa s JiedeHUst
TpeMopa. Pe3ybraThl MpOBeIEHHOTO
OTEPAaTUBHOTO JIeYeHUs OBbUTH Clie-
NYIOIIMMU: Yyepe3 1 Mec OlLleHKa Tpe-
mopa 1o HTS yiyummiace Ha 67% y
nauenToB ¢ OT (8 —14,1; 95% no-
BepuTenbHBI  WHTepBan  (JAU)
—16,8 ... —11,5;p <0,001), Ha 72% y
nauuenTos ¢ AT (6 —14,5; 95% AU
—17,7 ... =11,3; p < 0,001) u Ha 84%
y nauuentos ¢ BIT-T (§ —8,8; 95%
AN —12,3 ... =5,3; p <0,001). Viryu-
nieHue B oueHke o HTS mo cpaBHe-
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HUIO C UCXOTHBIM YPOBHEM, OTMeE-
YyeHHoe yepe3 1 Mec, COXpaHsIoch Ha
BCEX 2Tanax HabJIoeHHUS Y MallueH-
ToB ¢ OT: uepe3 24 Mec oTMevanoch
ynyumenne mo HTS wHa 61%
(6 —13,0; 95% AN —15,8 ... —10,3;
p <0,001). ¥ maumenros ¢ [T, kak u
y nanueHtoB ¢ OT, ynyduieHue mo
CPaBHEHWIO C MCXOIHBIM YPOBHEM
OCTaBaJIOCh TOCTOSTHHBIM: 4Yepe3
24 Mec y HUX COXPAHSIOCH YITydIlie-
Hue o HTS na 61% (8 —12,2; 95%
O —15,6 ... —8,9; p <0,001). [Momy-
yeHHbIe B rpymmax ¢ 3T u AT pesynb-
TaThl 3HAYMTENBHO KOHTPACTUPOBA-
JIY ¢ TaKOBBIMU Y TatimeHToB ¢ bI1-T,
Y KOTOPBIX yJTY4IlIeHUE, OTMEYaBIIIee-
cg yepe3 1 Mec, yMEHbBIIANOCh MPU
KaXJI0M TMOoclenyoleM Habwone-
HUM, a CTaTUCTUYECKM 3HAuMMas
Mojb3a He CoXpaHslach uepes
24 mec. ITokazaTenb KauecTBa XXU3HU
no QUEST ynyuimncst yepe3 1 mec
Ha 69% y mauuenTos ¢ AT (8 —30,2;
95% N —41,2 ... —19,1; p < 0,001),
Ha 75% y mauuenTos ¢ AT (8 —39,3;
95% AN —53,4 ... =25,2; p<0,001) u
Ha 72% y mnaumentoB ¢ BII-T
(6 —31,4; 95% AN —52,4 ... —10,4;
p <0,005). Dro yaydiieHue Mo cpas-
HEHUIO C UCXOIHBIM YPOBHEM COXpa-
HSUTOCH Ha BCEX ATamax HaOMIOIeHUS
y nauueHToB ¢ AT, a y maluueHToB ¢
AT cpenHee yiayulieHue mokasaTesst
no QUEST mo cpaBHeHMIO ¢ Ucxon-
HBIM YPOBHEM MEIUIEHHO CHIKAIOCh
CO BpeMeHeM, C TToTepeil YIydIIeH s
uepe3 36 mec. Y maienToB ¢ BIT-T
ynyumerre mo QUEST Ha6miona-
110¢h TOJIBKO uepe3 1 u 6 mec. [Tomy-
YEHHBIE B UCCIETOBAHUY PE3YIBTATHI
MOATBEPXKAAT  3(P(HEKTUBHOCTD
MCTIOJIb30BAaHUSI  OJHOCTOPOHHEM
MP-O®Y3-tagamotoMun st Jieue-
Hus nauuenTos ¢ AT u ¢ 1T, ogHako
METOJI IMEET OrpaHUUYeHHY0 3 dek-
TUBHOCTH Y nauueHToB ¢ BII-T, uro
cleayeT MpUHUMAaTh BO BHUMaHME
MpU MJIAHUPOBAHUM OMNEPATUBHOTO
JICUEHHUSI.
Peters J. et al. Outcomes of focused
ultrasound thalamotomy in tremor
syndromes. Mov. Disord. 2023 Nov 14.

doi: 10.1002/mds.29658.
Epub ahead of print.

CHIKeHne BO3PacTHOIO
HAKOILICHHUA ﬂeﬁpomenannﬂa
in vive cMAT4aeT NPOABIEHAA

oonesun [lapkuncona
C BO3pacToM y Jifofieil HaKaninBaeT-
Csl TEMHO-KOPMYHEBbIi MUIMEHT
HellpoMeTaHUH BHYTPU OMpeneneH-
HBIX TPYNI HEPBHBIX KJIETOK.
HeiipoHbl ¢ caMbIM BBICOKMM YPOB-
HEM HeilipoMmesnaHMHa, K KOTOPbIM
OTHOCSITCA ~ o(aMUHEpruyecKue
HEWPOHBI KOMIAKTHOW 4YacTU 4Yep-
Hoit cyocranimu (SNpc), 0coOeHHO
BOCIIPUMMYMBEI K JETeHEepaluy pu
oone3nn [lapkuHcona (BIT), a ux
MoTeps MNPUBOIUT K Pa3BUTUIO
XapaKTePHBIX MOTOPHBIX CHUMIITOMOB
BII. B otnuue ot yenoBeka, Helipo-
MeJIaHUH He MOSIBJISIETCSl CIOHTAHHO
y GOJTBIIMHCTBA KUBOTHBIX, BKITIOYAst
TPBI3YHOB, B CBsI3U ¢ yeM bII sBnsier-
cs 3aboneBaHMEM, XapaKTePHBIM
UCKJTIOYMTEJNbHO JJISl  YeJOBeKa.
CHHTe3 HelipoMeNlaHiHa OCYILECTB-
JISIeTCs1 HETIOCPECTBEHHO 13 KaTeXo-
JaMuHoB — L-moda (mpemiecTBeH-
HUKa 10(paMK1Ha) C MOMOILbIO TUPO-
3UHTUAPOKCUIA3bl U TpUMTO(aHIe-
Kapookcuiasbl. CyllecTBYeT Takxke
ANBTEPHATUBHBIN MyTh: CUHAINTHYE-
CKUe My3bIPbKY U SHIOCOMBI HaKarl-
JIMBAIOT LIUTO30JbHBIA ModaMuH,
KOTOPBIif MOCPEICTBOM BE3UKYISIP-
HOTO MOHOAMUHHOTO TPaHCIOpPTe-
pa 2 (VMAT2) nocraBnsieTcss B MH-
TOXOHJIPUU, TJe METaboNU3UpyeTCs
MOHOAaMMHOKCH/IA30i, a W3JIUILKU
nodamMuHa ¥ goda  OKMCISIOTCS
JKene30coaepKaiymMu  epMeHTaMu
IO XUHOHOB U CEMUXIHOHOB, a 3aTeM
(arouutupyrotcs M 3amacarorcsl B
(opme HeitpomenanuHa. HenaBHo
Obl1a pa3paboTaHa repsast SKCrepu-
MEHTaJbHas MOJETh Ha TPBI3YHAX,
JIEMOHCTPUpYIOLIAass  BO3PacTHOE
MPOM3BOJCTBO M HAKOIIEHUE HEM-
pomesiaHMHA B ySI3BUMbIX st BIT
HUTPATbHBIX 10(aMUHEPTUUECKUX
HelipoHax. DTa Mojielb OCHOBaHa Ha
BUPYCHOW BEKTOPHOW 3KCIPECCUU
MENaHUHIPOAYLMPYIOIUX (hepMeH-
TOB THPO3WMHA3bl HA KPBICMHBIX
SNpc. Ucnomb3ys 3Ty TyMaHU3MPO-

BaHHYIO MOJEJb XUBOTHBIX, IIPOU3-
BOJSIIMX HEHpPOMETaHUH, MCCeno-
Bareiu OOHApYXWIU, YTO BO3PACT-
HOE MpOrpeccupyroliee BHYT-
PUKJIETOYHOE €r0 HAaKOIUIEHUE TpU
NOCTMXXKEHUU ONPELESIEHHOTO MaTo-
TEHHOT'0 [I0pOra B UTOTe NPUBOAUT K
HapylleHuo GYHKUMM M KHU3HE-
criocobHocTu KjeTok. Kak cruen-
CTBUE, Yy JKMBOTHBIX BO3HUKAIOT
OCHOBHbIC TIPOSIBIICHUS, XapakTep-
ueie it BI1, Bkiouast aBUraTeib-
Hblii 1ehULUT, HaKOMJICHUE Tesel]
JleBu, HUrpocTpUaTHYIO Heliponere-
HEepaluio U HelpoBOCTATUTEIbHbIE
U3MEHEHUsI. DTH Pe3yIbTaThl YKa3bl-
BAalOT HA TO, YTO YPe3MEpHas Mpo-
NYKLYsl HeipoMelaHWHA B HEMpOHax
MOXET BBI3bIBATH XapaKTEPHYIO
bIl-natonoruio. B o006o3peBacMom
UCCNIEIOBAHUU OLIEHUBATM BO3MOX-
HOCTb 3aMEIJICHUSI BHYTPUKJIETOU-
HOTO HAKOIUICHUS HEHpoMeTaHnHA
in vivo Ui TIPENOTBPALUCHUS WA
yMeHblIeHUs cumnToMoB  BII.
ABTOpBI OCYILECTBISUIN  YCUIIEHUE
BE3UKYJISAPHOUI MHKANCYIS U
nodamuna B SNpc Kpbic, IPOIYIIH-
PYIOIMX HEWpOMETaHUH, C TOMO-
LIbI0 BUPYCHOW BEKTOPHOM OIoOCpe-
NOBaHHOM CBEpPX3KCIIpecCuu
VMAT?2. Dra crparerusi mo3Bojuia
CHM3UTb 00pa30BaHUE MOTEHLIUATb-
HO TOKCUYHBIX BHUIOB OKHUCIEHHOTO
nodamuHa, KOTOpble MOTYT Mpeod-
pas3oBbIBATLCS B HEHpPOMENAHUH,
Gnarozmapst YeMy CTalo0 BO3MOXHbBIM
MOAAEPKUBATh BHYTPUKJIETOUHBIN
YpPOBEHb HelipoMeNaHWHa HUXe
MaToreHHoro mnopora. bbuio ycra-
HOBJICHO, YTO CHUKEHME MPOAYKIUU
HeiipoMeaHiHA CBS3aHO C YMEHb-
meHreM (GOopMUPOBAHUS  Tesel]
JleBn, 1ONTOCPOYHBIM COXPAHEHUEM
roMeoctasa noQamuHa, HUTPOCTPU-
JIbHOW HEMPOHHON LIEJIOCTHOCTA U
NBUTATEeJIbHON (YHKUUU y 3TUX
JKMBOTHBIX. TakuM 00pa3om, aBTOPbI
MPOZEMOHCTPUPOBAIU BO3MOXHOCTD
U TepamneBTUYECKUI MOTeHLUAN
MOIYJISALMM  BO3pPACT3aBUCUMOM
BHYTPUKJIETOUHOW MPOLYKLIMU HEM-
pOMEJIaHWHA in Vivo, TEM CaMbIM
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OTKpbIBasd COBEPLICHHO HOBBIV yTb

115t ieyenust BIT.
Gonzalez-Sepulveda M. et al. In vivo
reduction of age-dependent neuromelanin
accumulation mitigates features
of Parkinson’s disease. Brain.
2023;146(3):1040-52.

OcTpoe BaHAHEE JEBOIOTbI
HAa OPTOCTATHYCCKYIO
THNOTECH3HUIO M CBA3b

C IBATATEIbHOI
AKTHBHOCTBIO NPH 00JI€3HI
IIapkHHCOHA: pe3yabTAThI
NPOBOKANHOHHOI0
TeCTa € .]leB0ll0ll0ﬁ
OprocTatuyeckass  T'MITOTEH3US
(OI') — onuH U3 pacmpOCTPaHEHHBIX
CHMIITOMOB y MallMEHTOB ¢ 00Je3-
Helo [lapkuucona (BII). Panee
BBIMOJIHEHHOE  MOCTMOPTaJbHOE
UCCIIeOBaHNE C TIPOBEICHUEM KITH-
HUKO-MOPGOIOrMYECKUX COMOCTaB-
JIEHU TOATBEpAUIO, 4To 10 78%
nauueHTos ¢ bIT mpu xu3Hu crpana-
s OT. Beisienenue Oy maiueHToB
¢ BIl Heobxomumo B CBSI3U C BBICO-
KUM DPUCKOM BHE3AITHBIX MaICHMUIA,
HapylIeHNns] MO3TOBOTO KPOBOOOpa-
MIEHWS W CIy4alHBIX TpaBM. Pa3-
Butre OI' CBSI3aHO ¢ BereTaTUBHOM
mucynkumeit npu bBII, omHako
MOXET ObITh U TOOOYHBIM 3(PPeKTOM
nohaMUHEPrUYecKux MpernapaTos.
JleBonomna npecTapseT coboi Kito-
YeBOU Mpernapar JUist JIEUeHUs IBUTA-
TeNbHBIX HapywieHuit npu  BII.
W3BectHO, 4TO JIeBogona objamaet
TUITOTCH3UBHBIM ~ JEUCTBHEM U
MOXET CaMOCTOSITEJIbHO BbI3bIBATb
MWW YCYTYOJIATh yXe MMEIOIIYICs
OI' y mauuentoB ¢ BII. Hapsny ¢
JIBUTATEIbHBIMU CUMITTOMAMU HEMO-
TOpHBIE TIPOSIBICHMS 3a00JIeBaHMS
(0onb, HapyLIeHUS] HACTPOEHMUS
U JIp.) TAKXKE pearupyloT Ha JeBOI0-
My, ¥ UX BBIPAXEHHOCThb KOJIeOIeTCS
B 3aBUCHMOCTH OT YPOBHSI JIEBOIOITBI
B TlTa3Me KpOBH, UTO paccMaTpuBa-
ercs B pamkax mpucyiero bIl crex-
Tpa HEMOTOPHBIX KosebaHuit. [ToHu-
MaHHEe MEXaHM3MOB  pa3BUTHUS
octpoit OI' mocJie npuema JeBoAOMbI

(OOTITL) BaxHO TSI pAITIOHATEHO-
TO UCTIONH30BAHUSI JIEKAPCTB Y TIAII-
eHToB ¢ bI1, B cBs31 ¢ YeM ocHOBHasI
1eb 0003peBaEMOr0 UCCIeT0BAHUS
3aKIoyanach B M3yYEHUM YacTOThI
OOI'TLJT npu naHHOM 3a00JI€BaHUU.
OO6miast BbIOOpPKA B MCClENOBaHUU
coctosna u3 490 mauueHTOB
(286 My>kunH, 204 XEHIIHBI) C K-
HMYecku yctaHosieHHo# BIT, cpen-
HUI BO3pPAaCT KOTOPBIX COCTaBMII
62,99 + 9,81 roma (mmama3oH
27—80 net). BkioyeHHbIE B McCle-
JIOBaHUE MAlMEHThl MMEIN pa3auy-
Hyl0 creneHb Tskecty BIT (cpennuit
6ann no III wacru MDS-UPDRS
(Movement Disorder Society-spon-
sored revision of the Unified Parkin-
son’s Disease Rating Scale — yHuu-
LIMPOBAaHHAs IIKajla OLUEHKU 00je3-
Hu [lapkuHcona, mepecmotp O6-
IIECTBA IBUTATEIbHBIX PACCTPOMCTB)
40,94 + 18,33 (nnama3on 4—112 6an-
70B)). Bcem manmenTam ObIT IpoBe-
JIEH TECT C OCTPOW MPOBOKALKEN
nesoponoii: Hammune OI oueHMBa-
noch 4 pa3a, B TOM 4YHCTE Tepen
TIPUEMOM JIEBOIOIIBI M KaXIbIi Yac
rnocjie mnpueMa B TeyeHue 3 4.
[MauuenTsl ObUIM pa3feieHbl Ha
2 rpyrmsi: OOTTHT (n = 241; 49,2%)
n He-OOTTIT (n = 249; 50,8%).
[Maumentsl ¢ BII, y KoTOphIX OBLT
JIyJIIMI OTBET Ha JICBOMOITY, BEPOSIT-
HO, UMeau Oosiee HU3KOE cCpeaHee
aprepuanbHoe pgasiaeHue (A) B
TOJIOXKEHUU CTOSI U 6oJiee BbIpaXeH-
HOE CHIKEHME cucToarmyeckoro AJl
rocje MpuemMa JeBONOMNbl. ApTepu-
ATbHOE TaBJICHUE MOBBIIIATIOCH TPU
YXYIILIEHUY IBUTaTeIbHON aKTMBHO-
CTU, M Hao0opoT. brarompusTHbIii
OTBET Ha JIEBOJIOMY OBLT OTMEUYEH Kak
(aktop pucka pazsutus OOITII
(oTHOmIeHMe  ImaHCOB 1,624,
p = 0,017). MUccnenoBarenu caenanu
MPEeIoI0XEeHNE, UYTO HaOMIOIeHNEe
3a YpOBHEM HOpaIpeHalInHa WM
JIEBOJIOTTBI B TIJIa3Me KPOBM TIAIMEH-
TOB, UX [BUTATEJIbHOW peaklUuend U
cHIKeHueM AJl TMO3BOMUT JIydine
BBISICHUTh TaTO(OU3MOJOTHIECKOE
3HAYEHUE TIOYYCHHBIX PEe3yIbTaTOB.
Takum oOpaszoM, B McCClIeI0BaHUU

ObUTa TIOATBEp3KIeHA BBICOKAST pac-
npoctpaHeHHOCTh Oy manmeHToB ¢
BII. D11 pe3ynbTaThl yKa3pIBalOT Ha
HEOOXOAMMOCTD TIIATEIbHOTO KOH-
TpOJAd M3MEHEHWil reMoiMHaMuye-
CKMX TIOKaszaTtesieii BO m30exaHue
OOI'TIJI mocie BBemeHUs WM yBe-

JIMYEHUS 103bI JIEBOAOIILI.
Liu Z. et al. Acute effect of levodopa
on orthostatic hypotension and its
association with motor responsiveness
in Parkinson’s disease: results of acute
levodopa challenge test. Parkinsonism
Relat. Disord. 2023;115:105860.

buomapkep A+T—:
3T0 00JIe3Hb AJIbIreiiMepa
nm Het? Komﬁmmponaﬂﬂoe
HCCIEeA0BAHNE NATOJIOrMH
H IepeopoCInHATLHOI
KHAKOCTH
buosnoruueckoe ompeneneHue 60-
ne3nu Anblireiimepa (BA) ¢ ucnonb-
30BaHKEM OMOMapKepoB Lepedpo-
cnirHabHOM )uakoct (LIC2K) Tpe-
OyeT OOHapyXeHUs aHOMAaJbHBIX
ypoBHel Kak amuiouna (A), Tak u
tay (T). OnmHako 3Th 6roMapKephl 1
COOTBETCTBYIOIIME WM TIOPOTOBBHIE
3HAYEHUs He BCEeraa MOTYT B MOJHON
Mepe OTpaxaTb HaATM4Me WU OTCYT-
cTBUE marojioruu. B Gonee paHHMX
HEMHOTOYMCIEHHBIX MCCIENOBAHUSIX
ObUIO TMOKa3aHo, 4To 10 32% Juil ¢
bA, moaTBepXIeHHON MO JaHHBIM
ayTOTICUW, WMETM HOPMAaJbHBIN
ypoBeHb  (GochOpUIMPOBAHHOTO
tay-0enka (p-tau) B LICXK in vivo.
B obospeBaemoit  mybaukanuu
WCCIIEIOBAIM  YACTOTy  HAIWYUS
narojiorud bA 1o JaHHBIM BCKpbI-
THS Yy TAIMEHTOB C TPWKU3HEHHO
HU3KUM ypoBHeM B-amunonzaa (AB)
1 HOPMaJIbHBIM YpPOBHEM p-tau (T.e.
cratrycom A+T—) B LICXK. Bcero B
ucciaenoBaHe ObUIO  BKIIOUYEHO
215 yenmoBek M3 3 HE3aBUCUMBIX
KOTopT: AMCTEpPAaMCKON KOropThl
nemeHuuu (Amsterdam Dementia
Cohort, ADC) (n = 80; y 37 (46%)
BbA  noarBepxkiaeHa  AaHHBIMU
ayTOTICHM, CPOK MeXIy cOopoM
LCX u cmeptbio 4,5 £ 2,9 rona),
AHTBEpPIEHCKO KOTOPTHI TIEMEHITNN
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(Antwerp Dementia Cohort, DEM)
(n=92;y 84 (91%) BA nonrBepxe-
Ha TaHHbIMU ayTONCHUU, CPOK MEXJTY
coopom LICXK u cmeprbio 1,7 =
+ 2,3 roga) 1 IHMIMATUBBI 1O HEl-
POBU3yaIM3alK 00J1€3HU AJbLTeii-
Mmepa (Alzheimer’s Disease Neuro-
imaging Initiative, ADNI) (n =43;y
31 (72%) BA monTBepxkieHa TaHHbI-
MM ayTOICUM, CPOK MEXIYy cOOpoM
LCX u cmeptbio 5,1 = 2,5 rona).
B 0011eii CJI0XXHOCTH MpU ayTONCUU
y 50—73% nmui ¢ npodunem A+T—
(ADC —7/14 (50%), DEM — 19/26
(73%) u ADNI — 5/8 (63%)) Obuia
BoisiBiieHa BA. Bo Bcex ciyudasix ¢
npodunem A+T+ nonreepxaeHa BA
npu Bekpeituu (n = 27 B ADC,
n =60 B DEM, n = 23 8 ADNI).
YposeHb AB B LICK noxa3san Bbico-
Kyl0 TOYHOCTb JUISl BbIsIBIeHUS] BA,
MOATBEPXACHHON ayTorcuen (Tou-
HOCTb, YYBCTBUTEILHOCTb M CIIELI-
¢duunocts B ADC — 88, 92 u 84%
cooTBeTcTBeHHO; B DEM — 87, 94 n
12% coorBerctBeHHO; B ADNI — 86,
90 1 75% COOTBETCTBEHHO), a KOM-
OuHauust AB u p-tau He MOBbICWIA
TOYHOCTb AMarHo3a. OOHUM U3 BO3-
MOXHBIX OOBSICHEHWI OTpUIIATENb-
HBIX Tay-MapKepoB Y JIofieii ¢ maro-
JIOTUYECKU TIOATBEpXAECHHONH BA
MOXET ObITb BapvabeIbHOCTb dKa-
THOCTUYECKUX 3HAueHWil p-tau B
LICX B 3aBUCMMOCTH OT KJIMHHUYE-
ckoi cranuu bA. B xoropre nanueH-
TOB ¢ BA Mpu NOBTOPHBIX U3MEPEHHU -
SIX KOHIIEHTpaluu OMOMapKepoB B
LCX yposeHb AP octaBaics cra-
OUNbHBIM B TeYeHWe TMepuona
HaOMIONEHNSI, TAKKe HU Y OTHOTO U3
MAleHTOB HOPMAJbHBIN YPOBEHD
p-tau He CcTa; TATOJOTHYECKIM;
onHako y 4 mauuenroB (44%) B
koropre DEM u y 2 maumentos (7%)
B Koropte ADNI cratyc p-tau co
BpeMeHeM W3MEHWICS C TMaTOJIOTH-
YeCKOTO Ha HOPMAJTbHBIN, U Y BCEX U3
HUIX Ha ayTOTICUY ObLITA MOATBEP3KIe-
Ha DbA. IlonyuyeHHble pe3yJbTaThl
MOIPa3yMeBaIoT, 4TO MPohUIbh
A+T— (matonoruueckuit ypoBeHb
AP ¥ HOpMasbHBIN YPOBEHb p-tau B
LICX) ne uckmovaer Hammuus bA,

YTO HEeOoOXOAMMO TPUHMMATh BO

BHUMaHUE KakK TIpU IPOBEACHUU

WCCAEIOBAHUM, TaK W B KIMHHUYE-
CKOM NpaKkTHKE.

Vromen E.M. et al. Biomarker A+T—:

is this Alzheimer’s disease or not?

A combined CSF and pathology study.

Brain. 2023;146(3):1166-74.

TeneTnyeckmii
1 heHOTHNMYECKHIA CIEKTP

HACJICACTBCHHO

00yCIOBJIEHHBIX

Jeiixo3nuedaronaTnii
B3POCI/bIX B KOropre
u3 309 nanuenToB

leneTnyeckue JeiiKosHLEedanona-
i (I719) — KpaliHe HeomHOpPOMHAS
Ipynma peiakux HacJeACTBEHHO
00YC/IOBIEHHBIX HAPYIICHUIA, KOTO-
phble MOPAaXaioT MPEHMYIIECTBEHHO
6estoe BeIeCTBO IIEHTPATbHON HepB-
HOI CHCTEMBI M BCTPEYAIOTCS Y JIMIT
moboro Bo3pacta. [eHeTnueckie
JieiiKkosHIedasonatuu MoryT ObITb
BbI3BaHbI AeeKTaMu JIHOOBIX CTPYK-
TYPHBIX KOMIIOHEHTOB 6€Joro Be-
miecTBa (MUEIMH, aCTPOLIMThI, MUK-
pOIIMsI, aKCOHBI M KPOBEHOCHBIE
COCY/IBI), YTO TIPOSIBJISETCS IIMPO-
KHUM CHEKTPOM KJIMHUYECKHMX CHMII-
TOMOB, BKJIIOYas KOTHUTHBHBIE
HApyLIEHUsI, [CUXMATPUYECKUE
CUMIITOMBI, 3aJ€PXKY pa3BUTHS,
HapyIIeHUs: MO3TOBOTO KPOBOOOpa-
LIEHMsI, AaTaKCHIo, IHMpaMUIHbIE
3HAKM, IBUTATEbHBbIE HAPYLICHHS,
CYIIOpOTH, TiepudepruIecKyto HeBpO-
MaTHIO U 3KCTPaHEeBPAIbHbIE CHMII-
TOMBI. B mocieiHue roisr oGHapyske-
HUEe BCE BO3PACTAIOIIETO YKCIA
HOBBIX TEHOB CIIOCOOCTBOBAJIO
MOCTOSTHHOMY M3MEHEHHMIO TEeHEeTH-
yeckoro crekrpa [J19. B otinyue ot
OTHOCHUTEJIbHO MHOTOYMCIEHHBIX
uccnenosanuil 719 y nereil B Ha-
cTosiliee  BpEeMsSl  OTYyOJIMKOBAHO
JIMIIb HECKOJIbKO paboT, KOTOphIe
OIMMCHIBAIOT CIIEKTP B3POCIBIX (HOpM
IJ15. B obo3peBaeMoM ucciienoBa-
HUM TIPEACTaBIEH TeHETUYECKUI W
(DEeHOTUIMYECKMI CIIEKTP B3POC/IBIX
dopm TJID Ha ocHOBe O6OJBIION

KMTAiCKON KOTOPTbI U 00O0OILEHBI
KJIMHUYECKHE ¥ PaJroIorMyecKue
XapaKTepUCTUKKM DPa3IMYHBIX MaTO-
JIOTMYecKuX TUIOB. B uccnenoanue
ObUTa BKJIIOYEHA TOCIeN0BaTeIbHas
cepust u3 309 B3poCIbIX MALMEHTOB €
KJIMHUYECKMM TOMO3PEHUEM Ha
Hanuue [JID, kaxaomy U3 KOTOpbIX
OBLIO TIPOBEIEHO TMOJHO3K30MHOE
CEKBEHMPOBAHUE; Y Psa MALUEHTOB
B CBSI3U C OCOOEHHOCTSIMU KJIMHUYE-
CKOIl KapTHHBI ObLIO JOMOTHUTENb-
HO BBITOJHEHO CeKBEHUPOBaHME
mutoxoHapuaibHoi JJHK (n = 12),
TaKXe TIPOBOAMJICS aHAIM3 Ha HaJIM-
e TATOJOTHYECKOW ODKCITaHCUU
nosTopoB B reHax NOTCH2NLC,
FMRI (n = 41), DMPK n ZNF9
(n = 3). B oOwmeii croxHoCTH Y
201 manuenta (65%) reHeTHuecKu
ObL1 ycTaHoBNIeH auarHo3 V19, B To
BpeMst Kak 108 cimydaes (35%) ocra-
JUCh  HEIMarHOCTUPOBAHHBIMU.
CremyeT OTMETUTb, YTO CPEI MAlM-
€HTOB C TeHETHYECKH MOATBEPXKICH-
HBIM IMarHO30M OOJIbLIAS YACTh CITy-
yaeB (n = 156) ObUIM JMATHOCTUPO-
BaHBI 110 JAHHBIM TTOJTHOOK30MHOTO
cekBeHupoBaHusi. Hanbosee yacTbi-
MM 3a00/IeBAHUSIMU OBLTH JTEHKOIH-
nearonaTuy, CBSI3aHHbIE ¢ TeHAMU
NOTCH3 (25%), NOTCH2NLC
(19%), ABCDI (9%), CSFIR (7%) u
HTRAI (5%). Bee TJID Obun Kiac-
CU(GUIUPOBaHB Ha OCHOBAHUU
MAaTOJIOTUYECKUX M3MEHEHUH U TIep-
BUYHOTO Y4YacTUs KOMIIOHEHTOB
Oesioro BeliecTsa (MCXoist U3 OOHa-
DYXEHHBIX BapHaHTOB B COOTBETCT-
BYIOIIMX TeHAX), TP 3TOM CTPYKTypa
HapylmeHU# B  WCCIIeNOBAaHHOMN
KOTOpTE OKazaaach CIeIyIomlei:
JneiikoBackyaoakcoHonatuu (35%),
neiikoakcoHomatuu (31%), muenu-
HOBBIE paccTpoiicTsa (21%), MUKpO-
rmoniatuu (7%), acTpouuTONaTUN
(6%). Caywyam ¢ MyTalusIMK
NOTCH3 cocrapnsimi 70% Jeiiko-
BACKYJIOMIATUII, 32 HUMU CIEI0BATN
HTRAI (13%) u COL4A1/2 (9%).
JleiikoakcoHOTIaTUM  COAEpPXKAIU
camoe Ooratoe pa3HooOpas3ue acco-
[UMPOBAHHBIX TEHOB, U3 KOTOPBIX
NOTCH2NLC cocraBusan  62%.

n BionneteHb HauuoHansHoro o6LecTea no uayyexunio 6onesnn MapkMHCOHa M PaCCTPONCTE ABMKEHUI
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Cpen MUENTMHOBBIX PacCTPOUCTB
OOJBIIMHCTBO COCTABIISLIN IEMUETH -
HU3MpYIOIIMe JeliKoaHedanomna-
™n (61%) — B OCHOBHOM aIpeHO-
nelikoauctpodus u 6o1e3Hb Kpadoe,
B TO BpeMsl KaK TMIOMHUEIMHU3M-
pyloiiue  JeiiKosHIedaTonaTun
obutn penkumu (2%). CSFIR 6wt
eMUHCTBEHHBIM  MYTHUPOBABIIUM
TeHOM, OOHAPYKEHHBIM Y TIAIIUEHTOB
¢ MUKporuonatuei. JleiikosHieda-
JOMaTsl C MCYe3a0NM  OebIM
BELIECTBOM, OOYCIOBIEHHAs MyTa-
uusmu B reHe ETF2B2-5, cocraBuna
MOJIOBUHY acTpouuTonatuii. Mccre-
TOBaHWE MPEIOCTABUIIO TIOJIE3HbIE
TaHHBIE, KOTOPBIE MOTYT OBITH
UCTIONBb30BAHbl B KJIMHUYECKOM
MIPAKTUKE [UTS TIAaHUPOBAHUS 00be-
Ma TeHETHYeCKOro OOCIeNOBaHUS Y

B3pOCIBIX TAIEHTOB ¢ [J1D.
Wu C. et al. The genetic and phenotypic
spectra of adult genetic
leukoencephalopathies in a cohort
of 309 patients. Brain.
2023,146(6):2364-76.

Heiipoaerenepanus

C HAPYIICHHEM HAKOIJICHUA
XKeJjie3a B rojioBHOM MO3re

H HEPBHO-COCYANCTAA

CTPYKTYPA CETYATKH
HeliponereHepanus ¢ HakKOTUIEHUEM
Kenesza B Mosre (neurodegeneration
with brain iron accumulation, NBIA)
OTHOCHTCSI K TeTepOTeHHOI TpyIIe
PeIKMX HAaCTeNCTBEHHBIX MPOTpec-
CUPYIOIINX HeWpoaereHepaTHBHBIX
3a0oeBaHMii. OTIOXEHUE Xeme3a
SBJISETCS OOBEAMHSIOMINM, XOTS U
HETOCTOSIHHBIM 3MU(EHOMEHOM B
9TOii rpymme paccTpoiicTB. KinHu-
Yyeckue MpPOSIBJIEHUSI MOTYT BKJIIO-
YaTh pa3IMYHbIC IBUTATEbHBIC, KOT-
HUTHBHBIC, TOBEICHUECKUE U TICH-
XUATPUIECKHE PACCTPOICTBA, CYIO-
POXHBIC CHHAPOMBI M 3PUTEBHBIC
HapyIIeHNST C Pa3IUYHBIM JeOI0TOM
3a00/1eBaHKsI — OT MJIAJIEHYECTBA [0
B3pocjoro BospacTa. OCHOBHBIMHU
tunamu NBIA, coctaBasiiomiumMu 0
75% Bcex ciyvaeB, SIBISIIOTCS: Heli-
pojiereHepalysi, aCCOIMUPOBAHHAsI C
naHtoreHaTkuHa3oil (PKAN), mpu

Mytauuu B reHe PANK?2;, Heiipone-
TeHepanys, accollMMpoBaHHas C
B-mponemnepubiv Genikom (BPAN),
npu Mmytauuu B rene WDR4S; doc-
Gbonnmaza  A,-accounMMpoBaHHas
Heiiponerenepanus (PLAN) ¢ myta-
et B reHe PLA2G6; weiiponere-
Hepalusi, acCoOlMMpPOBaHHast ¢ Oel-
KaMi MUTOXOHIPHAIbHOM MeMO-
pansl (MPAN), ¢ wmyrauueii B
reHe Cl9rf12. Ceruatka siBisieTCS
YHUKaQJIbHOW HEPBHO-COCYAMCTOM
CTPYKTYpPOH, a C y4eToM 3MOpHO-
HaJIbHOTO MPOUCXOXACHUsSI U CTPYK-
TYPHOTO CXOJCTBa C BEILECTBOM
Mo3ra, ee M3MEHEHMs MOTYT OTpa-
KaTh HeWpoaereHepaTUBHBIE MPO-
1LIECCHI B TOJIOBHOM MO3T€, UTO JeNaeT
CeTYaTKy TPUBICKATENLHON MMUIIE-
HBIO IS M3ydeHHsA. MexaHM3MBbI
aTpouu CIoeB CETYATKU M MOpaxkKe-
HUS €€ COCYIIOB TPU HeliposereHepa-
TUBHBIX 3a00JIeBaHMAX 10 KOHIA He
usydeHbl. K BO3MOXHBIM OOBSICHE-
HUSIM B JIATEpaType OTHOCAT MeXa-
HU3MBI HEHpPOBOCTIAICHUSI, TATOJO-
TMYECKOM arperaluy OEJKOB, Hapy-

LWEHNUS  HEHPOTPAHCMUTTEPHOM
peryasiuid U OKUCIUTEIbHOTO
ctpecca. lenbio 0003peBaeMOro

MCCIIEIOBAHMS SIBJISUIOCH OITMCAHWe
HEeWPOCOCYIMCTBIX XapaKTePUCTHK
cetyaTku y mauueHToB ¢ NBIA. 3to
TIePeKPECTHOE MCCIIENOBAHNE BKITIO-
YaJIo MalMeHTOB ¢ TeHeTUYECKY MOJI-
TBepxaeHHoit NBIA (n = 37; 74 00-
CNIEIOBAHHBIX TJ1a3a) M JIUL KOH-
TpoJbHOIA rpymnbl (n = 40; 80 obce-
JIOBaHHBIX I71a3); CPEAHMI BO3pAcT
naiueHToB B rpymnme NBIA coctaBun
28,5 £ 6,6 roma. Ienetmyeckas
ctpyktypa NBIA B uccienoBanumn
OblUla MpeicTaBleHa CJCAYIOLIUM
obpasoM: 23 maumenrta (62%) c
PKAN, 7 nauuenros (18%) ¢ cuH-
npomoM  Kydopa—Pakeba (Ku-
for—Rakeb syndrome, KRS), 2 manu-
eHTa (5,4%) ¢ cunapomom Bymxay-
ca—Cakatu, 2 mauumenta (5,4%) c
BepuduimposanHoit MPAN, 1 ma-
meHT (2,7%) c HelipomereHeparu-
€, aCCOUMUPOBAHHON C TUAPOKCH-
7430 XUPHBIX KUCTOT, | TIalmueHT
(2,7%) ¢ CoASY-6emok-acconmmpo-

BaHHOI HeiiponereHepauueit, 1 na-
ueHT (2,7%) ¢ PLAN. Becem manu-
€HTaM ObL1 TMPOBEEH HEBPOJIOTHYE-
CKUI OCMOTpP C OLIEHKOH TI0 IIKaje
PKAN-DRS (Pantothenate-Kinase
Associated  Neurodegeneration-
Disease Rating Scale — mikana oueH-
KM HelipoaereHepauyu u 3adoseBa-
HUii, aCCOLIMMPOBAHHBIX C TMAHTOTE-
HATKMHA30i1): cpefHuil Oaul cocra-
Bun 51,7 £ 24,7 (nmamasoH ot 14 1o
99 OamnoB). Y Bcex NalMEHTOB
OCTpOTa 3peHUst Oblia 3HAYUTESbHO
CHMXEHA IO CPABHEHUIO C KOH-
TPOJIbHOM rpynmoit. ¥ 1/3 maumeH-
TOB OB OOHAPYXEHBI MATOJIOTUYE-
CK1€ U3MEHEHUs TIPU UCCIIEI0BAaHUN
3pUTENBHBIX BBI3BAHHBIX MOTEHIMA-
noB (3BII), ¥ moutH y MOJOBUHBI
MalUeHTOB Oblla BBISIBIEHA IHUC-
(GyHKUUS CeTYaTKu, OIEHEHHas C
MOMOIIBIO  37eKTPOpeTHHOTpahun
(BPI). ¥ Bcex mammeHTOB OBLIO
00HapyXeHO 3HAYMTENbHOE VCTOH-
YeHHe BCEeX CJI0EB CeTyaTKu, 3a
UCKJIIOUEHNEM BHYTPEHHETO0 U
BHEITHETO  3€PHUCTHIX  CJIOEB.
OIHAaKO TIpU CPaBHEHUU TOJbKO
nauueHToB ¢ PKAN ¢ KoHTposbHOM
Ipynmnoi ObLIO OTMEYEHO, YTO Y
MAUEHTOB BHEIIHUN 3€PHUCTBIN
CJIOI ObLJT 3HAYNTEBHO TOHbIIE, YTO
MOXKeET OBITh CTIeU(UIHBIM UMEHHO
quist atoit hopmbl NBIA. CHukeHue
TUIOTHOCTH COCYIOB TaKXe KOppeu-
POBAJIO C MCTOHYEHHEM CJIOEB HEPB-
HBIX BOJIOKOH M TaHIJIMO3HBIX KJie-
TOK, YTO MOXET yKa3blBaThb Ha PoOJib
COCYIUCTbIX HapylIeHUi B ereHepa-
LUK CIOEB CeTYaTKU. XOPUOUIUT
OTYETJIMBO BBISIBISUICS TOJNBKO B
rpynne nanueHToB ¢ KRS. Pesynb-
TaThl 3TOTO MCCJEIOBAaHUS TIPENO-
CTaBMAIOT YOemUTEeNTbHbIE IOKa3a-
TENbCTBA CHUXEHUSI TIOTHOCTU
COCYIOB YW W3MEHEHWii TOJIIUHBI
cetyatku y maumeHToB ¢ NBIA.
Y 3HAUMTENbHON YacTW TAIMEHTOB
HaOMI0IaIMCh TIPU3HAKU JUCHYHK-
UM CEeTYaTKU, MOATBePKIaeMbIe
OTKJIOHEHUsIMU B pe3ynbratax 3BI1 u
OPT. TMonyyeHHbIe TaHHBIE TOIEP-
JKMBAIOT TUnoTe3y o BausHuM NBIA
Ha 3puTesibHble PYHKIMU U XapakKTe-
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PUCTUKHU CETYaTKHM, MOJYepKUBast
HeoOXOIUMOCTh TATbHEUTIINX UCCIe-
TOBaHUI1 17151 BBISICHEHUSI OCHOBHBIX
MEXaHM3MOB M OTpeaeaeHus] aud-
(bepeHIIATbHBIX OMOMapKepoB TPU

paznuuHbIx oaTunax NBIA.
Amini E. et al. Neurodegeneration
with brain iron accumulation disorders
and retinal neurovascular structure.
Mov Disord. 2023 Nov 10. doi: 10.1002/
mds.29644. Epub ahead of print.

Knannnyeckoe 3na4uenue
BCCTHGYJIOOKYJI}I])HOI‘O
pedaekca
B 1u(depeHnmuaIbLHOM
AHATHOCTHKE
CnAHOnEpedeIAPHbIX
aTakcmii
CrnuHouepeOeIsIpHble  aTaKCUU
(CLIA) — aT0 reteporeHHas rpyrmra
HACIeICTBEHHBIX 3a0oJIeBaHUil, Xa-
PAKTEPU3YIOIIUXCS TIPOrPeCcCUpyIo-
UM HapyleHueM KOOPIMHAIIUN
TIBIDKCHUI BCIIGACTBUE JeTeHEpauu
MO3XeuKa 1 ero cBsseit. [TockoabKy
CYLIECTBYET 3HAUMTEIBHOE TIEPEKPBI-
THE MEXIY KIMHUYECKUMU (HEeHOTH-
namu  pasnuuHeix  Gopm  CLA,
“30JI0THIM CTAaHAAPTOM” B IMArHO-
CTUKE SIBJISIETCSI IPOBEIEHUE [eHETU -
YeCKOTO TeCTUPOBaHMS. XOTS BbISIB-
JICHWe MYTallMM B OIpeaeJeHHOM
TeHe BBICOKOCTICIIM(WYHO ¥ MO3BO-
JISIeT HaIeXHO WIEHTU(UIIMPOBATh
KoHKpeTHYo ¢dopmy CLA, Takoe
UccenoBaHNe BCE elle OrpaHuIeHO
B PYTMHHON KJIMHUYECKOH MpaKTU-
Ke, TaK KaK OHO SIBJISIETCSI JOPOTO-
CTOSIIMM U TpyloeMKuM. Pazpa-
00TKa KJIMHWYECKUX AubbepeHLn-
PYIOIIMX MPU3HAKOB UMEET OOJIBIIOe
3HaYeHUE VISl CYXKEHUs AMarHOCTU-
YeCKOTO TIOMCKa J0 TOTO MOMEHTa,
Kak Ta wiu uHas ¢popma CLIA Oyner
MONTBEPXKIEHA MOJIEKYJISIPHO-TeHe-
THYECKUM MeTomoM. [Ipenbimyiiue
UCCeI0BaHMsI TOKA3aJIM, YTO BECTU-
OymnookynsapHblii  pednekc (BOP)
HapyIiaeTcsl MpY HECKOJbKUX THITaxX
CUA, u obHapyxeHue aeduiura
BOP MoxeT ObITh 1MOJI€3HBIM KIMHHU-
yeckuM rokaszaresieM. O603peBaeMoe
uccnenoBaHye OBUIO HAalpaBIeHO Ha

KOJIMYeCTBEHHYI0 oleHKy BOP vy
MalueHToB ¢ 4 ayTOCOMHO-AOMH-
HaHTHbIMU popmamu CLIA (CLIA2,
CLIA3, CIHA6, CLIA7) ¢ noMoIibio
BUIEOTECTa UMITYJIbCHOTO IBMKEHMS
ronosel (VHIT), a rimasomsurareb-
Hble HapyLIeHUS] WCCIeNOBAIU C
MOMOILBIO  BUAEOOKYJOorpabuun
(BOT). B oOwmieii cinoxHOCTH B
HCcleqoBaHUe ObUIO  BKJIIOUEHO
33 nauueHTa, B TOM YKcie 8 malueH-
toB ¢ CIIA2, 6 manentoB ¢ CLIA3,
10 maruenTtoB ¢ CLIA6 n 9 manueH-
toB ¢ CLA7; cpennuii Bo3pact
cocraBun 45,9 = 14,5 roma. ns
onpeleNieH!sl HOPMAaTUBHBIX Mapa-
METPOB B KauecTBe KOHTpOJs Oblia
HabpaHa rpynma u3 36 3I0pOBBIX
J0OPOBOJIBIIEB O€3 CEMEITHOr0 aHaM -
Hesa CLIA v faHHBIX B TIOJIb3Y BECTH -
OYJISIDHBIX, CITYXOBBIX M IJIa30BUIa-
TeJbHbIX paccTpoiicTB. [lpupocT
koadumenta BOP onpenensercs
KaK U3MEHEHUE yIia 3peHusl, IeJeH-
HOE Ha U3MEHEHHUE YIJIa TOJIOBBI MPU
ee MoBopoTe. B neanbHbIX yCI0BUSIX
KO3GbGUIMEHT YyCWIEHUS Bpalia-
teabHoro BOP pasen 1,0, uto o3Ha-
YyaeT HaJMuhe KOMIICHCHPYIOIIEH
CKOPOCTH TJ1a3a, PaBHOU CKOPOCTU
TOJIOBBI M HATIPABJIEHHOM B TIPOTHBO-
MOJIOXKHOM HarpasiaeHuu. [lo cpas-
HEHWIO C KOHTPOJBbHOW TpyMIoi
npupoct Koabbuuuenta BOP npu
CLA3 ObuT 3aMETHO CHMXEH IS
Bcex 6 KaHajoB. TIpupoct koaddu-
uuventa BOP, kak mnpaBujio, ObuI
HE3HAUMTEIbHBIM B TOATPYIIIIE
CLIA2, HO OBIT 3HAYUTEBLHO CHU-
KeH Ut 3amHKX KaHanos ripu CIIA6,
a 1t 000MX BEPTUKATBHBIX KAHAJIOB
oH Obu1 cHikeH pu CLIA7. Koppu-
rupytomiue cakkaubl npu BOI 6buin
PacTpoCTpaHeHbl Yy MAlMUEHTOB ¢
CLA3 u CHAS6, penxu mpu CLHA7 u
orcyrctBoBanu nipu CLIA2. CrioH-
TaHHBI, BBI3BAHHBIII BCTPSXMBAHU-
€M TOJIOBBI U TIO3ULIMOHHBIN HUCTAT-
MBI OBLTM 3a(UKCUPOBAHBI TOJIBKO
nipu CLIA6. ITpu CLIA3 u CLIA6 GbL1
BBISIBJIEH XapaKTePHBIH TOPU30H-
TaJbHBIA  B30OPUHAYLIMPOBAHHBIN
Hucrarm, a npu CHA2 u CHA7 —
XapaKTepHOE CaKKaIuuecKoe 3aMeI-

neHue 6e3 Huctarma. Takum oOpa-
30M, HapyieHuss BOP pacrnpocrpa-
HeHbl pu CLIA, HO MX 3aKOHOMEp-
HOCTH BapbUPYIOTCSI B 3aBUCHMOCTHU
ot (opmbl 6one3nu. Ouernka BOP ¢
ucnonb3zoBanueM VHIT u B couera-
HUH C TIOAPOOHBIM OTOHEBPOIOTHYE-
CKMM 1 HepoodTaibMOJIOrHYEeCKIM
o0OcienoBaHMEM OINpaBJaHHa Y
MAlMeHTOB ¢ MO3XEUKOBOI aTaKCH-
eil 1 MOXKeT MoMOYb B T depeHn-
anbHoii muarHoctuke CLA no artama
MOJIEKYJISIDHO-TeHETUYeCKOro  00-

CJIEIOBAHUS.
Kim J.M. et al. Clinical value
of vestibulo-ocular reflex
in the differentiation of spinocerebellar
ataxias. Sci. Rep. 2023;13:14783.

AddexkTHBHOCTD
1 0e30MaCHOCTD
HEIProJINHOBLIX ATOHHUCTOB

n0¢haMHHOBBIX PENENTOPOB

B KQa4€CTBE J0NMONHECHNA

K J€BOAONE Y NAIIMCHTOB

¢ pa3BepHyTOil cTaauei

oonesnn lapkuncona:

ceTeBoil MeTaaHAIM3

bonesns IMapkuncona (BIT) mpen-
CTaBIsIeT coboii 2-¢ 10 pacmpocTpa-
HEHHOCTH (rocne 0one3Hu AJbII-
reiiMepa)  HelipolaereHepaTUBHOE
3aboneBanue. Jleuenne BII, Hecmo-
TP Ha COIMATBbHYIO 3HAYUMOCTD
JTAHHOI TPO0JIeMbI 1 OOJIBIIIOE YUCIIO
MIPOBOAMMBIX B MUPE KITMHIIECKUX 1
(byHIaMEHTATBHBIX HUCCIEI0BAHUI,
OCTaeTCs Wb CUMITOMATHIECKIM.
[lp oTOM OCHOBHBIE CIOXHOCTH
BElEHUS TIAIIMEHTOB BO3HUKAIOT B
pasBepHyToit ctamuu bIl B cBsizu ¢
pa3BUTUEM JIEBONOTIAMHIYIIPOBAH-
HBIX [JBUTATENbHBIX (QIyKTyauui,
pPa3HOOOpa3HBIX MUCKWHE3WH, a
TaKKe HapacTalomuMU (HYHKINO-
HAJIBHBIMU HAPYIIEHUSMU U WX HEeTa-
TUBHBIM BIMSHUEM Ha TIOBCEIHEB-
HYIO aKTHBHOCTb, CaMOOOCITyXH1Ba-
HUE ¥ KAyecTBO XW3HU MAIMIEHTOB.
[MosToMy coBepIleHCTBOBAHUE CY-
miecTBytommx cxeM JjedeHus bIT ¢
noOaBIeHNEM K TIpernapaTam JeBOIO-
Bl (OCTAIOIIEHCS “30JI0TBIM CTaH-

E BionneteHb HauuoHansHoro o6LecTea no uayyexunio 6onesnn MapkMHCOHa M PaCCTPONCTE ABMKEHUI
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Puc. 1. CereBoii rpacduk BKiIoYeHHbIX uccienoBanuii: a — UPDRS, wacte II (UPDRS-II); 6 — UPDRS-III; B —
UPDRS-II + III; r — cokpaiieHue neprona “BbikitodeHus” . Kaxaplid y3ei npeacTaBisieT co0oi TOT Wiu MHOM BUI
tepanuu BI1. Y371b1 “B3BelMBaloTCs” MO KOJTMYECTBY MCCIIEIOBAHII; ITUPUHA peGep “B3BEIIMBAETCS” T0 CTaHIAPT-
HBIM OIIMOKAaM; CIUIOUIHASI JIMHUSI MPEACTABISIET MPSIMOe CPaBHEHUE MEXIy ABYMs MpernaparamMu; YUCIO MEXIy

JIBYM$I y3J1aMU — KOJIMYECTBO UCCIIE0BAHUM, YUaCTBYIOIIUX B IIPSIMOM CpaBHEHUU.

napToM” Teparnuu TaHHOTO 3abose-
BaHUS) JOMOJHUTEbHBIX MPOTUBO-
MapKMHCOHMYECKUX CPEICTB U pa3-
JUYHBIX KOPPEKTOPOB  BBIXOAUT
CerofHs Ha MepBblii iaH. OnTuMu-
3auus tepanuu bI1 ocobeHHO akTy-
aJTbHa Y TIALMEHTOB MOXWIOTO BO3-
pacTa B CBSI3U C TTOIMMOPOUTHOCTBIO
1 0ojiee BBICOKMM PHUCKOM pPa3HO-
00pa3HbIX HeXeIaTelbHbIX SBJIEHUI
1 MOOOYHBIX I(HEKTOB.

Ha npoTsxeHuu UMTebHOro Bpe-
MEHU B Ka4yecTBE JOMOTHUTETbHON
(O OTHOIIEHHUIO K JIEBOZIOTIE) Tepa-
MUU y TALUEHTOB C DPa3BepHYTON
cranueit BIT nmpuMeHsiioTcs aroHu-
CTBl 10(haMUHOBBIX PELENTOPOB
(AIP) HeapronuHoBoro psina. OHuU
HE SIBJSIOTCS MPOM3BOAHBIMU CIIO-
PBIHBHU U, CIIEIOBATEbHO, 001a1aI0T
Oosibllieit 0€30MacHOCTbIO M0 CpaB-
HEHUI0 ¢ 3proiuHoBbiMu  AJlP

I nokonenus. BaxHas ponb Heapro-
muHoBbIX AJIP B Hacrosiiee Bpemst
He BbI3bIBAET COMHEHUI U OTpaxeHa
BO BCEX MEXIYHApPOIHBIX KIMHUYE-
ckux pekoMeHaauusx. OgHako 10
CHIX TIOp HET yOemuTeNbHbIX 10Ka3a-
TEJBCTB B TIOJIb3Y MPEUMYIIECTBEH-
HOIl 3(GGEKTUBHOCTA OAHOTO WU
JIPYroro mpernapara JaHHOTO Kjacca
y MalKMEeHTOB ¢ Pa3BePHYTOI cTaau-
eit BII.

YT100bl CpPaBHUTb U PAaHXKUPOBATH
9 eKTUBHOCTD, TIEPEHOCUMOCTb U
0€30MacHOCTb 6 IUPOKO MCTIONb3Ye-
MbIX HeaproMHOBEIX AJIP (BKiTtouast
CTaHJAPTHBIE U MPOJOHTUPOBAHHbBIE
(opMbI) B KayecTBe AOMOJHEHUSI K
JIEBOJIOTIE B PAa3BepHYTOIl CTaauu
BI1, aBropamu 0003peBaeMoii CTaTbu
OBbLT TIPOBEICH CETEBOI METaaHAM3.
TepmuHoMm “cereBoii MeTaanamms”
omnpenensiercs ocobdas METONOIOTHs

HETPSIMOTO COTIOCTABIEHUS — CTaTH-
cTUyeckas MoJesb, 00beqUHSIomIas
TaHHBIE TIPSIMBIX M HETIPSIMBIX CPaB-
HEHUIl B CeTb NOKa3aTeNbCTB (OTO-
Opaxaemylo CeTeBbIM TrpaduKoM
CpPaBHEHUIT), ¢ TeM 4TOOBI CreaaTh
BBIBOI 00 OTHOCHTENIbHOU 3(hheK-
TUBHOCTHU U 6€30MaCHOCTH HECKOJb-
KUX BMENIATENbCTB (B TOM YHMCIIE
BO3/IEHCTBMSI HECKOJBKUX JIEKapCT-
BEHHBIX MIPEMapaToB).

B pabore ObL1 MpoBeneH AeTalbHbII
CKPUHMHT ¢ TIOMCKOM MH(pOpMaIn
Mo crenyloImuM 06a3aM JaHHBIX:
MEDLINE, Embase, KoxpeitHoB-
CKWIif TIEHTPaJbHBI PETUCTP KOH-
TPOJMpPYEMbIX HccaenoBaHuit, Ku-
Talickasg HalMOHalbHasg WUHbpa-
CTPYKTypa 3HaHMU, 0aza TaHHBIX
Wanfang. Beimu mpoBepeHsI my0iun-
Kauu ¢ siHBapst 1996 © mo uioHb
2022 1. I COOTBETCTBYIOIIMX paH-

\b Ne 3 » 2023
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Puc. 2. [ToBepXHOCTh MO KyMYJISTUBHOM PAHXUPYIOIICH KPUBOI ISl aHATM3UPYe
TENLCTB (JIEKAPCTBEHHBIX MTPENApPATOB) MO0 OCHOBHBIM pe3yjbraraM JeyeHus: a — UP
UPDRS-II + III; r — cokpaliieHue repuoaa “BBIKIIOYEHHUS”; I — 00IIee YHCIO C

= [Ipamurniekco ER === Ponunupon IR
= [Ipamunekcon IR

Tepanus

== PonuHupon PR

e — >1 HebIaronpusITHOro SIBJICHUsI Ha (pOHE Teparnumu.

TOMU3UPOBAHHBIX KOHTPOJMPYEMBIX
uccienoBanuii (PKU). CpaBHeHue B
paMKax CeTeBOro MeTaaHajin3a ObUIo
NPOBEICHO I 6 HEIProJMHOBBIX
AJIP, B TOM uucnie TpaHCIEPMaIbHO-
IO TUTACTBIPSI C POTUTOTUHOM, POTIH-
HUpOJNAa HEMEIIEHHOTO BBICBOOO-
xnenust (IR), pormHupona mposoH-
rMpoBaHHOTO BeicBoOOXIEHUS (PR),

npamunekcona IR, mpamunexcona
npoJioHrupoBanHoro faeiicteus (ER)
U TupudeanIIa.

CymmapHO B 0003peBaeMoe Mcclie-
noBaHue ObUTo BKIoueHo 34 PKU
(oburee umcio mamueHToB — 7868).
O6mmit ceTeBoil TpaMK BKIIOYEH-
Hbix B aHanu3 PKW npencrasineH Ha
puc. 1.

—— TpaHcepMaIbHbIi TIACTHIPb

C POTUTOTUHOM

CTaTUCTHUECKUI aHaIM3 PaHXHU-
pylonieil KyMyJISTUBHOW KpPUBOW
(puc. 2) mokasaj, 4To mpernapar po-
nuHuposn PR Obi1 accoumupoBaH ¢
0oJiee 3HAYUTEIbHBIM YIyYllIeHUEM
M0 CJIEAYIOLIMM MOAIIKATaM YHUDU-
LIMPOBAHHOI IIKAJIbI OLIEHKK 00J1e3-
nu [lapkuncona (Unified Parkin-
son’s Disease Rating Scale, UPDRS):

0ro o0LLecTBa No M3yyeHunio 6onesHu MapkUHCOHA U PacCTPOICTB ABMKEHMUIA
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noamkane UPDRS-II (aktuBHOCTB
B TIOBCEJIHEBHOM XKM3HU), MOAIIKATE
UPDRS-III (aBuratenbHble Hapy-
MIeHWsI) W CyMMe  TOAMIKAT
UPDRS-II + III (panru 0,811; 0,742
1 0,827 cooTBETCTBEHHO). OTMETUM,
YTO UMEHHO 3TH MOKa3aTeu B Hau-
OosbllIeii CTEMEHU OMNpelesioT
(yHKIMOHAJIBHBIE  BO3MOXHOCTHU
nauueHTos ¢ BIT.

[Tpu oLieHKe COKpAILEHUSI CYTOYHO-
0 00IIero meprona “BBHIKIIOUCHUS”
npamunexkcon IR 3ansnm 1-e mecto
(0,979). B 1o e BpeMsi pOMMHUPOS
PR 3ansin 1-e mecto (0,927) no Tako-
My KJIMHUYECKH BAXKHOMY JUISI Malu-
eHroB ¢ BIT nmokasatesno, Kak OTBeT
Ha Mpenapar B pexume “BbIKIOYE-
HUA” (3TOT TOKA3aTeNb OTPeessIICs
KaK [0Sl MAlMeHTOB C KIWHUYe-
cKuM yiyunieHueM >20%).

[To naHHBIM MpPOBENEHHON OLEHKH
MEPEHOCUMOCTH TIPOBOAUMOTO Jieue-
Hus  npamunekcon ER - 3ansn
1-e MecTo 1o 001LEMY YHCITY OTKA30B
OT MIPOMOJKEHUST TePaTny, a TPaHC-
NepMaTbHBIN TIACTBIPh C POTUTOTH-
HOM — 1-€ MecTO TI0 YacToTe BbISIB-
JIEHUSI TeX WM MHBIX HexXenaTesb-
HBIX sIBJIEHUI (=1 HexXenareabHOTo
spienHust). [Ipenapat pornrHupon PR
T0 pe3yJibTaTaM 3TOT0 aHAIN3a [OKa-
3aJ1 60J1ee BBICOKYIO TIEPEHOCHMOCTb.
Takum o0pa3oMm, MpOBEACHHBIN
CETeBOIl MeTaaHaIM3 B IIEJIOM MOJI-
TBEPAMI BBICOKYIO 3(P(EKTUBHOCTH
BceX 6 COBPEMEHHBIX HE3IPTOIMHO-
BoIX AJIP B KauecTBe TOMONHEHUS K
0a30BOil Tepanmuu JIEBOLOMOW Y
MAIUEHTOB C Pa3BEPHYTOM CTanuei
BII. [Tpu BcecTopoHHEM paccMoTpe-
HUM BCeX BapMAHTOB CHUMIITOMATH-
YeCKOTo JIeUeHMsl JIeKapCTBEHHast
(dhopma pormuHuposn PR moxer ObITh
JIYYIIMM  BBIOOPOM, YeM Jpyrue
HeaproiHoBble AP, mia maHHOM
TOCTATOYHO TSDKENON M OCIOXHEH-
HOI CTamuu HelporereHepaTHBHOTO
npouiecca pu bI1. ConocTaBnsiembie
npenaparsl  MPOAEMOHCTPUPOBATU
pa3HbIE CHEKTPBl HeXeTaTeabHbIX
sIBJIEHUI B pa3BepHyToii cTanuu bIl,
npu 3toM porniHUpon PR xapakre-

PU30BAJICS TOCTATOYHO OJArOMpusIT-

HBIM MpoduieM 0e30MaCHOCTH.
Chen X.-T. et al. Efficacy and safety
of non-ergot dopamine-receptor agonists
as an adjunct to levodopa in advanced
Parkinson’s disease: a network
meta-analysis. Eur. J. Neurol.
2023;30:762-73.

AronucTbI
5-HT, ,-peuenrtopos
B JICYCHUH
JEBOAONANMHAYIHMPOBAHHBIX
AMCKHHE3Mii mpH 001€3HM
Ilapkuncona

bonesnn [Mapkuncona (BIT) mpen-
CTaBJIsIeT COOOM aKTyaabHYIO MPO0-
JIEMYy COBPEMEHHOI KJIMHUYECKOM
HeBposiornu. B cBs3u ¢ Tem, 4rto
OCHOBHbIE JIBUTAaTeNbHBIC MPOSBIIE-
Hus BIl (runmokuHe3us, MblieyHas
PUTHIHOCTL U TPEMOp TIOKOsI) 00yc-
JIOBJIEHBI THOEIbI0 10(PaMUHIIPOILY-
LMPYIOLIMX HEHPOHOB YepHOH Ccyb-
CTaHLIMM ¥ JereHepauuenn mocda-
MUHEPTUYECKOTO HUTPOCTPUATHOTO
MyTH, BEIYLUIMM METOAOM JIEUCHUs!
NAaHHOTO  HelipoJereHepaTMBHOIO
3a00/icBaHMsl B HACTOsIIEe BpeMs
SIBJISIETCST  BO3/IEICTBME HAa MOHO-
aMUHOBBIE HEHPOTPaHCMUTTEPHbIE
CHCTEMBI TOJIOBHOTO MO3Ta.

Haubonee 3pdexTrBHBIM TPOTUBO-
MapKUHCOHMYECKUM  TpernapaToM
IUIST CUMIITOMATUYECKOTO JIEUCHMS
BII siBnsiercst Guonornyeckuit npea-
LIECTBEHHHUK T0(aMUHa — JIEBOIOMIA.
OnHako ANUTeNbHOE MPUMEHEHUE
JIAHHOTO COeIMHEHMs Ha (oHe Mpo-
JIOJDKAIOLIENCS] TMOeI HUTPAIbHBIX
HEHPOHOB M AecTabMIM3aLUU BCeit
ceTn 6a3aTbHbIX TAaHTJINEB MIPUBOIUT
yepe3 3—5 JeT K CePbe3HBIM OCIOX-
HEHUSM, B TOM YHCJIe K Pa3sBUTHIO
JIEKapCTBEHHBIX MUCKMHE3WH (IuC-
KWHE3Usl TMKa J03bl, AByX(a3Has
IMCKUHE3us W 1p.). B MexaHmzmax
Pa3BUTUS AMCKMHE3UH OOJbIIOe
3HaueHWEe TPUIACTCS HApyLICHUIO
YYBCTBUTEIbHOCTU TOCTCUHATITHYE-
CKUX J0(GaMHHOBBIX PELENTOPOB,
M3BPAIEHUIO MTPOGMIIS aKTUBHOCTH
MIPECUHANTUYECKOTO PEeNTOPHOTO
KOMIUIEKCa  (KOHTPOJIUPYIOLIETO

ypoBeHb AodaMUHA B CHUHAMNTHYE-
CKOM 11IeJIM), HapyIIeHUI0 (HhU3NoI0-
TMYECKOro OasaHca MOHOAMUHEPTH-
YyecKMX cucteM Mosra (nodamuHa,
CepOTOHMHA,  HOpAJpeHaluHa).
B psane ciydyaeB nposiBieHus JUCKY-
HE3UM MOTYT HOCUTb Ype3BblYaitHO
MYUHUTEIbHbIN, MHBATUANZUPYIOLINI
XapakTep, YTO 3HAYUTEbHO OTPaHHU-
YMBAET BO3MOXHOCTH JalbHEHIIEro
MOBBILIEHUS] 03Bl JIEBOJOMBI (H,
ClIeloBaTeIbHO, CHMKaeT 3 dek-
TUBHOCTb TEPAITIH B LIETIOM), a TAKXKE
PE3KO CHUXAeT KaueCTBO KU3HMU.

JleyeHue neKapCTBEHHBIX IUCKUHE-
3uii ipu BIT ocraercst BecbMa Herpo-
CTOM 3amayeil, a UMEIoLIMecs B pac-
MOPSIKEHUU Bpaya TepareBTUYecKye
BO3MOXHOCTU KpaifHe OrpaHNYeHBI.
TpaguimoHHo 1St OOPLOBI ¢ AUCKU-
HE3WSIMU TIPUMEHSIOTCSI aMaHTaJIu-
HBI, (POPMBI JIEBOJIOTIBI C KOHTPOJIH-
pPYEMbIM BBICBOOOXIEHUEM, KOMOU-
HalUSl JIEBOJOTBI C AarOHUCTAMU
N0GhaMUHOBBIX PELENTOPOB  (UTO
M03BOJISIET CHU3UTH 03y JIEBOIOTIEI),
pazHooOpa3HbIe KOPPEKTOPHI (KO-
HazernaM, aHTUKOHBYJIbCAHTHI U 1. ),
HEeMpOXUpypruueckue  MOAXOIBI
(rmyOMHHAs CTUMYJIALKS MO3Ta).
HoBbiM mepcreKTUBHBIM Hampase-
HUEM, C YYETOM MOJEKYISIPHOTO
MaToreHe3a JeKapCTBEHHBIX IUCKH-
Heauit mpu bIl, gBiseTcs ucnosb3o-
BaHUE AarOHNCTOB CEPOTOHMHOBBIX
peuentopos Tuna 1A (5-HT ). Oc-
HOBAaHWEM Uil WX TIPUMEHEHWS B
KIMHIYECKON TpPaKTUKe SBUINCH
pE3yNbTaThl  IKCIEPUMEHTATbHBIX
paboT, TOKA3aBINKe, YTO ArOHWCTHI
5-HT, ,-peuentopoB  obieryaior
MUCKUHE3NI0 B JOKIMHUYECKUX
moznensix bBIl. Ananuzy nmaHHOrO
HampaBieHusl B HelipodapMakoso-
TUM U TIOCBSIIIEH HACTOSIIUI 0030p.
KimHudeckue MCHBITAaHUST arOHUC-
108 5-HT, ,-perientopos jpaiu mpo-
TUBOPEUMBBIE PE3YJILTATHl C TOUKU
3peHus OOJerYeHus] AUCKUHE3WI.
bosnee Toro, naxe TMpu HaIUYUU
AHTUAUCKMHETUYeCKoro addekra y
TOTO WJIM MHOTO MpernapaTa OfHOBpe-
MEHHO MOIJIO MMETb MECTO HebJ1aro-
MPUSATHOE BO3MCUCTBUE HA Ipyrue
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HA OCTPUE HAYKH

aCMeKTbl IBUIaTeNbHON (GYHKIMHU.
Bcé aT0 3arpymHsieT BedeHUE TaKUX
MALMEHTOB U OCJIOXHSIET UTOTOBYIO
OLICHKY PE3yJIBTaTOB TEparuu.

OnHUM U3 IePCTIEKTUBHBIX JIEKapCT-
BEHHBIX CPEICTB M3 TPYIIIBI arOHM-
croB 5-HT, ,-penentopos st neye-
HUS IMCKUHE3UH y mauueHToB ¢ BIT
sIByIsieTcs OycnupoH. BnusHue Oycrm-
POHa Ha TMCKWHE3WH OLICHUBAOCH B
8 KIMHMYECKMX WCCIEIO0BAHUSX,
BKJTIOYast 6 MccenoBaHmii 2-i (assl,
1 uccnemopanue 1-ii haswl u 1 ucce-
noBaHue 3-ii pasbl. Bcemu aBropamu
OTMeYeHa XOpollasi MepeHOCUMOCTD
OycriMpoHa y [aHHOM KaTeropuu
oonpHBIX. [loKa3aHO, B 4aCTHOCTH,
41O GYCTIUPOH TIPY €T0 MPUMEHEHUN
B QHKCUOJMTHYECKHMX  J03aX
(<40 wmr/cyt) B LETOM OOBIYHO He
yXyAIIaa CUMITOMbI MapKMHCOHM3-
Ma y manueHtoB ¢ BIl (omucanbl
JIVIIb eMMHUYHBIE CITyYau YCyryosne-
HUSI pacCTPOICTB TIOXOAKM MITH YCH-
JneHus: tpemopa). bonee pasHopon-
HBIMU 0Ka3aJTMCh JaHHbIE O BIUSTHUN
OycnupoHa Ha JIeBOAOMAWHIYLIUPO-
BaHHBIC AMCKMHE3UH — OT OTCYTCT-
BUS  BUAMMOTO  KJIMHMYECKOTO
a¢deKTa B HECKOJIBKUX HCCIEI0Ba-
HUSIX JI0 OTYETIIBOTO AaHTUANCKUHE-
THYECKOTO JeUCTBUS, TOKA3aHHOTO
psamoM aBTopoB. Tak, B pabore
B. Kleedorfer et al. (1991) 6bL710 ycTa-
HOBJICHO, UTO MPU UHBATMAN3UPYIO-
MIMX HETMPOM3BOIBHBIX IBMKEHHSIX
Ha3zHayeHWe OYCITMpOHA COIMpPOBO-
XIanioch CpelHUM CHIKEHUEM
BBIDAKEHHOCTH JUCKWUHE3WH Ha
20%, xoTopoe B TOW WIM MHOM CTe-
MEHU MCTIBITHIBAIM BCE TMALIMEHTHI C
BIl. BaxHo TOmYEepKHYTh, UTO
TocJIeIyIoNee TpeKpalieHue mpre-
Ma Tiperapara Ha 2 JTHSI TPUBOIMIIO K

BO300HOBJIEHUIO JUCKMHE3UI. AHa-
JIOTMYHBIE PE3YJIBTAThl ObUTH MOJTyYe-
HBI B IBOWHOM CJICTIOM TJ1alie00KOH-
TPOJIMPYEMOM TIEPEKPECTHOM HCCIIe-
noaHuu y 10 maumentoB ¢ BII,
OCJIOXHEHHOU  JIeKapCTBEHHBIMU
nuckuHesusmu (Bonifati V. et al.,
1994). B wuccnenoBaHuM OllEHMBA-
J1Ch 3G GEKTH 3-HeneNbHOTO Jieue-
HuUsS OycMpoHOM B o3¢ 20 MT exe-
JTHEBHO IO CPaBHEHWIO C Iiare6o.
3HAYNTETLHOE YMEHBIIEHUE JTUCKH-
He31HM ObLTO OCTUTHYTO Y 5 (71%) 13
7 MaLMEeHTOB, 3aBEPLIMBIIUX HCCTIEe-
JIOBaHWE, W aHTUIMCKUHETUYECKUI
3(hdeKT ObLT 0COOEHHO 3aMETHBIM Y
OOJIBHBIX C TSKETBIMU TUCKUHE3US -
mu. [lo OKOHYaHWM WCCIETOBaHUS
5 TMauMeHTOB MPOAOLKUIM MpPUEM
Oycrivpona; vepe3 10 mec JeyeHus
OIMH M3 HMX MPEeKpaTu IpUeM Tpe-
naparta, MocJjie 4ero y Hero Ha0ona-

JOCh  YCWJEHUE  JUCKUHE3UH.
CxOJHbIE TaHHBIE MTPEICTABICHBI U B
Oosee  TMO3OHUX  MyOJMKALHKAX.

WHTepecHo, 4To Iaxe B TeX UCCeno-
BaHMUSIX, B KOTOPBIX aBTOpaM He yia-
JIOCh BBISIBUTb AHTMAMCKUHETHYE-
CKOe JeiCTBUME OYCIUpOHa, Mpu
Ha3HAYCHMU IaHHOTO TIperapaTta,
KakK IpaBMIJI0, OTMEYAJIOCh €TO OTYET-
JIMBOE TPOTUBOTPEBOXHOE ¥/MJIN
AHTUICTIPECCUBHOE JEHCTBHE, YTO
MMeET BaXHOE 3HAUCHHUE Y MallMeH-
ToB ¢ BII.

B xMHMYECKUX MCCIIeNOBAHUSX pa3-
JUYHBIX (a3 OIEHMBAJICS TaKXe
AHTUIUCKMHETUYECKUN 3 dexT
NPYTUX MpeacTaBuTeNeii Kinacca aro-
Hucros 5-HT |, -penenTopos — apu-
numnpasona, 3ATOMpasuHa, Mapao-
MPYHOKCA, CapuTO3aHa, TaHIOCIIH-
poHa u map. [lpakTuuecku BO Bcex
paboTax pe3yJbTar ObLT OTPULIATE/Ib-

HbIM. [laxe eciu aBTOpbI BbISIBIISIN
OMnpejieIeHHOEe aHTUIMCKMHETHYE-
CKOE JICUCTBUE MCCITETyeMbIX COIN-
HEeHWIl (HampuMep, TaHIOCTMPOHa),
OJIHOBPEMEHHO C J3TUM WMEJINCh
MPU3HAKU YXYIAIIEHUS CHMMITOMOB
MApKUHCOHM3MA WM APYTHX HeXe-
naTeNbHbIX  gBaeHuit.  [Ipemmo-
JlaraeTcs, 4To Takye HeOIHO3HAYHbIE
pe3yabTaThl B 3HAYMTEIbHOM CTere-
HU CBS3aHbl C MHOXECTBEHHOCTBIO
MUILEHEN BO3AEUCTBUS IJISI UCClie-
TYeMBIX COCITHEHUI 1 UX BIMSHUEM
(HepenKo pa3HOHATIPABJICHHBIM) Ha
HECKOJIbKO HEHpPOTPaHCMUTTEPHBIX
CHCTEM.

WHTEepecHBIM BBITISAUT TIPOIOJ-
Karolieecs B HaCTOsIIIee BpeMsT KITH-
HUYeCKoe MccienoBaHue 2-ii (asbl
HOBOro mnpemnapata Oedupagona —
Haubosiee CEIEKTUBHOIO MOJHOTO
aronucra 5-HT,,-penenropos. Pe-
3yNbTaThl TMPUMEHEHMs JaHHOTO
npernapata y mnauueHto ¢ bBII,
MMEIOIINX JIEBOAOTIANHIYIIPOBAH-
Hble JTUCKMHE3UMU, OXHUAAITCS C
OOJIBIIIM MHTEPECOM U OYIYT UMETh
BaKHOE 3HAUYEHME TSI MalbHEHIIero
Pa3BUTHSI IAHHOTO HaIPaBIEHUSI.
Takum o00pa3om, NOTPeOHOCTb B
3(h(HeKTUBHBIX Mpenaparax u3 rpym-
el aroHuctos 5-HT,,-penentopos
aKTyaJbHa KakK JUIsS HEeBPOJOTHYe-
CKUX, TaK U JUIS ICUXOHEBPOJIOTHYE-
cKMX 3abojeBaHuil. Chemyer mom-
HUTb, YTO TIOMUMO CBOETO 3HAUCHHS
B Tepanuu auckuHesuit mpu BII
5-HT, ,-peuentopbl Takxe Ciyxar
TeparneBTUYECKUMU MUIIECHSIMU TIPH
KJIMHUYECKO Jenpeccuu, 0onu u

KOTHUTUBHBIX HAPYLLEHUX.
Al-Kassmy J. et al. 5-HT, , agonists
for levodopa-induced Jiiskinesia
in Parkinson’s disease. Neurodegener.
Dis. Manag. 2023;13(2):101-12.
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XW3Hb U CYAbBA

MepBuH Nuk: 4YyBCTBUTENbHDbIN,
pPenKUn N rpyCTHbIN

I'.B. XoxaceBuu

000 “Uzdamenvckoe npednpusmue “Ammocghepa” (Mockea)

MepsuH JloypeHnc ITuk po-
nuics B 1911 1. B Kutae B cembe
OpUTAHCKOTO Bpaya, TpPYIWB-
merocss B  MHICCHOHEPCKOM
oparctBe. IlepBeie 12 et
KU3HU MepBHH ObLT 3aTOYEH B
OTOPOKEHHOM TIPOCTPAHCTBE
MHCCHUH, 3a TpeaeJaMu KOTo-
poro OyIIeBana pPEeBOJIONUS U
pymuiach umnepust. Crporue
MOPSIIKY COXPAHMIIMCh U TIOCIIE
BO3BpalleHus ceMbu B JIOH-
JIOoH: MepBuH ObUI OTHAH B
LIKOJy JJIST IeTeid MUCCHOHE-
poB. MajibuvK COBMeUIaN JIto-
0OBb K JUTepaType U TaJaHT K
PUCOBAaHMIO C TOJHBIM OTBpa-
IMIEHWEM K TOYHBIM HayKaM.
He mosnyyuB 1IKOJIbHOTO aTTe-
cTaTa, OH TeM He MeHee JIETKO
noctynun B KpoiimoHcKyio
XyIOXECTBEHHYIO KOy, a
3areM B yumuiie mpu Kopo-
JIEBCKOM aKaJieMUU XyTOXECTB,
MOJYYUB S-JIETHIOK CTUIIEH-
nuio. B 1931 1. oH cTan obaana-
TeaeM nmpeMun Aptypa Xakepa.
Ero ctuxu cramm meyaTtaThesl B
KypHajax, TakXe OH co3jai
KOCTIOMBI M ICKOPALIMH K TThece
opatbeB Yamek “2KusHb Hace-
KOMBIX”.

Ha 4-m romy oOyueHUSs
uHTepec MepBuHa K ydebe
npomai. OH mepectan IMoce-
1aTh 3aHATUS U TIPOBAJIMI
9K3aMeHbl. B 3TO0 Bpemsi ObIB-
muii  yautenb [luka Bpuk

Jpeiik opraHu30Bajl Ha OCTPO-
Be CapK KOJIOHMIO XYHOXHHU-
KOB, K KOTOpoiti MepBUH 1

1933 .

MepBun [luk Ha ocTpoBe
Capk. 1940-e romsr.

npucoeaHuicsa. OH momorain
CTPOUTBD rajiepero U y4acTBOBa
B TPYNIOBBIX

BBICTaBKax

MepsuH [Tuk. DcKu3 KOCTIO-
Ma K nbece “2Ku3Hb HaceKo-
MbIX”. 1936 .

MepsuH [Tuk. Knoyn. Okono I
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MepsuH Iluk. Crekaomys.
1944 .

MepsuH [Muk. Unmoctparnust
K cTuxoTrBopeHuo ‘“YyBcT-
BUTEJIbHDINA, PEAKUI U TPYCT-
HbBII” 13 cOopHUKA “Pudmbl
0e3 npuuuHbl” (1944).

XyJI0XXHUKOB, TepeOpaBIINXCS
Ha octpoB. Ha opHoil wu3
BbICTaBOK paboThl [11ka BeICO-
KO OLeHW AupekTop BecTMuH-
CTEPCKOM WIKOJbl UCKYCCTB, U
XyJIOXHMK Tiepeexal B JIOHT0H,
YyTOObI IpernojaBaTh B 3TOM
IIKOJIE PUCOBAHUE C HATYpBhI.

MepBun Iluk B IepMaHum.
1945

- &
MepsuH ITuk. be3 Ha3BaHuUs.
W3 anpboma “Pucynku Mep-

BuHa [Tuka” (1949).

Ho oH HexHO noJo0uI ocTpoB
Capk u nocie Bropoit mupo-
BOM BOWHBI BEPHYJICA Ha
OCTPOB BMECTE C CEMbeil.
CeMbsi, KCTaTH, BCKOPE MOSIBU-
nach. MepBuH 0e3 maMsITH
BIIOOWJICSI B CTYAEeHTKY Becrt-
MUHCTEPCKOI IKOJIBI UCKYCCTB

Mpiis Tuamop m B 1937 1
JKEHUJICS Ha HE.

B cenrsbpe 1937 1., cpasy
ITocJie Havajxa BOMHBI, MepBUH
ITOMBITAJICS  CTaTh BOEHHBIM
XyIOXHUKOM, HO HE BCTPETHJI
3aMHTEPECOBAHHOCTU B CBOHMX
yeayrax. IlIkoma HMCKYyCCTB
3aKpbUIach, 1 [TukM mepeexaam
B ndepeBymiky bepdbam B
3amagHom Caccekce. Bckope
BBIIIIE]I B CBET HANMCAHHBIN U
SIPKO  TIPOMJITIOCTPUPOBAHHEIN
ITukoM nuparckuii pacckas
nnst gereit “Kanuran Tecak
OpocaeT sKopb”, a B Hauale
1940 1. ponuicst ero mepBeHel|
CebacTbaH. B cepenune 1940 1.
MepBHHA TIPU3BAIA B apMUIO U
cTajyM oOy4yaThb Ha apTUILICPH-
cta. B xauectBe Tepanuu [Tuk
Hauajg mucaTb pomaH “Turyc
Ipoan”. Takxe B 1940 u
1941 rogax BBIILIM B CBET Ipe-
KpacHO WJUTIOCTPUPOBAHHbIE
ITukom CcOOPHUMK CTUXOB AJIst
neteit “IToe3nka Ha meTyxe” u
mosMa “Oxora Ha CHapka”
JIbtouca Koappona. B koHlue
1941 . ObLT BBIMYIIEH MEPBbIA
nostuueckuii coopuuk Iluka
“O0pa3sl 1 3ByKH”.

ITocne okoHuaHust apmeit-
CKOro oOyyeHHUs W TepeBoja B
noik y MepBuHa caydyuics
HEPBHBIA CPBIB, M YyTh JIU HE
ITOJITOZIA OH TIPOBEJT B KIIMHUKE.
3a 9T0 BpeMs OH ITOUTH JOIH-
can “Turyca Ipoana”. [TokuHyB
KJIMHMKY ¥ HaXOJSICh B OTITYCKE
110 00J1e3HU, OH HAaKOHElI IOy~
YU B MUHHUCTEPCTBE MH(MOP-
Mallii BaKaHCUIO BOEHHOTO
XyJaoxxHMKa. Bckope ero Hampa-
BUIM Ha (Habpuky B bupmumH-
reMe, IPOM3BOAMBIIYIO BJICK-
TPOHHO-JIyYeBbIE TPYOKM ISt
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pamapoB. PesynsraToM aToi
KOMaHAMPOBKU CTaJd MHOTO-
YUCIICHHbIC KAPTUHBI U PUCYH-
KU, U300paxatolue CTeKI0My-
BOB, a TAKXXE TTOCBSIIICHHAsT M
mosma.

Bckope IMTuk mo cocrosiHuio
3MI0POBBSI OBLT YBOJEH U3
apmuu. B 1944 1. BbIlIen B cBET
€ro cOOpHUK CTUXOB “Pucmbl
0e3 MPUYMHBI", KOTOPbIA ObLT
0orato WJUIIOCTPUPOBAH aBTO-
poM. DTa KHUTA OTKPHLIA YATA-
TeJsIM a0CYPAMCTCKYIO CTOPOHY
ITO3THYECKOTO 1 TpapUIecKOro
tananta [luxka. B 1945 r mo
MopyuyeHuo xypHana Picture
Post [Tuk nocetun [epmanuio u
®paHuIo, CTaB OTHUM U3 TIep-
BBIX TPaXKIAHCKUX JINII, TTOOBI-
BaBIIMX B KOHIUIarepe beib3eH
BCKOpE TIOCJIE €ro 0CBOOOXIIe-
Hus. buorpad Iluka nwucan:
“B TeyeHMe MHOTMX JIeT OH
pUCOBaJl CTpaHHbIE MMUPBI.
Tenepb OH yBUIET B peabHO-
CTW YYIOBHUIIHBIA MHUp, Oosee
yXacHBI, 4eM OH Mor cebe
MpeacTaBuTh...” [1].

B 1946 r. 6bL1 M30aH poMaH
“Tutyc Ipoan”, a B 1950 r
BHIIIIJIa BTOpasi 4acTh Card O
Tutyce “TopmeHract”. 3a
noasmy “CrekoayBbl” U poMaH
“Topmenract” Iluk moxyuun
npeMuto JIOHZOHCKOro KOopo-
JIEBCKOTO JIUTEPAaTypHOTO 00-
mectBa. Torga ke OH BHOBb
CTaJI IpeTofaBaTh PUCOBAHHE C
HaTyphl, Terepsb B LleHTpanbHO
LIKOJIe UCKYCCTB B JIOHIOHE.

B 1956 r. BbILIET B CBET COOP-
HUuK “Korga-HuOyab, HUKOT-
Ja”, B COCTaB KOTOPOro BOLLIN
TPU TPOU3BEICHUS, CICINaTb-
HO HAINMCaHHbIE IS 3TOU
KHUATU YuibsiMoM TOJIMHTOM,

NS
Mepsun Iluk ¢ XeHOU u
neteMu. 1949

IIxxoHom YungemoM u Mep-
BuHOM [lukom. [locienHuit
OBUT TIpEACTaBIIEH ITOBECTHIO
“Majibuvik BO MIJie”, TPUMBbI-
Karolleid K TOBECTBOBAHUIO O
Turyce IpoaHe. DTOT COOPHUK
BBIMTPAJ IIPEMIIO HaydHO-(DaH-
TaCcTMYECKOro XypHaina Infinity.

IlepBble Mpu3HAKK JAereHe-
PaTUBHOIO PacCTpoiicTBa Mpo-
geumnch y [luka B cepemuHe
1950-x romos. IIporpeccupo-
BaBILIKE€ CUMIITOMbI, COMPOBO-
KIaBIIUECS NeTpeccueit,
BKJIIOYAIM CHUXXEHUE KOTHHU-
THUBHBIX (DYHKIIMIA, TpEMOP PyK
M HOT, BHE3aITHBIC ITafIcHUS,
BbI3BAHHbIE MOTEpEli paBHOBE-
CHUsl, BbIpaXkKeHHbIE TPYIHOCTH C
BHMMAaHUEM U 3pUTEIbHO-TIPO-
CTPaHCTBEHHBIMU CIIOCOOHO-
CTSIMU, TICUXOTHUYECKIE SITH30-
JIbl, CJIYXOBblE€ W 3pUTEJIbHbIE
TaLTIOLUMHALIMKY; TIpU 3TOM B
TeYeHUU 3a00JIeBaHUS TEepUO-
IUYeCKM BO3HUKATH DPEMMC-
cuu. IlpiTasgch 1OOUTHCS KOM-

MepBun [luk B nepeBHE
CMmapneH B rpagerBe KeHT.
1950-e rompr.

Mepueckoro ycnexa, [Tuk cran
ITCaTh MBECHI JJIST TeaTpa U TS
pamno. OH oYeHb HaJesuIcsS Ha
ycrex dapca “YMeHue cBaTtaThb-
cg”, mocrtaBjieHHoro B Bect-
DHe, HO Tbeca MPOBAIMIACS.
Dra Heyjgaya MpuBesia K HEPB-
HOMY CPBIBY U 3HAYUTEIBHOMY
VXYIOIIEHUI0 €ro COCTOSHMS.
He meHee 5 ero mbec ocranuch

HE3aBCPIHICHHBIMU.

MepsuH [luk. YaxoToYHBbII,

benbzen. 1945 .
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MepsuH [uxk. 1960-¢ romsl.

B 1959 r. Iluk ¢ Goablum
TPYAOM  3aBepIIMJI  TPEThIO
yacTh caru — “Turtyc omuH”, HO
OHa  ObIa  BOCIpPUHATA
npoxianHo. K 1960 r. KoHIeH-
Tpalus BHUMaHUs y MepBuHa
cTajla HacCTOJIbKO KOPOTKOM,
YTO TOJIBKO C TTOMOIIBIO KEHBI
OH MOT 3aHIUMAThCS WLTIOCTPH -
pPOBaHMEM  XYIOXECTBEHHBIX
npousBeneHuil. BricKa3biBa-
JIUCh MPENTONOXEHUs 0 60s1e3-
Hu IlapkuHcoHa, Aublreiime-
pa, TOCTIHIEHATUTIICCKOM
MapKUHCOHM3Me. B mrore emy
ObUT TOCTaBJeH AMarHo3 map-
KMHCOHMU3MA U “TIpexaeBpe-
MeHHOTO cTapeHus”. Jlug

objeryeHust cumnromon ITuk
MOABEPICS HEWPOXUPYpPruye-
CKOMY JIEYCHHUIO, HO OHO He
npuHeciao obneryeHud. Ilo-
CJIEIHME TOMBI KMU3HU OH TPO-
BeJ B CHNELUAIU3UPOBAHHBIX
YUpEeXICHUAX, TAe MOaydan
HEUPOJIETITUKH U SJIEKTPOCYI0-
POXHYIO Tepanuio BIUIOTHh JO
ero cmeptu B 1968 T. B Bo3pacrte
57 ner.

B 2003 . D.J. Sahlas Beicka-
3a  TIPEAIOJIOKEHHE, UYTO
00J1e3HbI0, CHETABIIEH HEBO3-
MOXHBIM TBOPYECTBO U JpaMa-
TUYECKU YXYALIUBLIEH TTOCIE-
Hee necsaTuiaeTre Xxu3Hu I[uka,
OBUTa IEMCHIUS C TeIbIIaMK
Jleeu — mporpeccupympllee
HelipojiereHepaTuBHOE 3a00J1e-
BaHUE, IIPU KOTOPOM B HEMPO-
Hax pa3JIMYHBIX OTIEIOB TOJIOB-
HOTO MO3ra 00pa3yloTcs OcCo-
Oble BHYTPMKJIETOYHBIE BKITIO-
yeHusi — Tteabua Jleru |[2].
Bone3ns mposBasieTcss Hapac-
TAIOIMUMKU  KOTHUTHUBHBIMHI
HapyIIeHUSMH, COTIPOBOXKIAT0-
MUAMUCS  TICUXOTHYECKUMH,
AKCTpanupaMUIHBIMU U Bere-
TaTUBHBIMU PACCTPONCTBAMU.
JuddepeHninaabHO-IHMaTHO-

Mepsun [Muk. Unmoctpamuu Kk “O30pHBIM pacckazam’ OHope
ne banbsaka. Hauano 1960-x rogos.

CTUYECKUE KpUTepuu, paszpa-
ooranHeie [.G. McKeith,
MTO3BOJISIIOT OCTaTOYHO yBe-
PEHHO (XOTS U He ¢ abCooT-
HOW TOYHOCTHIO) OTJIUYUTH
JEMEHIIUIO ¢ TeJablamMu JIeBu oT
0one3Hu AnbireiiMepa. B To xe
BpeMst mjist 6one3Hu IlapkuH-
COHa, TaKXXe CBSI3aHHOI1 ¢ hop-
MUpOBaHMEM B TOJOBHOM
Moasre Tenel JleBu, Takue Kpu-
TEPUU SBISIOTCS O0Jiee pa3Mbl-
TeIMU. B Hacrosmiee Bpems
JeMeHIuo ¢ Teabuamu JleBu
MIPUHATO JTUaTHOCTHPOBATH,
€C/IM NEMEHLMS TPOSIBISICTCS
HECKOJIbKO paHbIIIe TapKIUHCO-
HM3Ma WM OTHOBPEMEHHO C
HUM (“TIpaBUIJIO OAHOTO roaa”),
a Oose3np IlapkuHcoHa c
JEMEHIIMe TMarHoCTUpyeTcs B
TOM cjydae, €CIM IEeMEHIIMS
BO3HMKAeT Ha (hOHE pa3BepHY-
Toit KapTuHbl Oose3nu [lap-
KkuHcoHa. CrieyeT OTMETUT,
YTO HEKOTOPhIE aBTOPBI CUMTA-
IOT NIEMEHIIMI0 C TelbllaMHi
JleBu 0COOBIM KIMHUYECKUM
BapuaHToM Oone3nu Ilap-
KUHCOHA.

ITo BocmomMuHaAHUSM OIM3-
KNX W Bpayeil, mpueM Henpo-
JICTITUKOB JINIIb YCYTYOIISIIT Tpe-
Mop ITuka. Ero xeHe kazanocs,
4yTo “JNIEeKapCTBO Mejalio eMy
Tonbko xyxe” [1, 3, 4]. U neii-
CTBUTEJIBHO, YCUJICHHE CITyTaH-
HOCTH CO3HAHWSI U YTSDKEIeHNe
CHMIITOMOB IMapKWHCOHM3Ma
BCJICACTBUE IIpUe€Ma HEWPO-
JICTITUKOB ~ XapaKTepHBI  JIJIS
JIEMEHITNH ¢ TeJblaMu JIeBH.

Heobxoaumo oTMeTUTb, YTO
3a70JIT0 10 TEPBBIX MPOSIBIIE-
Huii Hemyra Iluk cosmaBan
NpUIyIIUBeIIe  00pas3kbl.
Henapom 0onblIMHCTBO KpU-
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TUKOB OTMeYalu OXBaThbIBalO-
muii Bc€ TBOpuecTBo Iluka
IPOTECK, a HEKOTOpBIC maxke
3aIyMBIBAJIICh 00 €T0 YMECTHO-
CTH B IETCKUX MTPOU3BEICHUSIX.
DHToHUM bepmxecc BBICOKO
oneHuBan ¢antasuu Iluka u
HacTaMBajl Ha 3HAYMMOM MeCTe
“Tutyca Ipoana” B uTepaTyp-
Hoit wuepapxuu: “KHura osra
ocTaeTcs, Mo CYIIECTBY, TBOpe-
HUEM TepPMETMYHOTO BOOOpa-
JKEHUS, B KOTOPOM MM, TTapaj-
JICIBHBINM HAIEeMY, IIpeICTacT
Tepel HAaMK B TIOYTH ITapaHOM-
JAJIbHOM CTYIIEHUU MOAPOOHO-
creii. Ho Ge3ymue storo mupa
WITI030pHO, 100 CIIOCOOHOCTH
BJIaCTBOBATh HaJ HUM HE U3Me-
HseT aBTOpy HuUKorma. Ecim
YyromHo, Inepei Hamu — obJa-
JaroIlee TOHKMM OYKEeTOM BIHO
dbanTazum, OXJIaXJEHHOE
MHTEJUIEKTOM KaK pa3 10 HYX-
HOIl TemmepaTypsl. B cymiHo-
CTH, Y OBTOM KHUTH OJMU3KUX
POJICTBEHHUKOB BO BCEU Halllel
mpo3e HeT. bireck ee yHUKajeH,
U MBI COBEpPUICHHO TIpaBHI,
MIPUYKCIISISE €e K COBPEMEHHOM
Knaccuke” [5].

B npousBeneHusix Iluka
BaXkKHElIIee 3HAUYCHUE WMEIOT
1LIBETa, 3aMaxu 1 3ByKH, a O0JIb-
IIMHCTBO €ro  M3JOMaHHBIX
TepPCOHAXeEH C HAPOUUTO Hesle-
IIBIMA  (DaMUJIMSIMU  BBI3BIBAIOT
CHUMIIaTUIO BHE 3aBUCHUMOCTH
OT TOTO, TePOU OHU WJIH TTOJIJIe-
1bl. EcTecTBEHHO, UTO MOJISI €ro
PYKOTIMCEN HCTIEUIPEHBl MHO-
TOYMCICHHBIMU M300pakeHUSI-
MU TiepcoHaxeid. Bor omwmca-
Hue nokTopa Anbdpena [proH-
ckBayiopa: “KakoBel  ero
OCHOBHBIC HemocTaTku? HeBbl-
HOCHUMO BBICOKHII TOJIOC, €TO

CBOASIIMI C yMa CMeX, €ro
MaHepHbIe, ahheKTUPOBaHHbIE
nBmxkeHus. Ero ocHoBHOe
nocTouHcTBO? HemoBpexaeH-
HbIIi MO3T”.

berctBo ot nmeficTBUTENBHO-
CTH B 3ayMb WJIM B 4YepTOTHU
3aMKa [opMeHracT TO3BOJISIO
[MuKy cTIpaBISTHCS C TSKECThIO
U HEYCTPOEHHOCTBIO CYILIECTBO-
BaHus. HamomHuMm, 4yTo Haubo-
JIe€ TUIOJOTBOPHLIN IIEPUOJL €TO
TBOpUYeCTBa BhIMMad Ha 1940-e
romsl — Bpems Bropoit mmpo-
Boii BoiiHBI. M HecmoTpsi Ha
BBICOKYIO OlLIeHKY “Tutyca
Ipoana” xpuTukoii, mgonroe
BpeMs [1uk ObLT Mucarenem st
u3bpaHHbIX. M3 BocmomuHa-
HMI1 POICTBEHHUKOB SICHO, YTO
BCIO XM3Hb [T1Ky mpuxoaunnioch
aymaTb O 3apabotke. Tak,
YTOOBI OTUIATUTH OIEPalMio Ha
MO3Te, OH C OTPOMHBIM TPYIOM
BBIITOJTHU WIIIOCTpaMU K
“O3opHbIM pacckazam” banb-
3aka. Ilocine Heymauum sTOM
onepauuu [Tuk ObLUT BBIHYXKIEH
0TKa3aThCsl OT MpernojaBaHMsI.
3amno3naniomMy MacCoBOMY ycrie-
Xy ero TPWJIOTUM CIIOCOOCTBO-
Bal OyM, IIOMHSITBI BOKPYT
npousBeneHuit  TonakueHa.
ITouck aBTOpOB B XaHpe (PaH-

VS s

MepsuH [1uk. be3 Ha3BaHUS.
Oxkoso 1960 .

JloxTop
[TproHckBaIoP.
1940-€ rompl.

Mepsun  [luk.

Anbdpen

Te3U MpUBEJ U3JaTeNeil K Tpu-
norun Iluka, XoTsa ero mposa
MMeeT BeChbMa OTHAJCHHOE
OTHOIIEHWE K  (IHTE3MU.
B npenmectBenHuku Iluka
MOXHO 3amucaTh TOTMYECKUI
pomaH, Csu@ra, IuKKeHca,
Kadpky. CunabHO ympomad,
MOXHO Jaxe Ha3BaThb cary
Iluka “antu-3amkomM”, Beab
repoit Kacxu 130 Bcex cui cta-
pajca momacTb B 3aMOK, a
repoii Iluka, HaoOoOpoT, cTpe-
MMUTCSI BEIPBAThLCS 32 €ro Mpefe-
JIbI, HO, KOTJIa €My 3TO YIaeTcsl,

MepBuH Iluk. @DaHTacma-

\b Ne 3 » 2023

ropust. Oxoso 1960 L.
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Cxkapnert Tupau. Wmmoct-
pauus K HoHceHCy MepBuHa

Muka “Terymka ®@no”:
“B neHp, Korma TeTyIIKa
®no // lpukpyrtuna BOpoO-
HbE KpbUTO, // OHa XUTh Ha-
Mpocuiaach Ha BEpXYIIKe
ocunsbl; // [e oHa u meco-
yut // C 3apu 10 TIOJTHOYH //
Tpyasl 1O OPHUTONO...”
(BombHbIH TepeBon [ X.).

MmoHnMaeT, 4ro [opMeHTacT
HaXxOAUTCS Y HEro BHYTPWU.
OcHoBoM MOBECTBOBAHUS
ITuka crana 6oppda MexXay Tpa-
IUIMEN U CBOOOIOM.

B mo3mHUX MIUTIOCTpAIUSIX
ITuka G.P. Winnington 3ame-
TUI “OECYyBCTBEHHOCTb, OT-
CYTCTBUE CHUMIIATUU K JIIOMSIM,
KOTOpBIX OH mM300paxaet” [6].
K xoHity 1950-x romoB pucyH-
ku Iluka cranu 6ojee Kapuka-

TYPHBIMU U TIO3Xe MPUOOpenn
“reoMeTpuUUYeCcKMii, a 3aTeM
IMOYTH aOCTPaKTHBI Xapak-
Tep”, UTO CBMUIETEJIbCTBOBAJIO
00 YXYOUICHWM €T0 3pUTENTh-
HO-NPOCTPAHCTBEHHBIX (DYHK-
LU,

IIpu xu3Hu aBTOpa OBLIO
W3[aHO TIpUMepHO 2/3 Hamu-
CaHHBIX MM CTuUXoB. Tak,
HampumMep, Tojabko B 1972 T
BBIIIIIA B cBeT “KHUra HOHCEH-
ca” ¢ wumoctpanusamu ITuka.

B 1950-x romax Ha ocHOBe
TPUIIOTUU COOMpAJICST HATTCATh
onepy benmxamun bputreH,
HO 3TOT 3aMbICel He ObLT OCy-
mectiaeH. M toapko B 1998 1.
Wpmun IMuUAT, ONUH U3 OCHO-
BaTeJieil KyJbTOBOM TPYIIIbI
Can, cospan pok-omnepy “Iop-
MEHTAacT”, Haiag, 1Mo cjoBaM
OIHOTO U3 KPUTUKOB, “HOBYIO
U YHUKAJIBHYIO (OPMY MY3BI-
KaJbHOTO MCKYCCTBA”.

B 2011 . BeIIIIA B CBET eliie
onHa vacth caru — “IIpobyxk-
nenue Tutyca”, KoOTOpylo
Hamucajga Mo 3aMeTKaM MyxXa
(HO Tak W He peluiaach u3naTh
npu xu3Hu) MaiiB [iamop.

C 2002 r. bpuranckoe 00-
1IECTBO 0 60pbbe ¢ 60JIE3HBIO
ITapkrHCOHA €XeroaHo Bpyda-
et npemuto MepsuHa [Tuka njst
TBOPUYECKUX JIIO/IEi ¢ 00IEe3HBIO
IMapxuHaCcoHa. CriepBa TIpeMus
HacUWThIBala 3 KaTerOpud —
HCKYCCTBO, MO33UI0 U (hoTorpa-

(uto, mozxke K HUM J00ABUIU
[IpoO3y, a TaKXe KOPOTKOMET-
paxkHble (PUIBLMBI U MY3BIKY.

Cnucok nutepartypbl

1. Watney J. Mervyn Peake.
London: Michael Joseph;
1976. 255 p.

2. Sahlas DJ. Dementia with
Lewy bodies and the neurobe-
havioral decline of Mervyn
Peake. Archives of Neurology
2003 Jun;60(6):889-92.

3. Gilmore M. A World Away:
A Memoir of Mervyn Peake.
2nd ed. London: Methuen
Publishing Ltd; 1983. 176 p.

4. Peake C. A writer’s moving
account of her father’s illness
and decline. Daily Mail
11 Jun 2011. Available from:
https://www.dailymail.co.uk/
home/you/article-2000365/
Clare-Peake-Her-moving-
account-fathers-illness-
decline.html Accessed 2023
Dec 14.

5.Muk M. Turyc [poaHckuii.
[aBbl 13 pomana. Ilep. c
anrn. C. MneuHa. Beryn-
nenue 3. bepmxkecca. MHOCT-
paHHas Jjuteparypa 2002;3.
HoctyrmHo  mo:  https://
magazines.gorky.media/
inostran/2002/3/titus-
groanskij.html Cchplika
akThBHa Ha 14.12.2023.

6. Winnington GP. Vast Alche-
mies: The Life and Work of
Mervyn Peake. London: Peter
Owen Publishers; 2000. 270 p.

E BionneteHb HauuoHansHoro o6LecTea no uayyexunio 6onesnn MapkMHCOHa M PaCCTPONCTE ABMKEHUI




