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CO3AAHA KNIETOYHAA
MOJEJIb BOJIE3HU
XAHTUHTTOHA

YyeHble HoBOCMOMpCKOTO rocynapCcTBeH-
HOrO yHUBEpCHTETA U MHCTUTYTA LmMTONO-
rn v reHetnku CO PAH co3panm knetou-
HYI0 MOZENb 60Ne3HN XaHTMHITOHA.
KnetouHast Mozenb HeobxoauMa ans u3y-
YeHus MONEKYNSIPHBIX MEXaHM3MOB Pa3Bu-
TUSl HACEACTBEHHOTO HelpodereHepaTyB-
Horo 3aboneBaHus, KOTOpOe B HacTosiLee
BPEMSI CYUTAETCH HEU3NIEUNUMBIM.

MepBble cMnToMbI 60NE3HM XaHTUHITOHA
NpOSBASIOTCS Y BOMbHBIX B BO3paCTe
35-45 ner. MocTeneHHo 3aboneBaHue
nporpeccupyet u B TeyeHue 15-20 ner,
MPMBOSMT K pacnagy MYHOCTH, @ BNOUIEA-
CTBUM K CMEpTY. B HaCTOSILMI MOMEHT
CYLLLECTBYET TONbKO CMMMTOMATUYeCKas
Tepanus, Kotopast CnocobHa BpeMeHHO
YYHLWKMTb COCTOAHWE HONBHOTO.
3aboneBaHue CBA3aHO C MyTaLMeNl B reHe
huntingtin (xaHTMHITUH). B HOpManbHOM
FeHe eCTb Y4aCcToK, COCTOSILLMI U3 HECKONb-
kux nosTopoB Tpunneta CAG.Y Bcex 340-
POBBbIX /0fiel TaKMX MOBTOPOB MOXET ObiTb
o1 9 10 35, 08HaKo Y 60MbHbIX YO
MOBTOPOB YBENMUMBAETCS: bonee 36.
Tpunnet CAG KogupyeT aMUHOKMCIOTY Y-
TaMMH, TO €CTb B CUHTE3UPYeMOM benke
MPUCYTCTBYET MOAMIYTAMUHOBBIA TPAKT.
70T 6ENOK CMHTE3MPYETCS BO MHOTUX
KNeTKax opraHu13Ma, OfHAKO norubatot
MPeUMYLLECTBEHHO HEMPOHbI CTPUaTyMa.

B yeMm 3akntoyaeTca ToKCMueckoe Bo3aen-
CTBME MyTaHTHOTO rexHa huntingtin, nouemy
0CTaNbHble KNETKM OpraHM3Ma He CTPafaioT
OT HEro, @ HeMpOHbI CTPUATYMa HauMHAOT
norvbatb TobKO B Bo3pacTe 35-45 net -
[10 CMX NOP HEM3BECTHO. [Lnst M3y4eHus
3TX BOMPOCOB W BblNa CO34aHA KNETOYHAs
Mozenb 3abonesanus. Ytobbl co3aatb Kne-
TOYHYIO IMHUI0 B0NE3HM XaHTUHITOHa,
WCCIEN0BATENM BHECUIM MYTaLMIO B HOp-
ManbHble KNeTKM, yannHmuB Tpakt CAG-
MOBTOPOB C MOMOLLbK) COBPEMEHHOM TeX-
HonoruM penaktMposatus redoMa CRISPR/
(as9. Mowre Toro kak bb1a nonyyeHa
JMHUS GMOPOBNACTOB (KNETKU COELMHM-
TeNbHO TKaH) C MyTaLMe#, ux penpo-
rPaMMMPOBANM K MAKOPUMOTEHTHOMY COCTO-
AHUIO, TO eCTb CAENANU U3 HUX MHIYLMPO-
BaHHbIE N/KPUNOTEHTHbIE CTBO/IOBbIE
knetku (MMNCK). MonyyeHHble «MyTaHTHble»
JIMHWW KNETOK XpaHSATCS B Tabopatopum
KNETOYHbIX MoZenen 3aboneBaHuii yeno-
eka MLl CO PAH v ucnonb3yiotcs B
LanbHeRLIMX UCCIER0BAHUSX.
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AEMEHLUHXIO MOXXHO NPEACKA3ATb N0 AHANIU3Y MOYU

HoBble uccnenoBanus, onybaukoBaHHble B xypHane Neurology, [eMOHCTPUPYIOT, YTO Hanu-
yue benka B MoYe MOXKET ABNSTLCS MPeAUKTOPOM Pa3BUTUS KOTHUTUBHBIX HapyLIEeHWI
BMJIOTb 40 AeMEHLMU. MexaHu3Mbl B3aUMOCBA3M HapyLieH!s GYHKLUMM NOYEK U AeMEHLUM B
HaCTOSALMIA MOMEHT He COBCEM SiCHbI. [ToMMMO TPagMLMOHHBIX GAKTOPOB pUCKa (CepaeyHo-
cocyaumcTble 3aboneBaHus, caxapHblii AMabeT, BO3PacT, KypeHue, runepxonectepuHemMms),
CyLLEeCTBYET A4 Apyrux GakTopoB, TakMX Kak aHeMus, ypoBeHb anbbyMuHa, rMneproMoLu-
CTEUHEMMS], KOTOPbIE MOTYT BAUSTb HA COCTOSHUE KOTHUTUBHBIX QYHKLMIA.

YyeHble npoaHanuupoanu bonee 8 Thic. uccnenoBaHuii (5 U3 HUX BKAKOYANK B 0bLLeN
cnoxHoctu 27 805 yenoBek), B KOTOPbIX OLEHMBANCSA YPOBEHb anbbyMUHYpuK. PeaynbTathl
MnoKa3anu, Yto JIlaK, Y KOTOpbIX 0BHapyxeH 6enok B Moye, Ha 35% bonblue 6binn noasep-
KEHbI PUCKY Pa3BUTUA KOTHUTUBHBIX HAPYLIEHMIA N0 CPABHEHMIO C TEMM, Y KOro 6enka B
Moye He Bbl10. [0 MHEHHIO YYeHbIX, 3TO CBUAETENLCTBYET O TOM, YTO MOYeYHas AUCHYHKLMA
ABNIAETCS CAMOCTOSITENbHBIM BAKTOPOM PUCKA Pa3BUTUS LEMEHLMM.

Bbinu u3yyeHbl Takke U Apyrue nokasatenu GyHKUMM NOYEK, OAMH U3 HUX — CKOPOCTb KNy-
004K0BOI (unbTpaLMm. [LOCTOBEPHOI CBSA3M HApYLIEHMUS 3TOTO NOKa3aTens C pa3BUTUEM
KOTHUTWBHBIX HapyLIEHWit UM AE€MEHLMW BbISABNEHO He Obino. o

PACNPOCTPAHEHHOCTb AEMEHL KXW B CLIA CHU3UNIACD

Pe3ynbrathbl nccnenosanus, onybnukosaHHble B JAMA, CBUAETENBCTBYHOT O CYLLECTBEHHOM
YMEHbLUEHWM YMCIA aMepPUKaHLLEB, CTPAAAIOLLMX 60Ne3HbI0 ANlbLreliMepa U CEHUbHBIMM
aemeHumamu, B nepuog 2000-2012 rr.

B nccnenoBaHuy yumTbiBaNuCch MeaMUMHCKME faHHble 6onee 20 Tbic. YenoBek B BO3pacte
65 net. CornacHo npeaCcTaBAeHHbIM AaHHbIM, PaCNPOCTPaHEHHOCTb AeMEHLMN CPeaM MOXKM-
noro Hacenenns CLUA cHmsmnach ¢ 11,6% 8 2000 r. (ouerka no 10 546 cnyyasm) po 8,8% B
2012 r. (oueHka no 10 511 cnyyaqm).

ABTOpbI OTMEYAIOT, YTO YMCNIO CTY4AEB AEMEHLMM COKPATUIOCh, HECMOTPS Ha POCT GaKTOPOB
pUCKa CepAeyHO0-CoCyanCTbIX 3aboneBaHuii (BbICOKOTO apTepuanbHOro AaBeHus, anabeTa u
oxupenus), B 2000-2012 rr. MonoxutenbHaa AMHAMMKA, N0 MHEHUIO ABTOPOB, MOXET OT4a-
CTW 0ObSCHSTLCS YNYYLIEHUEM KAQYeCTBa NIEYEHUS CEPAEYHO-COCYANCTbIX 3a00eBaHMIA,
MOBbILIEHWEM YPOBHS 06pa30BaHus.

Psn 3KcnepToB NPOrHO3MUPYET, YTO KONMYECTBO HONbHBIX, CTPAAAIOLMX CEHUIbHOW EMEH-
uMen, B mupe yagamsaetcs kaxapie 20 net u k cepenuue XXI B. MOXET LOCTUTHYTb

131,5 MnH yenosek. OCHOBHOW NPUYMHOI POCTa PaCcNPOCTPAHEHHOCTU AEMEHLIMM CYUTAETCS
ObICTpOE CTAapeHue HaceneHus nnaHeTbl. HoBble AaHHbIE TOBOPAT O TOM, YTO MOXET HabJto-
AaThCA M 06paTHas TEHAEHLMS. ‘ﬂ'

WHTMBUTOPbI NPOTOHHOM NOMMbI YBENUYMBAIOT PUCK MHCYJIBTA

CornacHo faHHbIM 0TYeTa, ONY6AMKOBAHHOMO Ha CaiiTe AMEpUKAHCKON KapaMONorMyeckoii acco-
LMaLLMu, MHTMBUTOPBI NpOTOHHOI nomnbl (UMMM) accoLmMmMpoBaHbl C NOBbILIEHHBIM PUCKOM Pa3-
BUTUS ULLIEMMYECKOTO MHCYNbTa.

ABTOpbI paboTbl NpoaHanu3MpoBanu MeauuUMHCKUe 3anucu 244 679 naumeHTos 13 [aHuu
(cpenHuit Bo3pacT 57 net) 1 BbIBUAM CBS3b MEXAY NPUMEHEHUEM UHTUOUTOPOB NPOTOHHOM
noMmnbl U MHCYNLTOM. B TeyeHue 6 net Habntogeruit y 9 489 naumeHtos, npuHumasiumx UMM,
6bin 3adMKCMPOBaH NEPBbIA ULEMUYECKMiA MHCYNBT. Yalle Bcero oH BO3HMKanN y 60NbHbIX, MpU-
HMMaBLUMX OMenpa3on, NaHTONpa3on, laHconpason 1 33omMenpason. B cpeaqem UMM nosbiwanu
PUCK MHCYNbTA Ha 21%. [pyn 3TOM yueHble 0TMETUAN [0303aBUCHMbIIA ID(EKT: Y NaLMEHTOB,
MpUHMMABLLMX HeboNbluMe [03bl, BEPOATHOCTb 3ab0NeBaHNs BO3pacTana He3HauuTenbHo. Ha
(hOHe BbICOKMX 03 NAHCOMPA30/1a pUCK MHCYNbTa noBbiwancs Ha 30%, a Ha (oHe naHTompaso-
na - Ha 94%.

Uccnenosatenu nof4epK1BatoT, 4TO Apyrve rpynmbl NeKapCTBEHHBIX MPenapaTos, NPUMEHSEMbIX
ANA CHUXEHNUS KUCIOTHOCTM XKeNyAKa, He YBEUUMBANM PUCK MHCYNbTa. B npeablaylimx uccneso-
BaHMX Obl10 Noka3aHo, yto UMM noBbIWAT puck AeMeHUMM Ha 44%, a Takke YCKOPSIOT CTape-
HWe COCY0B. Qo



HAMAEHA MPUYMHA PELUIAUBA INUIENCHK
MOC/E ONMEPATUBHOTO JIEYEHKA

Wccneposatenu u3 Jiusepnynbckoro yHuepcuteta (University of
Liverpool) BbIIBUAM NPUYMHY PeLUAMBOB 3NUAENTUHECKUX NPH-
MafKoB NOC/E XMPYPrUYECKOrO IeYeHNs NEKapCTBEHHO-YCTORYM-
BOI ()OPMbl BUCOYHOI 3MUNENCUM: OHA CBSA3aHa C aHOManUsMM
CTPOEHMA y4acTKoB 6e10ro BewLecTBa rof0BHOM Mo3ra.
lpoaHanu3npoBas faHHble AUddY3HON CNeKTpanbHOit ToMorpaduu,
yyeHble onpesenunu, kakum bbin y4actok 6enoro BelecTsa 4o 1
nocne onepaumu. OKazanoch, YTo NATONOrMYECKMe U3MEHEHMS
0XBATbIBA/IM HE TOJIbKO HEMPOHbI, HO M aKCOHBI, COCTABASOLME
KPtouKOBaTbIi My4ok Pyccens (M3BeCTHOTO Takke Kak MO3XKeYK0BO-
ALEePHbIA NyTb). IMEHHO 3TUM, O MHEHMIO Y4YEeHbIX, 0ObACHSETCS
BO3HUKHOBEHWE MPUNAJKOB NOCIE ONEPaTUBHOTO BMeLIATeNbCTBA.
C NOMOLLbIO TaKOro MOAX0AA MOXHO OnpefenuTs B 84% ciy4aes,
4YTO MPUNAJKM BO30OHOBSTCA, M B 89% Cyuaes, 4To OHM BPSA, U
BO3MOXHbI. «/CONb3ys npesonepaLnoHHyto 06paboTky u3obpaxe-
HWA, CErofHs TPYAHO NPOTHO3MPOBaTh NOCNEONEPALMOHHbIN
pe3ynbTaT, - FOBOPUT pykoBoauTeNb nccienoBanus CaiiMoH Kennep
(Simon Keller). - Hawa pabota Bnepable U3y4aeT XapakTepucTukm
BMCOYHOTO 6enoro BewwecTBa 1 ero CBA3b C CyA0POraMmy.
dnunencus ABASETC OAHUM U3 HanboNee pacnpOCTPAHEHHbIX U
TKENbIX HEBPONOTrMYeCckux paccTpoiicte. Okono 20% nawmueHToB
CTPafiatT NIeKapCTBEHHO-YCTOHYMBOI HOpMOIA, KoTopas Tpebyet
XMpYpruyeckoro neveHus. Mpu 3ToM y Kaxaoro BTOPOro nauueHTa
nocie 0NepaTMBHOMO BMELLATENbCTBA HABNOAAIOTCS PeLuamBbI
3NUNeNTUYeCKUX NPUNasKoB.
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3ABOJIEBAEMOCTb ®ETAJIbHbIM
ANKOT0JibHbIM CHHAPOMOM BYLAET PACTU

Mo AaHHBIM MeTaaHanu3a, onybaMKoBaHHOrO B XypHane The Lancet
Global Health, exeroaHo B Mupe poxpaetcs 119 Toic. geTeli
deTanbHbIM ANKOrobHbIM CMHAPOMOM. HeCMOTPS Ha TO 4TO AaHHOe
3a00/1€BaHNE CYMTAETCS PEAKUM, B HEKOTOPbIX CTPAHaX (eTasbHblil
aNKOTONbHbIV CUHAPOM BCTPEYaeTCs A0BOMbHO YacTo, YKa3blBaKOT
aBTOPbI paboTbl. [JaHHbIe 06 ynoTpebaeHNN KeHLWMHAMM CIUPTHBIX
HanuTKoB 6blaK CoBpaHbl M3 nybamnkawumi 3a nepuog ¢ 1 aHBaps
1984 r.no 30 uioHa 2014 ., a anuaeMuonoruyeckmue faHHble -
¢ 1 Hosbpst 1973 1. no 30 nioHs 2015 r. Micnonb3ys uHdopmaLmio,
C0oBpaHHyt0 B pa3nnuHblx 6a3ax AaHHbIX, MccnefoBateny 13 KaHagl,
ABcTpanuu u lepMaHuM NOACYMTaNM, YTO B CpeaHeM QeTabHbIM
ankoronbHbli cuhapom (PAC) passusaetcs y 1 yenoseka u3
2 TbiC. (Mm 5 u3 10 Thic.). TeM He MeHee B CTpaHax, rae pacnpocTpa-
HeHo ynoTpebneHue ankorons bepeMeHHbIMU KEHLMHAMMU, AaHHbIN
nokasare/b BO3pacTaeT B HECKONbKO AecsTKOB pa3. Tak, B Poccum u
Wranum yactota MAC coctasnset 54,2 n 82,1 Ha 10 Tbic. Yenosex.
[ins cpasHenus: B CLUIA u KaHaze yactoTa pa3BuTist HapyLeHWi
coctasnset 22,5 n 10,2 Ha 10 ThiC.
ABTOpbI MCCIELO0BAHMS MOAYEPKMBALOT, YTO OKOJO YETBEPTU EBPO-
MeNCKMX KEHLLMH YnoTpebsioT akoroNb BO BpeMs HepeMeHHOCTH.
Mpy 3TOM yyeHble NPOrHO3MPYHT, YTO B OyAyLLEM YacToTa pa3BuTHUS
(eTanbHOro anKorobHOro CMHAPOMA byAeT yBenuumMBaThcs. B vact-
HOCTW, 370 ByaeT NPOUCXOANTb M3-33 HEyMepeHHOro noTpebneHus
CMMPTOCOAEPIKALLMX HAMUTKOB MOMOAEXbIO M POCTA YMCNA He3anNa-
HMPOBAHHbIX CTy4aeB bepeMeHHOCTH.
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Mepea HA3HAuEHMEN NPENapaTa, NOXANYHCTA, O3HAKOMBTECH C MOAHOM MHCTPYKUMEN 10 MEANLMHCKOMY MPUMEHEHHIO.

TloMy4H T LONONHATENbHYIO MHGOPMALMIO, COOBLLITS O HEXENATENHOM PEAKUMM NPU MPUMEHEHHH, O TAKXE HOMPABHTS NPETEHSMIO K KAYECTBY NPOAYKUMM MOXHO
no aapecy: 00O «Anneprar CHI CAPJ1» Poccwitckas Depepauys, 115191, . Mocksa, XonommnsHsit nepeynok, a. 3, kopn. 1, crp. 4
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