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Aunnomayus. Jlons HeWpopereHepaTHBHBIX 3a00JIEBaHUSAX CPEOU BCEX HEBPOJIOTMYECKHUX
paccTpoiCTB ToJ 3a TOoAOM pacTeT. DTO OOBICHSETCS IIUTENbHOCTHIO JATEHTHOTO MEpHoAa U
MaHudecranueil nmpusHakoB nocne rudenn  okono 40-60% wueliponoB. Ilo mpornozam BO3 B
cucremMe 3apaBooxpaHeHnss XXI Beka camoil OosbIIoON mpoOiemMoi OyayT HelpoaereHepaTHBHBIC
3aboneBanus. Cpenmn HUX HamOoJee OCTPEUIIMMH MOXHO CYHMTATh OOe3HU AublreiiMepa u
[Tapkuncona. O6cyxaatoTcs crneuuduueckue OHMOMapKepbl HEHpoaereHepaTUBHBIX 3a00JeBaHUN
(Oonesnu: Anbureiimepa, [lapkuncona, ['entunrrona). B Hactosiiee BpeMsi B HEBPOJIOTHH CaMbIM
MIPUOPUTETHBIM HAIIPABICHUEM SBIISICTCS BBIBICHUS CIEHU(PHUECKUX OMOMapKEepOB B CHIBOPOTKE
KpOBU U1 KaXJOoW Ho3oimoruu. B MenuuuHe Bcerja NIpPHUBETCTBYETCS MEHEE WHBA3UBHBIE,
aTpaBMaTMyeCcKUe METOJbl, MMOATOMY BBISBICHHE OHMOMapKepOB B KPOBU HMEET IMPEHMYIIECTBA
nepe]] BhISIBIICHHEM B JIMKBOPE, OTy4yeHHEe KOTOporo Oojiee nHBa3MBHO. B 0630pe paccmarpuBaercs
Oouomapkepsl bose3ner Anpireiimepa, [lapkuacona u ['eHTHHTTOHA.

Abstract. The proportion of neurodegenerative diseases among all neurological disorders is
growing year after year. This is explained by the duration of the latency period and the
manifestation of signs after the death of about 40-60% of neurons. According to WHO forecasts,
neurodegenerative diseases will be the biggest problem in the healthcare system of the XXI century.
Among them, the most acute can be considered Alzheimer’s and Parkinson’s diseases. Specific
biomarkers of neurodegenerative diseases (diseases: Alzheimer’s; Parkinson’s; Huntington’s) are
discussed. Currently, the highest priority in neurology is the identification of specific biomarkers in
the blood serum for each nosology. In medicine, less invasive, atraumatic methods are always
encouraged, therefore, the detection of biomarkers in the blood has advantages over the detection in
the cerebrospinal fluid, the production of which is more invasive. The review examines
the biomarkers of Alzheimer’s, Parkinson’s and Huntington’s diseases.

Knrouesvle cnosa: buomapkepsl, HEHpoJereHepaTUBHBIE 3a00IeBaHusI, 00JIe3Hb AJbIreMepa,
6one3ns [lapkuHcona, 6one3Hb [ eHTUHITOHA, TeMEHITHSI.

Keywords: biomarkers, neurodegenerative diseases, Alzheimer’s disease, Parkinson’s disease,
Huntington’s disease, dementia.
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Bseoenue

Otumosorndecku cioBo «Helpoaereneparus» COCTOUT W3 MpedHKca «HEHPO», KOTOPHIH
0003Ha4YaeT HEPBHBIC KJIETKH, TO €CTh HEHPOHBI, U CIIOBA «JIEreHEpalus», KOTOPOe OTHOCUTCS, B
cllyyae TKaHEH WJIM OpPraHoB, K TMPOLECCY yTparbl HWMH CTPYKTypel wuiu (yakmum [1].
Heiiponerenepanusi npencraBisieT coOOM  U3HYpUTENBHOE COCTOSIHHME, K  BBI3BIBAIOIINE
JIETeHEePaliI0 WIH CMEPTh HEPBHBIX KJeTOK. HelponereneparuBHble 3a005ieBaHUSI MPEACTABISAIOT
coboii Opemsi JeMEHIMHM s HaceleHWss BO BceM Mupe. HeliponmereneparuBHble 3a00sieBaHUS
BKJIFOYaeT OoJbllasi Tpyla HACIEACTBEHHBIX WM NPUOOPETEHHBIX 3a00JeBaHUNl HEpBHOU
CUCTEMBI, JJIi KOTOPBIX XapaKTepHa MPOrpeccUpyrolias rudeib ONpPEeIeHHbIX TPYII HEPBHBIX
KJIETOK M TOCTENEHHO HapacTarolias arpodus COOTBETCTBYIOUIMX OTIEIOB TOJOBHOTO MO3ra,
OPUBOIAIIME K JIEMCHIMHM W HApyIICHWIO JBIDKEHHA C  (eTanbHbIM  HUcxomoMm  [2].
HeiiponereneparuBHasi Je€MEHIMSI — O3TO OJHA M3 OCHOBHBIX MPOOJEM OOIIECTBEHHOTO
3PaBOOXPAHEHUS, OCHOBHBIMU XapaKTEPUCTHKAMH KOTOPOM SIBJISIOTCS MOCTOSHHAs MOTEps
MaMsITH, YXyIIIEHWE MMO3HABATEeNbHON CIIOCOOHOCTH M HapylleHUE MOBCETHEBHBIX (hyHKUUU. [lo
MKD -10 svioensirom:

— G110 bone3ns ['enTuHTTOHA
— G20 bonesns [TapkuHcona
— G30 bone3ns AnblrerimMepa

3aboseBaHusl HEPBHOW CUCTEMBI, KOTOPHIE CBS3aH C MOPAKEHUEM MaKpOOKPYKEHUIO HEWpOHa,
HanpuMep, IPOU3BOAHBIE MUKPOIIINA-MUEINHOBAsE 000JI04Ka SBISETCS MUILLIEHBIO IPU PACCETHHOM
CKJIEpPO3€ TaK)Ke He SABJSETCS HelpoiereHepaTuBHOM 3a0oneBanuei [3].

HccnenoBarenu u3y4aroT U pa3palaThIBAlOT HOBBIA IMOIXONI K JICYEHHUIO, B KOTOPOM JUJIS
JMarHOCTUKU U JIEYEHUs Helpo/iereHepaTuBHbIX 3a00JIeBaHUN UCTIOIb3YIOTCS HAHOTEXHOIOTHH.

HeiliponereneparuBHbie 3a001€BaHUs SBJISIOTCS OCTPENIIEH MEAMKO-COLMAIbHON MpoOIeMoit
3PaBOOXPAHEHUS HACTOSILETO BpEeMEHU. OJTO OOYyCIOBIEHO Kak TsKelol (u3nuecko u
MICUXUYECKOW HWHBAJMAMU3AlMEH, HACTyMArolled B pPe3ylbTare HEYKIOHHOTO MPOTPECCHUpPOBAHUS
mporecca, TaKk W BO3PACT-3aBUCHMBIM  XapakTepoM  aOCOJIOTHOTO  OOJBIIMHCTBA
HeHpojereHepaTUBHBIX 3a00JI€BaHUM, NPOSBISIIOMIMXCS dYalle Bcero y Jui crapme 50 et
[TocnenHee OOCTOATENBCTBO B CBA3M C JIeMOrpa)UYecCKMMH OCOOCHHOCTSIMM COBPEMEHHOIO
o0liecTBa M YBEIWYEHHEM MPOJODKUTEIBHOCTU JKM3HM HEU30€KHO BeIEeT K 3HAYMTEIbHOMY
YBEJIMUEHUIO  YHUCJIa TAaKUX TMAalMEeHTOB W MO3BOJIAET TOBOPUTH 00  «3MHAEMHUN»
HeHpojereHepaTuBHbBIX ~ 3a00J€BaHMIl  4YejloBeKa B  Pa3BUTBIX cTpaHax. Tak, comiacHo
OPUEHTHUPOBOYHBIM OIleHKaM, Oone3Hblo Aunblreiimepa (BA) u OGonesnbsto [lapkuncona (BII)
CEro/IHsl B MUPE CTPAal0T, COOTBETCTBEHHO, OKOJIO 26 MJH U 4,5 MJIH uedn., npudueMm yxe k 2030 .
MIPOrHO3UPYETCs yABOCHUE ATHX 1D, a kK 2050 — yBennueHue BueTBEPO.

XapakTepHoil 0COOCHHOCTBIO HEUPOJIETeHEPATUBHBIX 3a00JICBaHUI SIBIISETCS CYIIECTBOBAHHE
MHOTOJIETHEH JITaTEeHTHOM CTaguM T.e., MaHH(pecTalusi CUMIITOMOB NPOUCXOAMT mocie rTubenu 40—
60% KJIEeTOK 3TO ompeAessieTcs pa3BUTHEM JIUTENbHBIA CIOKHBIH NaTOOMOXMMUYECKUHA Kackaja B
HEIpOHaxX MUILIEHSX B pe3yibTare HapylleHUH KOH(pOpPMaIUU KIFOUEBBIX OEIKOB, (OPMUPYIOIIUX
TUMIUYHBIE JJI1 3TUX 3a0oneBaHul (UOPUILISIPHBIE CTPYKTYpbl M BKIIIOYeHHs (3 -aMHIIOMIHbIE
onsmku npu BA, arperarel o- cuHykiemHa u tenbua Jlesu mpu BII, momurmyramuHOBBIE
BKJIIOUEHUS Mpu Xopee [eHTUHITOHA, HelpopuOpHIUIApHBIE KIYOKH MpH TaymaTusx U T.J.).
CnenoBarenbHO, BO3MOXXHOCTH HEHPOINPOTEKLIMH MAaKCUMaJIbHbl MMEHHO B JIATEHTHOM CTaauu
npolecca HeiiposiereHepanum.

Bce neitponereneparuBHbie 3a0071eBaHUsI OOBEIUHSET HECKOJIBKO TMPU3HAKOB: TEHICHIUS K
IIPOrPECCUPOBAHUI0 € MEUIEHHOW mToTepeil (yHKUMH; CeJIeKTHBHAs TOTeps ONpeAeTIeHHbIX
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HNONYJISIIMKA HEHMPOHOB B pe3ynbTaTe anonTo3a; TPAHCCHMHANTHYeCKas [ereHepanus (IepBUYHAs,
BTOpPHUYHAs); OOLIME MEXaHU3Mbl KJIETOYHOM CMEPTH — OKCHUAATHUBHBIA CTpecC M IiIyTaMaTHas
TOKCUYHOCTb.

C KaxIbpIM TOIOM HCCIIEIOBATENIM BCE TIIyOXKE MOTPYKAIOTCSA B MATO(PHU3UOIOTHIO PA3BUTHUS
HelponereHeparuBHbIX 3a0oneBanuil. Ho, k coxxanenuto, 1axe B 3TUX yCIOBUAX MOKA aJIeKBAaTHBIX
croco0OB HUX JIEYEHUS He cyulecTByeT. B KkpailHeM ciydae HEBpPOJOIM MOTYT MpPEUIOKUTh
nagueHTam ¢ Oose3Hbto [lapkMHCOHA 3aMECTUTENIbHYIO TEpaltio, BOCCTAHABIMBAIOLIYIO YPOBEHb
nodamMuHa B MO3re, a MalnueHTaM ¢ OOJIe3HbI0 AJblreiiMepa — Ipernaparbl, KOTOPbIE HEMHOTO
3aTOPMa’KUBAIOT MPOrPECCUPOBAHUE JEMEHIUH.

OCHOBHBIM ME€XaHU3MOM TIHOenM HEHPOHOB MpH HeHpoJereHepaTUBHBIX 3a00JIEeBaHUAX
CUUTAETCS aloNTO3 — 3alporpaMMHUpOBaHHas rubenb KiIeTkd. Ero posnp B maroreHese 00jie3HH
Anpureiimepa u Oone3nu IlapkuHCOHAa HEOAHOKPATHO TMOATBEPKIANACh KIMHUYECKUMHU U
HKCIIEPUMEHTAIbHBIMU JAHHBIMU

Eme onHMM BaXKHBIM MEXaHHW3MOM pa3BUTUA HeWponaereHeparuBHbIX u3meHeHud B I[HC
apnsiercs  okcupatuBHBIA - crpecc. LIHC oOHapyXuBaeT BBICOKYIO UyBCTBUTEIBHOCTH K
OKCHJIaTUBHOMY CTPECCY BCJIEICTBUE BBICOKOTO YPOBHSI METAa0OJIMYECKHX MPOIECCOB C aKTUBHOMN
yTuIM3anuen kucinoposa u cure3oM AT®D, a Takke BCIeCTBHE HU3KOHW CIOCOOHOCTHU K KIETOYHOM
pereHepauuy. OKCHIATUBHBIA CTpecc SBISETCS OAHUM M3 BEIYLUIMX MEXaHU3MOB pPa3BUTHUSA
HEHpoJIeTeHepaTHBHBIX 32a00JIEBaHUH, a TAK)KE BO3PACTHBIX JIETCHEPATUBHBIX MPOIECCOB [5].

[TockoibKy AeMeHLMs SBISETCS OAHMM U3 PE3YJIbTAaTOB HEBPOJIOIMUYECKHX PacCTPOMCTB,
IpernonaraeMoe KOJIMYECTBO IMALMEHTOB C JIEMEHIMEH BO BCEM MHpE COCTaBIsSeT OKOJIOo 35
MWIJIMOHOB, U, €CJIM He OyyT olpeneneHsl yoeaureabHbie Mepsl, K 2050 roxy oHO BeIpacTeT BTpOE.

bonesnv Anvyeetimepa. Anouc AnpureiiMep — HEMELKUN HEBPOJOT M ICUXUATP aBTOP
MHOKECTBA CTaTeH, MOCBSIICHHBIN TakuX 3a00JIeBaHUN KAk, aJKOTOJBHBIN MCHUX03, MU30(PECHHUS,
snuiencus, cuuiuc Mo3ra, Xopes XaHTUHITOHA, apTepUOCKIEpOTHYECKass arpodus Mo3ra,
IIPECEHMWIbHBIN 1cuxo3. BnepBbie oH omyOnukoBan ucroputo OosnesHu Apryctel /., 51 rona, B
TedeHue 4 yeT HaOMIONABIICHCS B TOCHHTAJE I JYIIEBHOOOJIBHBIX M OOJNBHBIX SIWICIICHEH BO
Opankpypre-Ha-Maiine u ymepieit B arpenie 1906 . [3]. OTOT KIMHUYECKUH ciydail OblT 10I0XKEH
yueHbIM Ha 37-m 3aceganun FOro-3amagHoro obuiecTBa HEMELKHMX MCUXHATpoB B TroOuHreHe 3
Hos10ps 1906 1. [loknan nHaswiBascs “Tiber Eine eigenartige Erkrankung der Hirnrinde” («O
CBOEOOpa3HOM  3a00J€BaHMM KOpbl TOJOBHOTO  Mo3ra)». llpeacraBieHHblE  pe3ynbTaThl
HCCTIeIOBaHMs cpe30B Mo3ra ABrycTol J[. oToOpakaau M3MEHEHHs, KOTOPhIe CETOJHS CUHTAIOTCS
OCHOBHBIMH ITaTOMOP(OIOruYecKUMH Npu3HakaMu BA: yrpara HelipoHOB, a Takxe HakoruieHue Ab
u Heripopubpmsapueix k1yokoB (HOK). B 1910 r, 3. Kpenenunom, aupexropom KopomneBckoit
MICUXHATPUUECKON KIIMHUKYU B MIOHXeHe 3To 3a00eBaHus Obul Ha3BaH «boisie3Hb Asblreiimepan.

Bonesnp Anbireiimepa — camoe pacnpoCTpaHEHHOE HEUpOJIeTeHEpaTUBHOE 3a00JIeBaHUs U
camas OoJbllas MPUYMHA JIEMEHIIMH BO BceM Mupe. BA - oqHa u3 Hauboee pacHpOoCTpaHEHHBIX
¢dopm HapymieHus: (PyHKIUHA MO3Ta, KOTOpast BBI3bIBAET MHOXKECTBO Pa3pYIIMTEIbHBIX OCIOKHEHUH.
BA — nepBu4HOe HeliposereHepaTuBHOE 3a00JIeBaHNE ¢ HEYKJIOHHO MPOrPECCUPYIOLINM pacaioM
naMsiTd W JIpYyrux KOTHUTUBHBIX (yHkiuil [5]. Ha Mopdonoruueckom ypoBHE XapaKTepHBIMH
MaTOTeHETUYECKUMH  TIpU3HAKaMH bBA  sBISIOTCS BHYTPH- H  BHEKJIETOYHBIC OTJIOKCHHUS
amuiionHoro nentuja (Af), B TOM yuciie BOKPYT aKCOHOB XOJIMHEPIMUECKUX HEHMPOHOB, KOTOPHIE
HauOosee CUJIBHO TOBPEXAAIOTCS TPU JaHHOM 3a00JIeBaHUM, a Takke oOpazoBaHME
HeUpOoUOPHIIIIPHBIX KITyOKOB TUIEpPoCchOprIMpOBAaHHOTO OEIKa Tay.

Tekymue nNpPOTOKOIBI JIEUEHUST HEWpOJEereHepaTUBHBIX 3a00JIeBaHUN IMOMOTAalOT JIEYUTh
TOJILKO CUMIITOMBI C TOMOIIBI0 HAHOTEXHOJIOTHYECKHX TOIX0J0B, MOT'YT PErpeccHpoBaTh aronTo3
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HEPBHBIX KJIETOK, YMEHBIIUTh BOCHAJIEHUE WM YIYYIIMTh JOCTaBKY JIEKapCTB B MO3L. [l 3Toro
pa3paboTaHO HOBBIE METOJbl HAHOTEXHOJIOTWHU, TaKH€ KaK HaHOTENa, HAHOAHTHUTENA U JIUMUIHBIC
HaHo4dacTHIbl. COOTBETCTBEHHO, OBUIN MPETIOKEHBI METO/BI YAYUIIEHUS TOCTaBKH JIEKApCTB Yepe3
rematodHIedannaeckuii 6apnep [4].

Cewmetiinbie popmbl BA cocraistoT okono 5% ciydaeB JaHHOTO 3a00sieBaHus. BONbIIMHCTBO
e CJIydaeB COCTaBsieT cropaguueckas ¢dopma BA, koTopas pa3BuUBaeTcs B MOXKWIOM U
CTap4eCKOM BO3pacTe.

W3 naHHBIX JTUTEpaTypbl U3BECTHO, YTO NMpu BA Habmrogaercs XONMMHEPTHYECKUN NePUIINT,
COMPOBOXKJIAIOIIUICS ~ CHUKEHMEM  aKTHUBHOCTH  XOJHMHAlleTUATpaHcdepaspl U CUHTE3a
aneTwixoiuHa. B To ke Bpems akTuBHOCTh AXD u OyrupmixonuHdctepassl (BXD) B kxope
TOJIOBHOTO MO3Tra U LEepeOpOCIMHAIBHOM KHUIKOCTH B XO/I€ CTapeHus U npu BA Taxxke cHUXKaeTcs.
IIpu 3TOM B TKaHM MO3ra M3MEHsSEeTCsl cooTHoueHue akTuBHOCTH AXDO u bXD. Takxke nokasaHo
HaJu4yue NpsMOU KOPpEIsLHUUA MEXKIAY YPOBHEM akTUBHOCTM AXD B Ija3Me KPOBH M YHCIOM
aMUJIOMJIHBIX Jeno3uTOB B Mo3re npu BA. IlpenBaputenbHble 1aHHbIE YKa3bIBAIOT Ha U3MEHEHHUE
AKTUBHOCTH 3THUX (PEPMEHTOB NMPHU HAPYIICHUH KOTHUTHBHBIX (DYHKIWN W y KUBOTHBIX. OJHAKO
KOMIUIEKCHOTO MCCJIEIOBAaHUSI aKTHBHOCTH OMMCAHHBIX ()EpPMEHTOB B IJIa3M€ KPOBH Kak HambOoiee
JOCTYITHOM JIJIs “ccaeaoBanus kauHudeckoM Marepuane npu a-MKC u BA noka He mpoBoauiocsk.

dakTopbl pUCKa:

— T'enernueckue GpakTopsl

— Iloxkunoit m crapueckuil Bo3pact. Jltonu moxkmioro Bo3pacra 0ojiee IMOABEPIKEHbI 3TOM
001e3HH, TOCNIe JOCTHXKEHUS 65 NeT pUCK pa3BUTHs 001e3HU AJbIredMepa MOBBIIIACTCS
BJIBOE KaXbI€ MATh JIET.

— Puck pa3BuTHs 3a0051€BaHUS BABOE BBIIIE Y KECHIIUH, YTO YaCTHYHO OOBSACHIETCS TEM, YTO
CPEIHSS IPOIOJIKUTENBHOCTD JKU3HH Y JKEHIIUH BbIIIE, YEM Y MYKUUH.

— Hexontponupyemas Al, a cpeiHeM U MOKUIOM BO3pacTe

— Juetuueckue (HakTopbl

— T'unepnununemus

|

— YMT B anamHese

— T'mmomunamus

— Huzkwuil ypoBeHnb 00pa3oBaHMsI U HU3Kasi MHTEJUIEKTyallbHAsl aKTUBHOCTh B TEUEHHE KU3HU

— DOnu3oAbl AETIPECCUH B MOJIOIOM U CPETHEM BO3pacTe.

— Crpecc.

— Tpasma rouossl.

— BBICOKHMI MHJIEKC MacChI Tejla B MOKUJIOM BO3pacTe.

— T'uneproMmonucrenHeMus.

310pOBbIil 00pa3 KU3HU CHMXKAET PUCK pa3BUTHA 3TOro 3adoneBaHus. OcoOEHHO BaXXKHO 3TO
YUUTBIBATh TEM, Y KOT'O €CTh POJICTBEHHUKHU ¢ 00JIe3HBIO AJlblreiimepa.

Bbiensior npeceHuIbHy0 U CeHUIbHYI0 (hopmy OonezHu. [Ipecennanbhelii — ne0roT 10 65
JIET, CEHHAJIbHEIN mociie 65 JeT.

[lepcniekTUBHBIMH B TUIaHE pPaHHEW AMArHOCTUKH Oomne3Hm Adbireiimepa (BA) sBnsercs
orpefiesieHNe KOHIIEHTpaluu cieayromux ouomapkepoB B CMIK: koHueHTpauus Ttay-Oenka, [3
ammonHoro Oenka 42 (Ab42). Ab42 HaxonsCch B CEHUIIBHBIX ONSIIKAX 3aIyCKaeT MOJICKYIISpHBIS
M3MEHEHUs, KOTOpbIe NMPUBOJAT K aranTo3y U HEKpo3y HEpBHBIX KieTok [34]. JlunuaHslil cioi
MeMOpaH HEHPOHOB Yy4YacCTBYIOIIME B MpoIlecce arperauvd 3 aMuiaoujgHoro Oenka, a TaKxke
MIPOBOCTIAJIMTENbHBIE IIMTOKHMHBI KOTOpbIE BMECTE€ C [3 aMWJIOMJHBIM O€JIKOM IOMOTAOT MpHU
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IPOBEICHUM LIUTOTOKCHYECKoro curHaia. Ocoboe BHHMMaHHE IpPUBICKAET COUHTOIUINIBI-OHU
IPEACTaBIsieT COOOH BBICOKOAKTHBHBIE U MHOTO(QYHKIMOHAIbHbBIE OMOJIOrHYecKre coequHeHus. B
TOJIOBHOM MO3T€ COICPKHUTCSA OONBIIOE KOJIMYECTBO COUHTOJIHMIINIOB, BBITOIHSIONINE HE TOJIBKO
CTPYKTYPHBIE€ POJIM, HO U IIPHU MEpeaade MHOTOUMCIEHHBIX MEXHEHPOHAIBHBIX UMITYIbCOB. Takue
COUHTOMUIIUIB KaK Iiepamua, COUHTO3uH, cOUHTo3uH-1-docdar, ITUKO3UIIEPaAMHU] HUTPAIOT
pemaroniyro posib B quddepeHiupoBke, perymanun pocta U cmeptu kiaetok B [IHC [34, 35]. B
nocnenHee Bpems paccMmarpuBaercsi poinb MHKpo RNAs (miRNAs); P-glycoprotein (P-gp); u
CBOOO/IHBIE HOHBI MeH sl paHHel auarHocTuku bA. MukpoPHK kotopoe mupkynupyercst, umeer
psAll TEHOB UMEHHO cBs3aHHbIe ¢ BA [36, 54].

bonesnv Ilapxuncona. bone3np IlapukuHcoHa Hambosee pacnpocTpaHeHHOE 3a00j1eBaHue U
3aHUMAeT BTOPOE MECTO IO PACHPOCTPAHECHHOCTH CPEAM HeWpoaereHepaTHUBHBIX 3aboseBaHuid. B
mocjeaHee BpeMsi OTMeYeHOo pocT pacnpoctpaneHHoctd BII.  CoBpemeHHBIE Hay4yHbIE
HCCIIEIOBAaHUS COCPEIOTOYCHBI Ha BBISBIECHUS OMOMAapKepoB, MO3BOJIIOIIMX PAHHIO U TOYHYIO
JMArHOCTHKY, co3lanuio Oosee dddextuBHOro mMerona yedeHus. [Ipu 6onesnu Ilapkuncana (BIT)
MMEeT 3HAUEHUE OIPENIEICHUE B CHIBOPOTKE KPOBU CIIEAYIOIUX OMOMAapKepoB: ajb(a CUHYKIICHH,
oenmok DJ-1, crenuduyeckue aHTHTENa, OMOMapKephl OKCUAATUBHOTO crpecca [16-19]. Ambda
CHUHYKJIEMH - 3TO IJIaBHBI KOMIIOHEHT Tesblia JIeBM COOTBETCTBEHHO NaToMOop(OJOrHuecKuit
npuszHak BIl m nemenuust ¢ tenpuamu JleBu [37]. B mocineaHux McClieIOBaHUSAX IOKa3aHa, 4TO
MOBBILICHUSI YPOBHS OJIMTOMEPHOTO anb(a CHHYKIEMHa B Ija3Me KpoBu B 85% ciyuaeB
cneuupuyen ans BIl mo cpaBHeHmio ¢ KoHTpoipHOW Tpynmnoi [38]. B marorenese MMEHHO
bochopunupoBaHHblii anbha cuHYyKIEHH, KoTopoe aocturaer 90% y OGonbHbIX ¢ BII urpaer
KJIIOUEBYIO POJIb, @ Y 370pPOBOTO €ro coiaepxkaHus He npesblmiaer 4%. benok DJ-1 B menom on
o0llaaeT HU3KOM CHenM(pUYHOCTBIO M PEIKON MPUYUMHON ayTOCOMHO-pereccuBHON (opmer BIT
[39]. X. Lin 1 coaBTOopsI B paboTax MoKa3aayd 3HAYUTEIHLHOE TTOBBIIICHHE OJHON U3 M30()OpM 3TOTO
6enka B kpoBu manueHtoB ¢ BII [40]. U3 cneunuduyeckux anturenos npu BII 6onee 90% cinyyaes
BBISIBIISICTCSL Mojekyna Mexkierounoil aaresund (ICAM4), meHTaTpukonenTHj, COAepKalui
nosropsitoruiics fomeH 2 (PTCD2), muotuun (MYOT), pubponextun 1 (FN1) [41, 42]. IIpouecc
HelpozereHepanuu B narorenese bIl 3amyckaercst moa BiIMSHHEM OKCHAATUBHOIO crpecca [43].
Mapxkepamu okcuaatuBHoro crpecca npu BII cnenyromue; 8-runpokcuneokcuryanosut (8-OHDQG),
nrytatuoH-nepokcuaasa (GPX) u rmyrarnon-S-tpancdepasa. B ciatone nanuentos ¢ BI1 Beigenenst
anbda cunykiienH u 6enok DJ-1. M. Shi u cooaBropamu BbISIBIEHA CHUKEHUS alb(a CUHYKJIEHHA
u nioeimeHust DJ-1 B cirone 6onbHBIX BIT [44].

I'enemuyeckue ¢axkmopwr pucka bII. Cpeau reHermdeckux ¢aktopoB pucka BII rensr
creayromux  ¢gepMeHTOB  OblIM  Hambonee  M3ydeHb:  DIOKouepeOpo3uaasa  (aHMIL.:
glucocerebrosidase, GBA), anomunonporeun E  (apolipoprotein E, APOE), 0enok-
Tay,aCCOIMUPOBAHHBIM ¢ MHUKpOTpyOoukamu (microtubuleassociated protein Tau, MART) wu
karexon-O-metuntpancgepasa (catechol-O-methyltransferase, COMP).

I'envr npedpacnonoscennocmu K KoenHumugnomy Oepuyumy. I'en GBA. T'omo3urorssie
MyTallud B T€HE IIIOKOLEPepOo3nasbl, KOTUPYIOLIEM JM30COMHBIM (epMeHT, KOTOpBIi
KaTalnu3upyeT THAPOJIU3HBIN pacman Oera-Drmokosmnnepamuia Ha Oera-D-Tioko3y U Lepami.
Oxono 10% 6onbubIx ¢ BII sBnstorcs obnagarensimu mytauuii B rene GBA. B OonpimHCcTBE padot
C HCHOJb30BAHUEM HEHPOICHUXOJOTHUECKOTO TECTHUPOBAHUS M KIMHMYECKOTO 00CIeJ0BaHUS
MO0Ka3aHO, YTO KOTHUTUBHBIE QYHKIIUH CHUKeHBI y mtofieit ¢ GBA-BII o cpaBHEHUIO ¢ TAKOBBIMH Y
o6onmpHbIX ¢ BII. B xome mera ananmmza, BKIIOYHMBINET0 Bce myOnukamuu ao 2017 1., mokazaHo
yBEJIMYEHUE PUCKA PA3BUTHUSI KOTHUTUBHBIX HapyuieHui y maunentoB ¢ GBA-BII B 2,4 paza [6, 7].
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I'en MAPT. OtoT ren komupyeTr O€JIOK T, aCCOIMUPOBAHHBIA ¢ MUKPOTPYOOUKaMU, KOTOPBII
y4acTByeT B cOOpKe M cTabuiau3aluu MUKpoTpyOouek. Omnmpasich Ha pacxXopsllvecs JaHHbIE IpU
WCCIICIOBAHUN TPYII C JJIUTEIbHBIM TEUeHHEM 3a00JieBaHMS, CAETAHO MPEAINONOKEHUE, UYTO
TalIOTHIIJAHHOTO T€HAa MOXET YCKOPSTH MPOrpeCCHPOBAHUEKOTHUTHUBHOIO Je(pHUIMTa B Hadaie
3aboneBanus 8, 9].

I'en BDNF. Kogupyet Heitporpodudeckuii pakTop TOJIOBHOTO MO3ra, Y4aCTBYET B Pa3BUTHH
HelipoHOB Mo3ra. Hamuuue gaHHOro reHa y maieHTOB 0Oe3 HEBPOJOTHYECKUX 3a00JieBaHUU B
CBIBOPOTKE KPOBU M MOYE ACCOLMUPOBAH CO CHIKEHHEM KOTHUTUBHBIX (DYHKITHIA.

MHeHus pasHbIX MCCIEA0BATeNed PA30LUIACh: ONHH YTBEPXKAAIOT, CTATUCTUYECKHU 3HAUYMMasi
cBs13b nosmmMopHoro Bapuanta 66 MetBDNF ¢ HanmnuneM KOrHUTUBHOTO JAe(HUIIMTA Y MAIIUEHTOB C
BII; npyrue xe onpoBeprarot gaHHyo cBssb [10, 11].

I'en APOE. Konupyer 6enok anonunonporer E (ApoE), sBistoniuiicss KIr0UeBbIM OEIKOM-
HOCHTEJIEM IS JIMIIUJ0B U HEOOXOAUMBIM Ul TPAHCIOPTA U MeTabosIn3Ma aMUIIOUHOTO Oenka. Y
MHOTHX HCCIIEJJOBATENIC MHEHMs Pa3oLUIACh. B psne uccienoBaHuil MOKa3aHO, YTO MALUEHThI —
HOCHUTENH, N0 MeHblied mepe, oqHoro amiens E4 rena APOE (ApoE E4), B Gonbuieii crenenu
MIOJIBEPKEHBI PUCKY Pa3BUTHS KOTHUTUBHBIX HApyIIECHUI.

B pamkax oaHoro M3 HaumbOosee JUIMTENBHBIX MCCIENOBAaHUM, CO CpPEeIHUM IEPHOIOM
HaOmroneHus B 9,7 JeT ¢ MOMEHTAa MOCTAaHOBKU JIMAarHo3a, He HaiieHa CBA3b MEX]y I'€HOTUIIOM
APOE u pa3Butuem nemenuuu y nauuventos ¢ bIT [12, 13].

I'e COMT. Komupyer karexon-O-meruntpancdepasy, Koropas MpPEACTaBISICT COOOH
LIUTO30JIbHBIN (DePMEHT, y4acTBYIOIIMKA B MeTabonu3Mme nodamuHa. Bmeraananuse, BKIOUAIOIIEM
uccienoBanre Ha Hamuuue reHa COMT c passutuem blI; cBs3p He BbisBieHa. Ho, B omHOM u3
MyOJTMKAIMiA TOBOPUTCS, TO TOBBIIEHHBIH ypoBeHb akTHBHOCTH COMT B mpedpoHTanbHON KOpe
MOXET OIIOCPEIOBAHO BIIMATh HAa KOTHUTHBHBIE (DYHKIIMH, 32 CUET CHMIKEHHUS YPOBHS nodaMuHa
[12-15].

bonesnv ['enmunemona. Jxopmk I'eHTHHrTOH KOTOphIM B ampene Mecsua 2021 roma
ucnonawics 171 romg co mHS pOXIEHUs, TEpBOOMHCATENss OAWH W3 OpdaHHBIX 3a00JIeBaHHIA,
KOTOpasi B mocieayromum Obut Ha3BaH «bonesnp ['entunrTona». [lo mocnegHUM HaHHBIM YacToOTa
pacnpoctpaneHHocTH cocrtasiasgeT 5,5 Ha 100 000 nacenenus [53]. bonesnp I'eHTHHITOHA
CIIPSKEHO C CEJEKTHBHOM Tubenblo HEHpOHOB cTpuaryma. Mmeercs naHHbIE yKa3blBalole Ha
cBsi3b pa3BuTus BI' ¢ OGmosHepreTnkoil B MUTOXOHIpHsX. [I03TOMY OCTaeTcst akTyajJbHBIM MOHMCK
OroMapKepoB MUTOXOHApUaIbHbIX Hapymenuit npu bI' []. B ornuune ot BII u BA, npu 6onesnu
I'entunrtona (BI') umeercsa ren huntingtin (HTT) nnst onpenenenus prucka U HocutenscTBa [20].
Hecmortps Ha unentudukanum rena HTT Mexanusmsbl yuacTByromue B narorenese bI' ocraercs He
scHpiM [51]. OOnapyxenue tunudyHou skcraHaunu CAG-moBropoB B rene HTT mocroBepHO
MOATBEPKIAET AUAarHO3 U ONpPEeNsieT HACUIILCTBEH MYTAHTHOI'O I'€Ha €Il€ MHOTO JIET /10 TOro, KaK
y HOCHTENEW pa3BUBaeTCs KiIuHUYeckue npusHaku bI' [45]. Beiasneno, uro bI' pa3BuBaercs npu
Hanmnunu CAG-skcniancuu B 36 moBTropoB U 6onee. [Ipu stom, ecnu xonnyectBo CAG-1OBTOpPOB
cocraBimsieT or 36 no 39, BI' xapakrepusyercs HENONHOW NeHeTpaHTHOCThIO [7, 8]. Cuemyer
OTMETUTH, 4TO pazmep CAG 3KCIaHCHMM MMEET OYEHb CUJIbHYIO OTPHUIATEIIBHYIO KOPPEISIUI0 C
BO3pacToM JebroTa 3abonieBanus: 4yem Oombiie CAG-MOBTOPOB, TEM paHbllle MaHUPECTHPYET
6one3nb. Kimumueckn BI'  xapakrtepusyercss kiaccuueckod Tpuamoil cummnromoB  [11]:
JBUTATENIbHBIE PAcCTpOMCTBAa (XOpes, OUCTOHMS, IOCTYPaJbHbIE HapyIIEHUs, MHOKIOHHH,
OpaJAuKUHE3Us, MBbIIIEYHAs] PUTHAHOCTH), TCUXUYECKHE HapylleHus (Aemnpeccusi, 00CECCUBHO-
KOMITYJIbCUBHBIE PAacCTPOMCTBA, TPEBOra, pa3ApakKUTEIbHOCTb, amaThs, THIEPCEKCYalbHOCTb,
IICUXOTMUYECKUE PpACCTPOMCTBA) W KOTHUTHUBHBIE HapylleHMsl (TPYIHOCTM B OpraHM3alMH
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COOCTBEHHOW JAEATEIbHOCTH, WHHUIMALMKA M YIOPSAOYMBAHUM MBICIEH, a Takke HapyLUICHHs
BOCHPUSTHS, IEPCEBEPALIUH, IEMEHITHS).

3axnmouenue

Takum 06pazoM mpoOIeMbl HEHPOJETeHEPATUBHBIX 3a00IE€BaHUN yCYTryosIsieTcss TeM (akToM,
YTO, HA CETONIHSIIHUN JIEHh CYIIECTBYET HECKOIBKO OMOOPEHHBIX JIEKAPCTB, KOTOPhIE B HEKOTOPOU
CTETeHH OO0JIEr4aroT CHUMIITOMBI HEKOTOPBIX HEHPOAETCHEPATHBHBIX 3a00JIEBAaHUM, UX MOCTOSHHOE
MIPUMEHEHHUE YacTO CBS3aHO C M3HYPUTEIBHBIMU MOOOYHBIMHU d((eKTamMu, ¥ HU OJHO U3 HUX HE
OCTaHABIIMBACT IPOTPECCUPOBAHKE JIETEHEPATHBHOTO TMporecca. Pa3pabotke 3(QeKTUBHBIX
NpOGWIAKTUYCCKUX WM 3alIUTHBIX METOMOB JICUCHHS MPENSATCTBYET HEIOCTATOYHOCTh HAIIMX
3HAHUW O TPUYMHAX ¥  MEXaHW3Max, U3-3a KOTOPBIX HEHPOHBI TOrMOAT  TpHU
HeHpojereHepaTuBHBIX 3a0oneBaHusAX. HecMoTpss Ha 3Ty MpadyHyH MEPCIEKTUBY, HEKOTOPHIC
HEHPOOMOIOTHYECKUE OTKPBITHS MPHOIM3WIN, KaK HHUKOI/A, JIEHb, KOTIA CEKPEThl HECKOJIBKHX
HEHpOJereHepaTUBHBIX PACCTPOUCTB OyIyT pPACKpBITBI, W CTaHYT JOCTYIHBI A(PQPEKTUBHBIC
TEpareBTUYCCKUE CTPATETUH.
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