HOBAY 3PA 019 BOJTE3HM AJTbLIFEMMEPA

[1YTb BIIEPE/]

HecnocoOnoers HaiiTi Xopoliee jedenne J1as 00Je3Hu

AublreiiMmepa ozHadaer, uTo Hopa mepecMoTpeTb OCHOBHbIE
OnoJornuecKkne MexXaHu3Mbl 9Toro 3adonesanus. Pazsurne
[ATH OCHOBHBIX HATIPABJIEHNI MOKET JaTh HOBYIO HAJIEKY

KeHHem Kocuk

€ cymiecTByeT (pyHJaMEHTAJbHBIX INPUYUH, HOYEMY MBI
He Morinu Obl pa3paboTaTh J€KApCTBO OT 00yie3HU AJIbILreU-
Mepa. Jlpyrue denoBedeckue 6e1bl, TAKHWE KaK HACUINUE, ald-
HOCTBh M HETEPIIUMOCTbD, CBA3aHBI C OLIEJIOMJIAIONIUM KOJIUYe-
CTBOM ITPUYMH U MOMEHTOB HeompejeleHHocTHU. Ho 601e3Hb
AnplreriMepa 1o cBoei cyTu — 3T0 Irpobyema KJaeTOYHOM 61o-
JIOTUH, U PELIEHHE JOJIKHO ObITh HAaM BIIOJHE JocTynHO. Cy-
IIECTBYET JOBOJIBHO 60JIbIIAsA BEPOATHOCTD, UTO Y YUYEHBIX YiKE €CTh JIE€Kap-
CTBO, HO €IlIe He Y3HAHHOE, 3alpATaHHOE B JIaOOpaTOPHON MOPO3UJIKE CPEAU
MHOKeCTBa APYTUX (PJIaKOHOB C pa3HBIMHU BeIlleCTBAMU. A IlIaBHbIE OTKPBI-
THUA MOT'YT JIeKaTh, O¥KU/1Aad CBOETo Yaca, B O0JbIINX 6a3ax JaHHBIX UJIU pe-
ecTpax KJIMHUYECKUX 3alHCel, HEMPOIICUXOJOTUYECKUX NpoduIei, TOMO-
rpauyecKux UccjieJoBaHUMN, 6MOJIOrNYECKUX MapPKEPOB B KPOBU U CHUHHO-
MO3TOBOH ¥KUIKOCTHU, T€HOMOB, O€JIKOBBIX AHAJIN30B, PETUCTPAIIUU HEMPOHOB,
MoJieJIEM Ha JKMBOTHBIX MJIM Ha KyJIbTypaX KJIETOK.
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Ho MBI yIIyCTHUIN 3THU HUTH, IOTOMY YTO B UCCJIEO-
BaHUAX 601€3HU AJTbIITeliMepa Ha NPOTAKEHUH IeCH-
THJIETUH TPATUJIU CIUIIKOM MHOTO BPEMEHH B IIOTO-
He 32 KQXK/JbIM APKUM HOBBIM OTKPBITHEM U CIIUIITKOM
MaJIO Pa3MBINUIAIN O OMOJOTUYECKUX MeXaHU3Max
3aboseBaHusd. Ha camomM fesie Hata pabora 6b11a oc-
HOBaHa Ha HECKOJIBKUX ITPEJIIOJOKEHUAX, U B HUX
HeHTpaJbHAA W JOMHUHUPYOINAs POJIb OTBOAUJIACH
6enkoBomMy ¢parmeHTy Gera-amuiaouny. CyiiecTBy-
eT 60JbIIIOe KOJUYECTBO JAHHBIX B II0JIb3Y UJIEU, YTO
6eTa-aMHJIOU] UT'paeT BaKHYIO POJIb B 9TOM 3aboJre-
BaHUU. MBI pa3dpaboTaiu JIeKapCTBa, MO3BOISIONINE
CHIIKATh KOHIIEHTPAIIUIO 3TUX 0EJKOBBIX (hparMeH-
TOB y JOfief ¢ 601e3HBI0 AJbIreriMepa, HO B IIEJIOM
9TO He II03BOJIMJIO CKOJIBKO-HUOYAb 3HAYNMO 3aMe-
JIUTB yXyJIlIEeHe KOTHUTUBHBIX CIIOCOOHOCTEM.
CuuTajoch, YTO yAajieHHe WU IMoAaBJieHUe obpa-
3o0BaHUA 6eTa-aMmuiionia ybepeT CUMIITOMBI UJIN BbI-
JIedUT GOJIbHBIX, OJHAKO celvyac TaKoe IpeJicTaB-
JIeHVE KayKeTCHA CJIHUIIKOM yIPOIIEHHBIM, 0COGEHHO
€CJIN YYeCTh, YTO Y HAC OTCYTCTBYET IIOJTHOE U IJIy-
00OKOe MOHMMaHWe MEeXaHWU3MOB pPa3BUTUA H IIPO-
rpeccupoBaHusa 3aboneBaHudA (cm.: «Bumsst 8okpye
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npomusoamunioudHoll mepanuu,
c. 12). HeTo 4yTOOBI 3TO HaIIpaB-
JieHUe OBLJIO COBEPILEHHO 6ecCMBbIC-
JIEHHBIM, HO MBI TaK yBJI€KJINCH, YTO
UTHOPUPOBAJU H3yYeHUE IPYTUX
My TeH U Taxke MEXaHU3MOB ITOSBJIE-
HUA OeTa-aMUJIoOUIA.

IIpunuio BpeMsa BEPHYThCS K OC-
HOBaM. B kadecTBe y4eHOro f B Te-
YeHHe TpeX JIeCATHJIETUH 3aHU-
Mayica O6oje3HbI0 AJblreidmMepa,
yd4acTBOBaJ B KPYIIHBIX IIPOEKTAX,
HUCCJIeNys CEMbU C BBICOKUM PUCKOM
3a6oseBaHUsdA, CIIOCcOObI ITpodUIaAK-
TUKU U QU3UOJOTHIO IIOBPEKIE-
HUSA KJIETOK MO3ra IIpU 3TOM Hexy-
re. MBI ¢ KoJIjleraMu U3 MHOTUX Ha-
YYHBIX W MEJUIIMHCKUX obJiacTen
cuuTaeM, YTO HEOOXOJUMO OCBe-
JKUTh QyHAaMeHTalbHbBIE IIpef-
cTtaBJieHUA 0 GU3UOJIOTUU U OMOJIO-
ruu 6ose3HUu AnprreiMepa u nepe-
CMOTPETH COAEPKUMOeE 6a3 JAaHHBIX
U HallIUX JIaG0paTOPHBIX XOJIOANUIb-
HHUKOB B IIOMCKaX MOJICKa30K, KOTO-
pble MBI, BO3MOXKHO, yIIycKaeM. Ta-
KOM IOoAXOJ IIO3BOJHUT HaM paspa-
60TaTh TEOPUH U MOJEIN PA3BUTUA
60J71€3HU, U MBI CMOYKEM HCIIOJIb30-
BaTh 9TH UJEU JJIA CO3JaHUS HO-
BBIX cTpaTeruil 60ps0ObI ¢ 3a6o1eBa-
HUEM.

Brarogaps BaHBIM OTKPBITUAM,
CICJTAHHBIM B IIOCJIEJHUE HECKOJIb-
KO JIET, MOM¥KHO BBIJIEJIUTH KaK MU-
HUMYM OATH NOTE€HIUAJbHO 3P PEKTUBHBIX U aKTYy-
aJBHBIX HAITpaBJIEHUH JJI8 UCCIIEJOBAHUMN. DTO ITIOMO-
JKEeT PaCHIUPUTh HAINKU 3HAHUSA U, BIIOJTHE BEPOSATHO,
pact nHbopManuio, HeOOXOAUMYIO IS IIOMCKA HO-
BbIX 9 PEeKTHUBHBIX CIIOCOGOB JyeueHUA. Cpeau Ha-
IIpaBJIeHUU — HapyIlleHue BBIBEJeHU OIaCHBIX Oe-
KOB 13 KJIETOK MO3Ta, HOBPEKIEHUA BCIIEICTBHE BOC-
NaJIEHUsd, CJIOMKHOCTHU C Iepeladel 3JeKTPUUYECKUX
CUTHAJIOB MEKY KJIETKaMHU. OTO pa3Hble IPOGJIEeME,
HO Y YeJIOBEKa OHU HAKJAJAbIBAIOTCS OJHA HA IPYTYIO,
BBI3BIBadA 3a6ojieBaHME B Mo3re. BmecTe mMad 1o OT-
JICJIBHOCTU OHU MOTYT OBITh IIPUYHUHOU TeX YIKACHBIX
IIOBPEKJAEHUMN, KOTOpble BO3HUKAIOT IIpU 00J€3HU
Anprnreiimepa.

Mpob6sembl yTUAM3aLmmn 6enka
B Havase 1900-XTT. HECKOJBKO HEBPOIIATOJIOTOB,
B TOM umcJe Ajouc AnblrefiMep, TOT CaMblil yYeHBIH,
B 4eCThb KOTOpPOTro Has3BaHO 3aboJjieBaHUe, ONHUCAIU
MUKPOCKOIIMYECKHUE IIOBPEXAECHUA B MO3T€ YMEPIINX
NaUEeHTOB, UMEBIINX PA3JIUYHbIE (POPMBI JEMEHIIUU.
Celfuac MBI 3HaeM, UTO 3TO CI'YCTKH J1e(pOPMUPOBAH-
HBIX O6enkoB. IIpu 6one3HU AnbLreiiMepa HEKOTOPBIE
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Illustration by Campbell Medical lllustration

KenHeT Kocuk (Kenneth Kosik) — y4eHblii-meAnK, PyKOBOAMBLUMI KPYMHBIMW MCC/€4,0BATE/IbCKUMM
NpoeKTaMu, MOCBALLLEHHbIMW paHHen cTaagun 6os1e3Hu Asbureimepa. Ero nabopatopua yqactsoBasa
B OTKPbITMW B MO3re Tay-6e/1Ka, KOTOPbI CHUTaeTCA BaXKHbIM MPU3HAaKOM 3abo/1eBaHuA. Kocuk —npo-
deccop HellpobMONOTrnYeCKMX UCCAeA0BAHUIM U COPYKOBOANTE/Ib MHCTUTYTa HEMPOBUO0rMYeCKUX
uccnegoBanmnin Kaampopruitckoro yHneepcuteta B CaHTa-bapbape

CTYCTKHU COCTOAT U3 6elKoBoro ¢pparmeHTta — Gera-
amuionga. OHU pacHoJIOMKEHBl MeXAy HeWpoHa-
MU U HA3BIBAIOTCA CEHWJIBHBIMHU OaAmMKaMH. Jpy-
rue CryCTKU HaXOAATCA BHYTPHU HEHPOHOB, COCTOAT
u3 Tay-6ejIka U Ha3bIBAIOTCsA HEUPOoDUOPUIIAPHBIMU
KJIyOKaMH.

Yero MBI He 3HaeM JI0 CUX IOP, XOTHA MPOIILIO yiKe 60-
see 100 1eT, — TaK 3TO II0YeMY KJIETKU He MOy T u3ba-
BUTHCA OT 3TUX AHOMAJIBHBIX CTyCTKOB. KileTouHBIE
MeXaHU3MBI y1aJeHUsA IIOBPEKICHHBIX OEJIKOB CTa-
PEI, KaK caMa ¥HU3Hb. UTo UAEeT He Tak Ipu 60JIe3HU
AnprreiMepa? 9TOT BOIIPOC TAK € BAKEH JJIA IIO-
HUMaHUA MexaHuaMa 06oses-

Ob ABTOPE

KOHTPOJIUPYIOT CTPYKTYPY KJIETOYHBIX CUTHAJIBHBIX
cBA3el, 06pa3oBaHHBIX AaKCOHAMU, JEHAPUTAMU U CHU-
HallcaM¥, KOTOPbIE€ YCUINBAIOTCA NI OCIabIAI0TCA
B pe3ynbTrare o6ydeHUA. (MHOTIA HEHPOHBI BEIBOAAT
IIOBPEXKACHHBIN G€JIOK, M TOTAA €ro pas3pyllaeT MH-
KpOININA — KJIETKH, OTBeJalollre 3a UMMYHHYIO 3a-
IUTY B MO3Te.)

Pemenue, oTHpaBUTCA JU AHOMAJbHBIA O€JIOK
B cTopoHy YIIC nnu no myTu ayTodaruu, B OCHOBHOM
3aBHCHUT OT pasMmepa 6eaKa. Y IPOTeacoMbl Y3KOe€,
TOXO0Kee Ha II0py OTBEpCTHE ¢ 060MX KOHIIOB, U TyAa
MOTyT IPOHHUKATh MaJeHbKHe, TOHKNEe HUTEBUIHEIE

HU AsblreiiMepa, Kak BOIPOC
0o IoTepe KOHTPOJIA HaJ KJe-
TO4YHOU Npoaudepanet — i

OuyuceTKA OT ILJIOXUX 0eJIKOB

HOHUMAaHHUA MeXaHU3Ma Pa3BH-
THUA pakKoBOU omyxosu. Heko-
TOpble HeJaBHUE HAGIIOAEeHUH,
cieJIJaHHBbIE HCCJIeOBaTeIAMU
u3 YHuUBepcureTra BammmHrro-
Ha B CeHT-JIynce u U3 APpyrux
y4peKaeHUH, IIOKa3bIBaIOT, UYTO
aHOMAaJIbHbIE GEJIKH MOTYT BBI-
XOJIUTH W3 KJIETOK, BEPOSTHO,
usberad €CTECTBEHHBIX Mexa-
HHU3MOB OOHApYMKEHUS IJIOXUX
MOJIEKYJI. MBI HE 3HAaeM, KaK UM
3TO yAaeTcs, HO 9TO HEOOXOaU-
MO BBIICHUTBH JJIA IOHUMaHUSA
MeXaHU3MOB pa3BUTHUA 060je3-
HU Asblirerimepa.

Y KJIETOK eCTh IB€ OCHOBHBIEC
CHUCTEMBI yAaJeHUS aHOMaJlb-
HBIX 6€JIKOB: YyOUKBUTHUH-IIPOTE-
acomHas cuctema (YIIC) u ayTo-
¢arusa. B nepsoM ciay4gae 6eJIKU
nocTynamoT B 604KOOOGpa3HYIo
KJIETOYHYIO CTPYKTYPY, KOTO-
pas HasbIBaeTCA «IPOTEaco-
Ma», TaM OeJKU paspe3aroT-
CcA Ha KyCOYKU, KOTOPBIE 3aTeM
MOTYT HCIOJb30BAThCA KJET-
KOI IIOBTOPHO; BO BTOPOM CJIy-
yae KJIETKA IIepeBapuBaeT aHo-
MaJIbHBIA O€JIOK, IIOJIHOCTBIO
ero paspymias. B HelipoHax
o6e dTU CHUCTEMBI COBMECTHO
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CKron/eHus 6e/IKOBOro pparmMeHTa nog HasBaHuem «beTa-amuaong» v K1yoru Tay-6e-
Ka — /Ba K/1acCMYeCcKux npusHaka 6os1e3uu Asblreiimepa. Mpu 3Tom 3a60/1€BaHUK Cu-
CTeMbl, MpegHa3Ha4yeHHble 418 36aB/IeHNA OT aHOMa/IbHbIX 6€/1KOB B K/1€TKaX ro/10B-
HOro MO3ra, He CrpaB/IATCA CO CBOEW 3aaa4ei, U y4eHble xoTen 6bl pa3obpaTbca, YTO
MMEHHO MPOUCXOANUT HEMPaBU/IbHO. OBbIYHO K/IETKU UCMO/B3YIOT A4Ba CNocoba o4nCT-
Ku. Heb6o/blune oAMHOYHbIE 6e/1KM 40CTaBAATCA B yOUKBUTUH-NPOTEACOMHYHO CUCTe-
My, rae 604Ko06pa3Has opraHes/ia npoTeacoma pacluensseT 6e/1Ku 40 aMUHOKUC/IOT.
AnA nepepaboTku 60/1€e KPYMHbIX CrYCTKOB M CKOM/IEHUIM NCMOo/b3yeTcA ayTodarus,
417 3TOTO CrYCTKU MHKANCY/IMPYIOTCA, U 3aTeM pacLLen/IAoTCA C MOMOLLbI0 GepMEHTOB
U3 ApYroW opraHe/i/ibl — /IM30COMbl.

AHOMa bHble 6e/Kn

Y6UKBUTUH-
nporeacomHas
cnctema (YMC)

AyTodarusa

O6pasyeTtca
ny3bipek

My3bipek
3amblKaeTcs,
3axBaTblBaA
6enkn

lMpoTeacoma
pacuiensifet
OAMHOYHbIE
6e/1ku \\‘&“

i

AHOMasb-
Hbll 6e/10K

AHOMa/ibHble
6e/1KoBble CrycTKM
WAW CKOM/AI€HUA

/Inzocoma
npubanxaert- |
CA U MpUCo-
eanHAeTCA

AMUHOKUCAOTbI
(KomnoHeHTbl 6e/1KOB)

Be/iku paspywatotca
dbepmeHTamu U3 AM30coM
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BMTBbI BOKPYT ]
MPOTMBOAMMITOMAHOM
TEPAIMMM

TaHs /lerouc

[MonyasipHas KOHIENIUA JedeHns 6oJae3HN
Anpiireiimepa npuBlieRaeT Bee dojee
npucTajibHOe BHUMaHUE, HO OTHOIIEeHUE

K Heil cTaHOBHUTCSA Bee 0oliee CReNTUYeCKIM

B MapTe 2019 . 6GUOTEXHO/I0rNHECKUIA TH-
raHT Biogen npepBas gBa macluTabHbIX
KANHUYECKUX UCMbITAHUA CBOEro HOBO-
ro npenapara rnog HasBaHWeM agyKaHy-
Mab — KaHaupgaTa Ha posb cnacuTens
nauueHToB, CTpagarouwmnx 60/1e3Hbio
Anblreiimepa, — MOCKO/IbKY HWKaKOro
yAydlleHUA NamATW B pe3y/bTaTe ero
npuema y 60/bHbIX He HabaAan0Ch.
A Yyepe3 HeCKO/IbKO MecsAleB K BCeob-
LLleMy M3ym/eHuto Biogen u ero napTtHep,
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ANOHCKaA papMaLleBTUHeCKaA KOMMNaHUA
Eisai, coobLmam, 4TO OHU NMogann 3aABKY
B FDA c npocb60¥i 0 Bblgaye paspeLieHus
NPpUMeEHEHNA CBOEro NpoAayKTa B K/IMHU-
ke. o choBam npegctasutens Biogen,
6o/ee peTasibHbIM aHaznu3 pesynbTa-
TOB MCMbITAHMI NOKasa, YTO Yy Y4/1€HOB
noArpynmbl UCAbITYEMbIX, NOAYYaBLUUX
npenapaT B BbICOKMX £03aX, BCe-TaKM
OTMEeYaNoChb YAy4YlleHMe COCTOAHUA,
KOoTOpoe pa3paboTyuKku CBA3bIBAKOT

co cnocobHoCTblO agykaHymaba pac-
TBOPATb CrYCTKM cneyudpuyeckoro be-
Ka, 6beTa-amunsiounaa, B ro/10BHOM MO3re.

TakaAa ABOMCTBEHHOCTb OLLEHOK
Ha pOoHe Heysgay C TeCTMpOBaHUEM
APYrMX pacllenAlLWLmnX aMmuaousgHble
6/1AWKM BelecTB MOCTaBU/ia nepeg,
JKCMepTamMu BOMpPOC: AeMUCTBUTE/IBHO /U
3pdeKTUBHA Tepanua, KOTopasa A40/roe
BpeMA CYMTazsacb ONTUMa/ZIbHOW Mpu
AQHHOW naTosorum?

PAag nccaepgoBaTenell nepecmoTpe-
/N CBOE OTHOLLEHUWE K TaK Ha3blBaemMoMu
amMu/iouAHOM runoTese. «f ckasan 6bl,
4YTO OHa He 6ecrnoYBeHHa, HO MoYBa 3Ta
3bIOKanA», — 3aABaAeT [KoH Xapau
(John Hardy), oauH M3 y4aCTHUKOB re-
HeTUYeCKOro Mcc/aeA0BaHuA, 3a/10XKUB-
Lero OCHOBbl aMW/IOUAHOW TUMNOTE3bl
60/1ee 20 /1eT Ha3ag,. Mo ci1oBam Xapau,
y4YacCTHUKA MPOEKTa MO U3YYEHUIO MO-
/IeKY/IAPHBIX OCHOB HEBPO/IOrUYECKUX
3aboseBaHuii, peannsyemoro B MHCTU-
TyTe HEBpPO/OTMM TpU YHUBEPCUTET-
CKOM Ko//1eg e /IOHA0HA, «KOHLenuuA,
cbopmyanposaHHaa Hamu B1998T.,
6bl/13, MATKO TFOBOPA, YMPOLLEHUEM.
MHorwue Bomnpocbl ocTaBa/nch 6e3 oTBe-
Ta, HO Mbl MO/1IAarasu, YTo 3TU Npobeibl
OyayT 3aro/HeHbl 3a rog-apyrom. OgHa-
KO MPOLL/IO y3Ke 4Ba AeCATU/IeTUA, a BO-
npocbl OCTarTCA». Bripoyem, MHorue
JKCMEepTbl BCE e CHUTAIOT aMU/IOUAHYIO
rurnoTesy ajeKkBaTHOM, a Tepanuio, Ha-
NpaB/IeHHYIO Ha pa3pyLUeHue amui1ouns-
HbIX 6/1ALlEeK, — A0CTOMHOM BHUMAHUA.

BeTta-amusioug obpasyeTtcA B pesy/ib-
TaTe paclyen/ieHna ero npe/lecTBeH-
HuKa (amyloid precursor protein, APP)
dbepmeHTamu bGeTa-cekpeTasoi U ram-
Ma-ceKkpeTa3ol. B Hopme 6eTta-amu-
NlovaHble PpparMeHTbl BMOC/eACTBUM
pacLLen/IAlTCA, HO Yy nauueHToB c 60-
Ne3Hblo A/blireiiMepa OHU KOHLEHTpU-
pytotcA B6/13Kn HelipoHOB. BgobaBok
B CAMUX HelpoHax 06pasytoTcaA ckorne-
HWA apyroro 6e/Ka, Tay. 9TW npoLecchl
B KOHLle KOHLOB MPUBOAAT Krubeau
HEPBHbIX K/IETOK W gereHepaTUBHbIM
M3MEeHEHWAM ro/1I0BHOro Mo3ra. OTctosa
BO3HMKAET MbIC/Ib, YHTO BUHOW BCEMY —
6eTa-amuiounaHblii 6enok. Kpome Toro,
y toAen C Hac/neacTBEHHON ¢dopmon
60/1€3HM OAUH U3 TPEX FeHOB, KoAWPY-
towmx APP 1 gBa KomrnoHeHTa beTa-ce-
KpeTasbl, Ha3BaHHble MpeceHU/IMHaMu,
coAepXUT MyTauuu. K1eTKM ro/10BHOro
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MO3ra Yy HUX UCMbITbIBAIOT 3aTPYAHEHUA
cusbasaeHnem ot 6eTa-amusiounaa.
/lpyrve cBugeTe/NbCTBA B M0/b3y PO/M
amu/ionaa CBA3aHbl C UCC/eA0BaHUAMM
reHeTUYeCKMX OCHOB CMHApoMa /[layHa.
Y 60/1bHbIX C TAKMM CUHAPOMOM MPUCYT-
CTBYeT /,0MO/IHUTE/IbHAA 21-A XPOMOCO-
Ma, HecyLasa reH APP, 1 B ux opraHusme
CUHTe3MpyeTcAa MU36bITOYHOE Ko/nye-
CTBO AaHHOro 6esKa. ANA HUX TaKxke
XapaKTepeH BbICOKMIM PUCK pasBUTHA
AEMEHLMU K 50 rogam. Bce 3Tu OTKpbI-
TUA TPUBE/IU YYEHbIX K 3aK/I04eHUIo,
YTO K pa3BuTuUIO 60/1€3HKM A/bLrerimepa
NMPUYACTHO OTCYTCTBUE MEXaHW3Ma M3-
6aB/1IeHMA OT amMuiomAa.

OAHaKO MHOrO4YuC/1IeHHbIE Heyaadu
C NMonbITKaMMn /1e4eHunA 60/1beIX, OCHO-
BaHHbIMMX Ha aMVI/IOVI,U'HOl‘;I runoTese,
NpuBe/In K BbIBOAY, YTO camol no cebe
TaKoW Tepanuu HegocTaTo4HO. Hakone-
Hue 6eTa-amu/s0MAa NPOUCXOAUT roaa-
MW, 1 32 3TO BPEMA HUKaKUe CUMNTOMbl
elle He NPOAB/AOTCA, TaK YTO MOTEH-
LManbHbIM 60/1bHOM MOXeT ymepeTb
COBCEM Mo Apyron npuyuHe. B deBpasne
3TOrO roAa 3aKOHYU/IUCH Heygaden Kau-
HMYEeCKMe UCTbITaHWA Ha 60/1bHBIX C paHo
NpoABAAKOLWENCA, Hac/eACTBEHHOM
dopmoit 60/1e3HM ABYX MPOTUBOAMMU/IO-
UAHBIX MpernapaToB, HeMmocpeACTBEHHO
B/IMAKOLNX Ha mMeTabom3m amu/sionga:
conanesymaba (¢upmbl Eli Lilly) v raHte-
Hepymaba (pupmbl Roche).

Bce cKkasaHHOe Bbille, a TaKXe pe-
3y/bTaTbl, No/y4YeHHble B COBMECTHOM
ucciegoBaHum 6os1e3Hu Asbureiimepa
(Alzheimer’s Disease Cooperative Study)
MpY y4yacTum HaumoHa/IbHOrO UHCTUTY-
Ta nonpobsemam ctapenua CLUA, 3a-
CTaB/IAeT NpeAno/NoXuTb, YTO obpaso-
BaHWE aMU/IOUAHBIX B/ALEK — TO/IbKO
O/AMH M3 3TaroB C/I0KHOrO KacKagHOro
npouecca. «Haw onblT paboTbl ¢ pas-
/IMYHBIMK  crocobamu  BO34eNcTBUA
Ha MaTo/I0rMK  OAHO3HAYHO TOBOPUT
06 3TomM, — 3asAB/AeT Xayapa Pengman
(Howard Feldman), npodeccop Kanu-
dopHuiickoro yHusepcuteta B CaH-
/lnero, pyKoBOAMTE/Ib YTOMAHYTOrO UC-
cnepoBaHuA. — TpyAHO NpeacTaBUTh,
4TO 3a CTO/Ib C/I0XKHOE 3ab0/1eBaHue OT-
BeYyaeT TO/IbKO amu/ious. AMUAOUAHAA
runoTesa MoXeT ObiTb CpaBe/nBa 414
paHo NPOAB/AOLMXCA, FEHETUYECKM 06-
yC/10B/I€HHbIX popM 3aboseBaHuMA, npu
No03/4HO NPOAB/ALLMXCA POPMaXx B Urpy
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BCTYMNAOT MHOMECTBO APYyrux ¢akTto-
pPOB, M OCHOBaHHble Ha 3TOW runoTtese
NMoAXOAbl K I@HEHUIO BPAA /1N FOAATCA».

Pag nccneposaTtenel, B UMcae KOTo-
pbix KapeH fadd (Karen Duff) u3 Ko-
NyMBUMCKOTrO yHMBeEpcCUTeTa, Mpu-
AEPKUBAIOTCA TOW TOYKM 3pEHMUA, YTO
KaKylo-TO po/ib urpaet 6e/10K Tay, CKo-
N/1I€HUA KOTOPOro no pasmepam mMoryT
npesblwaTh 6/ALWKM U3 6eTa-amuionaa.
06 3TOM, B 4aCTHOCTH, CBUAETE/IbCTBYET
TOT $aAKT, YTO BbIPA*KEHHOCTb Tay-naTo-
/IOTUN KOPpe/IMpyeT C Cepbe3HOCTbIO
KOFHUTMBHbIX paccTpoicTs 6osee Tec
HO, YeM 3TO MmeeT mecTo npu beTa-na-
TO/I0rUN.

BblcKa3blBaeTCA TaKKe npegno/ioxe-
HME O BaXXHOW pO/IM BOCMA/IMTE/bHbIX
NpOLLEeCCOB UM HAIMYUK AedEKTOB B re-
MaTo3HUuedpasnyeckom bGapbepe. Oa-
Hako, Mo csioBam PengmaHa, Tepanuio,
Halle/IeHHYI0 Ha yCTpaHeHWe Tay-maTo-
/IOTUN UM BOCMA/IEHNA, MOKa He/1b3A
Ha3BaTb 3P PEKTUBHOM. [10 ero MHeHuto,
OMTUMA/IbHbIM MOAX04 COCTOUT B MpUMe-
HeHMM pasHbIX CNocoboB BO3AENCTBUA
Ha npotiecc.

EcTb 1 gpyrue ugeu no 3Tomy noBogy.
B nocsegHue roabl Xapau c koaneramu
MPULL/U K 3aK/I04eHUI0, 4TO 60/s1e3Hb
AbureriMepa npu nosgHeM ee nposs-
/IeHUU HapAAY C APYTUMU HelpogereHe-
paTUBHbIMU 3a60/1€BaHUAMM CTAHOBUT-
CA pe3y/abTaToM gedekTa B MexaHu3me
peakuMu opraH13ma Ha creunduyeckume
noepexgeHua. OHM Mo/aaratoT, 4YTO Ha-
Korn/ieHve 6eTa-amuioMga Ha paHHUX
CTaguAX npouecca NpUBOAUT K MOBPeX-
AEHUIO MeMOpaH HepBHbIX K/ETOoK,
W €C/IU KZI@TKU MUKPOI/IMKU He CMOCOOHbI
UX YCTPaHWUTb, TO 3TO MOXKET NMoMellaTb
3pPeKTUBHOMY BbIBEAEHMIO amMu/i0uAa
M MPUBECTU K 3aMycKy npouecca paspy-
LIEHMA KAeTOK. B moab3y gaHHOW uaeun
rOBOPAT pe3y/bTaTbl CEKBEHUPOBAHUA
AHK 60/1bHbIX: 60/bLUMHCTBO FrEHOB —
MHAMKATOPOB pUCKa OMoCpeayloT me-
Tab0/M3M MUKPOr/MKM, a OCTa/ibHblE
KoaupytoT 6enKu, yyacTByrowme B 06-
pasoBaHUM U penapaLuu K/AeTOYHbIX
MembpaH.

Tem He MeHee HEKOTOpble MCC/eA0-
BaTe/IM TMO-NMpPEeXHeMy CYUTAIOT, 4TO
amMu/Iou4, UrpaeT r/aBHYI po/b B Ma-
ToreHese 60/1e3HM A/blreiimepa, no-
CKO/IbKY Le/bli pAg UcC/ieaoBaHUi
CBUAETE/IbCTBYIOT O CBA3M CTEMEHU ero

arperauuu C TAXKECTbIO CMMMTOMOB. «f
no/aratp, 4TO aMW/IOWAHAA runoTesa
BMO/IHE afeKBaTHa, — roBOpUT /13BUg,
XosbumaH (David Holtzman), 3aBegyto-
LKt Kadpeaport HeBpo1oTuM B MeanLMH-
CKOM LIKO/1e YHMBepcuTeTa BalmHrToHa
B CeHT-/lynce. — AMU/I01A HECOMHEHHO
npuyacTeH K pasBuTuio 60/s1e3HU. Bo-
NpoC TO/IbKO B TOM, KaK MCMo0/b30BaThb
3TOT GAKT A/1A 1Ie4eHUA 60/IbHbIX».

Xapau HacTpOeH B 3TOM OTHOLUEHUM
6o/1ee CKemTUYeCKM, YeM HEeCKO/IbKO
[ECATKOB /IeT Ha3az: OH OTMeYaerT, YTo
Cero/HA UMEKTCA BeCKMe gaHHble Npo-
TUB K/IO4EBOW PO/IM aMU/I0MAA, A HaLe-
/IeHHble Ha pa3pyLUeHUe ero CKOM/IeHUM
npenapatbl He3PpeKTUBHbI, MOCKO/IbKY
Ha3HaAYaOTCA C/AULLKOM MO34Ho. «[1pea-
MO/I0XKUM, YTO Y MEHA CyUNNCA UHAPKT
MUOKapga. BO3MOXHO, CTaTUHbI B MOEM
c/ly4ae nomor/iv 6bl, HO MPUHUMATL UX
c/1e40Ba/0 33a40/r0 A0 UHGapKTa», —
rOBOPUT OH. B KOHL@ KOHLLOB KAMHULIU-
CTbl HAy4YaTCA BbIAB/ATL FreHeTUYeCKMe,
reMaTo/1I0rnyeckmne 1 CMHHOMO3rOBble
MapKepbl, MO3BO/AKLIME OLEeHUBaTb
PUCK pa3BuTtuA 60/1e3HK A/burerimepa
nnpeaynpexaaTb ee.

BblCKa3biBaeTCA MHEHMWE, YTO aMMU/10-
U4 — Kak pas O4uH U3 Takux Guomap-
KepoB. «AMMW/IOUA — OYeHb LLEHHbIN
MapKep 4/ npegcKa3aHna pucka 1 CBo-
€BPEeMEHHOM NOCTAHOBKU AMarHo3sa, —
rosopuT /leHns Mapk (Denise Park), 3a-
BeaytoLwasa Kapeapon Helpobuosorum
B TeXacCKOM YHuBepcuTeTe B /[lasna-
ce.— fl He gymalo, YTO CerogHA KTo-
MBO MOXKET NPeANoXUTL YTO-TO Bosee
ageKBaTHoe».

3arnaabiBanA BNepes, MOXHO CKas3aTb:
Ma/IoOBEpPOATHO, YTO OT aMU/IOUAHOM TU-
noTesbl OTKaXyTcA Boobuie. Ho co Bpe-
MeHeM rnpegcTaB/ieHna 06 3ToM CTo/b
rybuTe/IbHOM £/19 YMCTBEHHbIX CMoco6-
HocCTell Ye/i0BeKa 3ab60/1eBaHUM MOMo/-
HATCA HOBBIMM 3HAHUAMM, YTO NpuUBeAeT
K NPaBW/IbHOMY MOHUMAHUIO MO/10XKEHUA
Belllen. |

Taus /letouc (Tanya Lewis) —
pedaxkmop paszoesos
30pdsooOXpaHeHuUs U MeouUUHbI
8 ucypHase Scientific American.

Mepeeoo: H.H. WadpaHosckan
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6enku. BHyTpu mporeacoMbl uMerOTCS (PEpPMEHTHI,
paciensonye 6eJ0K Ha COCTABIAOIINAE €0 aMUHO-
KMCJIOTBI, KOTOPbIE MOTYT ITIOBTOPHO MCIIOJIb30BAThCHA
JUI CUHTEe3a HOBBIX 6eJIK0oB. Bojlee KpyITHBIE MOJIEKY-
JIBI, KOTOPBIE HE IIPOJIe3al0T B IIPOTEACOMY, HAIIpIMeP
6eJIKOBBIE CTYCTKU U cTaphle AepOpMUpPOBaHHEIE GeJl-
KM C BO3PACTHBIMU NOBPEXKACHUAMU, HAIIPaBIAIOTCA
B cucTeMy ayTodaruu, kK ee caMoMy MOIITHOMY amlia-
paty A pa3pyIleHna — JIN30COMe.

IIpu GoJsie3Hu AubIreiMepa 4To-TO MJET Helpa-
BUJIBHO U KJI€TKA MO3Tra OCTAeTCsA CO CBOMMU CT'YCTKa-
MU Tay-6eIKa M aMHJIOUA, KOTOpbIe B JaIbHEHIIeM
CIaBJIMBAIOT WX MOBPEXAAIOT ee. TakuM obpa3soM,
MBI MOIJIH OBl y3HATh OYE€Hb MHOT'0€ O ITaTOJIOTMYeCKUX
nporieccax npu 6osie3HU AnbIreiiMepa, ecjiia Obl pa-
306pajuch B IeTaIAX CUCTEM yAAJIeHU aHOMAIbHBIX
6enkoB. HaM HeEo6XoqMMO MU3y4YUTh clleuduIecKue
pasnuyusa B paboTe 3TUX CUCTEM B Pa3HbIX IIOATUIIAX
HeMpPOHOB U TOUHee pa3obpaThCA B MEXaHU3ME, C I10-
MOIIIBIO KOTOPOT'0 CUCTEMBI Y THUJIN3AIIUU PACIIO3HAOT
aHoMaJsbHBIE Oenku. HapymeHue KoHpopMmanuu Ta-
KHuX O€JIKOB, KaK Tay-0€JIOK, HE IPOUCXOAUT OJHOMO-
MEeHTHO. B 6eIKax MOTyT Cofiep:#aThbCA OIITUOKY, IIPHU-
BOAAINME K HAKOILIEHHUIO U3MEHEHUHN 1 HapylIIeHUIO
KoH(pOpMaIlMH, BCIEJICTBUE Yero OeJIKU ITOCTEIEeHHO
MOTYT caunaTtbcs B 6osiee KpyIIHBIE CKoIlIeHUus. Kor-
Jla 3TOT Mpollecc 3aMyCTUICA, B KAKOM MOMEHT KOH-
TPOJIUPYIOIINE CUCTEMBI BKIIOYAIOTCA U PACIO3HAIOT
aHOMaJIBHOCTB O6eIKoB? Pa3obpaBIInch Iy6:Ke B 9TUX
npoleccax, Mbl MOIVIU GBI UCIIOJIB30BAaTh 60JIee IIPOAY-
MaHHBIA HOAXOA AJIA IedeHUA U papMaKoJIOTUIeCKO-
ro BMeIIaTeIbCTBA.
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OpHO mOpas3uTeJbHOE OTKPBITHE,
KOTOPOE€ BAKHO AJIs INOHUMAaHUA
CIIOCOOHOCTHU TAaKHUX OEJIKOB yKJIO-
HATBHCSA OT pa3pyLIeHUs, 3aKJIo4da-
eTCcs B TOM, YTO Tay-O€JIOK MOKET
nepeMeniaTbCs M3 KJIETOK B MEXK-
KJIETOYHOE IPOCTPAHCTBO U OTTYyAA
3axBaThIBaeTCA COCEJHUMU KJIET-
KaMH. 3a4eM 5TO HYKHO — HEU3-
BeCcTHO. HopMaJsibHO J11, 9YTO KJIE€TKU
06MEHHUBAIOTCA APYT C IPYTOM 9TUM
6€JIKOM, WJIU K€ KJIETKU BhIOpachI-
BalOT aHOMAJIbHBIM Tay-0€eJIoK, YTO-
6bI 136aBUTHCA OT TOKCUYHOI'O Be-
mecTBa? MbI 1osaraeM, 4TO HPU
6oJie3HU AJTbIIreriMepa o KpamHen
Mepe JacThb Tay-6ejika BHE KJIETOK
YK€ UMeeT HEIPpaBUJIbHYI0 KOH(POP-
Manuio. MBI cauTaeM Tak HOTOMY,
4TO KOrja TaKoil 6esIoK moIiajgaeT
B COCEHIOIO KJIETKY, €r0 HeBepHad
KoH(popManusa obpadyeT 3aTpaBKy
U pyrue Tay-0eJKU B 9TOU KJeT-
K€ HauyWHaIOT IIPUHUMATh aHaJo-
THYHYI0O aHOMaJIbHYI0 opmy. Kor-
Aa Tay-0eJIoK pacIpocTpaHseTcs
II0 COCEJHUM KJIeTKaM, Tay-OeJKH B HUX KOIUPYIOT
¢dopmy Borealiero Tay-6eaka.

IlockonbKy Tay-06eI0K ObIBAa€T BHE KJIETOK, OBILIO
BBICKA3aHO IIPEAIIOJI0KEHHNE, YTO €TI0 MOMKHO IIepe-
XBAaTUTh U HEUTPAJIU30BaTh C IOMOIIHIO aHTHUTEJ,
BBEJEHHBIX ITaliueHTy. Ho BpAa au JaHHBIA HOAXOZ,
OyzeT 3¢dPeKTUBEH, IOKAa MBI He 3HaeM, KaK UMEeH-
HO Je(pOpPMUPOBAH Tay-0€JI0K B TOT MOMEHT, KOTJa OH
HAHOCUT NOBPEXAEHUA. 3HATh TOYHYIO CTPYKTYPY
HeoOXOIMO JJIS CO3JaHUA BBICOKOCIEIIU(UIHOTO
aHTUTeaA. [pyroll OTKPBITHIN BOIIPOC — IJl€ UMEH-
HO B CJIOXHOM IIPOCTPAHCTBE MEKAY KJIETKAaMM Ha-
XOAUTCA Tay-0eJIoK, a KOHKPETHO — JBUMKETCH JIU OH
Yyepe3 CHHAICHI, C IIOMOIIBI0 KOTOPBIX HEPOHBI 06-
MEHHUBAIOTCA CUTHajsaMu? CHUHanTHU4YeCKad IIeab
y3Kad U IJIOXO AOCTYIHA JJId aHTUTeJ. BodaMoxKHO,
nepcrekTuBHee ObLJI0 ObI pa3obpaThbcsd, KaK UMEHHO
Tay-06€eJI0K BBIJENSAeTCA U3 KJIeTOK U C IIOMOIIBIO Ka-
KHX PEIEeNTOPOB €ro 3aXBaTHIBAIOT COCEJHUE KJIET-
ku. B moell 1abopaTopuu HeJaBHO OBIIN IPOBEIEHBI
9KCIIEPUMEHTBI, KOTOPbI€, BEPOATHO, BBIABUIHN OJTUH
U3 TAKUX PELENTOPOB.

BbiAiB/IeHMe 3MeHeHui B 6enKax
Cpeau IIaBHBIX HEJABHUX JOCTUMKEHUM B UCCJIEO-
BaHUM 60e3HU AsbIrefiMepa — IOJyYEeHHE Ype3-
BBIYAWHO JeTaJbHOI0 H300paKeHUA aHOMAaJbHO-
ro rtay-6ejika BHYTPU KJIETKH, CIIyTAHHOIO B HEW-
podubpunaapHbil Kay6ok. HaaToM 3HaMEHHUTOM
n300pakeHnu, oy6JINKOBAaHHOM B 2017 I. B Ky pHaJIe
Nature, Toka3aHbI THICAYHN Tay-0€JIKOB, 00beJUHEH-
HBIX IIOIIAPHO Y IJIOTHO CIEINIEHHBIX B C-06pasHyIo
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CTPYKTYpy. BepoATHO, U3 feTalbHOTO N306pakeHusd
3TOTO IIOTHOT'O 06pa30oBaHUA MOKHO IIOIYyYUTh HH-
¢opmanuo, HEOOXOAUMYIO A CO3JaHUA HeOOJIb-
IITAX MOJIEKYJI, KOTOPbIe IIPOHUKAJM ObI B IPOMEKY T-
KM MeKJy aHOMaJIbHBIMU 6eTKaMU U pa3BUTaIu Obl
X, HapyIIad MaToJOTMYeCKUH IIpoliecce.

OfHakKoO pa3pyLmIUTh 3THU CTPYKTYPBI CJIOMXHO
110 MHOTUM IIPUYHHAM, B TOM YHCJI€ IOTOMY, YTO 3TOT
KJIyOOK JI0BOJILHO IIPOYHBIM. Bojee nmepcneKTUBHBIM
HaIlpaBJIEHHEM MOIJIO ObI OBbITH OIIpe/ieIeHUe TIOCIE0-
BaTEJBHOCTU MUKPOCKOIIMYECKUX COOBITUH, 6i1aroja-
PA KOTOPBIM Tay-0eJIKU U3 CBOET0 OOBIYHOTO KHUKO-
I'0 COCTOSHUA NIePeXoJAT B 6ojIee KeCcTKoe U TBEPJoe,
HabJro/jaeMoe Ha II0J1y YeHHOM N300 paskeHN !, U BbIAB-
JeHue Tex MoauduKanui Tay-6eska, KoTopble Gop-
MUPYIOT IIPEeJpPacIooKEeHHOCTb K IIOAO0OHBIM H3Me-
HEHUAM.

[IpeBpaImieHue U3 KUIKOTO COCTOAHHUA B TBEp-
Joe HaablBaeTcs (as3oBBIM IlepexonoM. B HacTosdA-
Iee BpeMsd pacTeT MHTepec GHOJIOTOB K IIepexojaM
TaKOI'0 POja B KUBBIX KJIETKaX, IIOCKOJBKY 3TO MO-
eT UMeTh 3HadeHUe IpHu 3ab6oneBaHUAX. PU3XU-
MUKHU y3Ke MHOTO JIeT U3ydaroT (pa30BO€ pacclIoeHHe,
HaIpuMep cobUpaHUe BMecTe Kalejab Macja B BOfE.
1 maciio ¥ Bojia — 3KUJIKOCTH, OJJTHAKO OHU He CMeIIIH-
BaIOTCHA M3-3a COOTHOIIEHUSA CHUJI IPUTSKEHUA U OT-
TaJkuBaHusd. [IpeumyiecTBo $a3oBOro paccjIoeHUd
JULA "KUBBIX KJI€TOK — B BO3MOMKHOCTHU CKOHIIEHTPHPO-
BaTh OIIpeJieIeHHBIN Habop MOJEKYJ B OJJTHOM MeCTe,
4TO0 o6ecIiednBaeT OIpeIeIeHHY IO KIeTOYHYIO aKTHUB-
HocThb. HanmpumMmep, B ctatbe 2018 1. B sy pHaJe Science
MIOKa3aHO, YTO HECKOJIBKO 6EJIKOB MOTYT CKAIlJIMBaTh-
cA pAJOM C I'€HOM, YTOOGBI KOHTPOJIUPOBATh paboTy
aToro reHa. Takol npoliecc He gaeT GeJIKaM pacceu-
BaThCSA: XOTs OHU BCE €Ille HAXOAATCS B (KUJKOM CO-
CTOSIHUM, OHHU yAEep:KUBAIOTCA BMecTe, KaK KaIljld,
C IIOMOIIBIO CAA6BIX (PU3UIECKUX CHUJI. DTO O3BOJIAET
HabopaM OeJIKOB IepeMeniaTbcsa U paboTaTh BMeCTe,
U KJIETKE He HYKHO TPATUTh PECYPCHI, YTOOBI YIIaKO-
BBIBATh UX BMeCT€ B MEMOPaHHYIO 060JIOUKY.

HexoTopele 6eJIKM, TaKKe KaK Tay, INIOTHO HNpUKa-
TBI APYT K APYTY, KOT/la HaXOAATCA B Kalllle, ¥ BBICO-
Kafd KOHIEHTPAIUusa MOMKET COAeHCcTBOBATh UX arpe-
ranuu B KIy6ok. Benkwn, cnoco6HbIe 06pa30BBIBATH
TaKHe KaIljJu, UMeloT oblllee CBOMCTBO, KOTOpoe Ha-
3bIBaeTCA «HATUBHAaA HEyNOPAJOUYEHHOCTh» (intrinsic
disorder). [Tono6Ho rpeyeckoMy 6ory I[IpoTero, OHU MO-
I'yT OPpUHUMATh MHOTO pas3HBIX GOPM — B OTIHYUE
oT 6oJjiee «yIIOpAA0UEHHBIX» 6€JTKOB, Y KOTOPBIX MOKET
OBITH JIUIITb HECKOJIBKO OIIpe/ieIeHHbIX popM. Pa3Hbie
(GOpPMBI COOTBETCTBYIOT PAa3HBIM YPOBHAM SHEPTHH.
VHorAa HaTUBHO HEyNOpAJOYEHHBbIE 6eTKN CBOpAYM-
BalOTCA B TAaKYI0 HU3KO9HEPreTUYecKyo ¢GopMy, 4TO
He MOT'YT U3 Hee BBIMTH, 1 3TO CYIIeCTBEHHO YBEJINYHU-
BaeT UX KECTKOCTb. B TaKOM cCUTyallu MOMKET yCyTy-
61AThCA UX CKIOHHOCTB CBA3BIBATBHCA APYT C IPYTOM.

KieTKn ynakoBbIBAIOT 6K U APYTHE MOJIEKYIHI,
CKJIOHHBIE K (pa30BBIM IIepexojaM, B HeMeMOpaHHbIe
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OpraHeJIJIbl — CTPeCCOoBbIe TpaHyabl 1 PHR-rpanynbr.
Korma omnpenenennsle 6enkn u PHK ciaunaiorcsa
B TaKUMX T'paHyjaX, OHM IIJIOTHO yNaKOBBIBAIOTCH,
HO OOBIYHO OCTAIOTCH B dKUAKOM cOCTOAHUU. OfHAKO
IIpU ONPEAEJIEHHON IIJIOTHOCTU OHU MOTYT IIOJIYYUTh
IPEAPAaCIOJIOKEHHOCTD CIUIIAThCA EIE CUIbHEE U I1e-
PEXOAUTH B TBEPJOE COCTOSTHUE, YTO IOBBIIIAET HUX
CIIOCOGHOCTD BBI3BIBATH IOBPEKICHUA B MO3re U 3a-
TPYAHAET AJIA KIETKU UX BbIBeJeHUeE. [ToaToMy Ham
HY3KHO JIy4llle IOHMMAaTh, KAKME UMEHHO yCJIOBUSA 3a-
IMyCKaloT TaKO Ipoliecc.

BanaHue reHoB
Y nronett cpemHero Bo3pacTa 60yie3Hb AJbIrerMe-
pPa MOXKeT BO3HHUKHYTH M3-3a MyTalluil B TPeX reHax
(APP, PSENI1 u PSENZ2), KOTOpBI€ BBI3bIBAIOT PAHHIOIO
ceMmeliHy0 ¢opMy 3ab6oaeBaHUA — 3TO yiKACHOE Ha-
CJIEJICTBO, TIEpeJaoIleecs U3 IOKOJIEHUS B IIOKOJICHUE.
Ho B nmopaBiisgonieM GOJNBIINHCTBE Ciy4daeB 00JIe3Hb

Y moaeii cpeHero Bo3pacra
0oJ1e3Hb AJIbIIreiivepa

MOSRET BOSHUKHYTD N3-3a
MyTaluii B Tpex reLax,
ROTOPbIC BbISbIBAIOT

PaHHIOID ceMeiiny10

dopmy 3adoseBaHms,

HO B 110/1aBJIAIOIINEM
OOJIBIIIMHCTBE CJIyUaeB
0o.1e3Hb AllbIIreiivepa
NPOABJIAACTCA Y JIOJIei
crapiue 65 Jier u He cBsA3ZaHa
C ITNMU resamm

AnbprreiMepa nNposBisdeTcd y I0Aed crapiie 65 et
U He CBA3aHa C 9TUMHU reHaMU. [I[poaHaIN3upOBaB fie-
CATKHU THICAY I'€HOMOB, Ha TEKYIIIUI MOMEHT I'€HEeTH-
K1 oO6Hapyxuiau apyrue JHK-MyTanuu, okKoJo AByX
JIeCATKOB I'€HETHYECKUX BAapUAHTOB, KOTOpPBIE Jeii-
CTBUTEJIBHO HEMHOTO IIOBBIIIAIOT PUCK. Cpenu HUX
Haunbosblllee BIUAHNE OKa3blBaeT BApUAHT e4 reHa
APOE. IlpucyTcTBHE Cpa3dy HECKOJbKMX I€HETHYe-
CKUX BapUaHTOB (aJiieset), CBA3aHHBIX C NOBBIIIIEH-
HBIM PHCKOM, YBEJINYHUBAET BEPOATHOCTb PA3BUTHUA
3aboneBaHusA. ([IoCKOIBKY HaJW4YHe OIpPeAeIeHHbBIX
BapHaHTOB YacTO CBA3aHO COTHUYECKONU IIPUHAL-
JICKHOCTBIO, YTOOBI JaBATh HAJCKHYIO OLEHKY I'eHe-

THUYECKOTO PUCKA JJIf BCEX MOMYIANUN, HAM HYKHO
OJIy4YUTh ropas3zio 6ojee MIMPOKUN HAGOp JaHHBIX,
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a B HacTosIlee BpeMsa OOJBIINHCTBO CBEJeHUN U re-
HETHUYECKUX aHAJM30B IOy YeHBI IIPU UCCJIeIOBAHUN
JII0/IEV €eBPOIIEHCKOTO ITPOUCXOKIECHUA.)

KamapIlil 13 3TUX I'€HeTUYEeCKUX BAapUAaHTOB JaeT
HavaJIo OTAEJIbHOMY IIyTHU JJIA BO3MOMKHBIX UCCIIEN0-
BaHUH TOro0, KAK MaJIECHbKOE N3MEeHEHEe B HAIlleM Ie-
HOME MOKET IIOBBICUTBH BEPOSATHOCTDb PA3BUTHUA 60J1€3-
HU AnblreiiMepa. HekoTopsble, Hanbosee 4acTo BCTpe-
Jarolrecsa BApUuaHThl U, COOTBETCTBEHHO, Haubojee
HHTEpPECHbIe IIyTU — 3TO U3MEHEHUHA BTreHax WA
apyrux ygactkax [JHK, paboramoimux B MUKPOIJINHA.
B 2019 r B :xypHaJje Science 661510 ony6JINMKOBAaHO HC-
cjeJoBaHUE, B KOTOPOM, U3y4as 9TH KJIETKU UMMYH-
HOU CHCTEMBI, CHeIHaJIUCThl OOHAPYKUJIU CBA3aH-
HBIM C pa3BUTHEM 060Je3HU AsblreiMepa BapHUaHT
reHa BINI. B HopMme 3TOT I'€H BJIUSAET HaA TO, KAK MU-
KPOTJIHA IIOIVIONIAeT U3 MEKKJIeTOYHOU Cpeabl IOTeH-
IUAJIBHO BpeIHbIE MOJIEKYJIbI U 3a0UpaeT UX BHYTPb,
3aIluInasd CoOCeTHUE HEMPOHBI. JTa aJljIejb F'eHa MO-
JKeT BJIUATH Ha TO, HACKOJIBKO 3P(PEeKTUBHO MUKPO-
1us 3abupaeT HeyMeCTHBIEe GeJIKU.

B MUKpOIINH U APYTUX KJIETKaX BIUAHUE OIpeJie-
JIEHHBIX ajulejlell CBA3aHO €lle U C II0JIOM U Bo3pac-
ToM. CyIIecTBYIOT pasjIMuds MEXIAY MYyHKIYUNHAMU
U JKEHIIMHAMU B 9KCIIPECCUU T'€HOB, PACIOJIOMKEH-
HBIX Ha 22 nmapax ayTOCOM H Ha IIOJIOBBIX XPOMOCO-
Max. C BIUAHUEM 3THUX ajljIesiel MOKeT ObITh CBA3aH
GoJbIIUUN pUCK 6GoJie3HU AJblreliMepa y KEeHIIUH,
IIpUYeM CUTyaIlusa COXpPaHAeTCHA Jake IIPU IIoIIpaBKe
Ha GOJIBIIYIO ITPOAOJIKUTEIBbHOCTD KU3HHU Y sKEHIITUH
(cm.: «Cs53b ¢ menonaysoidy, c. 18). Cnabble BIUAHUA
Kamk/JI0U CBA3aHHOU c 60JIe3HBbIO AJbIIreiiMepa aJuie-
JIA B LIEJIOM, BEPOSATHO, 06YCJIOBJIEHBI X HEGOIBIITUM
BKJIAJIOM B THAVBHUYaJIbHbIE PA3JINYUA IPpU 06paboT-
Ke CKOIJIEHMH aMujIonja U Tay-6enka. Ham Haz0 x0-
poio pasobpaThbCs, KaK BAUAIOT 3TU FeHETUYECKUE
BapHUAaHTEI U II0YEMY.

Ho,anneHMe BOCMa/z1ieHuA
Korza B Mo3re oGHApyKUBAeTCSA UCTOYHUK ITOBPEIK-
NEeHUM, TaKOW KaK aMUJIOUJAHbIE OJMAINKNA WA HEH-
podubpuanapHble KIyOKH 13 Tay-0eaka, IoJaeTcs
CUTHAJI TPEBOTHY, BBIAEJSIETCS MHOMKECTBO MOJIEKYJI
HUMMYHHOH CHCTEMBI, KOTOPbIe HAa3bIBAIOTCH IIUTO-
KHWHBI, U pa3Hble KJIeTKU HAYUHAIOT aTaKy. OTOT OT-
BET B 3HAUYUTEJIbHOM CTEIIEHU 3aIlyCKaeTCHd MUKPO-
IIMel, ¥ B UTOTe BO3HUKAET BOCHAIUTEIbHAS PEaK-
U C IeJbI0 Pa3pyIIUTh JIOObIe TKAHU, B KOTOPBIX
CKPBIBAIOTCA ITPOGIIEMHBIE O4aru. Jta rpyoas «BpoK-
JeHHas» cucTeMa pabGoTaeT COBCeM MHade, yeM 6o-
Jiee TOYHAs «IpUOOpeTEeHHAs», KOTOPAas CO34aeT UM-
MYHHBIE KJIETKU U aHTUTEJA, pearupyoIue TOIbKO
Ha KOHKPETHBIX BParoB, TaKUX KaK OIIpPeJeIeHHBIC
GaKTepuH WJIN BUPYCHI, U obecrieynBaeT 6ojee TOU-
HYI0 U IeJIeHAllpaBjieHHY 3amuTty. [Ipu GonesHu
Anbrreiimepa npeo6iaagaeTt 6oee oOIMUPHBINA BPOXK-
JEeHHBIH oTBeT. Korjga MOBpekJeHUS yCHJINBAIOT-
Cs1 HACTOJIbKO, YTO BHYTPEHHUE HPOLIECChl HEPBHBIX
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KJIETOK He CIIpaBJIAIOTCA C yAaJeHHeM Mycopa, 3aIly-
CKaeTcd TaKas BOCHAJIHUTEIbHAA PeaKIUs, IIPHA 3TOM,
K COKaJIEHHIO, 4aCTO IIOPAKAIOTCA U T€ KJIETKH MO3ra,
KOTOpBbI€E MIOKa ellle GBI 3[J0POBBIMU. YueHble u3 Ka-
In@gOpPHUMNCKOTro YHUBepcUuTeTa B lipBaliHe HeJaBHO
06GHAPYKUIH, YTO €CIIH YAATUTD CTAPYI0 MUKPOIIHIO
Y HOMKMJIBIX MBIIIEH, TO MO3T ¥XHBOTHOI'O 3aceIsdeTCs
cBeKed MUKporiauei. Takoe oMOJIO¥KEHUE YIIyYIINIIO
NPOCTPAHCTBEHHYIO NaMATb, 0GPATHJIO BCIAThL BO3-
pacTHBIE U3MEHEHHUA B 9KCIIPECCUH I'eHOB HEHpOHA,
ycuinio o6pa3oBaHKe HOBBIX HEPOHOB U YBEJIHYHUIIO
NJI0THOCTD UX IEHIPUTOB.

IToBpe:x/IeHUsA, BEI3BaHHbIE aMUIOU/IOM U Tay-6eI-
KOM, BEpPOSATHO, IIPOUCXOAAT Ha (poHe caboro Bocma-
JIEHUS B MO3Tre, KOTOPO€ €CTECTBEHHBIM 00pa3oM 3a-
IIyCKaeTCcA IIPU CTapeHUU. Y MHOTUX IOKUJIBIX JIIoAeH
MOBBIIIIEHA KOHIIEHTPAIUA IPOBOCIATUTEIbHBIX ITU-
TOKHWHOB, TAaKUX Kak GaKTop HeKpo3a onyxonu (PHO),
YTO IO3BOJIAET IIPEAIIOIOKUTH HAJIIMYNE JIETKOI'0 BOC-

Y mojeii crapenue

MOZKeT MPOTeKATh OY€eHb
[I0-PA3HOMY, H 9TO 03HAYAET,
YTO pasBUTHE I BISHIIEC
0oJ1e3HI AJIbIIreiiMepa TozKe
Oy/LyT CIJILHO PA3IMIaATHCS.
Hexoropbie u3 atnx
a3l MO;KHO 00bsICHUTD
MHINBULY AJIbHBIMI
0COOCHHOCTSIMU HMMYHHOI
CHCTEMbI YeJIOBeKA

HaJMTEJIBHOI'0 IIpollecca Bo BCeM OpraHHU3Me B 3TOM
Bo3pacTe. Y JIofieli cTapeHre MOKET IIPOTeKaTh OUYeHb
o-pas3sHOMYy, U 9TO O3HAYAET, YTO PA3BUTHE U BIIUA-
Hue 6osie3HU AnbureiMepa Toxe OyyT CUJIBHO pa3s-
Jndatbca. HeKoTophle U3 3TUX pa3JIN4YUl, BEPOATHO,
MOMKHO OOBACHUTH WHAWUBUAYAJIbHBIMHU OCOOEHHO-
CTAMU UMMYHHOU CHCTEMBI YejloBeKa. PasHble Joau
HacJIeAyIT pa3Hble BAPDUAHTHI T'€HOB, yYaCTBYOIIIUX
B pa6oTe NMMYHHOH cucTeMbl. KpoMme Toro, B Tede-
HHeE }KU3HU Ha GOpMUPOBaHME HAlllei UMMYHHOM CH-
CTEeMBI BJIUAIOT HEHACJIeICTBeHHbIe (pakTOopbl. Ha Hac
Pa3InYHBIM 06pa3oM BO3JAEHCTBYIOT CUMOHOTHYE-
CKHe MUKPOOBI, HaIlpuMep KUIIeYHUKA, U IaTOreH-
Hble MUKPOOBI U3 OKpysKalollel cpeanl. Bece 310 03-
HaYaeT, YTO FeHEeTUYECKUEe PA3JINIUA U BO3/IeICTBUE
BCAYECKUX ITATOT€HOB HA UMMYHHYIO CUCTEMY MOT'yT
BJIHATH Ha OCOGEHHOCTU pa3BUTUA 00JIe3HU AJIBII-
refiMepa, ycTaHaBJIUBAaA OIpeleIeHHBIA UMMYHHBIN
npodusb.



CneumanbHbil penopTax

Ecnau ucciegoBaTeau XOTAT OCTAHOBUTH ITOBPEK-
JIeHUe MO3ra, BbI3BAHHOE OOIIHPHBIM BOCIIAJIEHUEM,
UM HAJI0 OTJINYATh JKeJlaTeJIbHble UMMYHHBIE peaK-
MU, C IOMOIIBI0 KOTOPBbIX MO3T G0peTcAd C aKTHBHO
Pa3BHUBAOIINMUCH ITPOOJIEMaMU U OOBIYHOM BO3PaCT-
HOU Jerpajganued, oT Apyrux, 6ojiee oIacHBIX UM-
MYHHBIX PEaKI[HI Ha IPOrpeCCUPYIOIIYIO ATOJIOTHIO
npu 6one3HU AnpIreliMepa. Y4eHble XOTeJIN ObI ITofa-
BHUTD BOCIIaJIEHHUE B MO3T€, BEI3BaHHOE 3a00JIEBAHUEM,
HO IIOKa HEe NOHMMAIOT, KAK UMEHHO 3TO CAeIaTh.

HapylueHune 3/1eKTpuyeckux coeguHeHuim
Mo3r — aJIEKTpUUYEeCKUH opraH. ['71aBHaA ero oco6eH-
HOCTb — YMEHUE KOJMPOBATh U NEPEHOCUTHL MHPOP-
MaIlUIO B BUJIE 9JIEKTPUYECKUX CUTHAJIOB, KOTOPbIE
MEKAYy HEHPOHAMU MepeSaloTCAd 0O0bITHO C ITIOMOIIBIO
XVMHYECKHUX BellleCcTB — HelpoMenuaTopoB. [Toka He-
JIOCTaTOYHO M3Yy4E€HO, KAK UMEHHO 00JIe3Hb AJbLITel-
Mepa yXyAIlaeT Ilepegady CUTHAJIA MEKIY KIeTKa-
MM ¥ HapymiaeT ux QyHKIMOHAJbHbIE [IENOYKHU, 00e-
cneyyBawiye naMaThb. Ho 61arogapsa coBpeMeHHBIM
TEeXHUYECKUM JIOCTHIKEHUAM cefiuac NosABISAETCS BO3-
MOYKHOCTH BBIABJIATH B MEJIbYAUIIUX AETATAX KaK
CTPYKTYPHBIE, TaK U QYHKIMOHAJIbHBIE CBA3U.

HekoTopble Takue JOCTUKEHUS CBA3aHBI C OIITOre-
HETHKOU — METOJO0M, II03BOJIAIONINM YIE€HBIM C IIOMO-
IIBI0O CBETA CTHUMYJHMPOBATH OIIpe/esIeHHbIe HeHpo-
HBI B MO3Te€ JKUBOTHBIX. VcciemoBaTean MOTYT IIpef-
JIOKUTH KUBOTHOMY IMOAKpEIJIEHUEe MM HaIyraTh,
a 3aTeM OIpefeUTh, aKTUBHOCTb KAKUX I'€HOB yCH-
sunack. Takol moaxoa — MoTpsAcaIee JOCTHIKEHUE.
OH II03BOJIAET HCCJEIOBATEIAM HE TOJbKO HaO6JIo-
aTh, HO U MAHUIIYJIUPOBATh C 9HTPAMMaMU — OIIpe-
JIeJIEHHBIMU TpynnaM{ HEWpPOHOB, KOAUPYIONUMH
olpefeJeHHbIe BOCHOMUHAHUA, — KaK COOOIaeT-
cda B cTaThe Science, Beimennieid B 2020 r. Korga satu
KJIETKHU IIOCJIe IEPBOHAYAJIBHOTO 00y YeHUA CTUMYJIH-
poBaII CBETOM, BOCIPOU3BOAUIINCH CYIIIECTBYIOIIE
BOCHOMHUHAaHUA. ECII MBI CMOKeM BBIACHUTH, KaK1e
OUOJIOTUYECKME MEXaHU3MBbI yIIPaBIAI0T (OpMHUpOBa-
HUEM 2JIEKTPUYECKUX CBA3€H IIpH 3aIIOMUIHAHUU, I10-
nobHaa nHPopMaId MOXKET UMETh pellarolee 3Ha-
YeHUe JIJI51 IOHUMAaHUA TOTro, Kak 60JIe3Hb AJbITer-
Mepa HapyliaeT 3Ty HEPBHYIO IIETIOYKY.

Helipo61oI0TH B 9TOM TOAY CHEJIaJIN eIle ONUH pe-
MaroImuy mar, o6HapyXuB, YTO MHUKPOIJIUA, IIO-
BHIVUMOMY, yYaCcTBYeT B CTHPAHUHN JHTpPaMM, yAa-
JIAA CUHAIICHI, KOTOPBIMHU HEHPOHBI B HOPME CBA3aHBI
MeKIy COOO0H.

HaMm mM3BeCTHO TaKKe, YTO HEKOTOpbIe U3 GEIKOB,
YYacTBYIOIIUX B pa3BUTUU 00jJe3HHU AJbIrerMepa,
MOT'YyT Pa3HBIMH OYTAMU BJIUATH HAa HEHpPOMeauaTo-
pel. HanpuMmep, Tay-6e10Kk HaKaIlJInBaeTCA B HEUPO-
HaX, KOTOPbIE HCIOJb3yIOT HeApoMeauaTop riIyTa-
MaT U nepesarT Bo30yKAAONNN curHal. [IoCKoIb-
Ky [Jd Hepeaadyd CHUTHAJOB TpebyeTcda Xopolnasd
crucTeMa BKJIIOYEHUS U BBIKJIIOYEHUS, TO CyIIeCTBY-
IOT TaKiKe HeHPOHBI, KOTOPbIE TOPMO3AT Ilepefauy,
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BbIZleIAA Apyrod HetipomenuaTtop, TAMK. 9tu kaet-
KU1 MEHbIIle HAaKaIlJIMBAIOT Tay-6e10k. MexaHU3M Ta-
KOM KJIeTOYHOM U306 paTeJIbHOCTH U €€ IOCIeCTBUSA
HEU3BECTHBI, HaM HY:KHO pasobpaTbCd B 9TOM Ha-
MHoro jayumie. KpoMme Toro, yueHble o6Hapy:KUIU,
4TO HeWpOHHAsA AKTHUBHOCTH YCHUJIUBAET PacCIpPo-
cTpaHeHHUe Tay-6esIKa, YTO MOMKET OKa3aTbCs eIlle
OJHUM BasKHBIM 2JIEMEHTOM B I'OJIOBOJIOMKE 60JI€3HU
Anburerimepa.

IIporecc 3a6o1eBaHNUA ITO-PA3HOMY BIHAET HE TOJIb-
KO Ha pa3Hble THUIIBI IePEeJAIoMUX CUTHAJ KJIETOK,
HO 1 Ha pas3Hble yJyacTKU Moara. Hampumep, y4gacTt-
KM MO3Ta, CBA3aHHBIE C TaMATbHIO, SMOIIUAMU U CHOM,
MOBPEXJAIOTCA CUIBHO, TOTJA KaK IEHTPHI, CBA3aH-
HBIE C IEPBUYHBIMHU JBUTATEIbHBIMU U CEHCOPHBIMU
(PYHKIIMAMU, OCTAIOTCA OTHOCUTEIBHO COXPAaHHBIMU.
B ogHOM HcCCIIeIOBAaHUU OBLIO ITIOKA3aHO, YTO aMUJIO-
UHBIe OJAIIKN B IIEPBYIO odepelb HAaKAIIUBAIOTCH
B y4acTKaX M03ra, akTUBUPYIOLINUXCS IIPU CBOOOJHOM
6/1y:KJaHUM MBICJIEN, B TAaK Ha3bIBAEMOM CETH ITaCCUB-
HoTo pe:xuMa paboTsl Mo3ra. Ho BEIBOJIBI HAJIO [ie/IaTh
OCTOPOIKHO: OJIy3KJlaHUE MBICJeN coBceM He ob6a3a-
TeJIbHO BBI3bBIBAET OTJIOKEHUE aMUJIOUA.

CoH — ellle OJJHO 3JIEKTPUYECKOe COCTOSHHE MO3Ta,
HapyIIleHHe KOTOPOro Bce Yallle paccMaTpHUBaIoOT B Ka-
yecTBe paKkTopa IpU pa3sBUTHUHU 00JIe3HU AlblreliMe-
pa. YpoBHU M aMUJouja, U Tay-6ejKa KoJeGITca
pyU HOPMaJILHOM ITUKJI€ CHA-60pCTBOBAHUA, a IIPU
HeJIoCTaTKe CHa BBIPAb0TKA aMUJIOUA PE3KO YBEIHU-
YuBaeTCd, a BEIBeIeHUe yXyAlnaeTcs. IIpu riry6okoM
CHE BO3HUKAIOT PUTMUYHBIE BOJHBI B CIIHHHOMO3I0-
BOM ¥ KUAKOCTH, KOTOPBIE MOT'yT IIOMOTaTh BBIBEJIEHUIO
13 MO3ra TOKCUHOB, U B TOM YHcje aMmuiaousaa. K coxa-
JIEHUIO, IIPOJIOIKUTEIBHOCTD INIyOOKOro CHa CHUMKA-
eTcsd ¢ BO3pacToOM. JTO HAOIIOAEeHUE MOMKET CIoCco6-
CTBOBaTh pa3paboTke papMaKOJIOrNUeCKUX CPEJICTB,
HaITpaBJe€HHBIX Ha BOCCTAHOBJIEHUE INTy6OKOT0 CHA.

O6MmeH ngeamu

OO6HOBJIECHHadA IIporpamMMa Hay4YHBIX HCCJeIoBa-
HUH 6one3HU AisblreliMepa, 6e3yCJIOBHO, HE UCYep-
IBIBA€TCHA IEPEYUCIeHHBIMU TeMaMH, €CThb U Apy-
rue. Ho aTH IATH HAaNpaBJeHUII B3aUMOCBA3AaHEI U,
KaK 9TO 4acTo ObIBaeT B GMOJIOTUHU, OTKPBITUA B OJ-
HOM M3 HUX MOTYT OBITh IIOJIE€3HBIMU U JJIs pPa3BU-
THA OCTAJbHBIX. I HaJle0Ch, YTO II0 Mépe TOro Kak
dyHIaMeHTaIbHadA Hayka 6yaeT cobupaTts HejgocTa-
IOIYI0 MHGOPMAIIHIO, 0COOEHHO KOJIUYECTBEHHYIO,
OyAyT NOAKJIIOYATHCS CIIEIUAINUCTHI 10 KOMIIBIOTEP-
HOMY MOJIeJITUPOBAHUIO U TEOPETUKH, YTOOBI IIOMOYb
CIIPOTHO3UPOBATh BJIUAHUE Ooje3HU AibnreiiMme-
pa Ha cucTeMbl HEPBHBIX CBA3€H U KJIETOYHBIE Iy THU.
KpomMme Toro, g xoTes 6bl, YTOOBI IPU HUCCIEI0BAHUU
B 9TUX HAIPaBJIEHUAX yUE€Hble COBMECTHO OCMBIC-
JIAJIU THPOPMAIIUIO U AEJINIUCHh KOHCTPYKTUBHBIMU
uaeaMu. TakuM o6pa3oM MbI MOIVIHA 661 06'bEJUHUTD-
cs, 4YTOOBI IOHATHh MEXaHU3MBbI 9TOT'0 Y¥KACHOTO 3a-
6oneBaHUs. [ |
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