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COBPEMEHHBIN B3rASA HA BHYTPUKAETOUYHBLIE MEXAHU3MBbI
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T'uneprpoduueckasa kapaumomuonatus ('KMII) — HanGosree pacmpocTpaHeHHOE HACIeICTBEHHOE 3200-
JieBaHME cepAlla, KOTOPOoe MPUBOAUT K 3HAUYNTEIHHON 3a0osieBaemocTu 1 cMepTHOCTU. MccaenoBanus
3a mocJjexHue 25 et BHECJIH OrPOMHBIN BKJIAJ B H3yUYeHUEe 3TOr0 HACJIENCTBEHHOTro 3a601eBaHusA, 0CO-
0eHHO B 00JIACTH T€HEeTHMKHU, MOJIEKYJISIPHBIX MeXaHN3MOB M naTtodusuogornu. PacupocrpaneHHocTh
TKMII cpemu neteii Bapsupyer ot 0,3 1o 0,5 ma 100 000 nerckoro HacemeHus. B merckom Bo3pacrte
6oabubie ¢ 'KMII cocraBasior 41—44% Bcex GoasHbix KMIIL. Hame noHuMaHnue mo-npeskHemMy orpa-
HUYEHO HEOJHOPOTHOCTHIO KIMHMYECKUX IPOABIEHHII C PA3IUYHBIMHM FeHETUYECKHMMU MYTALMIMM,
ceazanabpivu ¢ TKMII. B nanHoii craThe onucaHbl COBpeMeHHbIe JaHHbIe 10 BHYTPUKJIETOYHBIM MeXa-
ausmam passutusa 'KMII.
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C MOMeHTa JeTaJbHOM XapaKTePUCTUKHU TUIIep-
Tpoduu MHOKapaa mpounio 6osiee moayseka. C Tex
IOp IIPOrpece B JUATHOCTUKE U JIEUEHU ! MTaI[UeHTOB
¢ runeprpodueil MHUOKapa 3HAUYUTEJIHHO BBIPOC.
TexHOJIOTUUECKNE NOCTUKEHUSA B 00JIACTH KJIWHU-
YEeCKMX HCCJIEJOBAHUN PACIIUPAIOT BO3MOKHOCTHU
U3yUYeHUs TUIePTPOPUU MUOKapAa W YJIydIlleHue
ycJoBu#l KuM3HM manumeHToB. OJHAKO [0 CHUX IIOP
0CTaeTcsI MHOKECTBO BOIIPOCOB 110 TOBOAY MeXaHM3-
Ma BOBHUKHOBEHUS ruiepTpoduu MUOKapIa.

T'uneprpoduueckas kapaguomumonarus (I'KMII) —
reHeTHYeCKoe 3a00JieBaHNe cepAIla, KOTOPOe XapakK-
Tepusyercsa rumeprpodueil MHUOKapga, HeoObsAC-
HUMOU YCJOBUAMH Pas3TPy3KH, HEPACITUPEHHBIM
aeBbIM KeaynoukoMm (JIVK) m HopMasbHOI IOBBI-
meHHO# (pariueil Beiopoca (PB) [1]. 'uneprpodhusa
MUOKap/Ja o0bIYHO HeCHMMMeTpUUHAs, Yallle B 30He
MeXKIKesTynouKoBoii meperopoaku (MIKII), oaumxe
K aopraJbHOMY KJjamnaHy. Takske rumeprpodus
MOJKeT MPOSBIATHCSI B BEPXYIIEUHON 30HE, Cpel-
Hell uyacTu, a Tak'Ke Ha 3aaHeil crenke JIVK [2].
Ha xJyieTouHOM ypOBHE MUOIIATHI TUIIEPTPOQUPOBa-
HBI, Je30PraHM30BAHHBI W Pa3[esieHbl yUYaCTKaMU
UHTepcTUInaIbHoro hudposa [3]. BrLio ormeueHo,
YTO POCT MUOKAP/a YCKOPAETCS B IIEPUOJ IIOJIOBOTO
CO3peBaHUA, a CJIyuau BHE3aIHO cepIeuHOl cMep-
tu (BCC) moguepKuBaOT MOTEHIINAJNBHBIE PUCKU Y
nmereit ¢c TKMII.

Ha ceroguamuuit neab 'KMII — mau6osiee pac-
mpocTpaHeHHas HacyencTBeHHada KMII. BeigenatoT
ayTOCOMHO-IOMUHAHTHBINA, ayTOCOMHO-PEIeCCUuB-
HbI€ THUNLI HACJEJOBAHUSA, a TaKyKe MUTOXOHIDPU-
anbpHOe HacaenoBauue. Pacinpoctpanernocts TKMII
B obmieii momyaAnuu coctaBiasger 1:500 wau make
Beilte [4]. B merckom Bospacte 6onbHble ¢ TKMII
coctaBiAoT 41-44% . IIpumeuarenbro, uro 'KMII
OUYeHb HEOJHOPOJHA B OTHOIIEHUM KJINHUYECKUX
MPOSIBJIEHUI W MCXOMOB, Jake B IIpegesaX OJHOMN
cembu. KinHUUeCcKUe IPOSABICHUSA CUJIBHO Bapbu-
PYIOT — OT 6ECCUMIITOMHBIX [0 TAMKEJIbIX (hOPM MU
maxxe BCC, KoTopass MOKeT OBITHL IIPOSBJIEHUEM
3abosieBaHuda [5]. HemosHas KIMHWKA U IepeMeH-
Hasg BBIPAYKEHHOCTh KJIMHUUYECKUX CHUMIITOMOB —
pesyJIbTaT pasinYHBIX, Yallle FreHeTUYECKUX BJIUSI-
HU, KOTOPBIE ellle He U3YUeHbl MOJHOCTHIO.

Yrob6bl TOHATH MexaHm3M pasutua I'KMII,
HEeo0XOAMMO PACCMaTPUBATE HE TOJIbKO IPUUNHHBIE
MYTaI1, HO ¥ BHYTPUKJIETOUYHBIE ¥ MOJIEKYIAPHBIE
M3MeHeHUsI, KOTOPble IPOUCXOIAAT B KapAUMUO-
[UTaxX BCJIEACTBUE dTUX MYTAI[UIA.

Hypertrophic cardiomyopathy (HCM) is the most common inherited heart disease in humans
that leads to significant morbidity and mortality. Research over the past 25 years has made a
huge contribution to the study of this hereditary disease, especially in the fields of genetics,
molecular mechanisms and pathophysiology. The prevalence of HCM among children varies from
0,3 to 0,5 per 100 000. In childhood, patients with HCM account for 41—-44% of all patients with
cardiomyopathies. Our understanding is still limited by the heterogeneity of clinical manifestations
with different genetic mutations associated with HCM. This article describes the current data on
intracellular mechanisms of hypertrophic cardiomyopathy.

Keywords: hypertrophic cardiomyopathy, intracellular signaling.

Quote: A.T. Shabanova, Haihai Liang, L.V. Yakovleva, T.A. Yagudin. New insight on the intracellular
mechanisms of hypertrophic cardiomyopathy development. Pediatria n.a. G.N. Speransky. 2020; 99

ITaTorenernueckue coGBITUSA, BO3HUKAIOIIVE
mpu 'KMII, M0oKHO yCJIOBHO PasAesiuTh Ha 5 rpynn
B3aMMOCBSI3aHHBIX MEXaHU3MOB (CM. PUCYHOK).

K mepBoii rpymnine oTHOCATCA TEPBUYHEBIE TedeK-
THI WJIY IPUUYUHHBIE MyTaniuu. Ko BTOpoii — HauaIb-
Hble WJU NOpOKCUMaJbHbIe HIe(eKThl, KOTOphle
XapaKTepu3yoTcsa N3MEeHEHUAMY, BOBHUKAIOIUMU
B pe3yJbTaTe NPAMOTO BO3AEHCTBUA HA CTPYKTY-
py u Gyuknuio Oenka. TpeTbsa rpynma — mpome-
SKYTOUHBIe (MU BTOPUUYHBIE) Ne(eKThI, KOTOPLIE
BKJIIOYAIOT MOJEKYJIApHbIe U3MeHeHuA. YeTBepTas
rpynmna — TpeTuuHble NedeKThI, BKJIOUAlON[Ne B
cebsa rucToJIOTHYECKYe U IaToJioTu4YecKkue peHOTH-
nbl. IIpuunHHO-CJIeACTBEHHAA B3aUMO3aBUCHUMOCTD
9TUX TPYIN OPUBOIUT K KOHEUHBIM d(deKTaM, a
VMEHHO K KJIMHUYeCKUM nposasienuam [KMII.

Paccmorpum rarkabil fedekT 60see mogpoOHO,
yIeJuB ocoboe BHUMAaHME MeXaHU3MaM, BOSHUKAIO-
UIUM IIPU MOJIEKYJIAPHBIX U3MEHEHUAX B KapJuo-
MUOIIUTE.

IlepBuunbIi He(eKT MU IPUYNHHAS MYTAINI

B HacTosAlee BpeMsa BRISABIEHBI MyTaIluu 0ojee
yeM B 12 reHax, KOJUPYIOIMINX OEJIKN CAPKOMEPOB.
IIpumepno y 40% mnamnuentos ¢ I'KMII npuunaHO-
CJIEICTBEHHBIE TEeHBI ellle He UAEHTU(UIIMPOBAHBI.
ITomumo mpouero BeigensoT I'KMII, koTopas Bo3-
HUKaeT Ipu 00JIe3HAX HAKOILJIEHUS.

BakHBIM [JOCTH)KEHUEM HABJAETCA PETyJIAp-
HOe TpUMeHEeHWe TeHEeTUYECKOTO TEeCTUPOBAHUA U
TOKJIMHUYECKOHN NUATHOCTUKMU.

HoBaropckue wucciemoBanua Kpuctun u
H:xonarana CeliiMaHa TPUBEIU K YACTUUHOMY
BBICHEHUIO MOJIEKYJIAPHO-TEHETUUECKON OCHO-
Bol 'KMII. OrkpeiTue myramuu p.Argd03Glu B
reHe, KOOUPYIOIIEM OeTa-TAKeNYI0 Iellb Cepeu-
Horo muosuHa (MyH7), onucarnoe Ilape u coasr.
[6], TPOJIOKMIIO TYTH NI Ba’KHBIX IIOCJENYIOIITUX
oTKpbITHi [ 7]. Cpenu u3BeCTHBIX IPUUNHHBIX T€HOB
MyH7 u TeH CcepIeuHOT0 MUO3UH-CBA3BIBAIOIIIETO
nporenna-C (MyBPC3) aBaA0Tcsa AByMA HauboJiee
pacupoCTpaHEeHHLIMU U OTBETCTBEHHBIMU IIPUMEP-
HO 3a MOJIOBUHY IAIIeHTOB C ceMelHOI (opmoii
T'KMII [8]. MyTanuu B reHaX TPOIIOHUHOBBLIX KOM-
miaexcoB (TNNT2, TNNI3) u TPM1 BcTpeuaioTcs
OTHOCHUTEJBHO PEIKO U B COBOKYITHOCTU COCTABJIAIOT
menee ueM 10% Bcex cayuaes 'KMII [9].

CTOUT OTMETUTH, UTO TeHEeTUYECKUE OTKPBITUSA
yayuiiaioT moHuManue matoreHesa 'KMII um Tem
CaMBIM CTUMYJIUPYIOT YCUJINA Ha BHIABJIECHNIE HOBBIX
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Pucynok. Ilatorenernueckue coosituss npu 'KMII (aBTOpCKHii pUCYHOK).

TepalneBTUYECKUX ar'eHTOB, OTHAKO yiKe U3BeCTHbIEe
MyTaluy He MO3BOJIAIOT OTBETUTH Ha PAJ BasKHBIX
BOIIPOCOB, & MMEHHO: He 00HAPYIKEHO JOCTOBEPHBIX
KOppeaanuil MexKAy TeHeTHUeCKUMU JAedeKTamMu
U KJINHUYECKUMU IIPOABJIEHUAMU 3aboJieBaHUA
[10]. o cux mop HEMOHATHO, IOYEMY, HECMOTDPA
Ha HacaencTBeHHbIH Tun KMII, He Bo Bcex caydasax
BBIABJIEHHBIX T€HETUYECKUX Ne()eKTOB U He y BCeX
IPAMBIX POACTBEHHUKOB OOJBHBIX pPa3BUBaeTCA
T'KMII [11]. Bosee TOrO, HEBBHIACHEHHBIM OCTAET-
cA BOIIPOC BpeMeHU U (PpaKTOpPOB, OIPenessIonux
KJINHUYECKUE IPOABIEeHNA 3a00JIeBaHNUA B CIAyUaAX
BBIABJIEHUS TE€HETUUYECKN MYTHPOBAHHBIX OEIKOB
capkoMepa IIPU POKAEHUH 1 B TeUeHNe JKU3HU.
g moOHMMaHUA IIOJIHOM TaTOTE€HETUUYECKOM
kaptuubsl pasButua ['KMII ciexyer yaydymuTs
MIOHMMAaHVUEe MEeXaHW3MOB HAUYaJIbHBIX W BTOPUU-
HBIX nedexToB. Kpome TOoro, mcciemoBaHme 3THUX
TPYII IIaTOTeHe3a MOJKET IIOMOYb BHIABUTH OCHOB-
HO¥ TepameBTUUECKUI TapreT U IIPOBECTU PAHHIOIO
cuenuduueckyio npopuaraktTuxy I'KMII.

HauaasHbIe 1 BTOPUYHBIE TedeKThI
B Mmexanusme passutusa I'KMII

B pesysbraTe IPpUUMHHON MYTAIUU IPOUCXO-
IAT W3MEHEeHUs B CTPYKType M (QYHKIMU OeaKa-
capkoMepa. B aTOT mepuos mpoucxXoauT aK TUBAIIUAS
KaJIbIMEeBhIX KAaHAJOB U CTPECC-UYBCTBUTEJIbHBIX
MOJIEKYJIAPHBIX CUTHAJIOB. AKTUBUPOBAHHbBIE KAJb-
1eBble KaHAJIbI YBEJINUINBAIOT KOJIUYECTBO BHYTPU-
KJIETOYHOTO KaJIbIIUA, a MMEHHO COJlepiKaHue ero B
MUTOXOHAPUAX, KOTOPbIE, B CBOIO OUYePeb, TECHO
CBA3aHBI C KJIETOYHBIM ITUTOCKEJIETOM, KOMIIOHEH-
ThI KOTOPOTO OMPENeJIAIOT HAallPaBIeHNe U KOOPAU-
HUDYIOT ABUIKEHUE, NejieHrne, m3MeHeHue (hOPMBI
KJIETOK B IIPOITECCE POCTa, IIepeMeIleHre OpraHeJL,
IBU:KeHUe MUTOILIa3Mbl. KpoMe Toro, 1106bIe M3Me-
HEeHUs B IUTOCKeJeTe MOTYT MPUBECTA K MUTO-
XOHAPUATBHBIM AUCHYHKIUAM, (HOPMUPOBAHUIO
IIaTOTEHEeTUYEeCKUX CUTHAJIOB B KJeTke [12]. 9t u
JajbHelIne N3MeHeHUA BHYTPU KJIETKKA OTHOCHT-
Cs1 K BTOPUYHBIM U MOJEKYJISIPHBIM fedeKTaM.

Opmoii U3 TJIaBHBIX CHUCTEM BHYTPUKJIETOUHOM
curHagusanuu npu passutuum ['KMII asaserca
peHuu-anruorensuHoBas cucrema (PAC).

PAC B 0CHOBHOM COCTOUT W3 aHTHUOTEH3WHOTe-
Ha, pPeHWHa, aHTUOTEeH3WHIIpeBpaIamIiiero gep-
meHTa, aHruorensuHa II (ATII) u ero pemenTopos
nepBoro u Broporo tuna [13]. Crexyer oTmMeTuTsh,
YTO aKTUBAIUSA TOT'O UJIU MHOTO aHTMOTEH3WMHOBOTO
penientopa (AP) oxaswiBaeT pasHoe BauaHue. Tak,
runepTpodusa MHUOKapAa IIPOUCXOAUT Uepe3 aKTHU-
Baniuio AP 1-ro Tuma, B TO BpeMs KaK aKTUBAIIUA
AP 2-ro Tuma oKasbpIBaeT aHTUTUIIEPTPOPUUECKUH
adpdexr [14]. ATII, BzaumomeiictBya ¢ AP 1-ro
THUIIa, aKTUBUPYET MHOTOMYHKIIMOHAJIbHBIE BHY-
TPUKJIETOUHbIE CUTHAJIBI IIPEUMYII[ECTBEHHO Uepes
MUTOTEeHAKTUBUDPYyeMble mpoTenHKkuHassl (MAP-
KWHAa3bI), TeEM CAMBIM YCUJIUBAs POCT KapAUOMUO-
muToB [15].

ATII TakiKXe CTUMYJHPYET HOBBLINIIEHHOE BBIE-
JeHWe TpaHchopMupyiomero @axropa pocra
(TGF-B), cmocobcTBYya pPasBUTHUIO TUIEPTPOGUN
Muoxrapja, Gudposa u BbIAEJeHU0 (heTATbHBIX N30~
dbopm cepaeunbrx MuoGuOPUIAAPHBIX O6eakoB [10].
ITenenanmpaBieHHOe OJOKMPOBAHWE BBIJEJIEHUA
TGF-f ocnabnaer ATII-omocpenoBaHHYIO THIED-
TpohuI0 MUOKapAa U yKashkiBaeT Ha To, uto TGF-f
SABJIAETCA BAXKHBIM MeINATOPOM I'MIEePTPOPUIECKO-
ro orBeTa [16].

ITomumo ATII u TGF-B, B pasButuu rumep-
TpoUU MHOKapAa UIPAIT 3HAUUTEJIbHYIO POJb U
IpyTHe MOJIeKYJApPHbIe KOMIOHEHTHI. l3yueHue
MeXaHU3MOB MX BIUAHUS MOYKET IIOMOYb B PaHHEH
IMaTHOCTUKeE U IiejieHampaBaeHHo# Tepanuu [TKMII.

SND1 — HOBBIII KOMIIOHEHT BHYTPUKJIETOYHOTO
curnaja npu 'KMII?

Besmox SND1 no HacToAIero BpeMeHU U3ydain
TOJIBKO IIPU OMYXOJAX, OJHAKO €ro 3HAUUTEJIbHOE
BINSAHNE HA MOJIEKYJISAPHbIE MEXaHU3MBbI, CBA3aH-
uole ¢ akTuBanueit ATII u TGF-f, sacraBider obpa-
TUTH BHUMAaHue Ha ero poJb npu 'KMII. BosmorkHo,
IaJIbHEHINIe MCCIeLOBAHUA 3TOr0 OeJKa M IOUCK
ero GJIOKaTopa IMOMOTYT B U3YUEeHUU JeUeOHOI TaK-
tuku npu 'KMII.

SND1 mepBoHAauYaabHO OBLI O0HAPYKEH B TPaHC-
dbopmupoBaHHBIX B-KieTKax Bupyca OJNOIITeiiHA—
Bapp, rme oH CBA3BIBaeTCA C SANEPHBIMHU OeJIKaMu
Bupyca [17]. C wucmonpzoBarnmem FISH-amasnmsa




Sl
ol
Z
~

ompenenau moyokernne SN D1 B xpomocome 7q31.3.
T'enomuaa myramua SNDI B aTo#t XpoMocoMe ObLia
MIPOJIEMOHCTPHUPOBAHA MPU KapIMHOME IIPOCTATHI,
PEHAJNBHBIX U KOJOPEKTAJIBHBIX OITYXOJISIX.

B npeasigyux mcciefoBaHUAX MOKA3aHO, UTO
SND1 wurpaer 3HAUUTEJIbHYIO POJIb B PETyJIAUN
npoJsimpepanuu KJIeTOK W KJIeTOUHOI TpaHcdopMa-
nuwm [18].

SND1 - wMHororpaHHBI 06€JIOK, KOTOPHIH
peryJaupyeT pasjiudYHbIe BHYTPUKJIETOUHBIE IIPO-
neccel, Takue kKak PHK-untepdepennua 8 PHK-
UHAYIHUPOBaHHOM Kommaekce rayiinenus (RISC),
cunaiicuar PHK u crabunausamus mMPHEK, Tpanc-
kpunnusa PHE [19].

SND1 akTuBUpyeTCA B 3aMEeTHOM KOJUUYECTBE B
aKTUBHBIX CEKPETOPHBIX OpraHax, TaKUX KakK IOJ-
JKeJTyIOUHAs JKeje3a, eueHb U MOJIOUYHbIe JKeJIe3bl.
B meiom SND1 upesmMepHO BBIZEIAETCA B OBICTPO
nposndepupyoImux KIeTKaX WM KJeTKaX-mpel-
IIECTBEHHUKAX U CHUKAETCA B TePMUHAJIBHO-AUD-
depeHITUPOBAaHHBIX KjaeTKax [20, 21].

B xoje ucciemoBanua paka MOJIOYHOM JKeJIe3bl
mokasano, uro SND1 3HaUNTeIbHO B3aUMOAENCTBY-
€T C IPOMOTOPHBIMY 00JIACTAMY HECKOJIBKUX M€HOB
B curnasiax TGF- [22]. BeLio gokasaso, 4TO IOBBI-
meare SND1 Takke KOppeaupyeT C CUTHAJIAMU
TGF-fB B renaTokapiimaome [23].

SND1 cBassiBaerca ¢ 3’-HeTpPaHCIUPYEeMOI
obmacteio (3’-UTR) MmPHK AP 1-ro Ttuma uepes
HyKJiea3HbIe IOMEHBI, TeM CaMbIM YyBeJIWYWBas
KosmuecTBO AP 1-ro Tuma 3a cueT CHUIKEHUS CKOPO-
crtu pacuaga MPHK u ycunenusa Tpaucaanuu [24].
B uccaenoBanusax cradbmiabHoctu MPHK ¢ mcmosn-
30BaHWEM aKTHHOMUIIMHA | IpPOZEeMOHCTPUPOBAHO
yBenuueHue nepuoga noaypacunagza MPHK AP 1-ro
THUIA B KJIETKAaX C MOBBIIIIEHHBIM BhIgeenrneM SND1
TI0 CPaBHEHUIO ¢ KOHTpoJsieM [25].

SND1 urpaer KJHOUEBYIO POJb B PEAKIIUHU KJie-
TOYHOT'O CTPecca uepe3 o0pasoBaHuUe IPAHyJI cTpecca
u gomed SN, urpaer pelapliee 3HaUYeHUE B STOM
byuKIu. B 0TBET Ha CTPECCOBBIE CTUMYJIBI KJIETKHU
[IO/[BePraioTcsA MepernporpaMMUPOBAHUIO B 9KCIIPEC-
CUY M€HOB, UTO BJIUSET HA POCT KJIETOK U MIO3BOJISIET
UM BBLXKUBATH [26].

3aKJaroueHue

Aruosorusa 'KMII ouens pasHoobOpasHa U OO0
KOHIIA He n3yueHa. [[o CuX mop MPOJ0JIKAIOT OTKPHI-
BaThCs BCe HOBBIE U HOBBIE MyTallUuM, IPUBOAAIINE
k 'KMII. Pacuiuperue 3HaHUNE 0 MEXaHU3MAaX BO3-
HukHOBeHUsa 'KMII, B TOM umciIe U reHeTUYECKUX,
OymeT crmocoOCTBOBATHL €€ CBOEBPEMEHHOI AMarHo-
CTUKe, HauWHasA C PaAHHEro AETCKOTO BO3pacra.
MsbI cunTaeM, 4TO CHCTeMaTHUUYeCcKasa M COBMeCTHasd
paboTa B M3yUEHUU MOJIEKYJISAPHBIX MEXaHU3MOB

TKMII mo:keT MPpUHECTH HEOKUJaHHBIE BBITOIABI B
AUATHOCTHUKE U JIeUeHNU 3a00JIeBaHUA.

s MHOTMX IIepCIeKTuBa Oyayleli TeHHOM
Tepanuu, KoTopas II03BOJIUT OTPAaHUYUTL Pa3BUTHUE
T'KMII u ee mporpecCUpoBaHUA IO TAMKEJIOU cep-
IZ(e‘IHOI‘/JI HeOgOoCTaTOYHOCTU, ABJIAETCA I[OCTH?RPIMOfI
I1eJIbIO. Ho mosie 60a He orpanudymBaeTCA TOJIBKO
9TON BO3MOJKHOCTHIO. VIHTEepecHbIE MEePCIEKTUBBI
OTKPBIBAIOTCA U B APYrUX 00JACTAX, TAKUX Kak
n3ydyeHne MTOJUMOP(PU3MOB M MYTallud B TPaHC-
KPUNIUOHHLIX (aKTopax, O00yCJIOBIMBAIOIIUX
OGOJIBIITYI0 BOCIIPUMMYHUBOCTD K CEPAEUHBIM THIIepP-
TPOPUUECKUM CTUMYJIaM. OTO IIO3BOJIUT BBLISABUTH
MOJIEKYJIAPHBIE (PAKTOPBI PUCKA, CBSABAHHBIE C 3TUM
Ba6OJIeBaHI/IE‘M, U oxXapaKTepm30BaTh pPa3JIMUYHBIE
CerMeHTHI HaceJIeHUSd B COOTBETCTBUU C UX I'€HETU-
YeCKuM rogom, o6pa30M JKU3HU U1 IIO3BOJIUT JIydIlie
OIIEHWBATH HAIIU Pecypchl u 6oJiee s(PPeKTUBHO UX
HaIIPaBJIATH.

ITouck myTeit BO3meNCTBUA HaA TUIEPTPODPUIO
MUOKapla AUKTyeT Heo0XOAWMOCTH TIIATEeJIbLHOTO
HccJaefOoBaHUsSA MEXaHNU3MOB €€ DPa3BUTHUSA, BBIAB-
JeHUusA (I)aKTOpOB, CHOCOﬁCTBYIOH.II/IX ee IIporpec-
CUPOBAHUIO W BOBHUKHOBEHUIO CBA3AHHBIX C HEH
ocJIoKHeHUH. Bo3MOKHO, BhIsIBJIeHNE HOBBLIX IIATO-
TeHeTUUYeCKNX 3BEeHbBEB B PA3BUTUM TUNEPTPOGOUU
MHOKapAa JacT HOBBIM MMITYJILC K PACCMOTPEHUIO
HOBBIX 9(h(DEKTUBHBIX BAPUAHTOB JIEUEHNUA.

Vuacrtue 6enka SND1 B matorenese 'KMII, B Tom
umcse u y AeTeil, TpedyeT qaabHeNIero usyueHus.

Bxnad aémopoé: 6ce asmopvl 6 PAGHOU CMenerHu HeCLu
¢80l 8K1a0 8 DYKONUCH, PACCHMOMPENU ee OKOHLAMeLbHbLIL 8aPU-
aum u 0aau cozaacue Ha NYOLUKAYUIO.

DuHaHncupoBarue: 6ce asmopsvl 3a4A6UNLU 00 OMCYMCmMeEU
unancosoll noddepicku npu nodzomosxe 0AHHOU PYKONUCU.

Kongnurm unmepecog: 6ce agmopvl 3as6uiu 06 omcym-
CMBUU KOHKYPUPYIOU,UX UHMeDecos.

IIpumenwanue uzdamens: OO0 «Ileduampus» ocmaemcs
HellmpaibHblM 6 OMHOULeHUL I0PUCOUKYUOHHbLX NpemeH3uil Ha
0nyOAUKOBAHHbLE MATEPUANbL U UHCTNUMYYUOHALLHLX NPUHAO-
JlexcHocmeil.
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