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Tponomuosun (Tpm) - 9170 akTHH-CBsI3bIBaOUil GEJIOK, OJUH M3 KJIIOYEBbIX yYACTHUKOB
PETYIISIII MBIIIEYHOTO COKpAIeHNs. B MBIIIeYHBIX KJIETKaX YKCIIPECCUPYETCs] TPU OCHOBHBIX
n3odopmbl sroro 6enka: Tpml.l - ocHoBHasT n30(hopMa OBICTPBHIX CKEJIETHBIX MBIIII U CEePJI-
na (ren TPM1), Tpm3.12 - ocHoBHas u3odopma MemeHHbx Mo (rer TPM3) n Tpm2.2 -
9KCIIPECCUPYEMbIii B OBICTPBIX U MeJIeHHbIX Mbiax (rer TPM2) [2]. Beuto mokazano, aro
myTaruun B remax TPM2 n TPM3 npuBogdar K TsKebIM HaC/IeJICTBEHHBIM 3a00JI€BaHUSM -
remasnnoBeiM MuonatusM u CETD [1]. CFTD aaserca nanbosee 3araoqHbIM HACICCTBEH-
HBIM 3a00JIeBAHNEM, XaPAKTEPUYIONUMCS THITOTPOMUEN MeIJIEHHBIX MBIMIETHBIX BOJIOKOH. OHO
HE UMeeT SIPKUX MUCTOJOTUIECKUX MPOsIBICHUI, OJIHAKO BBI3BIBAET MBIIIEYHYIO CJIa00CTh, CKO-
JINO3, & TaKKe IIPOoOJIeMbI ¢ X016001 u jibixanueM. V3ydeHnio MOJIEKy/ISPHBIX MEXaHU3MOB 9TO-
ro 3aboJieBaHud W TOCBdIeHa Haira paborta. g 3Toro Mbl BeIOpa n jBe MyTaruu B Tpm
Arg91Pro u Arg245Gly, acconmmposanubie ¢ CETD [3]. Vcnoab3ysi pasindnbie 6GunoXuMude-
ckue u Omou3nIEeCKne METO/bI, Mbl U3YUYWUIU CTPYKTYPHBbIE U (PYyHKIHOHAIbHBIE 3PDEKTHI
Tux MyTanuit. Merogamu guddepennnaabHoil CKAHIPYIONIEN KaJOPUMETPUN U KPYTOBOTO M-
xpousma MbI nokazasm, 9ro mytanun RI1P u R245G npuBogdar K CTPYKTYyPHBIM U3MEHEHUSM
B MoJjiekyJie Tpm u CHIKAIOT TePMOCTAOMILHOCTH N-KOHIIEBOI YacTu MOJIEKYJ/Ibl. MeTomoM pe-
TUCTPAIAN TEMIIEPATyPHOM 3aBUCUMOCTH CBETOPACCEUBAHUs ObLIO MMOKA3AHO, YTO 9TH MYTaIlUN
MPUBOJAT K HAPYIIEHNIO B3anMOeiicTBIs Tpm ¢ akTHHOBBIM (PUJIAMEHTOM U CHUZKAIOT TeMIIe-
patypy aucconuaryu komisekcoB Tpm ¢ F-akrunom. JIroborbiTHO, 1T0 3TOT 3h(hekT He cBa3an
¢ adppunnocTio Tpm K GUOPULIAPHOMY AKTHHY, YTO OBLIO IOKA3aHO C MMOMOIIBIO METOJIa KO-
CeJIMMEHTAIUN. DKCIIEPUMEHTBI B CUCTEMe, UMUTUPYIOIIEl KJIEeTOUHYIO TOJBUKHOCTE (in vitro
motility assay), nmokasasu, aro myTarnun R91P u R245G npuBoaT K n3MEHEHNSIM B aK THH-MUO-
3MHOBOM B3ammoJleficTBum. Tak, B 9Toil cucTeMe B JiBa pa3a CHUKAJIACh CKOPOCTH JIBUKEHUS
PEKOHCTPYUPOBAHHBIX TOHKHUX (PUJIAMEHTOB IO MUO3UHOBOI IOJJIOZKKE, U3MEHSIACh KaJIbIlN-
eBasl IyBCTBUTEIHLHOCTh MHO3UH-aKTUHOBOTO B3AMMOJEHCTBUS U CYIIECTBEHHO CHUXKAJIACH €0
KOOIIEPATUBHOCTD, UTO CBUJIETEILCTBYET O HAPYIICHUU PETYJISAINA MBIIIEYHOTO COKPAIIEHU.
PezysibraTnl Hateir paboThl 0 KpaiiHeili Mepe 0T4acTu O0bACHAIOT HaToreHnble 3M@PEeKTh nc-
CJIeyeMbIX MyTalliii 1 TPUOJIMZKAIOT HAC K TOHUMAHUIO MOJIEKYISTPHOTO MeXaHIM3Ma BOSHUKHO-
BeHUs1 HacseacTBeHHOro 3abosepanust CFTD.
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