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Clenan 0B30p KUMEPAMYPHLIX U NOAYUEHHHIX A8MOPAMU OAHMLIX O B03MOXHOU pPORU KOMNAEKCa
pezyramopHelx 6:7K08 Muopubpunivt xkapOuomuoyuma (MponOMuUOSUHA u MPONOHUHOS) NPu paseumuu
cepdzunble namonozull. Paccmompena 603mMOXHASL POab OanMHbiX Benkos 8 namozenese OuNLMAUUOHHOU

Kapuomuonamuiiu.

B 0cEOBE MBILIEUHOIO COKPAIMEHHS JIEKUT B3aUMOIEH-
CTEME ABYY OCHOBHHX COKPATETEILHHX (IEJIKOB — aK-
THHA M MEIO3HHI, PEryJAHNPyCMQOE HOHAMF KaJbuus. B
Ce[mevHOM, KaK M B CKeJCTHOM Mumuax, Ca’*-3aBu-
CHMAd PEeryasiuna B3aMMOKEHUCTIBHI aKTHHA C MHO3H-
HCM OCYTICCTBASIETCS CUHELHMANLHLM (eJEOBHM KOMII-
JEKCOM, COCTOSILIMM M3 TPOonoHMHOB (TH) M Tpomomu-
ozuHa (TM). DTOT KOMIUIEKC ACCOMMPOBAH C TOHKOH
(akTHdopo#) drwnamenroit. B 1mosumeEpusoBaHHOM
¢opme Tax Haswvipaembil QUbpmIILpHM A akTHH (F-
akTMH) NPEACcTaBsigeT co0OM COMPaIBHO 3aKpYUYEHHBIE
tbn1amesTH ¢ nepuoaoM npubimsureabHo 13 MoHOoMe-
por Ea BHTOK rioOynaapuoro akruna (G-axtmua) [1].

Mayuenne TM u3 pazamuHbIX OOREK'TOB MO3BOJIH-
JO pa3paloTaTh CTPYKTYLHO-PYHKNHOHAIBHYIO MO-
A2Abp 5TOd Mosekysan. TM cocrour m3 AByX a-cou-
pasbHLIX MOJHMOCHTARHMX IENcHd, 3aKPYUEHHBIX APYT
OTHOCHTEI»HO APYra, M MMEET BHN CTSLXKHSA KJIAHOHM
okoro 40 um [2] Kaxmas uvens comepxur 284 amu-
HCKHCAOTHHX ocraTka. MosekyngpHass mMacca TM
okauo 70 kda [1]. Kaxmas moneky.sa TM B3ammo-
HCHCTEYET € MIEeCTHIO WIN CEMBK) MOHOMEPAMH aKTHHA
[3, 4] no wpHHDUOY <«rOJOBA-K-XBOCTY», 000paunBa-
ACE BOKPYI' MOJIEKYJIBI AKTHHA TI0 IIABHOMY XEI00KYy
AKTHHOBOH HUTH M CTACHIM3NDYS CTPYRTYpPY TOHKOM
¢miamernir, TM kommpyertcs 1cOGonbpIIMM MYJIbTHIEH-
HHIM CEMEBCTBOM, COCTOSIOUM M3 -, -, M-30 u TM-4
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reioB [4]. Dty reHn M KomMpyemuie uvH Oenkn
IEMOHCTPHPYIOT OYEHb BHICOKYIO CTENEHb KOHCEpBa-
THBHOCTH OT Drosophila no uenosexa. Usodopmu TM
00pa3yloTca myTeM aAbTEPHATHBHOIO CILAMCHHIA IK-
3onoB. Uzodopmur a- u S-TM obHapyXeHn B nome-
PEUYHO-TIONIOCATHX MHIIAX. Y HAX HACHTRUNbL 89 %
AMHHOKHCJIOTHHX ocTaTKoB [4]. Uz atmx uereil ¢op-
MHpYIOTCS aBa BHAa MoJekyn — oo u of [5]. B
TEUECHNE PA3BHTHA CEPACYHOM MBIIIHB MBIOM C- H

-menn TM akcnpeccupyioTcs B pa3HOM KOJHYECTBE.
B nepuox sMOpuoHaabHOro passurtus a-TM cocrasng-
er 80 % or obmero koamuectea TM B cepare, a

-TM — 20 %. B cepaue B3pocsoit ocodu coorHOME-
gue meHserca: B-TM —2 %, a-TM —98 % [6]
Mbimu, y KOTOPHX SKCIEPHMEHTAJbHO YAAIEH FeH
a-TM (rak HasmBaemnie a-TM-HyJeBwe IOMO3WIo-
TH), YMHPaJX B SMOPHOHAJIBHOM IIEPKOAE, UTO CBUNC-
TEJBCTBYET O BaXXHOCTH AAHHOro Gesnka B yMOprorcue-
3¢ [4]. B Mummax GoApIIAX M MENIEHHO CHIODIMXCH
cepael, (CBMHBH, OBLB) S-CyObequHHIA COCTABISIET A0
20 %. B cepaeuHoit MHIILE KPYMHOTO pOraruro CKora
M yYeJoBeKa ee KoamuecTtBo pocturaer 3} Y, 1no
OTHOWIEHHUIO K a-cyOpenuuuue. Mexay cogepXaHueM

-cyobeguaunn TM B CKOPOCTBIO COKPALUEHUS CEpANa
Yy Pa3HHX XHMBOTHHX HAa Pa3/MYHHX CTagMdX pa3By-
THS CymiecTByeT obpaTHas Koppenasums: 4eM OmicTpes
COKpaIaercd Cepalle, TeM B HEM MeHbue S-cy0beni-
Hug, TM [70].
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B ornmume or TM, Ta-kommaexc oOHapyxeH
TOJBEO B TOIEPLHHO-TIONOCATHX MHBIIILIAX, €ro HET B
LIIAKHX MAIINAX M HEMMIIEYHKX TKaHsX. IlepBoHa-
Y2 6HD CHUTANOCH, 4TO TH ABAIETCS OJHAM OEJIKOM
[7]. Tosnuwee amrops paborsr [8] mok:azaam, YTO B
cocras T BxoasT Tpr GenxoBne CyObe¢IMHHULB, Ha-
spuaarie THC, THI m TuT. TpymsocTh BHAEICHHS
OTIIeJILHBIX CYOBeAMHAL, KOMILIEKC! 3aKJUOYAETCA B HX
IPOYAOH arperauyvd ¥ CHILAOH MOABEPXEHHOCTH O~
CTEHED HpoTeonwrnueckux pHepmentos, Kaxaymo us
TPCX CYyGBheAMHRI, B OTXEABHOCTH MOXHC IOJYYHMTh B
NPACY'TCTB KM NEHATYPAHTOB (Hampumep 83 M mouesm-
HEl [8, 9]. BoineneHnsie 6e.1xm cnoco(HBI K CaMo-
COUPKE in VItro TIpY CMENIMBAHWHE B PaBHEIX MOJIPHHX
IONAX.

TAaC -- Ca*-cBa3ywomas cyobeIMHMLIa KOMILIE-
kca. ITo ¢Boeh ¢mocobroctn c¢BsasiBath Ca®’ Gesok
aBigesca GAMXamuM pOACTBEHHEKOM NapBaibbyMu-
Ha. Monexynsipraa macca TuC 18 xIIa [1, 10]. Bemok
cocrouT N3 158 —162 aMMHOK HCIIOTHRIX OCTATKOB (B
33AFHCUMOCTH OT eyAa o0bekTa), M3BecTHA aMMHOKHC-
JoTHad rnocacgonareavHocrs THC, BHIEJIEHHOrO H3
pasHbnX McTouHnkor. M3oanexrpmyeckas touka THC
4,5 {10], Gesok HMEET B8 CBOEM COCTABE MHOTO KMCIBX
aMUHOKHCJIOTHEX OCTaTKOB —- d4CMAPATMHOBOM HM INIy-
TAMHFOBOYE KHLCNOT. BHaeeHHLIN % CKEJIETHHX
M iy, THC 06manaer yeThipbMs CEUTAMY. CBSI3HBAHUS
ABYXBJIEHTHHX KaTtuoHor |11 ]. Moneky:1a mmeer Bua
TAHTEJM, ~OCTOMT U3 ABYX IM00yIIpHHX MXOMEHOB,
COf IWHEHHMX LEHTPaIsHOM a-cnupasibo [12]. Kax-
o i mi06yaapueni gomer TaC o6paszosaa apyms EF-
hand-MoTr saMu ~— QBYMS CaWTaMH CBA3LIBAHUS NBYX-
Ba/IeHTHBY. MOHOR [1, 11]. DTw caiTii nporyMepoBa-
Hot o1 1 o IV B COOTBCTICTBMH ¢ BX IOPATKOM
PACTIONIOXEHUA Hi moaunentwadHol uenn, Caitn [ u
I B N-koHOEBOM MOOYJISPHOM XOMELHE SBASIOTCH
HEzKoAapOuHANMYE Ca “~-CBYI3bBAKIINMI CANTAMH, a
canter 1T 1w IV B C-KOHLEBOM jJOMEHE cBs@nBaoT Ca®’
¢ Gosice BRICOKOE aPUHHOCTHIO M CHOCOOHHW CBS3HI-
Bare Mg”. Caitrm III m IV mpakruveckm Bcerna
HAXOMATCA B CBA3GHHOM ¢ Mg’ cocrosHum npu duzno-
Joraveckix ycaopuax 8 Mmemue [1, 11), Cepaeunnit
TuC u3-33 HEKOTOPHX 3aMEH B AMWHBOKHCIOTHOM
MACACHOBATEABHOCTH B CadiTe [ CocobeH CBI3HBATh
ToABKO Tpu MoHa Ca® Ha momekyny [10]. Moaekysa
XAPAKTEPAIYETCH BHCOKHM COAEPXAHUEM (-CITHPAJICH,
KOI'MA caiirbl CBH3BIBAHHMS] KATHWOHOB HachmieHn Ca®’
[13, 141

THI -— MHrHGHTOPHAS CYObEeIMHHMIIA KOMILIEKCa.
MonerymapHag macca ckeaeroro THI 21 x[da, moue-
KyJia come[kuT 0roio 180 aMAHOKMACHUTEBIX OCTaTKOB
B nommnentagaol werms [1 ). Benok riodyaspHB,
HMM2ET MHOTO OCHOBHHX AMHHOKHUIJIOTHEIX OCTATKOB.
Hanaazkrpiuyeckas touka Trl 9,3 [15]. Monekyaa

cocronT m3 Tpex yacred — N- m C-XOHIEBOrO moMe-
HOB M ICHTPAJBHOrO MHIMOHMTOPHOrO permoHa. LleHT-
pajJbHAad 4YacTh MOJIEKYJIB, a HMEHHO: IENTHX M3
104—115 amuHOkMCIOTHHX ocTtaTkoB THI comepxur
MHHHMAJIBHYIO TOCJEAOBATEAbHOCTE, HEOOXOTHMYIO
I MHTMOMpOBAHMS M CBA3HIBAHMA C akKTHHOM [16].
M HrubuTopHOi aKTHMBHOCTBIO obaanaer Takxe C-KOH-
uesou peruon THI [3 ). [Ipeamonaraercs, YTO B3aMMO-
aciicrBue THI ¢ aKTHHOM SIBJMGETCS OCHOBOW MHIHMOM-
poBaHusg akToMuo3uHOBoM ATP-asm [3] N-koHuesas
yacte THI urpaer CTpyKTypHYyIO POJIE B KOMIJICK.CE U
OTBeYaeT 3a cBsA3b ¢ C-koHueBHM pomeHom THC. THI
u THC B3aUMOAEHCTBYIOT B KOMIUIEKCE JfTAUapajs-
aenapHo. C-KOHIEBO# W MHrHOMTOPHWI perHoHet THI
06J1agarOT IVIaBHOM PEryISTOpHON (byHKIMEH MOJEKY-
JK ¥ B3aUMOAEACTBYIOT ¢ N~ u C-KOHIEBHMY DErao-
samu THC Ca**-3aBncuMeiM o6pasom.

OcsoBHEM oTnuneM THI MuHOKapRa OT CKEJETHO-
IO SIBJSETCS HAJMUYHME y TEPBONO AOMOJHMTEIBHO 32
wix 33 aMHHOKHCJIOTHHX OCTATKOB B N-KOHLEBOH
06acTM, B TOM YHCJIE ABYX COCETHMX CEPHHOBBIX
ocTaTtkoB 22 m 23 wim 23 n 24 (8 3aBMCHMOCTH OT
obwekTa) [17, 18 ). QochopHgMpPOBAHAE STHX CEPHHO-
BHX OCTATKOB HIPAeT YHUKAJBHYIO POJib B PEryJIAIUH
COKPATAMOCTY CEpACUYHOM MHINIbI, yBEJIHUYMUBAs ypo-
BEHBb ee paccnabaenns [18].

THT — TPONOMHO3HMHCBA3HBAIOILAL € YbEAHHH-
ua TponoHmHa. MonekyaspHas macca 1T 33 xla
[1]. Moaekyna corepXxuT 60abIMOE K(TOYECTBO 3ap:-
XEHHHX OCTATKOB, TEM HE MEHEE HM30UICKTPHYECKAd
touka THT 6amska x meurpansHod (pl 6,5 [151
THT omocpeayeT pacnpocTpaHEHME HHIHOHTOPHOIO
3¢pdekTa uepes TM Kk cemMu MOHOMEpAM aKTHHA B
orcyrcreue Ca®*. Y, saobopor, mpu mossaeHun Ca’
3TOT MHrHOHTOpHHI 3¢dexT cammaerca. TaT — oe-
n0K acmmmerpuuHHi. Cepmeunmit THT mpubansn-
TEJBHO HA 2 HM JJIMHHEE CKEJCTHOIO, TaK KaK HMECT
yaauaenne Ha N-koHue [71].

MHInEeYHoe COKpAmIEHHE 3aMyCKAETCS IIPH CBS3bi~
Banun Ca’* ¢ Hu3KoabDUHHHME PpEryASTTOPHHME
Ca2+-cneun¢mqecxnmn casitamun TuC [19—21]. Kmo-
YEeBHM COOHTHEM TIPOLECCA COKPAMICHHR ABASETCH
Ca* -unnynupyemoe 3anmopeiicreue THC 1 Tul. Idb-
¢dexktupHas Ca’’-3aBHcEMas peryasSiMsa aKTOMHOIHO-
ol ATP-azm tpebyer Hammums THT un 1M |8
OnHoit u3 Hambosee MOPA3MTEIBHBX OCOOCHHOCTEH
AKTHBALMOHHOIO MPOLECCA B CEPACYHON MBIILIEC B/~
eTCS KOMIUIEKCHOCTh M TIPOTSKEHHOCTh (esok-Gesko-
BHX B33aMMOIECHCTBHUM, 3aMMyCKACMHX CBA3HBaHUEM
Ca*" ¢ ToHKO# (pruIaMEHTON. YHHMKA/BHbBIE UEPThi CEp-
NEYHHX M30()0pM TPOTIOHMHOB YKa3BIBAKOT Hid MX (IIe-
mucpuyeckyio poas B cepaue. CepaeuHnie niohopMul
Tl u THT He TOABKO GoJbIE MO pa3Mcpai., HO H,
BO3MOXHO, JUIMHHEE CBOMX CKEJIETHHIX AHAJIONCB. JTH
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Oesrkl MMEIOT BAXKHEE CauThl docdopiumpoBanus,
OTCYTCTBYICINME B CKEJNETHHX maodopmax [67 1.

PeryngropHme Genxy MUOPUGPUIIL! IPH pa3BH-
TVH CePASYHBIX NaTojorui. [Tockoiibky peryJasaTopHOe
3Be0 MEUO(PEOPHIIE HMrpaeT YpPE3BHUANHO BaXHYIO
poith B ee (PYHKIMOHMPOBAHUM, MOXHO BAXE a priori
OpeamoIOKHTb, WwI0 JIOOBIE, HAXe HS3HAYNTEIBHBE
H3MEHEHMA B CTPYKTYpe GEIKOROrO KOMIWIEKCA, CIO-
coflBl TIPHBECTH K CEPbE3HHM 3a00JeEaHNsa  BCETO
opraHM3Ma. WsBecrHo, uTO 8Ce Oenku pEryasaTOPHOIO
TN —TH-KOMIUIEK a4 MIEKOTIMTAIOIMX UMEIOT MHOXE-
CTBAHHAHE W30(hOpMBl, EKONUPYKYTCH HECKOJbKMMU re-
HIMU M X3PaKTEePH3yIOTCAT CJOXEOH pCTyAsSuHEd B
nepHo dMEPUOHAJIBHOTO pasBHTHA M Yy BAPOCIOM 0CO-
6w |22 —28 .

Haodopmer TuC mimokapaa 3KCOPECCHPYIOTCS U B
ckeeniion mumng, a usopopmer THI u THT cepoua
SBJUTEOTCS NPOAYKTAMA OTACTHHBIX TEHOB, OTJMYHBIX
OT HX CKEJCTHO-MEIMEYHHX ananoros [29—31]. Cep-
meunnit THl gaxe He KCOPECCAPYETCS B PETCHEPHPY-
OIMe TKanK ckenetaoi Memrae [30]. B smrepartype
MMcETCHE MHOro paldoT ro ucciaenopaHyio pom TM u
cyCrhelHIL, TPONCHUHOBOIO KOMILIEKCA B Pa3BHTHH
CepieUHO-COCYMMCTRIX TaTosormid ueaoBexa [36—39,
45, 52, 65). Mytauuu B rede TH1 ueacseka cBI3H-
BaK'T ¢ MATOTEHE30M runepTpodhuusckoil KapauoMHO-
magrau (CKMIT) [33]. Tern TuT xapTUporaH B XpoOMO-
comz lq uenosexka. Y amonew, Ooaerommx [KMII,
BEL4BJIECHO Heckonuko Mmyrauuww reHa TrT. Toudwi
MEXAHP3M JIEHCTRAS NAHHKIX MyTAOHH B Ppa3sBUTHH
3afonenaHng, a HMMEHHO: B WSMCHEHHM CTPYKTYPH
capromepd, BeayweMm K BogHmkHopeHuo I'KMII, =me-
magzcred. B ooron ke paBore [33 ] npuromyurcs JaHHHE
O HJTHUMH MHCCeHC-Myraurd B reac 2-'T'M, csasas-
aoM ¢ xpomocomoit 15 uenoseka. Eepostiio, Beaercr-
BHE JAHHBEY. MYTaAUUH MPOUCXOAUT H3MEHCHUE CTEXHO-
MeT prE. MEOGBOPHIIBE M, KaK Pe3y.TbTAT, — pa3BuBa-
ercst [KMII. Beirog o BO3IMOEHOM BKJIAAC HAHHHX
Myraned B pasBurme GOneiHM AE/raeTcs Ha OCHOBA-
HES: 1) BHUIBJIEHHH KAXIOTD CreHeTHUECKOTo aedexrta
y mecaemossHHBX OombHeix KMIT aum; 2) orcyTer-
BAS TAKHX M3MEHCHUM Y 370pOBEDY. JHIL (ob6cnemoBa-
mock Gogee 100 spopoBrix sroneit); 3) HaNWUMS CBSI3H
MeEny TKMIT m u3smesenusvu B rere THT B 60sb-
O CEMBAX, CTP3IAKINEX JTOW HACACACTBEHHOM Go-
Je3rbic; 4) ¥, HAKOHEI, TOTO, Y10 KaXao¢ u3 oOHApy-
XKCHHHX HApywieHui B reHe THT saTparmzact KOHCEp-
BATHIHHNE MOCASHOBATENbHOCTY (€nka, 4YTO B
KOHCUHOM MOXET HTOre NPHECCTH K 3HAYATE/IBHBIM
CTPVKTYPHBIM U (Py HKIMOHANBHEIM aJI&TCPAUIM.

CpaBHMTEJIBHLHA AHATIHE TOKA3HIBAET, YTO, KaK #
Yy JIML, ¢ MyTauuyaMi B TeHde (epleyHol u30(opMH
TSOKIBIX EeHEHd MUIO3UEA, Y MALMEHTOB ¢ MyTallMAMU
B reae TaT MHMOKapma CyniecTBYST BHCOKHMH PHCK

yMepetb, He goxuB g0 30 ser [34]. IIpu sToM oueHb
BHICOK MPOLECHT CAy4yacB BHE3AIMHOH OCTAHOBKH CEPA-
ma. Myrauum B rese cepmeysHoro THT mpuBOmaT K
YTONIEHHUIO CTEHOK JIEBOTO XeJaynaouka [34], xax m
HMCC/IENOBAHHHE pAaHEE MECTh Pas/MMUYHBIX MYTAUME B
reHe TIXEAHX Lenel cepaeuHoro muo3mHa [35 ] Or-
MEUaeT(sd, YTO CreleHb TUNepTpoHuH CTCHKY XEeay-
IOUYKA HECKOJBKO MEHbIIE MpH HAMUuUMM MYyTanud B
rege THT, 4eM npu TAKOBHX B IeHE TSXCJHIX IEneh
Muo3uHA. B my6aumkaumm [36] mokasaHO. UTO MKC-
ceac-MyTanusi B rede cepaeudoro THT (Arg92Gin)
ocsabiseT COKPaTMMOCTh MMOKapaa uesosexa. Haubo-
aee uacto npu I'KMII oOHApyXHBAIOTCS My TALZHM B
resax Taxennx neneit muosuna u THT [36]. Cornac-
HO [34], npubausurensHo 30 % I'KMII Brissisaerca
MyTaIUsAMH B TE€HE TSXENNX Uenei MHosuaa, 15 % —
myTtauuamu B reHe THT u Tonsko 3 %, — MyTamusMH
B reHex-TM. JlaHHBE SIOHCKHX HCCAEHOBATENECH, Of-
HAKO, CBMACTEJIBCTBYIOT B IIOJB3y Oose¢ BEICOKOTO
npouenta cayyaeB 'KMII, cBsisaHHBIX ¢ MyTaUMsIMH B
reie q-TM (oxono 5 %) [38]. B aruit xe pabote
OTMEUEHO, YTO pa3jIMyHblE MyTamuud B rede «-TM
MMEJM YAMBHUTENILHO CXOTHHE KIUHWUECKHE 1ipOsIBie-
Hud. Takoe ONMHAKOBOE HEHCTBME MYTAIlMH MOXET
oTpaxaTth OOWMI BHYTPUKJAETOUHBIM MEXaAu3M, MC-
CPEICTBOM KOTOPOrO HAPYMICHHS TOHKOM (LM1aMEHTH
3aMyCKaOT KJIETOYHYIO rHneprpoduio. C yKa  aHHEIMHA
MYTalUsiMHA ¥, KaK CJICHCTBHE, BOSMOXKHDIMU M3MEHE-
HHUSIMH CTPYKTYpH -TM wucciaenoBaTc.iM CBSI3HIBAIOT
MOBHIIEHHKI YPOBEHb AHTHTEJ B CHIBOPOTKAX MALM-
eatoB ¢ 'KMII.

o cHx nop oCTaTCa HEM3BECTHRHIMA MEX3HNA3MHI,
JeXamue B OCHOBE MyTalMil I€HOB, KONUPYIOLINX
capkoMepHuie Oenkn. KpoMe MyTanuii B reHax Coxpa-
TurenbHHX OenkoB, I'KMII, BO3MOXHO, BO3HHKACT
KaK pe3yapTaT HApPYHMICHMH B SKCIPECCHU OTAENBHBIX
n3odopMm TuT. Hanpumep, y MOPCKHX CBHHOK MMEIOT-
cs ueThpe u3odopmu cepaeunoro THT, or THT; no
THT,, Ha3BaHHEE O MEPE YMEHBIICHUS MOJEKYJISIp-
HOM MaccH [39]. Ilpm HMCKYCCTBEHHOM HMEIYKUHH
TKMII y 3TuX XHWBOTHHX Ha 3jekTpodoperpamme
6 3ameuen oruersuBHi capur THT, u THT, B
cropony 6onee aerkux THT; m THT,. OTHOCHTEI-HO
cepaeusoro THI B 3TOM X€ SKCIIEPUMEHTE 3aM 4Cas
ysEeAMUEHHE WHTEHCMBHOCTH IOJOCH AaHHOTO Geska
Ha aekTpodoperpaMmMe. ¥ MOPCKHX CBHHOK H3BECTHA
TospKO omHa u3odopMma THI. ¥V mromeit ¢ BpPOXKAEHHbBIM
MOPOKOM CEpAlfa TaKXe OTMEUYEHO HApPymECHHE HOD-
MAJIPHOH 3KCIPECCMM COOTBETCTBYIOLIMX H30(opM
THT B cepmeusoit Mumue [28]. IlomoGHO cepauy
MOPCKOM CBMHKM CEpALE UEJIOBEKA SKCOPECCHPYET ue-
Thipe wusopopmu THT (THT,—THT,), 8 KOTODHX
pasnuunsd B AMHHOKHUCJIOTHOH MOCJENOBATENRHOCTH
SBASIOTCS PE3YJIbTATOM AJBTEPHATHBHOTO CILIAWCHMHIA
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MPHK. Kak u y Apyrux MUIEKONHUTAIONINY, IKCIPECCUS
nacpopM cepaeunoro THT y uemoBeka meeT BHICOKO-
passmrylo cucremy peryaauua. TRT, B ocHOBHOM
IECOPECCHPYETCT B IMOPHMOHANBHOM MNEPUONE pPA3BH-
THH M B OMCHBb HU3HAUMTEIBHOM CTENEHM — Yy B3pOC-
JIOTO USJIOKEKA. T sOKEeable HAPVHISHHSI CEDISYHOM aes-
TENBHOCTY MOTYT OBITEH CBA3aHLI ¢ MOBHUIEHHOM 3KC-
npeccucit THT, B Muokapne [28]1. Ilpm
MHOKAPOMAIbHBX HOPAXEHASX Y UENOBEKA BO3MOXHO
YACTHWHOE paspyiIeHue CTPyKrypol mnohubpuans u
BCUIO KapKUOMHMOUHUTA. Peaya»raToM No;I06HOrO pas-
pyIIeF M HBJASETCHS HOCTynjenme 6eJKOB MHMOLMTA B
KpoBsioe pycao. Hekoropbie ¥E HMX BRICTYIAIOT Map-
KE€paMd MHOKAPAMAIBHONO UOPAXKEHHA. [IpM HIISMH-
yecKaii 60J1e3HM CepAlld TAKMMNA MI.PKEPaMH SBJISIOTCS
MHOTIXOHE, W30ZH3UM KpeatwH-kuHAa3sl CK-MB u
cepxevHbie THT u Twal [29, 40]. Mwuorno6un — Ge-
JIOX, KOTOPHIH NOBONBHO PAEQ BBIXOIHT B KPOBOTOK
opd JCTPOM HMH(APKTE MHMOKApaa. JTOT MapKep He-
Kpui3z MEOKApPOa JOSIBASISTCS B TEUEHHE TPEX YacoB
nocae Havaga sadonepaHms (39]. HemocraTkoM ero
KaK MapKepa ABI4ETCS Hasinuue OeKa U B CepIeuHon,
M H CEEJCTHOM MbImLaXx. M303H3HM KpeaATHH-KHUHA3BI
CK-MB — Gosiee npueMaemsbiit MApKep B OIpenese-
HHII OCTPON0 HMB(HAPKTA MWOKAPKE, HEXECJHM MHOIVIO-
6ur. OH Ofanaer TAKWMH EOICTBAMHM, KAK BBICOKAs
CreIpnpUUMOCTh 14 UyBCTBHUTE.THHOCTD JJIS IMOCTAHOBKH
ouareosa (42]. B Tto xe BpeMst Oe/IOK TOSBJISETCS
caycrst 8-~12 u nociIe BpoaBJICHINS CAMIITOMOB Gose3-
HE [43] B vakXe He SBJISETCS Kap aocrienupuuecKum
[44]. TToaroMy HOHSTEH MHTEPEC B IIOJYYEHHH Kap-
puocnemnduueck ix Mapkepos, takux kax. THI u THT.
[poTus atux 6€1K0B MOXHO T10JYYHTH MOHOKJIOHAJIb-
Hbl? AHTHTSJI4 C OUEHL HM3KOM HEPCKPICTHOM peak-
THRHOCTBIO € COOTBETCTBYIOUITMHE M30(ojMaMi B CKe-
Aevdoit Munmie [45). THC me Moxer GHTH Kapauo-
CHCHMPHIZCKHM MAPKCPOM TOPEKCHHUSY CEepaeYHOM
MEVILBE, DOCKONLKY €ro AMHHOKHUCJIOTHAA ITOCIEROBA-
TEJIBHOCThL MICHTMYHA B CKEJETHHX H CEepaeyHOM
mruniax [46 1.

T'4T -~ BHCOKOUYBCTBUTEJIHEH Mapkep mopaxe-
HIM MHMOKAPOA OPH OCTPOM RME(PAPKTE 1 HIIEMHYECKHX
nopakennax cepuua [40]. ITokaszaHO, UTO MALMCHTH,
CTPANdIOIWNE HINEMHEH ¥ MMEWINWES BHICOKMH YPOBEHD
cepmeuHore THT B KpPOBH, XapakTEpU3yKOTCS OUYEHbD
IUTOXAM IOTHO30M, Y poBeHb cepacynoro THT, m3me-
peHHbId E reyeHHe 2 4 TMOC/IC VIO$BJICHHA CHMIITOMOB
3afiomeBalis, ARISETCH MOIGHMM HE3ABUCHMBIM Map-
KE[)OM A9 BHISIBJECHUS JIMO ¢ OCTPHIM P IEMHAUYECKAM
cangpomom [47]. B kpatkom 063ope pomr THT kak
MaDKEpa MUOKAp MaJbHOrO mopaxxeHws |48 ] momuep-
KB !'Thl OCODEHHO EHHHWE CBOWCTBA Oe/IKd, TAKHE KAK
KAPTHOCOSUMMUUHOCTE M IJIMTEIBHOCTD HAXOXACHHUS
B KPOBIHOM pycre. Y xaereii, Kak M y B3pOCJIHX,

MOBHIIEHHME YpOBHA cepaeuHoro THT B KpPoBHM CBHIE-
TEJBCTBYET O TSXKEJHX MOpakeHusx mumokapaa [49]
Umerorca manHme o6 ocBobGoxaeHumu B XpoBb THT
nocae nepecagkyu cepaoua [50]. Cepneunsiit THT otne-
JSEeTCSd OT TPAHCILIAHTATA B TEUEHHE TEPBHIX TPEX
MecsLeB nocsae nepecagku. B pabore [29] usyyanu
B3aHMOCBSI3b MEX/y MOBHIIECHUEM YPOBHS CEPAEYHOTO
TuT B XKpoBM M BO3MOXHBIMM BHE3aITHBIMHK HapyIle-
HUSIMH Npu 60/1€3HM KOpOHApHEIX aprepuit. Ilpm no-
BHIIEHHOM ypoBHe THT B KpOBM YBEJAHUHBACTCH BE-
POSATHOCTh BHE3AMHHIX CEPIEUYHBIX MPHCTYIOB.

W3zn0XEeHHHE BHIIE JAHHLIE HEOMPOBEPXHUMO CBH-
JAETENbCTBYIOT B MOJB3y TOro, uro cepaeussi THT
ABJSETCd MHAMKATOPOM MOPAaXEeHWH MHOKapas mnNp#
pasauuHeX natojoruax cepaua. Kpome THT, mucop-
MAaTHBHHM MAapKEpOM CEPAEYHHX 3000/1€BAF’: & SBJISA-
erca u cepmeunntit THI [30, 31, 51—54 . B paGote
[51 ] npoBeneHO cpaBHEHHME 3HAYeHU# cepaeyHbix THI
u THI y ogHOM ¥ TO¥ Xe rpynnsi JIOAeH, CTpafarommx
60/1e3HBI0 KOpPOHApHHX aprepuit. O6Hapyxena Gaus3-
Kasg Koppeasuus mexny 3Hauenuamu THT u THI, 410
MOATBEPXAAET NPEONOJOXEHHE Of ONHOBLEMCHHOM
MOBHIILIEHUM YPOBHS 3THX MAapKepoB BO BpEMd pa3By-
THS NATOJOTMUYECKUX IMPOLECCOB B MHMOKAPLE.

Ipy HMHAYLUMPOBAHHON HMIIEMHUYECKOH O6o0se3Hn
CEpALIA y KPHIC B CBIBOPOTKE KpPOBM RAGJIONAIOCH
HAJIMYHEe TAaKuX OEJKOB, KAK JIETKHE MEMP “HO3MHA,
o-akTUHUH U ceppeunbit THI (a takxe C-XOHIIEBO#H
¢parment THI) [53]. ABTOpHI OTMEUYAIOT, UTG B CEPA-
e, MOpaXEHHOM HIeMHel, 3aTpParuBajTCd Kak
CTPYKTYDHHIE, TAK M PETYJSTOPHLIE BEIKM CapKoMepa,
BO3MOXHO, BCJIEACTBHE MX pa3pymeHds u/Man oTie-
JeHuss ot Muodpuaamenthl. Hamuume C-xOHLEBOTO
¢dparmedTa THI B KpOoBHM MOXET CBHACTEJBCTBOBATH
MMEHHO B MOJb3y paspymenuss 6ejka B pe3yJbTare
MIIEMHYECKOrO mopaxeHusi. Pa3Hble aBTOpH OTMEYa-
IOT KOpPPEJSLMIO TEUEHHs CepAeYHbiX MaTIIOTUV C
NOCTYIUIEHHEM OMNpENe/JCHHbBX OEJKOB B KPOBOTOK.
a-AKTHHUH Tepaercs MuohUIaMEHTON JaXe MpHU Jer-
KOM TCUEHHMH WIIEMHH, TIXease (GopMsl O0ne3Hu
HABGIIOHAIOTCS NpH OTAEACHHH JIETKMX LEMEH MHO3HHA
u cepaeynoro Tul. Ilpu paspymennn C-konua THI n
N-KOHIIa JIETKMX IeNel MHO3MHA HAOII0TaeTCs HaMe-
Henue Ca’*-uyscTBuTenpHOCTH MuOodmramcHTE Cre-
uucduuHocTe cepaeunoro THI mas onpenmererus mMuo-
KapAHaAbHOIO MOPAXEHUS MOXET OBITh 1K€ BHIIIE,
yeM cepaeurnoro THT [§5]. Ilophmenue ypoBEs
neunoro THI HaGaonaeTcs mpu TOPaXEH Ak MHOKapaa
M OTCYTCTBYET y MALMEHTOB C OCTPHIM MJIM XPOHHYE-
CKMM mopaxeHueM ckejgeTHux muinn [30]. Cepaeu-
Heii THT, XoTd ¥ gBAgeTCS UyBCTBHUTEILHHM MapKe-
pOM MHOKAPAMAJIBHOIO HEKpo3a, MNpOSs/JAAeT MEHbIIYIo
crnemugpuunocTs [56 1.

B mameit nabopaTopuu B TEUCHHE pAda JET M3Yy-
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YaeTCs. BOZMOXKHAA POJb MSMEHEHHS COKPATHTEJIbHHIX
0e/IKOB MHOKApAA B PA3BHTHM NHIATAITHOHHOM KapAH-
omionatem (JIKMII) — Taxea0ii cepaewHOM maToJo-
I BESICHOW HTUOJIOTHH, XaPaKTepa3yIoLicicsa pacmu-
PEHHEM JIGBOTO XEIYOOYKa, THOEIbKY KAPIAOMHUOLH-
ror u uliposom mmokapma. M3 Bcex M3BECTHHIX HA
ceroars  xapmuovumomaruin JKMIT pacupocrpanena
HanGonee mHpokn, BolesHes uaime Bcero mopaxaer
JVI, MYX:CKOTO 110714 B TPYHOCIIOCOOHOM BO3pacTe
0—30 1er). B 75 9% cayyacs Go/I¢3HE IPUBOIUT K
cueprr B reuenue § ger [58]. IIpemmonaraercs, uro
LKMII Moxker GuiTh CHEOCTRHASM PSA& MPAYMH — KaK
H4 YPUBHE «IIOJIOMOK» FEHOMA, TaK U OenkoB Muoput-
pr.uth. (DAKTH, HAKOIUICHHHE B NOC/ACAHEE BpeEMd,
OCCCIIOPHC CBHAETENLCTBYIOT B NOJb3y YyYacTHs
ay~OMMMYIIHEIX IPOLECCOB B Pa3BATHH JJAHHOH 11aTO-
aorus. CornacHo mocnaemHeit wkiaaccuukanum BO3,
onnoli M3 npwury Boauukeosernus JKMIT asasiorcsa
MMy HHBE HapyrieHns [72 ). Haxr une ayroanTuren K
cepaevHoMY MHO3HHY M akTmHy ripu JJKMIT Ha ceron-
Hs HE BH3bBaer comHeEna [61—-63]. Hamm Takxe
yCTaEOBACHO, 4yTe B oranuve o1 TKMII, npu kotopoi
Halimomarorca Myrtauum B rede o-TM m, Kak ciaencr-
Bu¢, TIOBLIMAETCH YpPOBEeHL aHTH-¢-TM-antuten, B
CHIFOPOTKAX Kposy Gonvaeix JIKMIT unpkymmapyomux
ayroanTurea K o -TM npakrayeckm He oOHApyXeHO.
3710 moxer OHTE pPE3yJbTATOM OTCYTCTBHS CYIIECT-
BEHHLIX CTPYKTYpHHX uaMeHeHul g-TM npun JKMII,
Cc10coCHBE X IPUBONMTH K M3MEHEHWIO 20 MMMYHOTEH-
gocTte [64 ].

Ha ceromHs He BHSBLCHO MEKAKHX MYTAanHi B
rewe 2-TM npu JKMII. TponoMuosue — ype3BHYai-
HO KCHCEpPRaTHBHLIH 0CI0K, ero CTPYKTYpa | MOCHEmO-
BATEIFHOCTD AMMHOKHCJIOTHHX OCTATKOB B MOJIMIEN-
TIIHRK LEMEX MAJ0 YeM COTJIMYAKTCS APYT OT ApYra
Yy MIIOB, (DPHJIOTEHETHHMECKH JIAACKO OTCIOSOIAX APYT
or napyra. BepostHee Bcero, TM He gsasercas Mu-
MCHBK) UL AYTOWMMYHHOM arpecCiM npy AWISTAHA.
311 KOCBEHHO MOITBEPKAACTCS MPAKTHULCKH MOJTHBIM
OTLYICTBHEM B JIUTEPATYPE SAHHBIY CTHOCHTEJIBHO
HAwidd IUAPKYJIHPYIOMAX ayToaHTHTE) K TM mnpm
CefmeYHO-COCYQUCTRIX maronoruax. ViMewrcs my6am-
Kagy 1o ofHApYKEHHIO AYTOABTHTEI XK AAHHOMY
027Ky upM ocTpeit peBMATOMAHOM suxopaike [65]. Ho
Bonpoc o pomu T B passyrun pagnoro 3abosieBaHUg
OC1aeTCH OTKPHITHM, TAK KAK ZMHHOKHCIOTHAS IIOCIE-
AOBEATEABHOCTD M Z-CIIMPATILHAR CTPYKTYypa Oenka M6
KNETOUHOH CTEHKE CTPEITOKOKKA HMEET BBICOKYIO I'O-
Mciormio ¢ TM m muozuaom. K Tomy xe aBropsr [66 ]
HEeNAFHO COOHADYMHMIW MHOXKECTBCHHBIE SIHTONB Y
agTuTea K M6 Geyky, mepexpecTHO pearvpyIomue | C
TN, # ¢ MRO3HHOM MHOKApQHE.

UYro npoucxosuT ¢ GeaKaME TPOOOHIHOBOIO KOM-
mnekce mpa JIKMII, ewre »:peacrour BeiuCHUTH, lpm

MHOKAPANTAX NOBHINAETCS YPOBEHb ceprevyHoro THI B
CHBOPOTKE KpOBH, npuuem THI saBasercas B gaHHOM
cay4yae JIy4IDUM MapKepoM MHMOKapAMaJIbHOIO Mopa-
XEHNd, YeM KpeaTuH-KuHa3a [52]. [Topmmenue ypos-
Ha THI HaGniopaeTca B TEYEHHE MEPBONO MeECATA C
MOMEHTA PAa3BUTHS MHOKADAUTA. Y YUTHIBAS, UTO MHO-
KapauTh yacto tpaHcdopmupyroorcs B JRKMIT [68],
MOXHO NPEATIONIOXUTH, UTO H3MEHEHHUS PETyIATOPHbIX
6E/IKOB COKPATHTEJBHOIO ANNnapaTta MHOKApAa MrpaioT
HEe mocjaegHol poab B passutum JKMII. Umetorca
NaHHBE O HAJAYHMH B CHIBOPOTKAX KPOBH OOCSLHBIX
BHICOKHX ypoBHei cepaeunoro THT [69]. IloBuimenue
KOHLEHTPALUMH 5TOr0 OeJKa B KPOBM Y TIALZEHTOB C
JOKIIM cBUAETENBCTBYET O MHUOLMTAPHOM HODAXCHUH,
Maseiimne HaApyIIEHUHS B CTPYKTYpe U (byHKIMOHHpO-
BAHMH TPOIOHWHOBOTO KOMILIEKCA MOTYT VD#RECTH K
CEpbe3HHM MOCAESACTBHSIM B pabore MUO@UOPs/UHL 51
muoKapaa B uesoM., Hcciaemosanue 31mx GeaKOB #
BhigsCHEHHE uX poad B pa3sutuu JJKMII »oxer mpo-
JIUTH CBET HAa BONPOC O BO3SHMKHOBEHHS ITOH MATOJO-
MM H OOJErYMTh MOHUCK AHTHTEHOB-MHUIICHCH IIpH
OAaHHOM 3a607€BAHHH. DTO MOXET CJIYXHUT: HALERAY C
JaJbHEWIIHM YIVIyOJIEHHHM H3ydYeHHueM MHO3uHA KaK
ayToanTtureHa npd passutun JKMII xopomwei Gazoi
I8 pa3paboTKH AMATHOCTHKYyMAa paHHEH CTaguM yKa-
2aHHOW MATOJIOTMH, A TAKXE AJA MOMCK: HOBHX TIOK-
XOZIOB B €€ JICUCHHWH.

O. M. ®edopxosa, JI. J. Cudopux

CrpykrypHO-(DyHKILIOHANBHI 3MiHM  POMOMiO3MH-TPCHIOHIHOBOIO
KOMILIEXCY PETYNSTOPHMX OLIKiB KapHioMiouMTy ITPY POIBUTKY

CEpUEBMX MaTONOFiH

Pestome

3pobreno 0zasd aimepamyprux ma OMpUMIHLX QGO aMY OaHUX
BIOHOCHO MOXNUBOL DONi KOMNAEKCY pecyasmopHux Ginkie mio-
Gibpunu xapdiomioyumy ( ponomiosuny ma MpONOHIHIE) npi
PO3BUMKY Cepuesux namonozii. PoseaaHymo 3Hauenia mpoiomio-
3uHy ma mponowinie y namozeHesi Ounamayitinol xapdiomionamin.

O. M. Fedorkova, L. L. Sidorik

Structural and functiocnal modification of the regulatory tropomyosin-
troponin protein complex of cardiac myofilaments during heary
diseases development

Summary

The review summaries literature and authors data ohout the role of
tropomyosin and troponin complex from cardiac myofilamenis
during heart diseases development. The role of tropomyosin and
troponins in dilated cardiomyopathy pathogenesis i'as discussed.
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