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Pa3BuTHE MONEKYISPHOM TCHETUKH YeJIOBEKa B IOCIIE/IHEE JICCATHIETHE KOCHYJIOCh U TEHETHYECKHX
aCIIeKTOB PETryJISIMU U (YHKIIMOHUPOBAHHS MPOBOJSIICH CHUCTEMbI cepaua. KOMIUIEKCHBIH aHaiu3 co-
MIOCTABJICHUS TeHETHYECKUX U KIMHUYECKUX JTaHHBIX IO3BOJIAET CUMTATh, YTO CYLIECTBYET MPsSIMasi CBSI3b
MEXIy TeHETHYEeCKHM Ae(EKTOM, OCOOGHHOCTSIMU KIMHMYECKOW KapTHHBI M MPOTHO30M 3a00JIeBaHUS.
Oco0blii HHTEpeC MPECTaBIAIOT OSMKH KOHHEKCHHBI, KOTOPBIE B HACTOSILEE BPEeMsl pacCMaTpHUBAIOTCS
B Ka4eCTBE OJJHOTO U3 KIIOYEBBIX MOJEKYIIPHBIX CyOCTPATOB MEKKIJIETOYHOTO IIPOBEIECHHS HMITYJIHCOB.

KuroueBrble ciioBa: mapokcu3manbHasi perunpokHas AB y3noBas Taxukapans, KOHHEKCHHEI, Te-
HEeTHKa 4eJIOBEKa, FeHbI-KaHIUaThI.

CepaeuHo-cocy1ucTble 3a00JIeBaHUs 3aHMMAIOT IIEPBOE MECTO B CTPYKType 3a00-
JIEBa€MOCTH U CMEPTHOCTU HACEJIEHUs OOJIBIIMHCTBA SKOHOMUYECKH PA3BUTBIX CTPAH.
[TapokcusmanbHbIE CyNIPABEHTPUKYIISIPHBIE PELUIIPOKHBIE TAXUKAPANUU SABIIOTCS Hau-
OoJiee pacIpOCTPaHEHHBIMU HapyIIEHUSMH PUTMa CEpJLAa U COCTABIIIOT OKolo 85%
OT BCEX CYIIPABEHTPUKYJIIPHBIX Taxukapaui. IlapokcusmanbHas penunpokHas AB y3-
J0Basi TaXMKapAus OlHAa U3 HauboJiee YacTO BCTPEUAOIIUXCS TaXUKapUi, Ha OO pe-
LUIIPOKHOW AB y310BoM Taxukapauu npuxogurcst 85% BcexX CyNpaBEeHTPHUKYJISIPHBIX
apUTMUil, IpU YCJIOBUY UCKITIOUEHUST GUOpMILTALIUY IIpeacepauid. B ocHoBHOM GoseroT
KEHILMHBI, COOTHOLLEHUE COCTaBisieT 3:2, Haubosee TPYAOCIOCOOHOIO BO3pAcTa, Bbl-
paKCHHBIE KIMHUYECKUE MPOSIBICHUS IPUXOAATCS Ha Bo3pacT oT 28 110 40 jer.

CocrosiHre MOJIEKYJIIPHON I'eHETHKH Y€I0BEKa Ha COBPEMEHHOM ATaIle 03BOJISET
PELINTh MHOTHE aCMEKThl PEryIAMU U (YHKLUHOHMPOBAHMS MPOBOISLIEH CHCTEMBI
cepaua. B Hacrosiiee BpemMs MICHTU(ULIUPOBAHbI I'€HbI, OTBETCTBEHHbIE 3a TAKUE 3a-
OoJsieBaHUs Kak CUHIPOM yaiauHeHHoro untepsana QT, ykopouenHoro unrepsana QT,
cuHapoMsl bpyranel, cemelinbie Gpopmbl cunipoma WPW u T.71.

Ponb reHeTH4eCKOro KOMIOHEHTA HE OIPAHMYMBACTCS TOJILKO HEMOCPEACTBEHHBIM
BIIMSHUEM Ha THONATOreHe3 3a00J1eBaHMs, HO U BIMSHMEM Ha METabO0JIU3M JIeKapCT-
BEHHBIX CpE/CTB. BbIABIIAA ansienbHble BapUaHThl T€HOB, OTBETCTBEHHBIE 3a METabo-
JIM3M JIEKapCTBEHHBIX CPEACTB, MOXKHO NPOTHO3UPOBATh UX IPPEKTUBHOCTD, U30ETaTh
HeXeJaTeIbHbIX 3P (PEKTOB, MAaKCUMATIBbHO 3()(HEKTUBHO OKa3aTh IIOMOIIb MAIIHEHTY.

Takum 00pa3oM, aHAIM3 MOJICKYJISIPHO-TEHETUUECKUX ACIEKTOB MPEIPACIIONOKEH-
HOCTH Pa3BUTHS MAPOKCU3MAIBHON pelunpokHOil AB y3710BOH TaxuKapAuK MO3BOJISIET
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B JaJbHEUIIEM YCOBEPIIEHCTBOBATh METOIBI PaHHEH IMArHOCTHUKH, MPOQHIAKTUKI
1 3(p(peKTUBHOTO JIeUeHHsI JTAHHOTO 3a00IeBaHMS.

B kayecTBe OJHOro M3 KIIOYEBBIX MOJIEKYJSPHBIX CyOCTPAaTOB MEXKKJIETOYHOI'O
MIPOBE/ICHNs] IMITYJILCOB PACCMATPHUBAIOTCS OeNIKM KOHHEKCHHBL. OHU OTBEYAroT 3a o0ec-
MICYCHNE MEKKIICTOUHOM CBSA3U TIOCPENCTBOM TU(PQPY3UH MAIIBIX MOJIEKYJI, HEOOXOIUMOI
JUISL YCWJICHHSI AJIEKTpUYECKHX UMIYJbcoB. LlleneBbie coequnenus oOHapyKUBAIOTCS
MPAaKTHYECKH BO BCEX THIAX KJIETOK. briaromapst n30upaTenbHOM SKCIIPecCHn KOHHEK-
CHHOB B IPOBOJISIIEH CHCTEME CEpAlla POBOIAIIAS TKAHb OKA3bIBACTCS HIEKTPUIECKH
W30JIMPOBAHHOM OT KapIIMOMHOIIMTOB U CIOCOOCTBYET KOOPIMHHPOBAHHOMY BO30YK-
nennto [1]. B Hacrosiiee Bpems u3BecTeH 21 KOHHEKCUHOBBIN I'€H B YEJIOBEUECKOM Ie-
HoMme. KapimoMuonuThl SKCIPECCUPYIOT KOHHEKCUH-37, KOHHEKCHH-40, KOHHEKCHH-43,
KOHHEKCUH-45 U KOHHEeKCHH-46. [IpoBoasimas cucreMa cepaua MICKOIUTAOIUX CIIe-
IUQHUIECKN dKCIpeccupyeT KoHHeKcHH-40 1 KoHHeKkcuH-45. B kierkax cucremsl ['u-
ca—IlypkuHbe yenoBeka HauOOJBIYIO POJb UrpaeT KOHHEKCHH-40, KOTOpBIii obecrie-
YHBAET BHICOKYIO CKOPOCTh IPOBENICHHUS UMITYJIbCa K KapIuOMUOLIMTaM. B TkaHH y3110B
MPOBOJIAIIEH CHCTEMBI CEep/lla KOHHEKCMHOBBIE OEIKH JKCIPECCHUPYIOTCS XYXKe, YeM
B JIPYTHX OTZENaX MPOBOJSIICH CUCTEMBI, M 3TUM OOBSICHSAETCSI MEJUICHHAsI CKOPOCTb Tie-
penadv UMIyYJIbCOB B CHHOATPHAJIBLHOM M aTPUOBEHTPUKYIIIPHOM y371ax. B HacTosimiee
BpeMsI UMEIOTCS JaHHbIE 00 acCOLMAIMU JIOKAIBHOTO CHIKEHHS SKCIPECCHU KOHHEK-
crHa-40 B pa3mUUHBIX OT/AENAX MPEICepAnil ¢ PUCKOM pa3BUTHUS (GUOPHIUIAIMN Tpe-
cepauii [3]. B akcnieprMeHTax Ha MOJIENTH «HOKAyTHPOBAHHBIX) MBIIIECH MOKA3aHO, YTO
CYIIECTBEHHOE CHID)KEHHE YpOBHSA KOHHEKCHMH-40 ¢ HapylieHHeM ero BHYTpUceped-
HOU JIOKaJIHM3aIiK, 00yCIOBICHHOE BBEJICHHEM MHAKTHBUPYIOIIEH MyTalllu B T€H €ro
TpaHCcKpUNIHoHHOTO (hakTopa HF-1b, 3HaunTEIFHO YBENMUUMBAET CMEPTHOCTD JKUBOT-
HBIX, CBS3aHHYIO C KETyJ0UYKOBBIMHI TAXUAPUTMHUSIMU M aTPHOBEHTPUKYJISIPHBIMU OJIOKa-
JIaMH TIPH OTCYTCTBUHM MOP(OIOTHYECKUX U3MEHEHUH B cepte [2, 4]. Takxke ycraHOB-
JIeHO, 4TO oauMopdu3m reHa SP4, SBsroerocst ToMOJI0roM reHa TPaHCKPHUITIIHOHHOTO
¢akropa mbimeir HF 1b, accotumpoBan ¢ 31neKTpoQH3HOIOrHIECKUMH OCOOCHHOCTSIMHU
MPOBOJIAIIEN CHCTEMBI cepala y O0JbHBIX ¢ cuHApoMoM WPW.

Takum 06pazom, I MPAKTUIECKOW U MPODUIAKTHYECKON METUIIMHBI MTPEACTaB-
JSIET UHTEPEC MOUCK MeHOB-KAH/IUIATOB, KOJUPYIOUINX OEIKH KOHHEKCHH-37, KOHHEK-
cuH-40, KOHHEKCUH-43, KOHHEKCHH-45 1 KOHHEKCUH-46, 0COObI MHTEpEC MPEACTaBIISIOT
KOHHEKCHH-40 W KOHHEKCHH-45, SKCIpecCupyromuecs: KIeTKaMHi MPOBOSAIICH CHCTe-
MBI CEP/IIa, ACCOIMUPOBAHHBIX C PUCKOM PA3BUTHS PEIMIIPOKHBIX AB y370BBIX Taxu-
KapAui.
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In the last decade developing of human's molecular genetics has also touched genetic aspects of
regulation and functioning of heart conducting system. The complex analysis of comparison of the genetic
and clinical data shows the existence of a direct link between the genetic defect, features of a clinical pic-
ture and the forecast of disease. Fibers of connexin which are now examined as one of the key molecular
substrate of intercellular pulse transmitters represent a particular interest in this area.

Key words: atrioventricular AV node reentry tachycardia, connexins, human genetic, gene-can-
didates.





