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AnHotanus. Oubpmuanus npeacepanii — HanboIee paclpoCTpaHCHHAS TaXHAPUTMHUSA, 3HAYUTEIHHO
CHIDKAIOMIass pabOTOCIOCOOHOCTh M Ka4eCTBO KHU3HHU O0NBHBIX. HeCMOTpsl Ha 3HAUNTENBHBIN MPOTpecC B Jiede-
HHUH TAIHEeHTOB ¢ GUOPMIUISILME Tpecepanii, 3Ta apUTMHsL OCTAETCsl OJHOW M3 OCHOBHBIX MPUYUH UHCYJIBTA,
CepIeYHON HeTOCTaTOYHOCTH, BHE3AMHON cMepTH B Mupe. J{J1s Toro, YT0ObI YAOBIETBOPUTH PACTYIIHH CIIPOC HA
3¢ (GHeKTUBHYIO MTOMOIIb OONBHBIM ¢ (GUOPHILISIIKEH Tpeacepauii, HoBas UH(GOPMAIIHS TOCTOSIHHO CO3aeTCs U
nyonKyercsi. B OoJbLIIMHCTBE CilydaeB 3Ta apUTMUSI SBJISIETCSI BTOPHYHOM M pa3BUBaeTCs Ha poHE KaKkoro-iuodo
3aboneBanus. OJ1HAaKo, 10 MeHbIei Mepe, y 1/3 GONBHBIX 3THOJIOTHIO QUOPHILIALIMEH peACepAni YCTaHOBUTh
He yaaeTcs. B aTux cirydasx roBopsAT 00 MIMONaTHYECKON WM NepBUYHON GuOpmusnuei npeacepani. [Ipen-
TroJIaraeTcs HacJeICTBEHHAas: 00yCIOBIEHHOCTh 3HAUYUTEIBHON YaCTH CIy4aeB MIMONATHIECKON (GUOpHiIIsInnei
npeacepanii. OMHAKO U P BTOPUIHON PHOPHILIAIUCH MTpecepAnid He UCKITIOYACeTCs HACTCICTBCHHBIH KOMIIO-
HEHT, TTOCKOJIbKY Y Pa3IMYHBIX MAIIEHTOB MPH OJMHAKOBOU TSHKECTH IIEPBUYHOTO 3a0oneBanus GpuOpmisren
mpeacepaAnii BOSHUKAET JajeKO He BCeraa. DTO OTKPBIBACT MEPCIIEKTUBBI MPOTHO3UPOBAHUS, MPO(PMIAKTAKA U
JedeHNsI TaHHOH (OopMBI GUOPHILIAINY TIpencepanii. B manHo# paboTe pacCMOTPEHBI IUTEPATypHBIE TaHHBIE O
TEeHETUYECKUX MEXaHM3MaxX MepLaTeNIbHOW apUTMHHU. Pe3yipTaTsl 3THX HCCIeNOBaHUI B OyaylieM MOTYT BHe-
CTH BXHbII BKJIa]| B JIeYCHUE U MPOPHUIAKTUKY HUOPHILISILIUK IPEACEpIHi.

KitoueBbie cioBa: QuOpHILIAIS peacepanii, HaciaeAcTBeHHas GUOPHUILTALINS TTPeICepIni.
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Abstract. Atrial fibrillation (AF) is the most common tachyarrhythmia, significantly reducing the effi-
ciency and quality of life of patients. Despite significant progress in the treatment of patients with atrial fibrilla-
tion, this arrhythmia remains one of the main causes of stroke, heart failure, sudden death in the world. In order
to meet the growing demand for effective care for patients with AF, new information is constantly created and
published. In most cases, this arrhythmia is secondary and develops against the background of any disease.
However, at least 1/3 of patients the etiology of FP is unknown. In these cases, talk about idiopathic or primary
AF. Hereditary conditionality of a significant part of cases of idiopathic AF is assumed. However, in secondary
AF, the hereditary component is not excluded, since in different patients with the same severity of the primary
disease, AF does not always occur. This opens up prospects for the prediction, prevention and treatment of this
form of AF. In this paper we consider the literature data on the genetic mechanisms of atrial fibrillation. The
results of these studies can make an important contribution to the treatment and prevention of AF in the future.

Keywords: atrial fibrillation, hereditary atrial fibrillation.

I'enetnueckue uccneaoBanus guopuriayuu npeocepouti (PI1) nMeroT 2 OCHOBHBIX HAIIPABJICHUS:

1. BeisiBeHHE TEHOB, MyTallud B KOTOPBIX MPUBOAAT K BOSHUKHOBEHHIO apUTMHH (HACIEJOBAHUE TAKUX
MyTalMi TPOUCXOJUT MO KIACCUYECKOMY MEHEIEBCKOMY THITY ).

2. I/I3yquMe HOJ'II/IMOp(l)I/ISMa Ppa3JIMYHBIX I'€CHOB, TaK HAa3bIBA€EMbIX I'€CHOB MOABCPKCHHOCTU WJIM T'€HOB-
KaHJIMJAaTOB, KOTOpPbIe OTBETCTBEHHBI 32 PAa3BUTHE HE TOJIBKO NEPBUYHON, HO U BTopuyHON DII [1].

OuOpHWLIALUS PeICepIuil, 0OYCIIOBIICHHAS MyTAallMsSIMU B T€X WIA WHBIX T'€HaX, BCTPEUACTCS OTHOCH-
TeNpHO penko. ['opasmo damie, mo-BUAMMOMY, BO3HHKHOBeHHIO DIl crmocoOcTByeT ompeaencHHOE codvera-
HUE ITOIUMOP(PHU3MOB OTIPENEICHHBIX TeHOB. [109TOMY CKPHHUHT T€HOB HOIBEPKECHHOCTH, H3YUCHUE MX TOJH-
Mop¢u3Ma TOIHKHO CTaTh KapAWHAIBFHBIM HAIIPaBlIeHHEM B HicciaenoBaHn reHeTuku OI1.

OCHOBHOE KOJHMYECTBO MyOIMKAIMI O TeHEATOTHH MEpUATeIbHON apUTMHH MPUXOIuTcs Ha 90-¢ Tombl
20 Beka. B aTtux paboTax ONMHCHIBAIOTCS OTAEIBHBIE CEMBH, CPEIH HECKOIBKHX WICHOB KOTOPBIX MMEIa MECTO
OI1 w/wnm Tpeneranue npeacepauid. B 21 B. nmpoxoypkaeTcsi U3ydeHUe TeHOB, MyTallUd B KOTOPBIX MOTYT OBITh
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oTBeTcTBeHHHI 3a pazButHe PII. Ilenp 3TX HccnenoBaHNi HACHTH(GUIIMPOBATh HE TOJIBKO TPUITEPHBIE (HaKTO-
PBI, OTBETCTBEHHBIE 32 BO3HHKHOBeHHE OcTphIX hopM PII, HO U (HaKTOPBL, OTBETCTBEHHBIC 3a€EXPOHU3ALMIO.
Orpannuenssle ycrexu B Tepanuu @I1 yacTuyHO 00yCIOBICHBI HENOCTATOUHBIM TOHUMAaHHEM €€ MOJIEKYJIsp-
HOM MaToU3UOIOTHH.

R. Brugada et al. [4, 5] npoBesu KIIMHUYECKOE, JIEKTPO(PU3NOIOrNIEeCKOe U IeHETUYECKOe UCCIIe0Ba-
Hus 6 ucnanckux cemeit ¢ OI1. B obcnenoBannbix cembsix PIT BeisiBiieHa y 50 u3 132 poacreeHHukoB. ['eneTn-
YEeCKUI aHaIMU3 BBISIBUII, UTO T€H, OTBETCTBEHHBIN 3a DI B 3THX ceMbsiX, JOKaIM30BaH Ha xpoMocoMme /0g B pe-
ruone /0g22-24. I'enotunuposanue 60spHBIX ¢ PII BEIIBMIIO JIOKYC HAaToJI0rn4ecKoro rena mexxay D10S1694 n
D10S1786. 3aboneBanue HaciexyeTcs ¢ BHICOKOH IIEHETPaHTHOCTBIO. ABTOPHI NPEIIONATraloT KaHIUJaTHBIMU
TeHAMH JIAHHOW IaTOJIOTUH — 2eHbl b-adpenopeyenmopos (ADRBI), a-anpenopenentopoB (ADRA2) u renst G-
npomeuH CUEIUICHHOW perientop KuHa3bl (GPRRY), Kak TOKaTM30BaHHBIE HA TOH ke, 10 xpomMocome, B JOKycCe
23-26.

s JaHHOTO HApyLIEHHWs PUTMA XapaKTepHa TeHEeTHYecKas I'eTepPOreHHOCTh, T.K. OAMHAKOBas (EeHOTHU-
MHYECKasi KapTHHA MOXET HaOIIONAThCs NMPU MYyTalMAX B Pa3IMYHBIX TE€HETHYECKHX JIOKycax. Hapany c soky-
com OII, nokamuzoBarnHoM B 10 xpomocome, P.T. Ellinor et al. [6, 18], kaptupoBanu red ®I1 Ha mpokcuMaIb-
HOM JJIMHHOM IUIeYe XpOMOCOMBI 6q14-16 B unTepBane Mexay D6S286 u D651021. B nannoit cembe PII Ha-
clie/1oBajiach Kak MEHJIENIEBCKOe 3a00JIeBaHue.

Haxownen, uccienosarenu u3 TaiiBans [6, 18] uaeHTnduumpoBanu 2 reHa, OTBETCTBEHHBIE 32 BOSHUKHO-
Benue HacyencTBeHHOH PII. MMy okaszamich reHbl OEJIKOB KAJIMEBBIX KaHAIOB CEpAECYHBIX MHOIMTOB. B wacrt-
HoctH, I. Yang et al. [18] cooOmmmu o 3aMeHe aprHHUHA Ha IECcTerH Brio3urmu 27 reHa KCNE2 (xpomocoma
21g22.1-22), kopupymouiero b-cybvedunuyy kanueBoro kanana I (Kr). Ora myTamus okasanach B 2 u3 28 obcie-
JIOBaHHBIX KUTAHCKUX cemei ¢ HaciencTBeHHoi ®II. Y.H. Chen et al. [6] uccienoBanu 4 MOKOJICHUS KATAHCKOM
cembr ¢ OI1. Umu nnentudpunmposana muccenc-myranus (S740G) reaa KCNQI (xpomocoma [1pl5.5), komau-
pyIoLIETo a-cyowveduHnuyy xKanmeBoro kanana [(Ks).

BosnukHoBeHne @Il B maHHBIX CiIydasix OOYCIIOBICHO TEM, YTO NPH OIMCAHHBIX MYTalMAX B IEHaX
KCNE2 n KCNQ! QyHKIHS KOAUPYEMBIX MU KaJIHEBBbIX KAHAJIOB MOBBIIIAETCS, YTO MPUBOIUT K YKOPOUSHHIO
MOTEHIMa a AeiCTBHS M 3()(HEKTUBHOrO pedpaKkTepHOro mepuoaa mnpeacepauid. Belocq et al. [3] onucanu ce-
MBIO, B KOTOpoit MyTarus B reHe KCNQ! npuBoaniIa K BOSHUKHOBEHUIO CHHApOMa KopoTkoro Q7 ¢ mapokcus-
MaMy GUOPMILTSIIMK HE TOJILKO MPEJCEeparii, HO U KeIyA04KOoB. MyTaluy, BhI3bIBAIOLINE OHIKEHNE (QyHKIUH
YHOMSIHYTBIX KaHAJIOB, IPUBOAT, KAK U3BECTHO, K BOZHUKHOBEHHUIO CHHJpOMa Y/UInHEHHOro Q7 co CBOMCTBEH-
HBIMH €My apUTMHUSIMH: COOTBETCTBEHHO BapuaHTbl LOT! (myranus B rene KCNQI) nu LOT6 (myrauusi B TeHe
KCNE2).

Takum 00pa3zom, B OIpeneNeHHBIX ciydasx HacineactBeHHas PI1 MoxxeT OBITH cIeICTBHEM MyTalWil B
COOTBETCTBYIOIINX T€HAX MOHHBIX KaHAJIOB C MOCIEIYIOIINM HapyIIEHHEM MPOJODKUTEIBHOCTH H KOHPHUTYpa-
IIM TIOTEHIMaNa JeHCTBUS MHOIUTOB. Takue 3a00JeBaHMsI OTHOCST B HACTOSIIEE BPEeMs K KaHAJIOMATHIM HIIH
3NEKTPUYECKHM Oone3Hs M Muokapiaa. OCHOBHBIM IIPOSIBICHUEM 3THX 3a00J€BaHMH SIBIAIOTCS apUTMHU HPU
OTCYTCTBUH CTPYKTYPHBIX M3MEHEHUH B MHOKape. Y CTAHOBIEHA OTHOCHUTEINIbHASL aCCOLMAIIMS HACIIEICTBEHHOH
@Il ¢ ApyruMy TeHHBIMH HapyIICHUSMH: CHHIPOMOM Y/UIMHEHHOTO MHTepBaia (O7, AWIATAIlMOHHON Kapauo-
MHONaTuel, runepTpoduueckoil Kapauomuonartuei, cuaapomom WPW. B 2002 rony E.A. Sparks et al. [14]
JIOJIOXKWIIM O COPOKaJIeTHEM HAOJIOJICHUU 3a JAEBATHIO MOKOJICHUSMH OJJHOI CEMBU C HACJIEACTBEHHOW Kapauo-
muonaruend. Y 106 yenosek u3 325 obcnenoBanHbIX Obua BhisBiaeHa DII.

T.M. Olson et al. [12] ycranoBmim muccenc-mytaruio (D1275N) rena HatpueBblx kaHanoB SCNSA y na-
IIMEHTOB C AWiIaTannoHHOHN kKapauomuonaruit u PII. Gruver et al. [9] BBIIBUIN MECCEHC-MYTaIHIO (3aMEHa ap-
TMHUHA Ha TUCTUIMH B 663 MMO3WUINK) B T€HE TSDKEJION Lenn b-cepdeyro2o MHO3MHA, KOTOpasi IPUBOAMIIA K CIIe-
TUIGHHOMY HACJIEIOBAaHUIO TUIIepTpodudeckoit kapaunomuonatuu u OI1.

B 2008 r. Hodgson-Zingman et al.[10] kapTupoBamu xpomocomy /p36-p35 u naeHTUGUIUPOBAIH TeTe-
PO3HUIOTHYIO MYTAlMIO THIIA «CMEIICHUS paMKm» («frameshift») B TeHe, KOAUPYIOUIEM HATPHAYpPETHUECKHHA
nenmuod (NPPA). Y mauueHToB ¢ 3TUM THIIOM MyTally OBUIO 00HApy>KEHO MOBBIIEHHOE KOJIMYECTBO IUPKYIIH-
pytomiero namputiypemuiecko2o nenmuoa (ANP), a Ha H130JIMPOBAHHONW MOJIEH ceplia ObUIO TIOKa3aHO YKOPO-
YeHHEe MOTeHIHANIA EHCTBHA, YTO MOXKET MOCIYXHUTh cyocTparoMm mist PII. ABTOps! HaOMIOgATH HAPYIIEHHS B
ke ul M@ Harpuifypernueckoro nentuna. OHM yCTaHOBMIIM MOCHIEA0BaTeNbHOCTh TeHa NPPA B cembe u3 3-
x nokoJyicaud ¢ OI1. ABTOPHI OMyOJUKOBAIN JaHHBIC O 3-X MOKOJCHUAX CeMei (BBIXOMALEB U3 ceBepHOil Erpo-
nbl), 11 wieHoB kotopeix umenu PII B cpexnem Bospacre 40 set, B 3-cinydasx Bo BpeMs OepeMeHHOCTH. Y
3 nanneHToB HaOMIOAJICS ePexo/] MapOKCU3MalIbHOM B XpoHuueckyto PII, 4To cBUAETENbCTBOBAIO O ITpOrpec-
CHPYIOIIEM IIpeJICEPIHOM PEMOAEINPOBAHUH. Y 5 ManMeHToB Obula 0OHApY>KEeHA KapIHOMHOIIATHSI CBSI3aHHAS C
TaxWKapaueH, KoTopas paspemmiachk mocie ycremuoro kouTpons YCC. Ilocnenyromme IxoKI™ nekmrounmm
THNepTPOo(HI0 MUOKapa U HapyIICHNUSI COKPATUMOCTH, OZHAKO y 7 MAalMeHTOB Obllla MOKa3aHa AWIaTanus Ka-
MEpBHI JIEBOTO MpeAcepans, a y 4 — KaMepbl JIEBOTO XKEITy0UKa.

B 2010 r. Yang T. Et al. [19] BerssBrimm myTanuu ¢ norepeil GyHkunu rena KCNAS, Koqupyrolue moTeH-
[HaT-aKTUBUPYeMbIe KanueBbie KaHanbl. Mytaius B KCNAS NpuUBOANT K CHIYKEHUIO (DYHKIHH CHEIH(PUUESCKHX
NPE/ICEPAHBIX KAIMEBBIX KaHAJOB, Hapyllas 3JEKTPUYECKYI0 CHHXPOHHU3ALWIO. JTO NPHUBOAUT K YSI3BHMOCTH
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s OI1. Muccenc-mytanus Kcnel A B KCNES MoxeT OBITh CBs3aHA C HECEMEWHOW MPUOOPETeHHOHN (popMoit
®I1. JlaHHbIC KaHATBI MOTYT OBITh MUIIIEHBIO Tepanuu cemeitnoi dI1.

B 2012-2013 rr. Wang X.H. et al. [11, 15, 16] uccinenosanu reasl GATA4,GATAS5,GATAG6, xonupyer
(haxTOp TPAHCKPHUIILMH [IUHKOCOAEPKAIIUI NaJblIEeBUIHBIA OEI0K, KPUTHUYECKHUI s Kapauorenesa, OyHKIHO-
HaJbHEIA aHanmu3 mokasai, uro MyTratuuuGATA4, GATAS,GATA6 Oblin CBA3aHLI CO 3HAYUTEILHO CHIKEHHOMN
TPAHCKPHUIIIMOHHOW aKTUBHOCTHIO. [ToydeHHbIC TaHHBIC Jal0T HOBOE IMOHUMAHHE MOJICKYJISIPHOIO MEXaHH3Ma,
ydacTBytomero B maroreHese @I, a Taxke HarOT MPeICTaBICHUE O TOTCHIMAIBHBIX METOIAX JICYCHUS IS TIPO-
(unaktuku u nedeHus OIT.

B 2013 r. Shi HF. et al [13] u3yuninu ansda-npoTeud 5 menaesoro coeaunenus (GJAY5), KOTOpkIi ciie-
IU(GOUYIECKH DKCIIPECCUPYETCS B MUOIUTAX MPEACEPAMSI H CBA3aH C KOOPAUHMUPOBAHHOM dJIEKTPHUECKOI aKTHBa-
Lpel mpeacepanii, odecneurBas 000CHOBaHME 11 CKpUHHMHra GJAS5 B KauecTBe JIOTMYECKOr0 KaHuaaTa-reHa
st OI1. B pesyabrare ObIIN BBIBIEHBI 4 HOBBIX I'€TEPO3UTOTHBIX MyTauuu GJAS5 yv 4 n3 310 HEpOACTBEHHBIX
marueHToB ¢ DII, coOTBETCTBEHHO, ¢ PacIPOCTPAHESHHOCTRIO ~ 1,29%. ['eHeTHUeckuii aHAIN3 CEME HOCHUTEIIeH
ITOKAa3aJl, YTO B KaXK/JI0i ceMbe OIMO0YHAs MyTaI|s IPUCYTCTBOBAJA Y BCEX 3aTPOHYTHIX WICHOB CEMBH.

B 2019 r. Yamada N. et al. [17] uneHTidULUPOBAIN OHY T€TEPO3UTOTHYIO MyTauto rena KCNJ3, xo-
TOPBIA KOAUPYET all€THIXOIMH-aKTUBUPYEMBIN KanueBbId Kanai Kir3.1, xotopelil coenunsiercs ¢ Kir3.4 (kogu-
pyercs KCNJ5), oOpa3ysd akTUBUPOBAHHBLINA alleTUIXOJMHOM KanueBbli kaHan (kaHan IKACh). Kierounsie
3JIEKTPO(HU3NOIOTHIECKHE HCCIEI0BaHuA ToKazanu, uro myTtauuss KCNJ3p.N83H BuI3bIBaeT ycuieHHE (YHK-
uun Kanana IKACh nyrem yBennueHus 0a3aabHOIO TOKA Kajus, Ja)Ke B OTCYTCTBUE CTUMYIISILIUU M2 MyCKapu-
noswbim perentropoM (m2R). Kanan IKACh cBa3aH ¢ narodusznonoruei opagunaputMu U AF, 1 MyTaHTHBIH Ka-
Han [KACh (KCNJ3 p.N83H) moxer ObITh 3¢ dekTnBHO nHrubuposan NIP-151, celeKTUBHBIM OJIOKaToOpoM Ka-
HanoB IKACh.

3akaouenue. Hacnencreennas @I1 moxxer ObITh 00YCIIOBIIEHA MYTAlMSIMH B OIPEZEICHHBIX MeHAX W
9acToO MPH 3TOM aCCOIMHUPYETCS C APYTUMH HACIEACTBEHHBIMU KapIHOJIOTHISCKUMHU 3a00JIeBaHUAMU (TTEPBUI-
HeiMu MKII, cuanpomom WPW, cuaapomMamMul yJUIMHEHHOTO U KOpoTkoro Q7 u ap.). B aTux cnyuasx Hacneact-
BeHHass ®II npencrarisier codboit MOHOTEHHOE 3a0oseBanue. Ho, mo-BuaMOMy, B OOJIBITMHCTBE CITydacB BO3-
HukHOBeHHIO DIl crmocoOcTByeT ompenesicHHOE COYeTaHHE MOJUMOp(H3Ma ONPEICICHHBIX T'eHOB (I'€HOB-
KaHAuIaToB). VcciaemoBaHus MOJIEKYIISPHBIX MEXaHU3MOB (PHOPHIUIAIINY TIPEACEPINI TOKA3hIBAIOT CBOIO aKTYy-
aJbHOCTh, OTKPBIBAS HOBBIE MHILIEHH JJIs CIEM(PHUECKON Tepanuy U TeHETHUECKON THarHOCTUKH.
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