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TEHETUYECKHWE ACITEKTHI ®UEPALIALNAN ITPEJICEPINIA

Kpacnoapckaa zocyoapcmeennan meouyunckas akaoemus, Hnemumym mepanuu CO PAMH

Paccmampusaemcs ponv nacneocmseennocmu 6 pazeumuu GuopuLIAYUL Npedcepouil, AHATUSUPYIOMCI C8E0eHUs. O
cemelnblX hopmax OAHHOU apummuu, NPUBOOAMCs pe3yibmamsl coocmeeHnvix ucciedosanuti 103 npobanoos,
cmpaoarowux guopunnayueti npeocepouts, u 301 ux poocmeeHHuKa.

KuroueBbie ci1oBa: puOpHILIALUS NPecepauii, Hac/Iel0BaHHe, TeHeTHYeCKUH AHAIN3, KAHAJIONIATUM, CHHIPOM

yannHeHHoro uatepsaia QT, cunapom WPW

The role of heredity in development of atrial fibrillation is considered, the data on familial form of the arrhythmia
are analyzed, the results of study in 103 probands with atrial fibrillation and 301 their relatives are presented.

Key words: atrial fibrillation, inheritance, genetic analysis, canalopathies, long QT interval, WPW syndrome

Oubpmwusus npeacepaunii (OIT) onra n3 Hanbomee
pacnpoCTpaHEHHbIX U OMACHBIX apuTMHiL. [1o nanHbIM Dpe-
MHUHTeMcKoro uccienosanust OIT ynBanBaeT cMEpTHOCTD Y
KapAMOJIOTHYECKAX OONBHBIX W SBISETCS MpHUUHONW 1/3
TpoMO0IMOOIIIeCKIX 1301108 [40].

B GonpmmHCTBE CiTyyaeB 3TO HApyIIEHNE PUTMA SIB-
JIIETCS BTOPHYHBIM, T.€. 00yCIOBIEHO KaKUM-JIH00 3200-
neBanueM. Ho mo kpaifneir mepe B 1/3 cimydaeB aTHONO-
ruto ®II ycraHoBuTh He ynaercs. Takylo apuTMHIO, Kak
HM3BECTHO, 0003HAYAIOT TEPMUHAMHI WANOTIATHIECKas (TIep-
BuuHas) OIT umm lone atrial fibrillation. I[Ipeamomnararor,
YTO B 3HAUUTEIBHON YaCTH CIIyyaeB HANONIATHIECKast (TIep-
BryHas) @I macnencTBenHo o0ycinoBiaeHa. OHAKO U TPH
BropuuHoi @II He ucKIIOYaeTcs HACIEICTBEHHBIH KOM-
TTOHEHT, MTOCKOJIBKY Y Pa3IMYHBIX MAIlMEHTOB IPU OINHA-
KOBOM TsDKecTH nepBuaHOTO 3a0oneBanus OI1 Bo3HMKaeT
JTaJIeKO HE BCErJa.

Monekynsipable nccienoBanus @I cocpenoToueHs B
OCHOBHOM B 2 HAalpaBJICHUSX: |) BBIBICHNE TCHOB, MyTa-
UM B KOTOPBIX MPUBOJST K BOSHUKHOBEHUIO apUTMHUH (Ha-
CIIEIOBAHNE TaKUX APUTMHUI OCYIIIECTBISETCS O KIIACCHYIEC-
KOMY MEHJIETICBCKOMY THILY), 2) U3y4deHHe monumopdrma
Pa3IMYHBIX TEHOB, TAK Ha3bIBAEMBIX T€HOB MO/IBEPIKEHHOC-
TH WJIA T€HOB-KaHAUAAaTOB. CKPUHHUHT T€HOB TO/IBEP>KEHHO-
CTH, N3y4EHHE UX MoIMMopdH3Ma - BaKHEHIIIEE HarTpaBIie-
HHUE COBPEMEHHOM reHeTuKu. Llenp 3Thx nccnenoBanmii uieH-
TUQUIMPOBATE HE TOIBKO TPHITEPHBIE (PaKTOPHI, OTBETCTBECH-
HBIE 32 BO3HUKHOBEHHE OCTPHIX (popm DI, HO U axTopsl,
OTBETCTBEHHBIC 3a €€ XpOHM3aIHi0. OTpaHNYEHHBIE YCIEXN
B Tepanmu PIT yacTaHO 00yCIIOBIEHBI HEJIOCTATOYHBIM T10-
HUMaHHEM €€ MOJICKYIISIPHOH MaTo(hU3HOIIOT UH.

O 3HaYMMOM PONM HACIEACTBEHHOCTH B pa3BuTHA DI
OJTHAM M3 TIepBhIX BeIckazamch H.Gould et al., oru mpemo-
JIOKHIIH HacIeZICTBEHHYTO iprpoy DI B HECKOIBKHX MTOKO-
JICHUSIX OJTHOM CeMBbH, HaOMONeHNe 3a KOTOPOH TPOI0IDKa-
7ock Ha mpoTspkeHnd 36 et [22]. OCHOBHOE KOMMYECTBO
MyOMKanui 0 TeHEAIOTHN MEPIATETFHON aPUTMHUH ITPUXO-
mutes Ha 90-e romer 20 Beka. B oTHx paboTax ONmmcHIBaIOTCS
OT/IETIBHBIE CEMBH, CPEAN HECKOIBKIX WICHOB KOTOPBIX NME-

ma mecro ®I1 w/mmm Tpeneranne npencepmwii [1, 6-8, 17,
18, 33]. T.Tikanoja et al. B 1998 romy omyOGmiKoBaIH 1aH-
HBIE HAaOMoIeHNs 3a pa3BuTHeM cemeitHoi ®I1y 2 smopHo-
HOB Ha 23 u 25 Hepenax BHyTpUyTpoOHOro pa3sutus. Oba
pebenka poamuck ¢ mpogomkatorietics OIT [38].

Mo nanapM @pemuHTeMCKOTO HecnenoBanws [ 15] OIT
y poauTenell yBenuuuBaeT puck passurus PII mis norom-
ctBa. [Ipuopurer nocTyaMpoBaHus ay TOCOMHO-JOMHHAHTHOM
moznemn DIT npunamrexut J.Girona et al. [18]. Onu npen-
CTaBWIHN 2 ceMBH, B KOTOPBIX 20 13 70 06ciIe1oBaHHBIX HMe-
JIF TIAPOKCH3MAITEHYIO HITH TTOCTOSTHHYTO (hopmy DIT.

R.Brugada et al. [6, 7] mpoBen# KITMHUYECKOE, SIEKT-
podu3HONIOTHYecKOe W TEHETHIESCKOE HCCIECIOBAHMS 6 HC-
naackux cemeint ¢ OI1. B o6cienoBanubIx ceMbsix DI BeI-
apieray 50 u3 132 poncTBeHHUKOB. [ eHeTHYE CKIIA aHATH3
BBISBHIJI, UTO T'€H, OTBETCTBECHHEIN 3a PII B 3THX ceMBbX,
Jokam3oBaH Ha Xxpomocome 10q B permone 10q22-24. Te-
HOTHMUpPOBaHUE O0NBHBIX ¢ DI BBISBIIIO JIOKYC MATONOTH-
geckoro rera mMmexay D10S1694 u D10S1786. 3abonesa-
HHE HACJIEYETCsl C BBICOKOM MEHETPAHTHOCTHIO. ABTOPBI
TIPEATIOIAraloT KaHJUJaTHBIMHA TeHaMH1 JJAHHOH TTaTOJIOTHN
- rensl -aapenopenenrropos (ADRB1), o-ampenoperiernro-
poB (ADRAZ2) u rensr G-TIpOTEHH CHEIUIEHHOW pPEIenTop
kmnHa36I (GPRRY), kak mokanmn3oBaHHBIE Ha TOH *ke, 10 Xpo-
MocoMme, B JTokyce 23-26.

JIJ1st ;aHHOTO HApYIIEHHUs pUTMa XapaKTepHA TeHETH-
YyecKasi TeTepOreHHOCTb, T.K. OMHAKOBAs (PEHOTUIIYECKAs
KapTHHA MOKET HAOIIOAATHCS TP MYTAIMAX B PA3THIHBIX
reHeTn4ecKux Jiokycax. Hapsny ¢ nokycom ®II, nokanuzo-
BaHHOM B 10 xpomocome, P. T.Ellinor et al. [12, 13], xkapTu-
poBasu red ®II Ha MPOKCUMAIBHOM JJTMHHOM ILJIEYE XPO-
MocoMbI 6q14-16 B maTepBane Mexmxy D6S286 m D651021.
B nmannoi cembe ®II HacieqoBaiach Kak MEHJEIEBCKOE
3a0oJeBaHue.

Haxkoner, uccrienosarenu u3 TaiiBans [11, 43] unen-
TH(QHUIIIPOBAIN 2 T€HA, OTBETCTBEHHBIC 32 BOSHUKHOBEHHE
Hacnenctsenno GI1. UMu okaszannuce reHsl OSIKOB Kajne-
BBIX KaHAJIOB CEPIEYHbIX MUOLUTOB. B wactHocTH, [.Yang
et al. [43] coobmmm 0 3aMeHe aprHHIHA HA [UCTCHH B
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no3unmu 27 rena KCNE2 (xpomocoma 21q22.1-22), xoau-
pytortiero B-cyobenunuiy Kameroro kanana [(Kr). Dra my-
Tamusa oKasaaach B 2 n3 28 00CIeI0BaHHBIX KHTAHCKHUX CE-
Mmeti ¢ HacencTBeHHoM PI1. Y.H.Chen et al. [11] uccireno-
BayM 4 mokoneHus kutaiickoit cempu ¢ OI1. Umu naeHTu-
¢unuposana muccenc-myranus (S140G) rera KCNQI1
(xpomocoma 11pl5.5), komupyromero o-CyObeIUHAITY Ka-
mmesoro kanana I(Ks).

Bozauknosenne ®I1 B qaHHBIX cirydasx o0ycioBie-
HO TeM, 9TO IIPH ONMMCaHHBIX MyTanusax B reHax KCNE2 u
KCNQ! ¢yHKIms KoaupyeMbIX UMHU KaJIHEBHIX KaHAJOB
TIOBBINIAETCS, YTO MPUBOANUT K YKOPOUEHHIO MMOTCHIIHAIIA
JIeHCTBUA M AP PEKTUBHOTO pePpaKkTEPHOTO MIEPHOIa IPeI-
cepamii. Belocq et al. [4] omicanu cempio, B KOTOpO# MyTa-
must B reHe KCNQ! mpuBoania K BOSHUKHOBEHHIO CHH-
npoma kopoTkoro QT ¢ mapoxcnaMamu GpuOpHIIIAIIHN HE
TOJBKO MPEJICEPINIA, HO ¥ JKEITY/109KOB. MyTaIin, BbI3bIBa-
OIINE MOHIDKEHNE (DYHKIMH YHIOMSHYTBIX KaHAJIOB, TPH-
BOJISIT, KaK M3BECTHO, K BO3HUKHOBEHHIO CHHIPOMA YIUTH-
HeHHOTO QT CO CBOIICTBEHHBIME €My aPUTMHUSMH: COOTBET-
crtBenHo BapuaHTHl LQT1 (myramms B rere KCNQI1) u
LQT6 (myramus B reare KCNE2).

Takum 00pa3om, B ONIPEETICHHBIX CIydasx HACIE/I-
ctBerHass DI MokeT OBITH CIENCTBHEM MyTaIlHid B COOT-
BETCTBYIOIINX T€HaX MOHHBIX KAaHAJIOB C MOCIETYIOUINM
HapyIIEHHEM ITPOAOKUTEIBHOCTH M KOH(DUTYPAIINH [TOTEH-
IMana IeHCTBHIS MUOIUTOB. Takne 3a001eBaHIs OTHOCAT B
HACTOsIIEe BPEeMs K KaHAJIOMATUSM FUIH SJIEKTPUIECCKIM
6one3rsiM Muokapaa. OCHOBHBIM IPOSBICHUEM 3THX 3200-
JIEBaHUH ABJIAIOTCS apUTMHH TIPH OTCYTCTBUH CTPYKTYPHBIX
M3MEHEHUH B MUOKap/le. YCTaHOBJIEHA OTHOCUTEIbHAS ac-
conmanus HacnencTBeHHoi PIT ¢ Apyrumu reHHbIMU Hapy-
HIEHUSIMU: CHH/IPOMOM yAJIMHEHHOTO MHTepBana QT, muma-
TAIMOHHOHN KapIOMHUOTIATHEH, THITEPTPO(MIIe CKOH Kap/IHo-
muomnatueit, cuaapomoM WPW. B 2002 rony E.A.Sparks et
al. [36] momoXxwii 0 CopoKajIeTHEM HAOMIONCHIN 32 JICBsI-
TBHIO IIOKOJIEHUSIMU OJJHOW CEMbBH C HACJEICTBEHHOU Kapau-
omuonaruei. Y 106 genosek n3 325 00ciief0BaHHBIX ObLIa
BbIsiBieHa DII.

T.M.Olson et al. [31] ycTaHOBHIIN MECCEHC-MYTAITHIO
(D1275N) rena HarpueBbIx kaHaoB SCNSA y MarueHToB
¢ aunaranuoHHoN Kapaumomuonatuii u @II. Gruver et al.
[23] BBIIBMIIM MEICCEHC-MYTanuio (3aMEHa apTHHUHA Ha
THCTHANH B 663 MO3UIMHN) B TEHE TSHKETIOM 1enu B-cepmed-
HOTO MHO3WHA, KOTOPasi IPUBO/IIIA K CIIETNICHHOMY Hacle-
JTIOBaHUIO TUEpTpodrdeckoii kapauomuonaruu u OIT.

B 2001 . M.H.Gollob, R.Roberts [20] nmpencTaBumm
coueTanmne cuaapoma Bonbga-Ilapkurcona-Yaiita u rumep-
TpohrIecKor KapTHOMHOIIATHH B CBSI3H C TTATOJIOTHEH TeHa
PRKAG, xoTopsrii kogupyeT ramma 2 cyosenuamury AMO-
AKTHBHPOBAHHOM MPOTEHHKUHA3BL. Y MAllMEHTOB C CEME-
Hol hopmoii sToro cuaapoma PIT Habmonanacs B 38-44%
cirydaes, B otanune ot 15-20% mpu ciopagmndeckux Gop-
Max 3aboneBanus. [en manHoi naronorun (PRKAG) xap-
THpoBaH Ha XpoMocoMme 7q34-36. IIpn cekBeHHpOBaHUH
JHK y 3Tux nanueHToB BBISBIEHBI 3aMEHbI apTHMHMHA HA
mTyTaMuH B to3unuu 302.

Opnako OI1, oOycrnoBieHHAS MyTallUSIMHU B TEX HITH
MHBIX T€HAaX, U HacJIeLyeMas 10 KJIaCCHIECKOMY MEH/IETIEB-
CKOMY THITy BCTPEYAeTCsl OTHOCHTENIBHO penko. [opaszmo
garne, Mmo-BUANMOMY, BO3HIKHOBeHIO DI crmocobeTByeT
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OIIPE/ICNICHHOE COUETaHNE TTOIMMOP(H3MOB OIpeIeTICHHBIX
TEHOB, TaK HA3bIBAEMBIX T€HOB ITOJBEPKCHHOCTH MM Te-
HOB KaHAUAaToB. [103TOMY Kap/IMHaIbHBIM HallPaBICHUEM
B TeHeTH4eCcKoM HccienoBanny Pl nomkeH ObITh CKpUHUHT
T€HOB MO/IBEP’KEHHOCTH, U3yIEHNE COUETAHNUS TOITUMOPhU3-
MOB Pa3JIMYHBIX TEHOB, CIIOCOOCTBYIOIINX BO3HUKHOBEHHIO
Kak MepBUYHOMN, TaK U BTopuuHOU DII

OnHUM U3 TaKNX T€HOB-KAHANAATOB SBISIETCS MOJIH-
MopdHbIi Mapkep TeHa -3 cyobenuuunsl G mpoTeHHA
(GNB3). MHuorodyHKIHOHATBHBIH 610k G JToKanu3yercs
B KJIETOYHBIX MeMOpaHax KapAHOMUOIIITOB, I IKOMBIIIICY-
HBIX KJIETKaX COCY/IOB, (hnOpoOIacTax u MOXKET OBITH BO-
BJICYEH B ITPOIIECCHI PEMOETHPOBAHMS CEPICTHON MBITIIIBI
u cocynucToii ctenkn. J.Schreieck et al. [35] BrrsBieHa ac-
coumauus Mexay resorunoM TT paccMaTpuBaeMoro reHa
U yMmeHblueHuem pucka OI1.

L.P.Lai et al. ykazanu Ha cBsi3p oamMopdm3ma (j1e-
nennn) mutoxoHapratbHoi JJHK ¢ pa3BuTrnem nepBudHOM
@I [28]. DTH ke aBTOPHI YCTAHOBWIIN CBSI3b MEXKIY aJlie-
nem 38G rena Mink, komupyromiero B-cyObeTMHHAITY KalTu-
esoro kanana I(Ks), n BosaukaoBeHuem ®II [29].

MHOTO BHUMAaHUSI yACISACTCS B HACTOSIIIEE BPEMSI H3Y-
YEHWIO BIUSHHUS PEHHH-aHTMOTEH3MH-AIIbI0CTEPOHOBON
cucremsl (PAAC) na pazsurue @II. F.Gensini et al. [16]
mokasany npeobnananve resorumna DD rena AII® y 6omb-
HbIX ¢ DII. C.Tsai et al. [40] m3ygann nomuMop¢hu3M TeHa
AQHTHOTEH3MHOTCHA y OONBHBIX C HEHACIIEICTBEHHOM (BTO-
puasoit) @I1 1 oT™Medai 3HAYUTENFHO OONBITYIO HaCTOTY
amneneit M235, G-6A u G-217 3toro reHa y OONBHBIX C
@I no cpaBHEHUIO C MALMEHTAaMU KOHTPOJIbHOM TPYIIIBL.

B Hamiell k1MHUKE Ha TPOTSKEHNH TOCIETHETO MATH-
netust Op110 06cmenoBano 103 mpobana, y KOTOPBIX THUar-
soctmposana @II, n 301 ux poxcreennuk I, I, Il crenern
poxnctsa. PaznenuB cembu npobanmos ¢ PIT Ha rpymnms! o
stronoruu ®I1 y mpobanI0B, MBI TOXYYHIIH: | TpyMITY, CO-
cTosmryro u3 53 mpobannos ¢ uauonarndeckoit I u 154
WX POJCTBEHHUKOB, U 2 TPYTIITY, COCTOSIIyT0 3 50 mpodaH-
noB ¢ BropuaHoil OI1 1 147 ux poIcTBEHHHUKOB.

B manHOM mccienoBaHNN HAMH OBLT yCTaHOBIICH (DakT
ceMeifHOi arperaruu 3a00JIeBaHIS B CEMbIX TIPOOAHIIOB C
@II. Bropuunoe Hakorureane @I1 B cembsax gocturino 7,31%
(22 GoxpHBIX poacTBeHHMKA U3 301), YTO 3HAYMMO TIPEBEI-
II1aJ10 TIOTYJIAIMOHHYI0 4acToTy 3a001eBaHus (10 JaHHBIM
DpeMHUTeEMCKOr0 UCCIIEA0BAHMS MOIMYISILMOHHAs yacToTa Pl
cocrapystet 0,4%). B cembsix mpo6anzos ¢ OI1 nHanbompimit
TIPOLIEHT MOPA’KEHHBIX ITPUXONUTCS Ha POACTBEHHHUKOB | cTe-
TICHU POZICTBA, B YaCTHOCTH OTHOMMEHHASI MTAaTOJIOTHS BBISB-
neHa y 9,86% obcnenyembix | cTeneHu poacTBa, ¥ TOIBKO Y
1,16% poncteennnkoB Il crenenu poncTaa.

YV paccMmarprBaeMbIX OONBHBIX C TIEPBUYHON M BTO-
puuanoit ®IT namu 6bL1 U3ydeH nonumMopdusm rena B -az-
peHopenenTopoB. I eHeTHIecKoe HcclieJOBaHIE KPOBH OBLIO
mpoBezeHo y 30 6ompHBIX 1-# Tpymmel (mepBudHas OI1) u
25 WX 370pOBBIX POJCTBECHHUKOB, a Takke y 30 OOIBHBIX
2-1 rpymmsl (BropraHast ®I1) u 44 ux 3M10pOBBIX POACTBEH-
HuKOB. Kpome Toro, reHoTHIIMpOBaHb! 198 marmenTos, y
KOTOPBIX OTCYTCTBOBAJIN MTPU3HAKH CEPICUHO-COCYANCTHIX
3a0omneBaHni (KOHTPOIBHAS TPYIITIA).

I'eneTnueckoe nccaea0Banue KPOBH BKITFOYAIIO B ce0st
BeIenenue ToranbHol JIHK m3 neiixonnToB nepudepmyec-
KOW KPOBH M TEHOTHITUPOBAHKE MO U3YIaeMbIM ITOJIMMOpP -

BECTHUK APUTMOIJIOI'MN, Ne 46, 2006



HBIM caiitam reHa 3 -agpenopenenTtopa. Beienenne JJHK
TIPOBOIIUIA U3 JEHKOIUTOB Tepruepruaeckoil KpoBH IO
MoIupHUIMPOBaHHOH MeTouke CMuUTa ¢ coaBT. AMIUTH(DHU-
Kaluio uaTepecyromux yyactkos JIHK npoBoaunu mero-
oM moimmMepasHoit nemHor peakmuu (ITHP). Crpykrypa
MIpaifMepoB B NCCIIEIOBAaHUN ObIIa TaKoBa:

5" - TTGCTGCCTCCCGCCAGCGATG-3’ - npsimMoti,

5" - TCACGCAGCACGNCCACNGA-3’ - oOpaTHbIi,

5’ - GCCTCCGAGCCCGGTACCTGT-3’ - mpsmot,

5’ - GCTGAGACAGCGGCTCGGGGCT-3’ - oOpaTHBI.

[Monmmvop¢u3m reHa B1-agpeHoperienTopa THIIHPOBA-
mm o (pparmenTam auHON 138 Ha1. (A 145 - ammens) u
303 m.m. (G 145 - anenp)

ITo mosmy4eHHBIM HAMU JAHHBIM, Y TPOOAH/IOB C TIEp-
BruHOH @I 1 X POACTBEHHUKOB JTOCTOBEPHO Mpeodiiaza
reTepO3UrOTHBIN T'€HOTHUIl TeHa Bl-aJpeHOopenenTopoB
(Ser49Glu) B cpaBHEHHH C KOHTPOJIBHOHN TPYMIIOH, COOT-
BeTcTBeHHO Yy 15 (50%) mpodanmoB my 11 (44%) poncraen-
HUKOB, B cpaBHEeHUH € 38 (19,2%) y KOHTPOJIIEHO TPYIIIIBL.
Y mpobarmaoB 1-# TpyImBl HAOTIONATOCH TaKXKe Tpeodia-
nmaane o penkomy amremo (Glu49Glu) B cpaBHEHHH ¢ KOH-
TPOJILHOM IPYMIIOi, COOTBETCTBEHHO Y 5 (16,7%) B cpaBHe-
HuH ¢ 6 (3,2%) B KoHTpONBHOH rpymme. Ho y 310poBbIx
POICTBEHHHUKOB IMPOOAHIOB | -if TpyTITBI paccMaTpHBaEeMBIi
TCHOTHIT HE OBLT BRISIBJICH HU B OTHOM cirydae (puc. 1a).

V marentoB 2-it rpymmsl (BropuuHas OII) taxke
HaOJTFO/1a7I0Ch JOCTOBEPHOE MPE00IIafaHNE TETEPO3UTOTHOTO
amnens (Ser49Glu), cootBercTBeHHO ¥y 14 (46,7%) B cpaB-
Hennu ¢ 38 (19,2%) B koHTpONBHO# Tpymme (puc. 16). Hoy
POACTBEHHHUKOB OOJIBHBIX 3TON TPYTIITBI IPE00IagaHme pac-
CMaTpUBAEMOTO TEHOTHIIA B CPABHEHUU C KOHTPOJIBHON
TPYTIIO He OBUIO CTaTUCTUYECKH TOCTOBEpHBIM. YacToTa
Berpedaemoctr reHotuna Glu49Glu y 6onbpHBIX ¢ BTOpHY-
Ho#l @Il 1 UX POACTBEHHUKOB JOCTOBEPHO HE OTIINYAIAChH
OT JIJAaHHBIX KOHTPOJIBHOM TPYTIIIHI.

TakuM 06pa3oM, TeTepO3UTOTHBIN BapHaHT TEHOTHUITA
B,-anpenopertenrropos Ser49Glu MozkHO paccMaTpuBaTh Kak
OJIH W3 TCHETHYECKUX MPETUKTOPOB BOZHUKHOBEHNS DII.
IIpenukropom Bo3HHKHOBEHUS epBrUuHON DI MokeT city-
KUTh Takke reHotun Glu49Glu. PonctBeHHNKOB mTpobaH-
noB ¢ ieperaHOit @I1 u renorunom Ser49Glu MokHO OTHE-
CTH K IpYIIIE PUCKA pa3BUTHUs JaHHOU naroioruu. Ho Bax-
HO OTMETHUTBD, YTO IAHHBINA T€HOTUT SIBIISIETCSI TPEANKTOPOM
BO3HUKHOBEHUSI HE TOJIKO IEPBUYHOM, HO ¥ BropruuHOU DI1.
3T0 aeT 0CHOBAHME MPEATIONOKUTD, UTO TAIbHEHIIINE HC-
CJICIOBAHUS TIOMTUMOP(U3Ma Pa3INIHBIX TCHOB y OOJIBHBIX
¢ BropuuaHOit ®I1 Mo3BOIUT BEIPaOOTATH HAa MOJIEKYIISIPHOM
YPOBHE MPEIUKTOPHI BO3SHUKHOBEHUSI JAHHON apUTMHHU Y
OONBHBIX C PA3TMYHBIMA CEP/ICUHBIMA 3200JICBAaHISIMH.
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Puc. 1. Ilonumopusm zena 6 -aopenopeyenmopos y
nayuenmog c¢ nepeuynoil (a) u emopuunoi (0) @II

B nieniom ananm3 muTepaTypHBIX U IPUBEACHHBIX HAMU
COOCTBEHHBIX JAHHBIX MTOKA3bIBACT, YTO BOSHUKHOBEHHUIO DI T
BO MHOTHX CIIy4asiX MOXKET CIIOCOOCTBOBATh HACIIEACTBEH-
Hasi IPEIPacIIoNoKeHHOCTh. C HanOOIBINEH OUeBHTHOCTHIO
HACJIE/ICTBEHHAS ITPEPACTIONIOKEHHOCTB MPOSIBIISIETCST y 00T~
HeIX ¢ iepsraHOi PII (lone atrial fibrillation). Hacnenctsen-
Hast OI1 moxeT OBITH 00YCIOBIEHa MYyTAIlMsAMH B OIperie-
JICHHBIX TeHAX U 9aCTO MPH 3TOM aCCOLUMPYETCS C APYTUMHU
HACJIE/ICTBEHHBIMH KapIHOIOTHIECKUMH 3a00JICBaHUSIMA
(meperaabivu MKII, curmpomom WPW, cunapomamu ya-
JrHEHHOTO 1 KopoTkoro QT u 1p.). B aTHx cinydasx Hacnen-
crBenHast OII mpeacrasnseT co00ii MOHOTEHHOE 3a00IeBa-
nue. Ho, mo-BumMomy, B OOJBIIMHCTBE CIIy9acB BO3HUKHO-
Bernro DI1 crrocobCTByeT onpeneiecHHOe COYeTaHNe TIOITH-
MOpdH3Ma OTIpeIeTICHHBIX TeHOB (TeHOB-KaHIUAaToB). Mc-
CIICIOBaHUE, TPOBEACHHOE HAMHU C MOJIUMOP(HHU3MOM TeHa
B1-aaperopernentopos y 60msHBIX ¢ DIT MOXkeET CrIOCOOCTBO-
BaTh PEIICHHUIO OJJHOTO U3 aCTIEKTOB JJAHHOH MPobIeMsl. B To
e BpeMs1 HECOMHEHHO, YTO JaJIbHEHIIINE HCCIIET0BAHNS T10-
JTIMOP(U3MOB TEHOB-KaHAUIATOB, CIIOCOOCTBYIOIINX BO3-
HUKHOBEHHIO KaK IEpBUYHOM, Tak U BropuyHoi ®PII, ocra-
I0TCS aKTyalIbHBIMH. Pe3ysIbTaThl STHX UCCIEOBAHIIA MOTYT
BHECTH BaKHBIH BKJIAJ] B MPOQHIAKTHKY OFHON M3 CaMbIX
pacnpoCTPaHEHHBIX M OIACHBIX apUTMHH.
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