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Pestome. [Iposedeno cemeiinoe obcnedosanue 103 npobanoos, y Komopwix OuacHoCmu-
posana ubpunnayus npeocepouti (DI1)) u 301 ux poocmeennuxa 1, 11, I1l cmenenu poocmasa
(ocnosnas epynna). Kpome moeo, namu 6vino obcredosano 82 npobanoa, y KOomopulx omcym-
CMBOBANU KIUHUKO-IIeKMPOKapouocpapuueckue nposeienus 3abonesanuii cepoya u 163 ux
poocmeennuxa 1 u Il cmenenu poocmea (konmponvuas epynna). Buiaeneno cemetinoe nakon-
nenue DII 6 cembsax npobandos ¢ oanuou namonoeuet. CeepecayuoHHblU AHAIU3 UOUONAMUYE-
ckux gopm DII evis6UL AYMOCOMHO-OOMUHAHMHBIIU MUN HACIE008AHUS OAHHOU NAMOIO2UM.
T'emeposucomnviii 6apuanm eenomuna eeua pPi-aopenopeyenmopos Ser49Gly moowxcno pac-
CMampueams Kak 0OUH U3 2eHEeMUYeCKUX npeouKmopos 603HUKHOBEHUS KAK NePEUYHOLL, MakK u
emopuunou PII.

Knioueswvte cnosa: uouonamuuecxkas Guopuiisiyus npedcepoutl, HAcie0CmeeHHOCMb, 2e-

HOmun 2ena i -aopeHopeyenmopos.



Oubpmwmsus npeacepaunii (OI1) — Hambosrlee pacpocTpaHEeHHAsT TaXHAPUTMUS, 3HA-
YUTEIHHO CHIKAIOMIAs pabOTOCIIOCOOHOCTh M Ka4eCTBO JKM3HU OONBHBIX. VIMEHHO MO3TOMY
BBISICHEHHE ATHOJIOTUH U MATOT€HEe3a MPEAUKTOPOB €€ BOZHUKHOBEHUS C IIEJIhI0 M0I00pa, TI0 -
BO3MO>KHOCTH, STHOTPOITHOH Tepanuu U MPOQHUIaKTUKH, IPEICTABISICTCS aKTyaTbHBIM.

OCHOBHOE KOJIMYECTBO MyOIHKAIMKA O TEHEATIOTHH MEPIATEIFHOM apUTMUU TPUXOIAT-
cst Ha 90-e roaer 20 Beka. B aTux paGoTax OMMCHIBAIOTCS O OOJBHBIX OTAEIHHBIE CEMBH, CPEIU
HECKOJIBKMX YICHOB y KOTOpBIX nMena Mecto @I n/mmm tperneranue npeacepawii (H. Bhartis,
1992; A.Gillor et al. 1992; T. Tikanoja et al. 1998; C. S. Fox et al., 1997) [11,17,28,24].

OnekTpoU3nOIOTHYECKHE CBOWCTBA TPOBOMASAIICH CHUCTEMBI CepJla ONpEeAeIISIOTCS
(GyHKIMEW MOHHBIX KaHAJIOB KapJAMOMHUOIIMTOB U UX gap — coenuHeHuil. CtpoeHue, popma u
OCJIKOBBIM COCTAB 3TUX COCAMHEHUUN OMPENESAIOTCS TeHaMH, U3MEHEHHUS CTPYKTYPbl KOTOPBIX
MOTYT MPUBOJUTH K CTPYKTYPHBIM M (PYHKIIMOHAIBHBIM HApyIICHUEM KJICTOYHBIX MEMOpaH H
MEXKJIETOUHBIX COCTMHEHUM, & 3HAYUT U K BOSHUKHOBEHUIO apUTMHIA.

BnepBble 0 KaHIMIATHBIX I€HAaX, OTBETCTBEHHBIX 3a pa3zButue DII, BbIcKazamuce B.
Brugada et al. 1997) [19]. ABTOpBI IPEANIONOKUIN KaHIUIATHEIMA T€HAMU JAHHOW MATOJOTUU
— rensl B-anpenopenentopoB (ADRB)), a-agpenopeunentopoB (ADRA,) u renst G — npoTtenn
cueruieHHoM kuHa3bl (GPRRS), nokanuzoBanueie Ha 10 xpomocome.

Hapymenust GyHKIIMU HOHHBIX KaHAIOB KapIMOMHOIIMTOB, KaK KaJIHEeBBIX — MATOJIOTUU
reHa KCNE; u KCNQ),, tak n HarpueBbix kaHanoB SCNSA, sABIseTCS OJHUM U3 ITyCKOBBIX
MOMeHTOB pasButus OII.

Y4uuTeIBas OrpaHUYEHHOCTH HH(OPMAIIMH 110 JAHHOK TIpodiieMe, IPEICTaBISIeTCS aKTy-
anbHBIM u3ydeHue acconuanuu PI1 ¢ monmuMopu3MoB TeHOB, CBSA3aHHBIX CO CTPYKTYPHBIMH H
(YHKIIMOHATBPHBIMUA XapaKTEPUCTHKAMU TPOBOMSIIEH CHUCTEMBI Cepjiia. B 3TOM OTHOIICHUH
OJIHUM M3 TIEPCIIEKTUBHBIX TEHETUYECKUX MAPKEPOB SBIISETCS MOTUMOPPU3M 3; aapeHoperen-

TOpa, MPOSBISIONINICS 3aMeHO aMuHOKKCIOTH Ser Ha Gly B mo3unuu 49. [IpoBenenue Tako-



IO UCCJIE0BAaHUS MMO3BOJIUT CAENATh Al K JaJbHEHIIEMY PacKPbITHIO STHOJIOTUU JAHHOTO Ha-
PYIICHHS pUTMA.

Llenv nHaweco uccnedosanus: yCTAaHOBUTH BEPOSITHOCTh M 3aKOHOMEPHOCTH Hacjel0Ba-
st Ol B ceMbsx, U3yunuTh CBSA3b NepBUYHON 1 BTropudHO DI ¢ momumopduszmom rena f3i-
aJIpeHOPELENTOPOB.

MarepuaJisl 1 METOAbI

IIpoBeneno cemeitHoe obOcienoBanne 103 TPoOAHIOB, Y KOTOPBIX TUATHOCTHPOBAHA
®OIT u 301 ux poacrBennuka 1, I1, III cremenu poacTBa. DTH CEMbU COCTaBUIU OCHOBHYIO
rpynny Hamiero uccinenoBanus. Cembu npo6annoB ¢ @I ObuM paszaeneHbl HaMU Ha JIBE MO
IPYIIBI COTIACHO €€ 3TUOJIOTUHU Y TPOOaHI0B:
1. Cembu npoOaHI0B c HJIAONIATHYECKON @I, rae Ha OCHOBaHHH
KJIMHUKO-UHCTPYMEHTAIbHOTO  HCCJIEIOBAaHUS HE IPOCIEKHUBAECTCA SIBHOW INPUYMHHO-
CJICZICTBEHHOW CBSI3M C KaKMMHU-JIMOO 3a00JIEBAHUSAMHU CEPACYHO-COCYTUCTON CUCTEMBI U JIPY-
roii ATONOTUEH, OCIIOKHEHHEM KOTOPBIX OHA MOXKET OBITh;
2. Cembu mipo6annoB ¢ Bropudnoii ®II, rae pa3BuTHE JaHHOTO HApyLICHUS pUTMA OBLIO Ciel-
CTBHEM OIIPE/ICTICHHBIX 3a00JIeBaHUi, TAKUX KaK HIIeMHUYeckast 00JIe3Hb Cep/lia, apTepraibHas
TUTNIEPTOHUS, TUISTAIIMOHHAS KapUOMHONATHS, TPhDKa MHUIIEBOJIHOTO OTBEPCTHUsS Auadparmel,
TUPEOTOKCUKO3 U AOCTUHEHTHBIN CHHIIPOM.

PaznenuB cembu npodanaoB ¢ @I Ha moArpymnIbl, Mbl HOTYYHIN 1-yI0, COCTOSIIYIO U3
53 npob6ana0B (28 Myxk4uH U 25 xeHimuH) u 154 ux poacTBeHHUKOB (53 myxuunbl 1 101 xen-
muH), U 2-y10 — 50 mpo6anmoB (22 — My»4uH 1 28 — »KeHIIKUH) U 147 uX poIcTBEeHHUKOB (72 —
MYKYUH 1 75 — xeHmuH). CpeqHuil Bo3pacT mpodaHa0B 3Toi moarpynmnsl 01 49,7 1,5 (ot
16 no 75 ner) ner. Cpeau 301 ux poncTBeHHUKA ObUTO 125 — My»X4UH U 176 —xeHIuH.

Cpenunuit BO3pacT OCMOTPEHHBIX POACTBEHHUKOB cocTaBui 34,57 + 1,06 (ot 2 no 79) roxa.



KonTponbHas Tpynma npeactaBieHa 82 mpobaHgamMu, U3 KOTOPBIX 33 ObUIM MYKYHHBI
1 49 — xxenmuubl. CpeqHuid Bo3pacT MpoOaHA0B JaHHOU rpynmsl paBHsuics 52,39+ 0,79 (ot 40
no 75) ner. Cpenu 163 ux poacrBeHHuKa Ob110 47 My)uuH U 116 — xenmuH. CpenHuil BO3-
pacT poJACTBEHHHUKOB 3TOM rpymmbl 0611 32,7 +1,3 (oT 6 mo 84) roga. Bo3pacT 601bHBIX KOH-
TPOJIBHOU IPYHIbI JOCTOBEPHO HE OTINYAJICS OT BO3pacTa OCHOBHOM IPYIIIBI.

Habop mpo6aHa0B MPOM3BOAMICS 32 TIEPHO] MX aMOYJIaTOPHOTO WIIM CTAIIMOHAPHOTO JIe-
yeHus B kapaunonoruueckom nentpe ['Kb Ne 20 r. Kpachosipcka. PoacTBeHHUKHN 3TUX OOJIBHBIX
BBISIBJSUIMCH IIyTE€M HMX aKTHBHOI'O MOCEHIEHMSI Ha JOMY C IOCJIEAYIOUMM KOMILJIEKCHBIM 00-
CJIEIOBaHUEM B KapIUOJOTUYECKOM LIEHTPE.

Bcem OOnbHBIM M UX POJCTBEHHUKAM, MOMUMO KIMHMYECKOTO OCMOTpa U AJIEKTPOKap-
Juorpaduu, BBIIOIHSUICS LEIbIA psii PyHKIMOHAIBHBIX METOJIOB MCCIEAOBAHUS ISl BBICHE-
Hus 3trosiorun OII.

VY Bcex O0JBHBIX ¢ mapokcum3MabHON DI ObUTO TTPOBEIEHO OMpeAeiieHUE ANEKTPOhU-
3MOJIOTUYECKUX TOKa3zareneld (yHKIMHA CHHYCOBOTO y3Jla (BpeMsl BOCCTAaHOBJICHUS (YHKIIMU
cuHycoBoro y3na — (BBOCY), koppurupoBaHHOE BpeMsi BOCCTAaHOBJICHHUS (DYHKIIMHA CHHYCOBO-
ro y3na — (KBBOCY), npoBonumoctu o A-B y3ny (Touka Benkebaxa), apdexruBneiii ped-
pakrepusiii nepuon (DPII) npencepauii, OPII A-B y31a ¢ moMoIbI0 METOa YPECTIUILEBOAHON
crumyssauuu sesoro npeacepaus (YIICJII). IMpumensiu YIICJIIT nocne nH(pOpMATHUBHOTO
cormnacust OOJBHBIX Uepe3 2 CYTOK (B ciiydae MpUMEHEHHs KopaapoHa — uepe3 30 cyTok) mocie
OTMEHbI aHTMAPUTMHUYECKHUX CPENCTB, KOTOpas IPOBOAWIACH YTPOM HATOIIAK WM uepe3 3-4
yaca I10cJIe 3aBTpaKa.

XonrepoBckoe MoHUTOpHpoBaHHe (XM) B TeueHue 24 4acoB OCYIIECTBIISIOCH BCEM
OOJIBHBIM C TOMOIIBIO OTEYECTBEHHBIX anmapaTypHbIX KomiuiekcoB «Jlenta-MT», «Menu-
KoM» 1 3apy6exxnoro «MedExell» (CILIA).

Benospromerpus (BJ) ocymiecTisiiack Ha Besoapromerpe punckoit pupmsr « TyHTYpH»

Y OTEYECTBEHHOM annapare «BaneHnra». Harpy3ka npoBoauiach B IOJ0KEHUU NAllUEHTa CULS.



Yacrora nepanuposanust 60 odoporoB B 1 muHyTy. HauanpHas mMouiHocTh ¢u3nyecKoil Ha-
rpy3ku (®H) cocraBmsiia 300 KrM/MHH, MOIIHOCTD KaXKAOTO TOCIEIYIOMIETO 3Tana Harpy3Kd
npeBbIIaia IpeApIyIyo Ha 150 Krm/MuH.

Kpome Toro, Bcem OOJIIBHBIM U UX POJICTBEHHHKAaM BO BPEMs IIEPBOTO OCMOTpA | TPH HE-
00XOIMMOCTH B JUHAMHKE BBITIOITHSUTACh dXokapaworpadus Ha ammaparax «ACUSON-4» u
«ALOCA-725».

O6cnemyeMbM TIpoOaHAaM M BBISIBICHHBIM 32 TIEPUOJ MCCIIEOBAHUS OOJBHBIM POJICT-
BEHHHKAM HCKITIOYAIOCh BIMSHHAE TUCHYHKINUU IUTOBUIHOM KeJe3bl, B CBA3H C YeM OIpejie-
JSUTA YPOBEHb TOPMOHOB IITUTOBUIHOM KEIE3bl.

Hacnemyemocts moxsepxernnoctr (H?) onpenemsiiack B pamkax mozern «Falconery, ko-
TOpasi MOCTYJIMPYET HOPMAaJIbHOE pacrpeaeeHHe MOIBEPKEHHOCTH B MOIYJISALIUU M CPEIU POJI-
CTBEeHHUKOB | creneHu pozactBa. CoriacHO JaHHOW MOZENH, KOO(PQHUIMEHT Perpeccuu IMoj-
BepakeHHocTH DII:

Xq - Xr

b= , Tne Xq — moporosasi TO4YKa PAaCHpeeICHUsI IOABEPKEHHOCTU B IIOITYJIs-

Ouu; Xr — nmoporosasa TO4YKa paCHpCACIICHUA IMOABCPKCHHOCTU CpCAu POACTBCHHUKOB; a —
CpeaHsdas BEIIMYMHA NMOABCPIKCHHOCTHU OOJILHBIX B HOHy.]'ISII.[HOHHOﬁ BBI60pKC. I[aHHBIC BCIN4HN-

HbI OBUIM B3STHI U3 TAOJIMIl — IPUIOXKEHUS K popMylie i pacueTa Ko UIMEHTa PerpecCHu.

b
Koo} puiuenT Hacae yeMoCTH BEIUHCsncs o popmyne: H* = —, rae r — kodddHIMEHT po-
r

CTBAa, PaBHBIN 2 171 pOACTBEHHUKOB | CTENEHU POACTBA.

Jns gopmallbHOTO T€HETUYECKOTO aHaju3a TUIAa HacleZJOBAHUS MHCIIOJIb30BAH METO]
BaiinOepra s equHUYHON peructpauuu. [[nsi mpoBeneHUs] CerperanyoHHOrO aHauiu3a Hc-
M0JIb30Bajach Ipymnmna OOJbHBIX ¢ uaHonaTuueckoi miau neppuyHoi ®II. B tabmuue 1 npen-
CTaBJICHBI CHOCTBA JJIsI aHAJIM3a CeTPETaIMOHHON YacTOThI Hauomarndeckoir DIT.

Mecto Tadiuuuml 1.



Bce uucnoBeie mannbie B Gopmyrny BaitHOepra s eIMHMYHOW pErHCTpPAIlUH B3SITHI U3
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rae SF — HaGmoaemast cerperaliioHHasi 4acrora, SF — TEOPETUYECKH OXHJlaeMasl Cer-
peranyoHHasl yacTtoTa JJis JaHHOTO Tuna Opaka; ¢ — CTaHJapTHOE OTKIOHeHue; R — oOmiee
YHCIIO TOPAKEHHBIX B BIOOpKE; T — olriee uncino cubcoB B BEIOOPKE; N — YHCIIO CeMEil B BhI-
OopKe (COOTBETCTBYET UMCITY TPOOAHIIOB)

Hamu 6b110 mporeHorunupoBano 30 6onpHBIX ¢ iepBuuHoi OII. Cpenu HUX cepaeyHo —
COCYZIUCTas MaTOJIOTHs Obljla YCTaHOBIJIEHA Y 5: runepToHudeckas 6omnes3ss I cT. 1 ct. — 1 6oib-
Hoii (3,3%); runepronnydeckas 6onesns Il cr. 1-2 1. —y 4 (13,4%).

[Mapokcuzmbr @II BeisiBIEeHB Yy 27 (90,0%) GonbHBIX, XpoHudeckas Gopma DII Habmr0-
nanace y 3 (10,0%).

ComnyTcTBylOIIME HApPYLIEHUs pUTMa U MPOBOAMMOCTHU BBIABIEHBI y 8 (26,7%) 6oib-
HBIX. POOCTBEHHUKHN 3THX OO0NBHBIX (25) OBbUIH 310POBBI.

MornekysipHO — reHeTh4YecKoe HcciaeoBaHue npoBeeHo y 30 GONbHBIX C BTOPUYHOMN
@II. CepaeuHo — cocyaucTasi NMaToJOTHs CPEeAM HHUX IpeJCTaBlieHa CIEAYIOUIMMHU 3abosieBa-
Husimu: UBC. Crenokapaus 11 — III ¢.xn. B couetanuu ¢ runepronnyeckoit 6osesnsto Illct. —y
8 (26,7%) OonpHBIX, TOCTUH(APKTHBIN KapAuockiepo3 —y 2 (6,6%), runeproHudeckas 06o-

ae3ss ller. 1-3 c1. —y 8 (26,7%); runepronndeckas 6omne3ss I ct. — y 12 (40,0%).



[Tapokcuzmer ®I1 ormeuenst y 12 (60,0%) GonbHbIX, XxpoHuueckas ¢opma — y 18
(40,0%).

ConyTcTByIOIIME HapyUIEHUs] pUTMa U IPOBOAMMOCTH BbIsiBIEHBI y 4 (13,3%) Gomb-
HbIX. PoacTBeHHUKH 3TUX 00NBHBIX (44 yenoBeka) ObLIH 3J0OPOBHI.

YV 6onbHBIX BTOpO# moarpynmsl (BTopuaHas ®IT) ®II Osia 00yciioBICHA CIICTYIONIAME
3a00JeBaHUsAMU: apTepHaibHast TunepTonus 2-3 craauu — y 28 (38%) OONBHBIX, pa3iIHdHbIC
BapuanTbl UBC —y 31 (62 %), aunatanuonHas kapauomuonatus —y 2 (2%), aOCTUHEHTHBIM
cuHApoMoM — y 2 (4%), rpebkeil mumieBogHOro orsepctus nuadparmel —y 1 (2%), y3noBoit
300 2 cranuu ¢ sBIeHUsIMH 3yTupeo3a —y 1 (2%).

I'unepronnyeckast 6omne3ns 1- 2 cramuu u UBC u crenokapaus II ¢. k1. B HeOOIBIIIOM
MPOIEHTE CIy4aeB PErUCTPUPOBAIUCH M B TPyMIE MPoOaHa0B ¢ nepBudHOr dopmoit DI (ru-
neproHndeckast 6osne3ns [-I1 craamii Obuta ycranosieHa y 5 (9,44%) 6onbnbix, UBC creHo-
kapaust 11 ¢. k1 —y 3 (5,67%). B nuddepentmanm 3tronorun 3a001€BaHUS IIOMOTIIH TaHHBIC
TIIATEJIIbHO coOpaHHOro aHaMHe3a. Kpome Toro, y Bcex 60onbHBIX ¢ niepBuuHoil @I ona Oblia
JOKYMEHTHPOBaHa /10 BO3HUKHOBeHUs nposiBiieHni UbC nnu runeproHnyeckoi 60Ie3HH.

Hamu Obw1o nporeHotunupoBato 198 uenoBek KOHTPOIBHOM Tpymiibl. it mpoBeneHus
CKpMHUHTA Ha OCHOBE M30MpaTelbHbIX CIIMCKOB paiioHHoro Coseta r. HoBocuOupcka ¢ nmomo-
IIBIO TaOJIUIBI CITy4alHBIX Ynces ObUTH chOpMUPOBAHBI perIpe3eHTaTUBHBIC BEIOOpKU. Kaxkaas
BbIOOpKa BKII04aa okosno 800 myxunH u 800 — sxeHIIKH B Bo3pacte 25-64 roga. Kaxnas Bo3-
pactHas aekana (25-34 , 35-44 , 45-54 , 55-64 ner) Bkmouana okoio 200 genoBek. O0beM BbI-
OOpKM U3 TeHEepaJbHOW COBOKYITHOCTH oOmpejaessuicss mpotokonoM BO3  mporpammsl
"MONICA", ucxons u3 pasmepa reHepaibHOW COBOKYITHOCTH, JeMOTpadUIecKOl CTPYKTYpPBI
[IEHTPa U KOJMYECTBA KOPOHAPHBIX COOBITHIA, CITyHaIOUINXCS €KETOJHO B OTYETHBIX EANHUIIAX.
B Hacrosmee uccaeoBaHue BKIIOUYEHBI TOJIBKO MY>KYHHBI.

Cratuctuueckas 00paboTKa JaHHBIX ObUIa MPOBE/IEHA C MOMOIIIBIO MAKeTa MPUKIATHBIX

nporpamm Statistica. J[aHHbIe MpencTaBieHbl B BUAC CPEAHUX apU(PMETHUECKUX 3HAUYECHUH U



ommOku cpenuer (M+m). JlocToBEpHOCTh pa3nuyuil OlleHUBaIN 10 Kputeprto CThIOIEHTA JIs

HE3aBUCUMBIX BBIOOPOK. J[ocTOBEpHBIM cunTaicst ypoBeHb 3HaunMocTu p<0,05.
CpaBHUTENBHBIN aHAIN3 aJUIEIbHBIX YaCTOT T€HOTHUIIOB BBILIEIEPEUNCIEHHBIX T€HOB BbI-

NOJTHSUICS Kak BHYTpH rpynn ¢ ®II, Tak v B cpaBHEHUH ¢ KOHTPOJIBHOH Tpymmoid. CoOroneHue

cooTHoteHus1 Xapau — BaitHOepra Obuto orieHeHo MeTooM 2. OmmbKa 4acTOThI ajuiesiei Bbl-

yHuciaaach no Gopmyse iw/(p-q)/ 2n, A€ p U q — YacTOThI ajljiesiel, N — KOJIMYECTBO aJie-

JIeid, ommoOKa 4acTOThl TeHOTHIIOB — 10 (Gopmyse + \/ pp- (pq + qq)/ n, rae pp, pq, qq — reHo-

THUIIBI, N — KOJIMYCCTBO YCIOBCK. CpaBHeHI/IC 9TUX MCPCMCHHBIX OCYHICCTBIIAIOCH C UCIIOJIb30-

2
BAHUCM HCTIAPAMCTPUUCCKUX TCCTOB — OIIPCACIICHUCM ) .



Pe3yabTaTsl U 00CyKaCHHE

B cembsax npo6annoB ¢ @I HanbGoabIMIMIA TPOLEHT MOPAXKEHHBIX MPUXOAUTCS HA POJCT-
BEHHUKOB | CTENeHU pOACTBA, B YACTHOCTU OJHOMMEHHAs MaToJIorus BblsiBiIeHA B 9,86% ciy-
yaeB, o0cienyeMbix 1 crenenu poacTsa, u Toyibko — 1,16% y poncrBennnkoB I crenenu pon-
CTBa.

[To HamMM JaHHBIM, CPEIX POJICTBEHHHKOB | CTENEHM pojaCTBa HauOOJee MOIBEPKEHBI
®I1 marepu (36,36%), cectpsr (19,44%), otis (16,67%) — puc. 1.

Mecrto pucyHka 1

2,65-1,287

= 0,460,
2,962

b 0,460

Kos¢duruent HacieqyeMocTu ucuuciusercs mo gopmyne: H> = =0,230, roe

I — KOOQPUIUEHT POJICTBA, paBHBIN 2 Uil POJACTBEHHUKOB 1 cTemeHu poxactBa. Takum oOpa-
30M, HacaexyeMocTh nojasep:keHHocTH PIT nmo moxenu «Falconer» coctaBuna 23%, octanpHoe
(77%) npuxoauTcst Ha cpefoBble (DaKTOPBI B PA3BUTUHU JAHHOT'O CHHIPOMA.

3Ha4yeHHe TeHEeTHUYECKUX (PaKTOPOB CTAHOBUTCS 0oJjiee OYEBHIHBIM IPU MPOBEPKE COOT-
BETCTBUs 3a00JIeBaHUs 3aKOHaM HacienoBaHusA. [Ipy HamuuMu 3HAYMMOIO TI'€HETHYECKOTO
KOMIIOHEHTa B JIETE€PMHMHAIIMM 3a00JIeBaHUs BapuaOeIbHOCTh pacHpeAeeHUs OTINYAIOLINXCS
JpyT OT Apyra (PeHOTUIIOB B CEMbSIX 00YCIIOBJIEHA Pa3IMYHBIMU MEXaHHU3MaMM HacJel0BaHUs.
[TosTOMy ClieayIOLIIMM 3TaloM HCCIEOBAaHUS IMOCIe JA0Ka3aTesbCTBA HECIy4YalHOCTH CeMeN-
HOM arperaiuu 3a00JI€BaHUs U YCTAHOBJICHUS 3HAYUMOMN POJIM HACJIEICTBEHHOCTH B (pOopMHUpO-
BAaHUM 3TOTO HApyLIECHHsI PUTMa SBJISIETCS CErperallMOHHBIA aHaIM3, 3aKII0YAOLINNICS B OLIEH-
K€ COOTBETCTBUS O’KUIAEMBIX IPU OIIPEJICJIEHHOM THUIIE HACJIEeJOBaHUS U HAOII0IaeMbIX cerpe-
TallMOHHBIX YacTOT. B cOOCTBEHHBIX MCCIEN0BaHUAX Ui cOOpa CeMEHHOro MaTepuaia Mbl HC-
HOJIB30BANIM €JUHUYHYIO perucrpauuio. B BeIOOpKe mpejacTaBieHbl ceMbH Opaka «O0OJbHOM-

SﬂOpOBLIﬁ)). CornacHo 3aKOHaM SKCHepHMCHTaHBHOﬁ I'CHCTHUKHU aYTOCOMHO—I[OMI/IHaHTHHﬁ THUII



HaCJIeJI0BaHMs, BBIYUCISIEMBIN TT0 MeToAy BaitHOepra, ompenensieTcsi, €clid KpUTEpHil HacJe-

nyemocta t< 2,58.

 (aymoc—oon __ 105708 0,089 (t<2,58)
aymoc-oomur) 06(1-0.6)
30
0,25-0,6
(aymoc—peyec) m =3913 (2,58)
30

VYuuteiBas pe3ynbTaTbl CHOCOBOTO METO/A CEIPErallMOHHOTO aHAIN3a B CEMbsX, IPOOaH-
bl KOTOpBIX CTpazaloT uauomnarudeckor @II, mpeamonaraem, 4TO HMMEEM ayTOCOMHO-
JIOMUHAHTHBIN THIT HAaCJI€0OBAaHMSI JAHHOM MaTOJIOTHH.

[To momy4eHHBIM HAMH JAaHHBIM, y TpoOaHaoB ¢ nepBuyHON PII U UX POJICTBEHHUKOB
JIOCTOBEPHO Ipeoliaga reTepo3uroTHbI reHotun resa Bl-anpenopenentopos (Ser49Gly) B
CPaBHEHHMH C KOHTPOJIBHOMN TpymIoi, cooTBeTcTBeHHO Y 15 (50,0%) nmpobanaoB uy 11 (44,0%)
POICTBEHHUKOB, B cpaBHeHUH ¢ 38 (19,2%) — y koHTponbHO# rpymms (p<0,05). Y npobGanmos
1-it moarpynmnsl HaOIIOAATIOCH TaKkKe MpeobiajaHie TOMO3ZUTOTHOTO T€HOTHUIA 0 PEIKOMY
amnenio (Gly49Gly) B cpaBHEHHH ¢ KOHTPOJIBHOM COOTBETCTBEHHO Y 5 (16,7%) B cpaBHEHUH C
6 (3,0%) B kouTpospHOM rpynme (p<0,05), XOTs y 310pOBBIX POJCTBEHHUKOB MPOOaHIOB 1-if
HOJTPYIIIBI ATOT FEHOTHIT He ObLIT OOHAPYKEeH HU B OHOM ciydae (puc.2.)

MecTo pucyHka 2

VY GonbHbIX 2-i moarpymnisl (BropuyHas @II) Takxke HabIIOAAIOCH TOCTOBEPHOE MPEOO-
najanue rerepo3uroTHoro reHoruna (Ser49Gly), coorBerctBenHo — y 14 (46,7%) B cpaBHEHUH
¢ 38 (19,2%) B xouTposnbHO# rpymme (p<0,05) (puc. 3.). Ho y poacTBeHHUKOB OONTBHBIX ITOM
HOATPYIIBI PeodalaHue paccCMaTpUBAEMOr0 T€HOTUIIA B CPABHEHUHM C KOHTPOJIBHOM TpyII-

ol He ObUIO CTAaTUCTHUYECKH NocToBepHBIM. YacToTa Berpeuaemoctu renoruna Gly49Gly y



60abHBIX ¢ BTOpU4HON DI 1 UX POJCTBEHHUKOB JOCTOBEPHO HE OTIMYATIACH OT JaHHBIX KOH-
TPOJIBHOM I'PYIIIIBIL.

MecTo pucyHka 3

Takum 00pa3oM, Kak BHIHO W3 BBINIEHU3I0KEHHOTO, TE€TEPO3UTOTHBIN reHOTHN reHa [1-
anpenopenentopoB Ser49Gly MOKHO paccMaTpUBaTh Kak OJUH U3 T€HETUUECKHUX MPETUKTOPOB
BO3HMKHOBEHHs KAaK MEPBUYHOM, TaKk U BTOpU4HOU PII. [IpenukropoM BO3HUMKHOBEHHs Iep-
BuuHOM DIl moxer cimyxuth Takke reHorun Gly49Gly. PoacTtBeHHukoB mpobaHAoB ¢ miep-
BuyHOU ®II n renorunom Ser49Gly MOXKHO OTHECTH K IpylIe pUCKa pa3BUTHUs JaHHOW MaTo-
JIOTHH.

B nmanHOM mccienoBaHMM HaMU OBIT YCTAaHOBJICH (DaKT ceMEWHOM arperamuu 3a0oseBa-
HUs B ceMbsx npodannos ¢ @II. Bropuunoe nHakoruienue ®PII B cembsix JOCTUINIO YaCTOTHI
BcTpeuaemoctu 10 7,31 % (22 GonbHBIX pojacTBeHHUKA B3 301), UTO 3HAYMMO MPEBHIMIAIO M0~
MyJIAIAOHHYIO 9acTOTy 3a0oneBanus (mo manHsiM H. Kulbertus et al. (1982), monynsimonnas
yactota paBHa 0,4%, mut. M. C. Kymakosckuii) [1].

O 3Haummol posin HacaencTBeHHOCTH B pa3Butuu DI mepBeiM Bbickaszancs H. Gould B
1950 rony [18]. On npeanonoxun HacaeACTBEHHYIO pupony PII B HECKONBKUX NMOKOJIEHUSIX
OJTHOW CeMbH, HAOIO/ICHHE 32 KOTOPOIl MPOJI0KAIOCH HAa IPOTSHKEHUU 36 JIeT.

OCHOBHOE KOJIMYECTBO ITyOJUKAIM O reHeaJorul MeplaTeIbHONH apUTMUU TPUXOIUTCS
Ha 90-e roapl 20 Beka. B 3THX paboTax OMMCHIBAIOTCS OTIAENIBHBIE CEMbH, CPEIH HECKOJIBKHUX
YJIeHOB KOTOphIX uMena Mecto DIT u/unm tpeneranne npeacepaumii (TII) [11,17,6]. T. Tikanoja
et al. [28] B 1998 rony omy0OsnkoBanu JaHHbIE HAOMIOACHUS 3a pa3BUTHEM ceMeiitHoi DIl y 2
3MOpHOHOB Ha 23 u 25 Helensx BHYTPUYTpoOHOro pa3ButHs. O6a peGeHKa poIUINCH C MPO-
nospkaroerics OII.

Oco0blil HHTEpEC UCCIIEAOBATENH MPOSBUIIA K CEMBSIM, B KOTOPBIX MIPOUCXOIUIIO HAKOII-
JIEHWE HApYLIEHUN BHYTPU)KEIYI0YKOBON ITPOBOAMMOCTH, COYETAIOIIUXCS C PA3IMYHBIMU Ta-

XUAPUTMUAMU. OnucaHbl CCMbH, Y YJICHOB KOTOPBIX B HCCKOJIbBKHUX IOKOJICHUAX Ha6moz[anacr,



@II n/unm Tpeneranue MpeacepAnii B cCoueTaHNH ¢ OJOKaIol pa3IMyHBIX BeTBeH mydka ['mca
WJIHM aTPUOBEHTPUKYJIsIpHOU Osokaznon [14,12,15].

C.S. Fox et al. B 1997 [24] yka3biBanu, yto @Il y poauteneil yBeauuuBaeT pUcCK pa3Bu-
tusg @I ana moromctBa. Cpenu obcnenoBanubix 2243 poacrBeHHUKOB — 681 (30%) umenu xo-
Ts OBI OJTHOTO POAUTEINS C 3aperucTpupoBanHon OII.

IIpuopurer NMOCTYIMpOBaHUS ayTOCOMHO-IOMUHAaHTHOM monenu PII npunamnexur J.
Girona et al. (1997) [10]. Onu npencraBwim 2 cembH, B KOTOphIx 20 u3 70 00CIIeIOBaHHBIX
MMeEJTU TapOKCU3MAIIbHYIO WU TIOCTOsSIHHYI0 (popmy DII.

B Hacrosiiee BpeMs u3yueHHe MOJIEKYJIIpHO-reHeTuYecKuX Mexann3moB PII npoBoaut-
Csl B HECKOJIbKMX HampaBieHUsX. [louck reHoB, oTBeTcTBeHHbIX 3a pa3zBurue DIl kak MoHO-
TE€HHOI'0 3a00JIeBaHMsl, OCYIIECTBISETCS MOCAe KApTUPOBAHUS MOTEHIMAIBHBIX JIOKYCOB XpO-
mocoM. Tak R. Brugada et al. (1997) [19] npoanaiu3upoBaim reHOM, TIPUMEHSIS METOIUKY ITy-
maposanus JJHK, 1 oOHapyXuiau JOKyC B KOPOTKOM Tuiede XxpomocoMbl 10q22-24 B Tpex uc-
naHckux ceMbsx ¢ @II. Cpeau reHOB-KaHIUAATOB, JOKAJIN30BAHHBIX B 3TOM Y4acTKe, aBTOpa-
MU OBUIM TIPEAJIOKEHBI T'eHbl CHMIIATOAIPEHANIOBONM cucTeMbl (1 - agpeHOopeuenTopsl, a: -
agpenopenentopbl) U TeH GPRKS (kunaza G - mpoTeUH-CBA3BIBAIONIETO PELENTOPA), KOTOPHIE
BIUSIOT Ha (DYHKIMIO MPOBOJUMOCTH M aBTOoMaTu3Ma cepamna. D. M. Roden ompenenun Ha-
cnenctBeHHyt0 DIl kak MOHOT€HHYIO apUTMHUIO, YTO MPEATNONAraeT, co CJI0B aBTOpPa, BO3MOXK-
HOCTh paHHEH Koppekuuu 3Toro coctosiHus [26]. Hapsany ¢ satum, P. T. Ellinor et al. (2003)
[21] kapTUpOBaNM JIOKYC B MPOKCUMaJIBHOM JJTMHHOM Iuleue XpoMocomsbl 6ql4-16 u npemio-
JKUJIM ellle Psifi TeHOB-KaHIUIATOB M301MpoBaHHON DIl — reHbl KOHHEKCHUHA 62, TUPEOUTHOTO
peuentopa TRIP7, Genka u3 cepuu ankupuHOB. M3ydaeMblil pernoH XpoMOCOMBI 6q YaCTHYHO
NEPEKPBHIBAETCS] U3BECTHBIM JIOKYCOM, OIPEIEICHHBIM I AWIATAMOHHON KapAHOMHOIIaTUH,
no3romy n3onuposaHHas @I, Mo MHEHHIO aBTOPOB, MOXKET pacCMaTPUBATHCS KAaK aJlJIeNIbHAs

dopma JIKMII.



Kuraiickumu yuensimu 6601 B 2004 1. nnertudunuposan ren ®II. Anamns JIHK c cer-
perauueir ®@I1 B 4 MOKONEHUSIX MMO3BOJIMI OMPEIEIINUTD MOJIOKEHUE MPUYMHHOTO JoKyca B 11
xpomocome. Tak Y.H Chen et al. [8] oorapyxumm myTaruto Serl140Gly reaa KCNQ1, nokanu-
30BaHHOTO B Xpomocome 11pl5.5, kogupyromiero a-cyObequHuIly KaJlueBoro kaHana. B mon-
TBEPKJIEHUE CYIIECTBEHHOM PO KalueBbIX KaHaioB B reHe3e PII cBuperenscTByeT oOHapy-
JKEHHUE e1lle 0AHOro moJuMopdHOro Mapkepa B 1Byx ceMbsix ¢ ®@II. I. Yang et al. [29] coobmu-
mu o nonumopdusme Arg27Cys rena KCNE2, nokanuzoBanHoro B xpomocome 21q22.1-22,
KoAupytomero B-cyobenuHuly KaaueBoro kaHana. BoznukHoBenue @I B aTux ciayyasx oOy-
CJIOBJIEHO TE€M, YTO IPHU OMHCAHHBIX MyTallUsIX B 3TUX IeHax (PyHKIIMS COOTBETCTBYIOIIMUX Ka-
JIMEBBIX KaHAJIOB TOBBIMIACTCS, YTO MIPUBOAUT K YKOPOUYCHHUIO MOTECHITHANA JecTBUS U 3 dek-
THUBHOTO pe(paKkTepHOTo Meproa npeacepauii. [lpu cHkeHnn QyHKINU yKa3aHHBIX KaHAJIOB
BO3HUKAET CUHJpOM Yy uinHeHHoro nntepBana QT, coorBercTBenHo BapuanThl LQT1 n LQT6.
TakuMm 00pa3oM, PUBEICHHBIC JTaHHBIC KUTAHCKUX MCCIIEIOBATENICH CBUACTEILCTBYIOT O TOM,
YTO HEKOTOpPBIE BapUaHThl ceMeHON PII MOKHO OTHECTH K KaHAJIOIATHUAM.

Hpyroe nampasieHue mnoucka reHetndeckux ocHoB DIl — anamm3 ®PII kak omgHOro us
NPOSIBJIICHUI Ipyrux HacieaCTBeHHBIX 3a0oneBanuil. B 2000 roxy E.A. Sparks et al. nonoxwunu
0 COpOKaJIeTHEM HaOJIIOACHUH 32 IEBATHIO TOKOJICHUSIMH OJJHOM CEMbHU C HACJEICTBEHHOM Kap-
nuomuomnarueii. Y 106 u3z 325 obcnenoBanubix Obuta BeisBiacHa PIT [27]. T. M. Olson et al.
(2005) ycranoBunu muccerc-mytaiuio (D1275N) rena HatpueBbix kanaaoB SCNSA y 6oib-
HBIX ¢ IuisiTannoHHoN kapauomuonatueit u @I [2]. E.J. Gruver et al. [17] BbIIBUIN MUCCEHC
myTaiuio Arg663His B TsOKeNION Lenmu cepleyHOoro -MHO3MHA, KOTOpas MPHUBOAMIA K CIEI-
JICHHOMY HaclieIoBaHHIo runeprpoduueckoit kapaunomuonaruu u ®I1. B 2001 r. M.H. Gollob,
R. Roberts [23] npencraBunu coueranue cuHapoma Bomnbda - [TapkuHcoHa - Yaiita u rumep-
TpouyecKoil KapauoMHUoNIaTHH B CBs3M ¢ maTtonorueii rena PRKAG, koTopsiii koaupyer 2 -
cyobenuaniyy AM® - akTMBMPOBAHHOW MPOTEHMHKHMHA3BI. Y OOJBHBIX C CeMEHHOH (opmoit

storo cunapoma ®II nabmronanace B 38-44% ciydaeB B orinuue ot 15-20% mpu ciopaguue-



ckux Gopmax 3aboneBanus. 'eH JaHHOI MaTOJOTHH KapTUPOBaH Ha xpomocome 7q34-36. Ilpu
cexkBenupoBarnu [JHK y 3tux 6onbHBIX BhIsiBIIeHA MyTamus Arg302Glu.

F. Kyndt [22], L.P. Lay et al. [5, 16] yka3zanu Ha cBs3b HoTUMOp(dHU3Ma (JICTCIIHHA) MUATO-
xonapuansHoil JIHK ¢ paszButuem nepsuunont ®II. M3ydeHne reHETUYECKUX COCTABIISIOIINX
criopanuyeckux Gopm @DII mo3BossieT onpeAeuTh pUCK €€ BOZHUKHOBEHUS B MOMyJsuu. B
HACTOSALIEE BPEMsI IPOBOJUTCS MOUCK F€HOB, MPUYACTHBIX K KOHTPOJIIO MPEPACIIONIOKEHHOCTH
K MepuarenpbHo aputmun. OJHUM U3 KaHAWJATOB paccMmaTpuBaercs reH (3 cyObenunuisl G
npotenHa (GNBj3). MHorohyHKIIMOHATBHBINM O0e0K G TOKAIM3YyeTCsl B KJICTOYHBIX MEeMOpaHax
KapIMOMHUOIIMTOB, TJIAJIKOMBIIIICYHBIX KJIETKaX COCyN0B, GuOpobiIacTax u MOXKET ObITH BOBJIE-
YeH B MPOIECCHl PEMOJICIIMPOBAHUS CEPICUHON MBIIIIBI U COCYTUCTOM cTeHKH. J. Schreieck et
al. [7] m3yuanu acconmanuio nomumoppuoro mapkepa Cys825Thr rena GNB;3 ¢ ®II. Brisieie-
HO, YTO Y TOMO3UIOT 10 PEAKOMY aJIENIO [0 CPAaBHEHUIO C IPYTUMU F€HOTUIIAMH PUCK Pa3BU-
tusa PII ymenpmancs.

H. Yan et al. B cBoeii paboTe nmoka3anu yBeIHMYeHHE KOJIMYEeCTBA OelKa KOHHEKCHHA 43
npu OII, nHaubonbuee B teBom npeacepauu [9]. J. Christiansen et al. [8] ycTtanoBuiu, 4o my-
taius B reHe 1q21.1, mpuBoasmas K CHMKEHUIO KOHHeKcHHa 40, crocoOCTBYET pa3BUTHIO
aHomanuii nyru aoptsl ¢ OIIL.

["onnanackue ydeHble TeTEeKTHPOBAIN 2 MyTallM B MPOMOTEpHO# obnactu reHa Cx40 B
ceMbsiX y 0onbHBIX M30aupoBaHHoi @II. BrickazaHo mpeanoiaokeHue o CIEIUICHHOM XapaKTe-
pe noauMop(U3MOB 3a cHeT HEOOIBIIOTO PACCTOSIHUA MEXAY APYT APYyroM. Y HocuTenei pen-
KOro romo3urotHoro ramtotuna — 44AA/171GG orMedanoch CHIKEHHE aKTUBHOCTU MPOMO-
TEpa BJIBOE 10 CPAaBHEHUIO C PACIPOCTPAHEHHBIM TOMO3UTOTHBIM ramtotunoM — 44GG171 AA,
U COOTBETCTBEHHO, AKTHBHOCTb IIPOMOTEpA y TE€TEPO3UrOT HOCWIIA YCPEIHEHHBINH XapakTep.
[Ipennonaraercs, 4YTO aHOMAJIBHOE paclpe/ieieHue gap-KaHajoB 3a CUET 3JICKTPOPHU3HOIOTU-

YECKOU IeTepOreHHOCTH MPUBOAUT K YBEIMUYCHUIO aHU30Tponuu. Muokapa npencepaui cra-



HOBUTCSI YSI3BUMBIM, M CO3JAlOTCSl OJaromnpusTHBIE YCIOBUS JJs BO3HUKHOBEHHS MMKPO-
pueHTpu [4].

UccnenoBanmem F. Burzotta et al. (2001) Opu1a mpoaeMOHCTpUpPOBAaHA POJIb BOCHIAIIU-
TEJIBHOTO IpoLecca B pa3BUTUM nocaeonepanoHHon @II u BeIsABIEHA acconuanus MOIMMOp-
¢usma — 174G/C rena untpeneiikuaa 6 ¢ puckom ®I1. Y ToMO3UTOT 110 JUKOMY aJUIEITIO, Ipe-
obmanaromux B rpynme ¢ @I, Tutp mHTpeneiknHa u GUOPHHOTEHA B KPOBU OBLIT MOBBIIICH
[25].

Ha 21 ceccun CeBepoaMepHKaHCKOTO OOIIECTBa CTUMYJISIIIUH U 3JICKTPO(PHU3HOIOTHI
(NASPE, 2000) Obu10 mpuBeieHO COOOIIEHHE O TOM, YTO MHOKapIalibHbIE «MaHXEThI», (Hop-
MUpYIOIIHECs B AMOpPHOTeHEe3e BOKPYT YCTHH JIETOUHBIX BEH, SBIISIOTCS MOPQOIOTHUYECKUM
CyOCTpaTOM SKTOMHYECKOW aKTUBHOCTH, CIIOCOOHOW (hopMHpOBaTh (GUOPWILISIMIO U TpeTeTa-
HUE npeacepauuil. MUOLUTBI B 3TUX MaH)XeTax 001a/laloT CIIOHTAHHOM AJIEKTPUYECKON aKTHB-
HOCTBIO B OTJIMYME OT KapJAHOMHOLIUTOB JIEBOTO MPEACEPANs, IPUUYEM pa3HbI€ yUaCTKU JIErOY-
HBIX BEH CO3/1al0T COOTBETCTBYIOLINE YCIOBUS apUTMOI€HE3a — IPOKCUMAIIbHBIE — TPUTTEPHYIO
AKTUBHOCTb, TUCTAJIbHBIE — OJAECPKUBAIOT MUKPOPUEHTPH [3]

HecmoTpst Ha mpencTaBieHHbIe yOeAUTENbHBIC JIMTEPATYpPHbIE JaHHbIE O T'€HEAJIoTrnye-
CKUX M reHerndeckux acnekrax @I, Mo)kHO OTMETUTH, UTO 3aKOHOMEPHOCTH €€ HAaCJIEOBAHUS
JI0 KOHLIAa He ompeneieHsl. M, Ha Hall B3I, CBEAEHU O reHeThdeckux acrekrax OlI, npen-
CTaBJICHHBIC B HaIIEH paboTe, yrayOsOT HALIH MPEICTABICHHS O JAHHOM MaTOIOTHH.

B nanHO#l paOoTe BHEpBBIE MyTEM CETPETAllMOHHOIO aHAIU3a JI0Ka3aH ayTOCOMHO- JI0-
MUHaHTHBIN TN HacaenoBaHus PII. Onpenenensl Takue reHETHYECKUE MapKephl PUCKa pa3BU-
tust @I1, Kak TeTepo3UroTHEIN reHoTHIl reHa Pi - agpenopenentopoB Ser49Gly.

Taxum 00pa3zom, BbIsBIEHO ceMeifHoe Hakorienne PII B ceMbax mpoOaHI0OB C JaHHOU
natosiorueil. Yactora ®II B ceMbsix coctaBuna 7,6%, 4TO 3HAYUMO MPEBBIIIAET MOMYJISLUOH-
HYIO 4acToTy 3a0ojeBaHus (1Mo gaHHbIM jutepatypsl 0,4%). B cembsix npobannos ¢ ®@I1 nau-

OOMBIINI TPOIEHT OOJNBHBIX MPUXOJUTCS HAa POACTBEHHHKOB | CTENeHW poACTBa: Hambolee



noasepxkensl OII marepu (36,36%), cectpor (19,44%), otupsl (16,67%). ITO MOATBEpKAACT
HACJICICTBEHHYIO TPEAPACIIONOKEHHOCTh B ATHOJOTHMM M TatoreHese uauonarudeckon PII.
Bxrnag renetnueckux gakTtopoB B pa3zButue 3aboneBanust coctaBiser 23%, 77% mpuxoautcs
Ha cpenoBbie (GakTopbl nmpuxomautcs 77%. CerperallmOHHBIN aHAN3 WIUOMATHICCKUX (HOopM
@II BBIIBIII ayTOCOMHO-IOMUHAHTHBIN THUIl HACJIEAOBAaHMS JAHHOW MATOJIOTHHU. ['eTepo3uror-
HBI BapHaHT TeHOTUNA reHa i-ampeHopenentopoB Serd9Gly MOKHO paccMaTpuBaTh, Kak
OJIMH U3 TE€HETUYECKUX MPEIUKTOPOB BO3ZHUKHOBEHUS KaK NEPBUYHOM, Tak U BTopuuHON PDII.
[IpenuxropoM Bo3HMKHOBeHMsI nepBuuHOM DIl moxer ciyxurb tarxke reHorun Gly49Gly.
PoncreennnkoB npo6annoB ¢ nepsuuHoi ®II 1 renorunom Ser49Gly MOKHO OTHECTH K TPYTI-

1€ pUCKa JaHHOM MaTOJOTHH.

B nenom ananu3 1uTepaTypHbIX U NPUBEICHHBIX HAMU COOCTBEHHBIX JaHHBIX MOKa3bIBa-
eT, 4To BO3HUKHOBeHHI0 DIl Bo MHOrmMX ciydasx MOMKET CIIOCOOCTBOBATH HAC/EACTBEHHAs
npeapacnonokeHHocts. C HanOONbIIEH OYEBUIHOCTHIO HACIEACTBEHHAS! MPEAPACIIONOKEH-
HOCTb TposiBisieTcs: y OonbHBIX ¢ nepsuyHoi PII. HecomMHeHHO, YTO nanpHEHne moucku re-
HOB-KaHJIUJAaTOB KaK MEPBUYHOM, Tak U BTOpuuHON PII, ocTarorcs akryanbHbIMU. Pe3yibTrarhl
3THUX UCCIIEIOBAaHUMN, MOJIaraeM, MOTYT BHECTH BaXHEUIIHMIA BKJIAJ] B IPOPUIAKTUKY BO3HHKHO-
BEHUS OJTHOM U3 CaMbIX PaclpOCTPAHEHHBIX U OIACHBIX apUTMUIA.

ATRIAL FIBRILLATION: GENEALOGY AND GENETICS
S.YU. Nikulina, V.A. Shulman, O.0. Kuznetsova, N.V. Aksyutina, A.A. Chernova,
V.N.Maksimova, I.V. Kulikov, S.N. Ustinov, YU.L. Kazarinova, A.G. Romaschenko, M.I. Vo-
evoda

Krasnoyarsk state medical academy named in honour of V.F. Vojno-Yasenetskij

Family examination of 103 probands with atrial fibrillation and 301 their relatives (I II II
stage of relationship) was done. Moreover 82 probands had no clinical and electrocardiographic

manifestations of heart diseases. Family accumulation of atrial fibrillation was revealed. Segre-



gative analysis of idiopathic forms of atrial fibrillation revealed autosomal dominant inheri-

tance type.
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Tabnuya 1

CezpezayuoHHbLIl AHAIU3 8 CEMbAX NPOOAHO0E8 C UOUONAMUYECKOTL

¢ubpunnayueii npedcepouii

Pa3mep cubcrBa | Ywmcno S Ywciio cuOCoB ¢ MOpakeHHBIMH JIETHMH R
CI/I6CTB, 1 2 3
n HOpaYKEHHBIN =/= =/=
pebeHOK
2" cubCOBBIE 9 18 4 5 - 14
3" =/= 3 9 2 - | 5
4 =/= 1 4 - 1 - 2
Bcero 13 31 6 1 21
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