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Pe3tome. B nacmoswetl pabome énepgvle Ha KIUHUKO-2EHEAN02UYEeCKOM Ma-
mepuane Npociedcern NPUPOCm HACAe0CMBEHHOU OMALOUWEHHOCMU CUHOPOMA C1aO0-
cmu cunycogozo y3ia (CCCY). Oyenena ouHamuka 0eKxomMnencayuu HacieoCcmeerHo-
20 CCCY 6 cemusx 2. Kpacnosipcka. Ilpeonoscen memoo kapouopummozpapuu Kaxk
O0OUH U3 PAHHUX, HeUHBA3UBHbIX Memo008 Juaznocmuku CCCY. Hmesa npedocmasne-
Hue o 3axoHomeprHocmsx Hacredoganus CCCY, ounamuxe 603HUKHOBEHUSI HOBbIX
cyuaes 3a001e8anusl 8 CeMbsX, Xapakmepe nepexooa KOMNEeHCUPOBAHHO20 8APUAH-
ma CCCY 6 0ekOMNeHCUpOB8aHHblU, MONCHO OCyujecmaisimes boee 000CHOBAHHbIU
npozno3s eoznuknogenuss CCCY y auy ¢ nacneocmeennol npeopacnoioiceHHoCmvio K
smomy 3abonesanuro. Credosamenvho, ocyujecmenams paree gvisagierue CCCY y
poocmeenHuxkos. Tujamenvublil 2eHeanocuyeckull anaius 6yoem cnocobcmeosan
paHnetl ouazHocmuke 001e3HU, C80e8PEMEHHOMY HA3HAYEHUIO Ne4eHUs], 0acm 803-
MOIHCHOCMb OP2AHU3AYUU NPAKMUYECKUX MEPONPUIMULL 8 CEMbSX.
Knroueewie cnoea: cunopom ciabocmu CuHyco8o2o y3id, HAc1e0CMEeHHas OMA20-

WeHHOCmMb, 2eH Hampueso2o cepoeunozo kanara SCNSIA, kapouopummozcpagusi.

[Iponuio Gosee yeTbipex ASCATUICTUM C TOTO BPEMEHH, KOT/1a ObLI BBIJICJICH B
CaMOCTOATENFHYI0 HO30JIOTUYECKYIO €IMHUILY CHHJIPOM CJIa00CTH CHHYCOBOTO Y3JIa
(CCCY). 3a sToT nepuoj MosiBUIOCH MHOTO PaboT, MOCBSIICHHBIX U3YYEHHUIO ITHO-
JIOTUM, YTOUHEHUIO KJIMHUYECKOW KapTHUHBI U COBEPUICHCTBOBAHUIO METOJOB JIMAr-

HOCTHUKH O3TOI'O CHHApOMA.



B xapmuonorunueckom mienrtpe MY3 I'Kb Ne20 r. KpachHosipcka Ha kadenpe
BHYTpeHHHX Ooje3nerd Nel 15 ymer ToMy Hazag Ha OOUIMPHOM KIMHUYECKOM Mate-
puane Obl1 ycTaHoBieH xapakTep HacieaoBanus CCCY, cBsa3b 3TOro 3a00ieBaHus C
MI0JIOM, OTIPE/IEIICHHBIM BO3PACTHON MUK 3a00J€BaHUsA B OHTOTEHE3E, COMAaTOMETPH-
YEeCKHe MPEAUKTOPHI 3200JICBAHMUS.

Onnako AaHHOE HCCIIEIOBaHHE ObUIO €IMHOBPEMEHHBIM M JI€TaJbHOE Jalb-
Helee Habt0IeHNEe 3a STUMU OOJIBHBIMU HE MPOBOJAWIIOCH. B TO e BpeMs BhIsIBIIC-
HUE HOBBIX ClIy4aeB 3a00JIeBaHUSI B CEMbsIX, HAIPUMEDP Y T€X POJCTBEHHUKOB, Y KO-
TOPBIX 3200JIEBaHUE PaHbLIE OTMEYEHO HE ObLIO, JIMOO Y HOBBIX WIEHOB CEMEil — Je-
Tel, BHYKOB, IO3BOJIUJIO Obl MOATBEPAUTH HACIEICTBEHHYIO JI€T€PMUHHUPOBAHHOCTD
JAHHOT'O CUHAPOMA, ONIPEACIIUTh TEHETUUECKUM IPy3 JAHHOMW MaTOJIOTUU B CEMBSIX.

CyiecTByeT HOCTaTOYHOE KOJUYECTBO METOJIMK, IO3BOJISAIONIUX OLICHUTH
(GYHKIMIO CHHYCOBOT'O Y3714, HO CaMbIM JUAarHOCTUYECKU 3HAYUMbBIM U 3 (PEKTUBHBIM
merogoMm B auarHoctuke CCCY cumTaeTcs 4pecnuileBOAHAs CTUMYJISIUS JIEBOTO
npeacepaus (UIICJIII), kotopas mpencraBiseT u3 ceOs WHBA3UBHBIM, U HE OUYCHD
NPUSTHBIN JJ1s1 00JILHOTO METOJ] McclieoBanusl. B mocieHue ropl MosiBUIICS HOBBIM
METO]I UCCIEAOBAHUS KapAHUOJIOTUYECKUX OOJBHBIX — KapauoputMmorpadus. Pesynb-
TaThl 3TOTO UCCJEI0BAHUS, U30JMPOBAHHBIE OT OOUICKIMHUYECKON KapTUHBI, HE SB-
JISIFOTCSI CAMOLIGHHBIMM, HO MOTYT CIIYKUTbh BaKHBIM 3TanoM B auarHoctuke CCCY.
HewnHBa3uBHOCTH, TOCTYMMHOCTh M TIPOCTOTA METO/IAa KapAHUOPUTMOTpaduu O3BOJISIET
IPOBOJIUTH €r0 Y JIUIl C HACJIEICTBEHHON MPEAPacoIOKEHHOCThIO K TaHHOMY CHUH-
JIPOMY ¥ TEM CaMbIM OCYIIIECTBIISATh PAHHIOIO TUarHOCTHKY 3TOTO 32a00JIeBaHUS.

Tepmun «sick sinus syndrome» BBeJieH B KIMHUYECKYIO pakTuky B. Lown B
1965 rony [16]. Pycckuii axBuBaneHt storo repmuda — CCCY Obu1 npeasioxken A. JI.
CoipkunbiM B 1970 rony [1]. ConepkaHue 3TOro TepMHHA JI0 CHX MOP MOHUMAETCS
Heo1HO3HauHO. [lo MHeHuI0 oHUX aBTOpOB, TepMuHOM CCCY 0003HauYal0T OpraHu-
YEeCKHe CTPYKTYpHBIC HapyIieHus GyHKIUU cuHYycoBOTO y3ia (CY), KOTOpbie BEAYT K
ero cumnromatudeckon nuchynkmuu (M. Ferrer,1982 [11]; T. Barshour, 1984 [5]).

[IpyuuuHbl HapyHIEHUS PUTMOTPOYIUpYIOlel akTUBHOCTH CY MOXKHO pasje-

JIMTb Ha IICPBUYHBIC, HACJICACTBCHHO O6YCJIOBJ'I6HHLIG, KOTOPBIC MBI U3y4YaJId U BTO-



pudHBIC, 00YCIIOBICHHBIE OPTAaHMYECKUM TTOPAKECHUEM CaMOTO y3J1a MW dKCTpaKap-
JUANTbHBIMU MTPOLIECCAMH.

[lepBbie knuHMYeckue onucanust 0osiesHu CY MOSIBUIMCH BCKOPE IMOCIE €ro
otkpeITHs. A. Cohn, T. Lewis B 1912r. [9] onucanu 60a5HOTO C TAPOKCU3MaMH Mep-
LaHUs Tpeicepauii, KOTOPbIE 3aKaHYMBAJIUCh ACUCTOJIMEH ¢ mpHUCTyraMu Mopranbu
— Anamca - Crokca. B 1916r. S. A. Lewine [14] onucan cuHoaTpualibHy10 OJIOKamy
(CAB). Cornacao naunbim C. Thery et al. ( 1977 ) [22], y 104 u3 111 GonbHBIX, IpH-
xu3HeHHO cTpagatomux CCCY, 6bu1 oOHapyxeH (Gudpo3 CUHYCOBOTO y3jia U Jiere-
HEPATHBHBIC U3MECHEHMSI TIpeIcepaAnii HesCHON dTronoruu. Y 2 u3 111 6oapHBIX OBLT
BBISIBJIEH MH(GAPKT MUOKap/a.

OnHo W3 MEpBBIX COOOIICHUN O CEeMEMHOM y3JIOBOM puTMe caeianu J. M.
Bacos et al. (1969) [4]. ObpaTuBminiics B KIMHUKY MSATUACCATHICTHHN OOJIBHOM, U
ero poanou 6par umenu Ha DKI' y3110BOM pUTM, NEPUOJUUECKU MMAPOKCU3MBI PUO-
pwusnn npencepanii. Knuandeckn 00bHBIC OTMEUAIH YTTU30bI TOJIOBOKPYKCHUS
u ciabocTu. Y maTepu 9TUX OOJBHBIX C JETCTBA PEAKUH MMyJbC, mocieanne 20 et Ha
OKI' mapokcusMbl GUOPUILISILIMKM TIpEACepAnid, MEepUOANYECKH TMONHas OJoKaaa je-
Boi HOXkM mnyuyka ['mca (IIBJIHIII) u xenynodykoBash 3KCTPACUCTONIHS. ABTOPBI
MPEANOIOKUIN, YTO 3TO HApYIIEHUE pUTMA Cepilla - FeHeTHYeCcKui nedexT, nepe-
JAOLIUICSA ayTOCOMHO-IOMUHAHTHO C BBICOKOW CTENEHbIO IEHETPAHTHOCTH.

R. Rokseth et al. (1970) [19] mabmronganu 14 GOIBHBIX C CHHO — aTpUAILHOU
onokanoit (CAB), compoBoxjaroiieiics NapoKCU3MaIbHON TaxMKapAHel, KOTOPBIM
ObUT UMITAHTHPOBAH KapAUOCTUMYJISATOP. Y 2 O0JBHBIX 3a00JeBaHUE OBUIO ceMeil-
HBIM.

NHuTtepecHyo ceMbio (B HAyYHOM MOHUMAHHMM 3TOrO clioBa) npeacrasmin A. F.
Mackintosh u D. A. Chamberlain (1979) [17]. B neli o6a poaurens u 1Boe uX ACTeH
cTpagaim 0oJie3Hbl0 cuHycoBoro ysna. R Spellberg B 1971r.[21] onucan cembio, B
TPEX MOKOJICHUSX KOTOPOU MPOCISKUBAIOCH HACIIEJOBAaHUE CUHPOMa OOJILHOTO CH-
Hyca. bonbHas 41 rona, ee 65-1eTHsIs MaTh U YeTBEpO AeTel B Bo3pacTe oT 13 mo 20
JIET cTpajiainy AaHHbIM 3a0oneBanueM. B. Livesley et al. (1972) [15] nabmonanu ce-

MBIO, B KOTOpoi y 50-neTHero otua u 1Byx ero aerei (14 u 18 ner) auarnoctupona-



HBl CHHO - aTpuayibHble HapymeHus. CormacHo nanueiM A. J. Fairfax et al. (1976)
[10], y 2 u3 100 GOaBHBIX C CHHO — aTpUaIbHOM IMaToJ0THeH 3a00JI€BaHKE HOCHUIIO
CEMENHBIN XapaKTep.

D. Caralis, P. J. Varghese (1976) [8] nmpencraBuiiu cembio, TpY 4jeHa KOTOPOU CcTpa-
nanu TUCcyHKIMEH CHHYCOBOTO y3I1a, JIETalbHO ONUCATU KIMHUYECKHE U DIJIEKTPO-
Kapauorpadudeckue npuszHaku cuHapoma. B Tom xe rogy A. Nordenberg, P. J.
Varghese [18] onucanu aByx cectep B Bozpacte 14 u 25 net ¢ npusnakamu CCCY u3
CEMbH B KOJIMUECTBE YETHIPEX YEJIOBEK. Y OJIHOW OOJIbHON B T€UEHHE MSATU JIeT 00-
JI€3Hb MPOrPECCUPOBaAa OT CUHYCOBOW OpaJuKapIuu A0 «apecTa CUHYCOBOIO y3JIa»
C JaJbHEUIINM Pa3BUTHUEM PA3JIMYHBIX TUIIOB SKTOMUYECKUX APUTMUNA. Y €€ CecTphbl
B Bo3pacte 23 JeT pa3BuiIoch "MoiayaHue" npeacepauil u nepedpaibHas smoonus. B
ATOT K€ MEPHO/] ONUCHIBAETCS OOJIBIIOE TeHEeaJOrnueckoe ApeBo — 33 poACTBEHHHUKA.
N3 24 oOcnenoBaHHBIX Y TPEX yCTaHOBJIEHA 00J€3Hb CMHYCOBOIO y3ia. B kaxmaom
KOHKPETHOM CJIy4ae MPOBOAMIOCH MOAPOOHOE 3IIEKTPOPHU3UOIOTHIECKOE HCCIIEO0-
Banue. J. C. Beer u B. Meithae (1976) [6] onucanu cemeitnyto hopmy 00JIe3HU CUHY-
COBOI0 y3J1a, MOPa3UBLIYIO TPEX U3 YeThIpex Jered »Toil ceMbu. M. Gambetta et al.
[12] onucanu ceMbto, pocTBeHHUKHU B KoTopoit ctpananu CCCY u yainHeHHbM PR
— UHTEPBAJIOM.

B 2003r. D.W. Benson et al. [7] npenctaBunu mytauTtHbii TeH CCCY': 310 ma-
TOJIOTUA T€Ha HaTpueBoro cepaeunoro kanaina (SCNS5SA): ¢ BBISIBICHHBIMU 3 BUAAMU
MYyTaLWM:

l. 4 muccenc — mytanuu (T2201, P1298L, G1408R, R1632H),

2. Bayrpupamounas nenenus (del F1617),

3. Honcenc — myTtanust (R1623X).

Otu aBTOpHI obcnenoBanu 10 nereit u3 7 cemeit. Y Bcex atux aerei auarno3 CCCY
ObLT TOCTaBJIeH B nepBbie 10 JIeT )KU3HU, TPUYEM Y YEThIPEX U3 HUX €Ille BO BHYTPH-
yTpoOHOM nepuoze. Ilsarepo aeteil u3 Tpex cemeil oKa3aluch reTepO3UrOTHBIMH HO-
CUTEISIMU MYyTallMii B F€HE MOTEHIMaJ — 3aBUCHUMBIX HATpUEBbIX KaHaioB SCNSA.
MyTatuu ObUTH OOHApYKEHbI B 5 pa3iIMYHBIX aUIEsAX 3TOrO reHa. Y CTaHOBJIEH ay-

TOCOMHO — peneccuBHbIN TUI HacienoBanus CCCY y aTux O0NbHBIX.



Kaxk nmoxazanu uccienoBanus E. Schulz — Bahr et al. ( 2003 ) [20], CCCY Moxer
BO3HUKaTh npu natosoruu rena HCN4, nokanuzoBanHoro Ha 15 xpomocome. Hapy-
IIeHre PabOThI 3TUX KAHAJIOB MPUBOIUT K 3aMEJJICHHIO CKOPOCTH CIIOHTAHHOU JIETIO-
JSIPU3AIUY U YMEHBIICHUIO YaCTOThI CHHYCOBOTO PUTMA.

Ha xadenpe BuyTpennux Oonesneit Nel Ha mpoTsSKEHUM MOCIETHETO JIECATH-
JIETUSI COBMECTHO C MHCTUTYTOM MEIUITMHCKOW T€HETUKH TOMCKOTO HayYHOTO IIEH-
Tpa PAMH u3zyuena:

o pacnpoctpanenHoctb CCCY B 1. Kpacnospcke (0,0296%),

o MoJIOBOM nuMopdu3m 3a00sieBaHuUsl,
o MIPEUMYIIIECTBEHHAsI OTPAHUYEHHOCTh 3a00JI€BaHUS BO3PACTOM,
o 3aKOHOMEpHOCTH HacnenoBanus nepsuyHoro CCCY.

L]env uccnedoganus: OUEHUTH MPUPOCT HACIEACTBEHHONW OTATOIIEHHOCTH CHHApPOMA
c1ab0CTH CUHYCOBOTO y3J1a B ceMbsix I'. KpacHosipcka u xapaktep BpEeMEHHBIX MOKa-
3areneit BapuabenbHOCcTH cepaeuHoro putMma (BCP) y 6omeubix ¢ CCCY. lnsg noc-
TUYKEHHUSI TTIOCTABJICHHOW €W MBI MPOCJIEANIA TPUPOCT HACIEACTBEHHON OTATOLIEH-
HocT CCCYVY B cembsx r. KpacHosipcka 3a 15 - neTHui nepuo; onpeaenuiv JuHa-
MUKY JOEKOMIEHCAUUH JaHHOTO HACJIEACTBEHHOIO CHHAPOMA; OLEHUIIM XapaKTep
BapuaOeIbHOCTU CEPIEYHOT0 PUTMA €T0 IMarHOCTHUKHU.

Martepuajbl 1 METOAbI
Hacrosiee nccnenoBanue ObUI0 mpocneKTUBHBIM. M3 6a3bl JaHHBIX Kadeapsl Tepa-
nuu Nel Obutr oTOOpanb! 33 cembr ¢ IepBUYHBIM, HacieacTBeHHBIM CCCY. U3 aTux
33 cemeil ObUTM B3SITHI JaHHBIC KIMHUKO — WHCTPYMEHTAJIBHOTO HCCIIEOBaHUS 9
npobanaoB ¢ nepsuuHbiM CCCY u 42 ux poacrsenHukos I, 11, Il crenenu poxacrtaa.
Cpenu mpobaHmoB ObUIO 5 JKEHIIMH W 4 MYXYHMH, CPEJHHI BO3pacT COCTAaBHII
584+0,18n1er. ¥ 2 mnpoOGaHIOB OBUT HMIUIAHTUPOBAH JIIEKTPOKAPIUOCTHUMYJIISTOP
(OKC) B cBs3u ¢ nexomieHcrupoBaHHbIM BapuantoM CCCY. Cpeau 42 poacTBEHHU-
KOB Ob1T10 18 My>kunH u 24 xeHiunbl. Cpeauuid Bo3pacT ux 0bu1 48 £0,15 ner.

B 2006 r. KO0IM4ecTBO OCMOTPEHHBIX OOJBHBIX M3MEHWIOCH: U3 9 obcieno-

BaHHbIX NTpoOanaoB 1 ymep. KonnuectBo poactBennukos I, II u 11 crenenn poacr-



Ba Bo3pociio A0 51 uenoBeka, 4 yMepiu, JONOIHUTEILHO ObUIM 0OCienoBaHbl 13
POJICTBEHHUKOB U3 ITUX CEMEM.

Bcem npobanaam u ux poacteeHHukam B 1990 u B 2006 r.r. ObUIO IPOBEAECHO
KJIIMHUKO-UHCTPYMEHTAJIBHOE MCCJIEN0BAHNE MO CIEAYIOIIEH IporpaMMe: KIMHUYe-
CKOE HCCIIEIOBaHUE, JJIEKTpoKapauorpadus, XOJITEPOBCKOE MOHUTOPUPOBAHUE,
aTPOIMHOBAas MpPo0a, YPECHUIIEBOJHAS CTUMYJIALMS JIEBOTO MPEICEpAHs, IXOKap-
JMOCKOIHUS, BEJIO3PIOMETPHsl, KapAUOPUTMOrpadus, IpuyeM MOCIEeTHUN METO/ Uc-
CJI€IOBAHUS BBIMOJHSJICA Y 00JIbHBIX TOJIBKO B 2005 — 2006 rogax.

Jlnis craTucTrueckoit 00paboTKy MaTepuala UCIOoIb30Baiach mporpamma « Statistica
Biostaty. [l cpaBHEHMS IOJTYyYEHHBIX CPEIHUX MOKa3aTenel MPUMEHSIICS KpUTEpUn

JTOCTOBEPHOCTH paznnunil t Ouiiepa — CTbIOJIEHTA, AJIs1 CPABHEHUSI OTHOCUTEIIBHBIX
BEJIMYMH, BEIPAKEHHBIX B IPOLEHTAX, UCIIOIb30BaH KPUTEPHI )2

Pe3yabTaThl 1 00CyKIeHHE

Yacrora 3aboneBaemoct CCCY B cembsix r. Kpacnosipcka B 1990 r. cocra-
Buna 30,95% (13 6oapubix CCCY 13 42), 3T0 3HAYUMO MPEBHIIIATIO0 YACTOTY ITOU
natosioruu B nonyJisiuuu r. Kpacnosipcka (0,0296%), 4To CBUAETENBCTBYET O T€HE-
TUYECKOW NETEPMUHUPOBAHHOCTU 3TOro cuHapoma. B 2005 — 2006 rr. cemennoe
HakoruieHue 3a0oseBanust 1ocTuriio 35,2% (18 6onbabix CCCY u3 51).
BrisiBiieno 5 HoBeix cinydaeB CCCY, naTteHTHBIN BapuaHT (2 movepu, CbIH, IJIEMSH-
HUK Y TJIEMSHHUIIA).
B cembsix npo6angoB ¢ CCCY oTMeudeH I0CTOBEPHBIN MPUPOCT 3a00JI€BaHUS JaHHOU
natojoruei cpeau cbiHoBer ¢ 16% 1o 29%, nouepeit — ¢ 50,00% mo 71,42%, mie-
MAHHUKOB € 33,3 % 10 50% B 2005 rony u miemsiHuaui — a0 20 % B 2005 roay ¢ oT-
cyTcTBUeM 3aboseBanus B 1990 roay ( puc.1).
HaunOoubiee KOIu4ecTBO NOPaXKEHHBIX PErUCTPUPOBAIOCH CPEU JIHIL] KEHCKOTO I10-

na: nouepu 1o 71,42%, cectpel — 1o 83,3%.
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Puc. 1. Cemeitnas arperamusi CHHApOMa c1ab0CTH CUHYCOBOIO y371a.

N3 ocMmotpeHHbix 9 cemeit cpenu 13 GonbHBIX poacTBeHHUKOB (B 1990r.) ¢
komreHcupoBanHeiM CCCY 3a 15 ner HaOmoeHus: TOIbKO y 1 U3 pOJACTBEHHUKOB
MPOM3OIIEN Mepexo]l KommneHcupoBaHHoro Bapuanta CCCY B AE€KOMIEHCUPOBAH-
HBIA. Y 3TON POJICTBEHHUIIB B KIMHUYECKOW KapTHHE 3a00JIeBaHUS MOSBUIUCH MIPH-
3HAKU 1epeOpabHON WIIEMUU: TOJOBOKPYKEHHUS, OOMOPOKH, Ha YPECIUILEBOTHOM
CTUMYJISILIUM JIEBOTO MpeJIcepaus May3bl 10 4 CeKyH]I Toclie MEMKaMEHTO3HOM Bere-
taTuBHOM Osokael (MBB).

3a 15- netnuit nepuos 1 npobana u 4 GOJBHBIX POJCTBEHHUKA yMepiu. [1pu-
YUHBI CMEPTH, MO JAAHHBIM CHPABOK, BBIJAHHBIX CEMbSIM — OCTpas KOpOHapHas He-
J0CTaTOYHOCTH (y ueTBephix). Ho, yunThiBas, 4To Bce 3TU O0JIbHBIE OBLIN C KOMIICH-

cupoBaHHbIM BapuantoM CCCY, BeposiTHee BCero, MpUUYMHBI CMEPTH MX HE ObLIU



CBA3aHbl C 3TOM marosnorued. ¥ 1 mpobanaa ¢ JEKOMIEHCUPOBAHHBIM BapUaHTOM
CCCY pa3Buiach xpoHuueckas popma GUOpHWILIAIUYN Npeacepauil.

Takum o0paszom, npu ananuze ocobenHocted tedeHuss CCCY obOpaiano Ha
ce0s BHUMaHUE YpEe3BbIYaiHO MEAJIEHHOE €r0 MPOrpecCupOBaHuUE.

B kauectBe mpumepa cemeitHoi otaromeHHoctd CCCY npuBoauM OJHY U3

POJOCIOBHBIX 00CIETyEMBIX HAMU CEMEU C 3TOW MaTOJOTHEH.

Puc.2. PogocinoBnas cembu BopooneBbix (1990 r.)

VY npobana, >KkeHIHbI, 58 jet, e€ Opata, 54 nert, u 2 e€ cecrep, 50 u 48 ner, my-
TEM KJIMHUKO-WHCTPYMEHTAILHOTO HccienoBanus BepuduimpoBan nuarHo3 CCCY.
JlaBHOCTH 3a00JieBaHuUsl y HUX He ycTaHoByieHa. Ho mepBbie kajio0bl, KOTOPBIE MOXK-
HO cBs3aTh ¢ CCCY, nmosgBUINCH y BCEX mociie JocThuxkeHusa 50 — JeTHero Bo3pacra.
VY onHOM U3 cecTep K 3TOMY BPEMEHH pa3BUJIaCh THIIEPTOHUYECKAst O0JIE3Hb U Y OJI-
HOTO U3 OpaTheB runepToHnyYeckasl 00Je3Hb K MOMEHTY 00CIIeIOBAHUS COUYETAIACh C
HBC. Kazanock 061, 1oruunbiM cBs3aTh CCCY ¢ atumu 3a0071€BaHUSMH, HO, YUIUTHI-
Bas IBHO HaciyencTBeHHbIN xapakTtep CCCY B naHHOW CeMbE, €CTh MOJIHOE OCHOBA-

Hue nonarath, uto UBC, runepronndeckas 6one3nar 1 CCCY pa3BuBaiuch y 00Jb-



HBIX HE3aBUCHUMO JPYT OT Apyra. KpoMe Toro, Ha peTpOCIeKTUBHBIX KapAuorpaMmax
PETUCTPHUPOBAIIACH CHHYCOBasi OparKapIus.

UYepes 15 net, k 2005 roxy, npoban, e€ Opat u cecTpa ymepiiu, NpuduHa CMEPTH
— OCTpasi KOpOHAapHasi HEIOCTaTOYHOCTh. K ATOMYy BpeMEHH NHMarHOCTUPOBAH HOBBIN
ciydait CCCY, aTeHTHBIN BapuaHT, y IJIEMSHHUIIBI TipoOansa, SO JeT, 04eBHIHO JOC-

TUTTIEH OIIPCACIICHHOI'O BO3PACTHOI'O ITMKA B OHTOI'CHE3C.
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Puc.3. PogocinoBnas cembn Bopo6neBbix (2005 )

[Ipu ouienke kaparopuTMOrpammel y Beex 60abHbIX ¢ CCCY 1o cpaBHEHUIO €
UX 37I0pPOBBIMH POJICTBEHHUKaMH OTMEYaJIOCh JOCTOBEPHOE CHIKEHHE KO3 puimeH-
Ta KOPPEJAIUHU TIO TaHHBIM PUTMOTPAMMBI, T. €. OTHOIIIEHHE Yucia OBICTPHIX BOJH K
MHEBMOTaxorpaMme ObUTH MEeHee JTOJDKHOTo nokasarens (Mmenee 20%). U ato sBisier-
csl MOKa3zaTesieM peobiaganus TOHyca CUMIAaTHYECKO HEPBHOM CUCTEMBI U CHUKE-

HUS BapuaOeIbHOCTH CHHYCOBOTO PUTMA y 3TUX OOJIBHBIX (Tabi. 1).

Tabruya 1.



IHokazamenu kapouopummozpaguu y 6oavnvix CCCY u ux 300poeswix

POOCMEEHHUKO8

[Toka3zarenb CCCY (n=13) | 3nopoBbie poACT- | P
BeHHUKH (n=16)

CKO1 0,0620,04 0,06+0,03 >0,05
CKO 11 0,08+0,04 0,06+0,03 >0,05
CKO 11 0,08+0,04 0,07£0.04 >0,05
Wnpexc nanpsoxenns | 71,33 +49,1 | 240,77+389,75 >0,05
Wunexc Hanpspxkenus 11 74,11£73,97 | 197,314£255,8 >0,05
Wupexc nanpspxenns 111 43,67£24,58 | 124,69+154,39 >0,05
Koaddunuent koppensuuu ObICTPhIX | 16,25+£16,55 | 36+21,63 <0,05
BOJIH K THEBMOTaxorpamme |
Koadunment xoppensuu ObicTpbix | 30,75£20,24 | 30,09+£12,57 >0,05
BOJIH K MHEBMoOTaxorpamme 11
Koaddumment koppensiuuu ObicTphIxX | 25,88+20,46 | 33,36+17,10 >0,05
BOJIH K THeBMoTaxorpamme 111
PRR 501 28,33£22,45 | 14,77£18,51 >0,05
PRR 50 II 17,00£17,39 | 7,54+8,37 >0,05
PRR 50 III 25,89+21,68 | 14,54+17,00 >0,05

Ipumeuanue: CKO (cpeone- keaopamuueckoe OomKkioHeHUe) - NOKA3amelsb pe-
YNAYUU cepOetdHO20 pUmMa NapacuMnamuidecKol HepeHoU CUCMEMOU, COCMAasisem
0,05 — 0,07; unoexc Hanpsicenus s61s1emcs CUMNAMU4ecKum noKasamenem, e2o
Hopma — 80-150 y.e.; koagPuyuenm Koppeniyuu — 3mo omuouleHue 6bICmpulx 80
8 nHesMomaxozpamme u 8 Hopme 0oaxcer ovimo 6onee 20%, noxkazamenv pRR50%.
RR 50 — uucno RR — unmepeanos, omauuarowuxcs om coceonux oonee yem na 50
mcek.PRR 50 — omnowenue RR50 x oobwemy yucny RR unmepsanos,s nopme oonee .

Taxoke B 84% ciyqaeB ¢ CCCY Ha ckarreprpamMmme oopasyercs "pa3pbiB" B

JMHEHHOM MEePEeMEILIEHUN TOUYEK BI0JIb OuccekTpuchl (puc.4). OTcyTcTBUE UMITYJIb-
COB OIPEEIICHHON YacTOThI YKa3bIBAa€T Ha TO, YTO KJIETKH CHHYCOBOI'O y3Ja, KOTO-
pbI€ JOJKHBI BBIpaOaThIBaTh 3TH UMIYJIbCHI, HE (PYHKIIMOHUPYIOT.

Tk-1,¢

&




Puc. 4. Ilposenenue CCCY na cxammepepamme.

Takum oOpazom, B TeueHue 15 neT ObUT 3apETUCTPUPOBAH MPUPOCT CEMEHHOM
otsiromieHHoctd CCCY ¢ 30,95% no 35,20%; npu 3ToM 0OHapy>KeH AOCTOBEPHBIM
npupoct 6onbHbIX CCCY cpenu mouepeii ¢ 50% mo 71,42%, cpenu TIEeMSHHUKOB —
¢ 33, 3 % no 50%, nnemsHHuUll — 10 25%, a TakXke MOJyYEHO MOATBEPKACHUE Tpe-
obnananust HacinencrBeHHoro CCCY mo skeHckol JnHUM. /[aHHBIe aHanu3a Bapua-
OCNbHOCTH CEPACYHOTO0 PUTMA MOTYT HUCHoJib3oBaThes il auarHoctuku CCCY.
Cnenyet otmeTuTh oco0eHHOCTh TeueHuss CCCY B ceMbsix — 4pe3BbIYAHHO MEJJICH-
HOE €ro MporpeccupoBaHue.

INCREASE OF FAMILY COMPLICATION OF SICK SINUS SYN-
DROME
A.A. Nikulina
Krasnoyarsk state medical academy

For the first time on clinical and genealogic material, increase of inherited
complacation of sick sinus syndrome was revealed. The dynamics of decompensation
of inherited sick sinus syndrome in families (Krasnoyarsk) was evaluated. The
method of cardiography as non-invasive method of diagnostics was offered. On the
basis of inheritance regularities of sick sinus syndrome, on dynamics of new cases of
disease in families, on the feature of transfer of compensated sick sinus syndrome to
non-compensated sick sinus syndrome, we can do well-founded prognosis of sick si-
nus syndrome rise in people with inherited predisposition to this disease. Conse-
quently, we can do early revelation of sick sinus syndrome in relatives. Careful ge-
nealogical analysis will cooperate early diagnostics of disease, timely treatment pre-

scription and will give opportunity for prophylaxis organisation in families.
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