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HOBBIE ITPEJUKTOPHEI BHE3AITHOM CEPIEYHOM CMEPTHU
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PAMH, MockBa

B XOJI¢ MCTOPUYECKOTO Pa3BUTUS 00pa3 KMU3HU
nmoneit MeHsuics. [Ipu 1100bIX 00IIECTBEHHBIX
Y 9KOHOMUYECKUX YKJaaaxX OH CIYyXua1 hopMoit 6uo-
JIOTMYECKOM 1 collMajbHOM amanTauuu. B mocienHue
CTO JIET MIPOMU30IIUIO Pe3K0oe U3MEHEeHUe obdpa3a Ku3-
HU: U3MEHWJICS XapaKTep ObITa, Tpyaa, MUTaHUS, (PU-
3UYECKOI aKTMBHOCTU, MEHSIETCS U cpefa OOUTaHUSI.
IMTogBunach HEOOXOAMMOCTh M3ydyeHUS (PaKTOpPOB
(MTpeAMKTOPOB) pUCKa Hanboyiee OMacHBIX, HO YacTo
peruCTpUpyeMBIX 3a0ojieBaHUii. OCOOBIN MHTEpEC B
9TOM CBSI3M BBI3BIBAIOT 3a00JI€BaHUSI CEPIEYHO-COCY-
IHUCTOM CUCTEMBI, B YaCTHOCTH UIIIeMIYecKast 00JIe3Hb
cepaua (MBbC) u BHe3amHas cepaeyHas CMepTh
(BCC). ChopmupoBanach KOHUENUUS MPEAUKTOPOB
pUCKa, OCHOBaHHAas Ha JaHHBIX SMUIEMUAOJIOTUYECKUX
HCCIIEOBAHUI O HATMYUU TECHOU CBSI3U MEXKJIy OIpe-
JeJIeHHBIMU (paKTOpaMy BHYTpEHHE! 1 BHELIHEN cpe-
bl U pa3BUTHEM MIIEMUYECKOW OOJIe3HU Ccepala.
Konmenuusa ¢akTopoB prcKa SBISIETCS OCHOBOM IS
pa3paboTKU MEPOTNIPUSITUI TTO TIEPBUYHO MpoduIaK-
THKE CepACUYHO-COCYIMCTHIX 3aboyieBaHMil. OmgHAKO
OTCYTCTBUE (DaKTOPOB pUCKA €lIe He MCKII0YaeT BO3-
moxkHoctH pa3sutus UBC.

[Tpu oueHKe posu (hakTOpoB pUCKa B OTHOIICHUU
3a00JIeBaHMIT HAamo WMCXOIWTh M3 HAHHBIX DSKCIICPHU-
MEHTaJbHBIX U KJIMHUYECKUX UCCIeTOBAaHUIA U U3 UH-
JTUBUAYATBHOTO MPOSIBJICHUS 3a00JIEBAaHUS Y KAXI0OTO
yegoBeka. Mexay (pakTopoM pucKa U OOJIE3HbIO He
BCeT/Ia CYIIEeCTBYET IPUUMHHAS CBSI3b. TUITMIHBIM IIJIs
(hakTOpPOB priCcKa ABISIETCS MOpakeHUE TPYIIIHI JIUIL, a
HE OTAEJbHOTO YeoBeKa.

Bce mMHOTOOOpasue (pakTopoB pHcKa, BIMSIONINX
Ha 3J0pOBbE, MOXHO pa3lejuTh Ha JIBE OCHOBHBIE
TPYIIIBL: BHYTPeHHHE (PAaKTOPHI — SHIOTCHHBIE (TeHe-
TUYECKU OOYCJIOBJIEHHbIE) U BHEIIHUE — SK30T€HHbIE
(TIpupomHEIC M COIMANIbHEIC). Bee (hakTophl B3amMmo-
CBSI3aHBl. DTO JeJeHMEe Ha BHYTPEHHUE W BHEIIHUE
(bakTOpHI SIBJISICTCS YUCTO YCIIOBHBIM.

HecMmoTtpst Ha mociieqHue TOCTKEHUSI HAyKU, ya-
CTOTa BBDXKMBAEMOCTU TOCJI€ BHE3alHOW OCTaHOBKU
cepaua (BOC) ocraercsa Huskoii, u BCC sgBasgercs 00-
1IECTBEHHOU Mpo0yieMoil 3npaBooxpaHeHus. BHesar-
Hasg cepaeuHast cMepTh B CoennHeHHbIX LlITaTax Ame-
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puxu coctasisieT ot 200 000 mo 400 000 cirydaeB B rof
[10, 14, 18]. B HacTos111ee BpeMs AUCHYHKIIMS JIEBOTO
xenynouka (JIZK) siBisseTcst o0CHOBHBIM TTPEIMKTOPOM
pucka pa3utusi BCC u mokazaHueM Il UMILJIaHTa-
MK Kapaunoseprepa-aedudpuwuigropa (MKJI) [23, 29].
B CIIA, no noacuyeraM, €XerogHo Kak MUHUMYM
50 000 60oabHBIX Hy>kaat0TCcs B uMmiaHTauuu MK/,

OcHoBHoli npuunHoii BCC gaBnsietrcs UBC
(80—85%), mpuueM Gosiee 65% ciydaeB CBsI3aHBI C
OCTPO BO3HUKIIMMU HaPYHICHUSIMHU KOPOHapHOTO
KpoBooOpatieHust, or 5 1o 10% — ¢ aunaTallMOHHOM
KapauoMuoIiatuei u okosio 5—10% — ¢ npyrumu 3a-
OosleBaHMSIMU cepaiia. HermocpelICTBEeHHBIMU MeXa-
HU3MaMM OCTAaHOBKM KPOBOOOPAIIICHUS SIBJISTFOTCS Ha-
pYLIEHHWST pUTMa cepiama, cpear KoTopbix a0 90%
COCTaBIISIOT XKeJTyI0UYKOBBIC TaxuapuT™Mun. OCTaBIIN-
ecs 10% npuxomsTcs Ha 3JIEKTPOMEXaHUYECKYIO TUC-
coumannio n opagrnaputmun. IlocaenHne BCTpevyaroT-
cs pexe YyeM TaxMapuTMUM, OJHAKO BbIKMBAEMOCThb
pyu OpamTlapUTMUSIX 3HAYUTEILHO HIDKe. Pacmpoct-
paHeHHOCTb cuHApoma BCC u Majnas BepOSTHOCTb
BbKMBaHUS, 0OCOOEHHO Cpeau JIIoel Tpy10CIMOCOOHO-
ro BO3pacTa, 3aCTaBWIM MCKAaTh HOBBIC IMOIXOIbI IS
pa3pabOTKM ONTUMAaIBHBIX JUATHOCTHYECKHX U JIeUeO-
HO-TIPOMIAKTUYECKUX MEPOTIPUSITUI, UTO IIPUBEIIO K
CO3IaHUIO Pa3IMIHBIX COBPEMEHHBIX TEXHOJIOTHIA, 1, B
MepBYI0 odYepenb, K KIMHUISCKOMY IPUMEHEHUIO
WK nnsa nedeHUs] XU3HEYTPOXAIOIIMX HapylIeHU
cepreyHoro putMa 1 rpodmraktuku BCC.

CylecTByeT HEOOXOAMMOCTb M3YYEHMSI NPYTHUX,
KpoMe OUCGYHKINM JIEBOTO KEIyIOo4yKa, IPEeInKTO-
poB BCC

JIEBOJKEJIYZIOYKOBAS TVCOYHKIIHA
Y BHE3AITHAS CEPJIEYHASI CMEPTh

BoipaxenHas aucdynkums JIZK Ovi1a uapeHTubm-
LIMpoBaHa Kak TIporHoctuueckuii pakrop BCC yxe
Oosiee mByX necatwieThil Hazaa. OHa KCTOJB3YeTCs
KakK TJIaBHbIM KPUTEPUHA BO MHOXECTBE MPOCIIEKTUB-
HBIX PaHAOMU3UPOBAHHBIX UccaenoBaHuii [20, 24, 29].
MOXHO MPEAroIoXUTh, YTO MALIMEHTHI C JIEBOXETY-
JIOYKOBOI AUCOYHKIIMEH, KOTOpble HAXOAWIUCH B
TpyIINEe prUcKa BHE3AMTHON OCTAHOBKHU CEP/ilia, COCTaB-
JISIIOT JIMIIb YacTh oT obiero yuciaa BCC. B onmy6nu-
KoBaHHOM uccienoBannm Oregon Sudden Unexpected

AHHAJIBI APUTMOJIOM N, Ne 4, 2009



AHHAJIBI APUTMOJIOMN, Ne 4, 2009

42 AHHAJIbI APUTMOJIOT N, N2 4, 2009

Death Study (Ore-SUDS) BBISIBICHO, YTO BhIpaXKeHHasT
IUCMYHKIMS JIEBOTO Keayldodyka Oblaa MpeAuKTOpOM
BCC, ognako oHa mMella MECTO TOJIBKO B OMHOU TPEeTH
clyyaeB OOIeil BHE3alHOW CepAeyHOl CMEPTHOCTU B
MOMYJISILKMK, a Y 65% yMepIluX MMallMeHTOB He OTMeYa-
JIOCh BBIPaXKEHHOM JIEBOXETYI0UYKOBOM TUCHYHKIUU U
nokazanuii a1 umrantauuu MK/ He Obi1o. IToutu B
nojioBuHe cirydyaes BCC dynkuus JIK Obina Hopmab-
HOM, a B 20% — He3HauMTeNbHO CHIKEHA (35%<DB JIK<
<50%). [MomobHbIe KMccaenoBaHUsl ObLIM MPOBEICHBI B
Maastricht (the Netherlands) [35]. Cpeau 200 cinyyaes
BCC B 101 (51%) ormeueHna HopmaibHass DB JIK
(>50%) v B 38 (19%) — BBIpaxkeHHOe cHIKeHre @B JI2K
(<30%). HecmotTpst Ha TO, 4TO JaHHOE MCCJIEIOBaHLE
orpaHmyeHo manueHtamu 20—75 JeT, a uccieaoBaHue
Ore-SUDS Bkitiouano Bce BO3pacTHBIE TPYIIIbI, TIOJY-
YeHHbIC NTaHHbIe Ha Pa3HbIX KOHTMHEHTaX ObLIU IpH-
MepHO onnHaKoBEIMU. XoTs @B JIXK ocTaercs BasKHBEIM
npeaukTopoM pucka BCC, BbIIEYITOMSIHYTBIE UCCTIE-
JOBaHUS TTOKA3aJIi HEOOXOIMMOCTD BEISIBJICHUS IPYTUX
MIPEIUKTOPOB, KOTOPHIC MOTJIU ObI OBITh UCIIOIb30BAHbI
CaMOCTOSITEJIbHO MM B KomOuHaumu ¢ @B JIK.
HccnenoBanne MUSST (Multicenter Unsustained
Tachycardia Trial) BeISIBUIIO psii MPEeAMKTOPOB OOIIEH 1
APUTMHUUYECKOI cMepTHOCTH Y 00obHBIX ¢ MBC, cHIKe-
HMeM (YHKUIHUM JIEBOTO KeJlyaouyka M IMapoKCu3Mallb-
HOU XeJTyIOoYKOBOM Taxukapmueil. P. Zimetbaum u co-
aBT. (MemuuuHckuit ueHtp Beth Israel Deaconess,
bocton, Maccauycerc) npoananusupoBaiu OKI yya-
ctHukoB MUSST — paHgoMU3MpOBAaHHOTO KOHTPO-
JINPYEMOTO KCCJIEOBaHUS 3JeKTPODU3UOIOTMYECKU
000CHOBAaHHOI aHTHAPUTMUYECKOI Tepanuu. B HacTo-
SIIMNA aHAJIU3 BOLLIM JaHHbIe 1638 O0JNbHBIX, HE MOJy-
YaBIIUX AHTUAPUTMUYECKYI0 MEIMKAMEHTO3HYIO WU
3JIEKTPOUMIIYJIbCHYIO Tepanuio. Kak coobmiaioT aBTo-
pBI, 3aMEICHUE BHYTPIDKEIYAOYKOBOM ITPOBOIMMOC-
TH, 0J0Kaaa JeBoil HOXKM nydyka [vca u pudpumisuus
TIpeIcepanii 0Ka3alrch He3aBUCUMBIMU TIPEIUKTOPAMU
apUTMUYECKOI 1 ob1ieit cMepTHOCTU. OMHaKO MO JaH-
HBIM MYJIBTHBapUALIMOHHOTO aHa/M3a ¢IMHCTBEHHBIM
HagexXHbIM DK -npeauKTopoM CMEPTHOCTH OKa3ajlach
runeptpodus yneporo xemynouka (IJI2K) (oTHoueHue
puckoB — 1,35). Ormeyast, yto I'JI2K BcTpeuanach mpu-
OJM3UTENbHO Y TToIoBUHBI yyacTHUKOB MUSST, P. Zi-
methbaum ¥ ero Kojulers IojaraloT, YTo y MHOTHUX
60bHbIX MBC B 0cHOBE mopaxkeHuss MUOKapAa JEeXKUT
nmenHo [JIK. Ipoaputmuueckuii apdekt TJIK mo-
KT OBbITh OOYCJIOBJICH Pa3BUTHEM PAHHUX MTOCTACTIONSI-
PU3ALIMOHHBIX apuUTMUI (He pueHTpH). Bee mmpe cra-
HOBUTCSI TlepeyeHb IOKa3aHUK K MMIIAHTallUuu
KapamoBepTepa-nedudpuiuiaropa y mamueHToB ¢ MBC
u cHmxenueM ¢yHkuuu JIZK. Heobxonumel mpocmek-
TUBHBIC MCCICIOBAHUSA TUATHOCTUIECKUX BO3MOXKHOC-
teit DKI-nipusnakos I'JIK ¢ yyerom apyrux ¢akropos
pUCKa TIpH 0TOOpEe KaHAMIATOB IS UMIUIAHTALIUK Kap-
JIHoBepTepa-AeuOpUILIsATOpA.

TUITEPTPO®UA
JIEBOT'O KEJIYITOYKA

Tuneprpodust 1eBorO Xeaymouka SIBISIETCS BaX-
HBIM HE3aBUCHUMBIM (DaKTOPOM pHCKa Pa3BUTHS Cep-
JIEYHBIX COOBITHII U OOllelt cMepTHOCTU. MeTa-aHa-
mu3 20 uccienoBaHuii (48 545 y4acTHHMKOB) moKa3zaj
MPSMYIO B3aMMOCBSI3b MEXIy CTEINEHbIO THIIEPTPO-
dunu 1 HeOIAroNnpUSITHLIM MCXOAOM 3a00JIeBaHUS.
Puck pa3Butust cepiedHo-CcOCyaUCThIX 3a00JeBaHUA,
CBSI3aHHBIX ¢ TUNIepTpodueii, konedancs ot 1,5 1o 3,5
(oTHoOLIEHUE puckoB — 2,3). Puck cmepTHOCTU acco-
IIUHAPOBAaH CO CTETCHBIO TUIIEPTPOPUM M KOJIeOIeTCs
ot 1,5 no 8,0 (oTHO1IEeHUEe puckoB — 2,5). Tuneptpo-
U 1eBOTO XKeJTyaouKa SIBJISICTCS CyOCTPaTOM pa3BU-
TUST KETYNOYKOBBIX apuTMMi. JlIMTenbHas Mpoao-
XXKUTEJbHOCTh MOTEHIMAIa NEUCTBUS HE3aBUCUMO OT
MPUYUH Pa3BUTHUSI TUTIEPTPODPUM TIPEACTABIISIET COOOI
ee 0cobeHHOCTh [30]. DTO MOXET MPUBECTU K BOBHUK-
HOBeHMIO (hDeHOMEHa paHHEW IMOCTACTIONSIpU3alU 1
TPUTTEPHOUM aKTMBHOCTHU, KOTOpasi, B CBOIO OYepe/ib,
MOXET TOANCPXKMBAThH KEIYIOYKOBYIO TaXUKapIUIO
«torsades de pointes» [16]. Kpome Toro, HaGmomgae-
MBI TIPY TUTIEPTPODUN MUOKAPAUATLHBIN (pUOPo3 n
MUODUOPWIbHOE «pa300IlieHre» MpeapacnoaraT K
MIPepBIBAHUIO TIPOBEICHUIO MMITYJIbCa B CBSI3U C pa3-
pyILIeHHeM MEeXKJIETOYHOro clerieHus. Takoe pemo-
nenupoBaHue uHTepctuuuyma npu [JIK takxke neii-
CTBYeT Ha CBOMCTBa BO30YXIEHUS MOHHBIX KaHAJIOB,
MX BOCCTAHOBJIEHUE, IPUBOISIIIEe K HETOMOTEHHOCTH
WHHEPBALUU CUMIIATUYECKOM HEPBHOM CUCTEMBI, U
W3MEHSIET €€ MEXaHNYeCKHNe U 3JIEKTPUUIECKUEe CBOM -
crBa [17, 21]. Takke M3BECTHO, YTO MPU TUIIEPTPO-
¢um yBemYeH pUCK pa3BUTHUSI TPOMOO30B BEHEUHBIX
cocynmoB. He3zaBMCHMMO OT 3THUOJIOTMU TUTIEPTpOhUMN
puck BCC y Takux mauueHTOB yBeJUuMBaeTcs. AHa-
mm3bl Framingham Heart Study mokasanm He3aBUCH-
Mmytlo c¢Bsa3b Mexay [JIZK u BHe3amHo# cepaeuyHoi
CMEPTHIO y MALIMEHTOB ¢ (haKTOpaMU PHCKa pa3BUTHUS
UBC.

H3zyueno 60 ciyqaeB BCCy 3661 nmamuenTa. [Tocie
14 net HabOAeHUI ycTaHOBIEeHO, uTto [JI2K (muarHo-
CTUPOBaHHAS TIO 3XOKapauorpaduu) yBeIWdMBasa
PUCK OCTAaHOBKM CEpALA HE3aBUCUMO OT HaJIU4usd
¢hakTOpoB pUCKA UIIEeMUYECKOW O0JIe3HU cepalia.
IIpennonaraercs, uro 20—50% uccienoBaHHbIX UMe-
ot UBC [36]. [TocMepTHBIII aHaIW3 TMAlMEHTOB C
BOC u UBC noka3sain, 4TO y 4acTh YMEpIIUX MpH-
3HaKW OCTPBIX KOPOHAPHBIX CUHAPOMOB MOPGhOJIO-
TUYECKU He OBUTN BBISIBIICHBI, CJICA0BATEIFHO TP -
Hoit BCC gBunach aputMusi, a He KOpoHapHasi uilie-
mus [7, 9]. 3BecTHO, YTO OOJBIIMHCTBO (haTaTbHBIX
apuUTMMI — XeJlyITo4ukoBbie, moatomy [JI2K nmeeT yc-
TOWYMBBIN TTOTEHITUAI JIUIS BO3pAcTaHUsl cTpaTuduKa-
1uu pucka pas3putusi BCC BHe 3aBUCUMOCTH OT (Ppak-
1M1 BBIOpOCA JIEBOTO KeJTyI049Ka.



OB30PbI 43

VIJIMHEHUE XXEJIYIOYKOBOI
PEITOJIAPU3ALININ

B mocienave Toapl B KIIMHUYSCKON KapaUOJIOTHI
npobjieMa ymiuHeHUss uHTepBana Q—7T mpuBieKaeT
TIPUCTAIbHOE BHUMAaHUE OTEUECTBEHHBIX U 3apy0dexk-
HBIX MCcleaoBarelieil Kak (akTop, MPUBOISIIINN K
BHE3aITHO CMEPTH. YCTAaHOBJIEHO, YTO KaK BPOXICH-
HbIE, TaK W TIPUOOpPETeHHBIEC (POPMBI YITUHEHUST WH-
tepBana O—7T SBASIOTCS MpeauKTopamMu (daTalbHBIX
HapyIIeHWI pUTMa, KOTOPEIE, B CBOIO O4Yepenb, TIPH-
BOJISIT K BHE3aITHOM cMepTH 00bHbIX. CUHIPOM YT -
HeHMsT nHTepBaida Q— T mpeacTaBiisgeT coboit codera-
HUe yIUTMHEHHOTro uHTepBaia Q— T ctanmaptHoi DKI
U YIpOXAIOIINX KU3HMU ITOJIUMOP(PHBIX XKETyI0UKO-
BBIX Taxukapauit — torsade de pointes (mupyar). [Tapo-
KCU3MBI KEeJTyTOUYKOBBIX TaXWKapAWU TUTIA «TAPYIT»
KJIMHUYECKHU TIPOSBISIIOTCS 3MU30JaMHU TIOTEPU CO-
3HAHMUS W HEPEeIKO 3aKaHYMBAIOTCS (DUOpMIUISIIIE
JKEJTYIOUKOB, SIBJISIIOIIMXCS] HETTOCPEICTBEHHOM TMpH-
YUHOI BHE3aMHOW CMEPTH.

B nocnennue roapl 0061110 BHUMAHUE YAEISIETCS
W3YyYEHUIO BapuadebHOCTU (AUCTIEPCUN) BEJIUYMHBI
naTepBanta 0—7 — HETOMOTEHHOCTH ITPOIIECCOB PEITo-
JISIpU3alUM, MOCKOJIbKY YBEJIUYEHHAs JUCTIePCUst UH-
tepBajsia 0— 7 Takke SIBJISIEeTCS MPEIUKTOPOM Pa3BUTHS
psila Cepbe3HBIX HapyLIeHUN puTMa, BKJIHOYash BHE-
3amHyio cMepTh. Hanbosee pacripoctpaHeHHast METO-
IUKa BBIsIBAeHUS aucnepcun Q—T — peructpauus
crangaptHoii OKI B TeueHue 35 MUH MpPU CKOPOCTU
3anmucu 25 Mm/4d. MCIoab3yloT Takke XOJTEPOBCKOE
MoHutopupoBanue DKI, 4To mo3BosisieT aHAIU3UPO-
BaTh KoJieObaHus1 aucnepcun uHtepBana (Q—7)c wiun
(O—T)cd B TeueHue cytok. OmHAKO PsiI METOIOJIOTH -
YeCKUX acCIIeKTOB JTaHHOTO METOIa HAXOMSITCS B CTa-
K pa3paboTku. Tak, OTCYTCTBYET €MHOE€ MHEHUE O
BepXHEU TpaHMIle HOPMAJIPHBIX 3HAYCHUI TUCIICPCHH
KoppurupoBaHHoro uHtepBaia Q—7. Ilo MHeHUIO
OIHUX aBTOPOB, MPEIMKTOPOM KETYIOUKOBBIX TaXM-
apuUTMUi sgBasieTcs BenuuuHa uHTepBana (Q—T)cd
Ooutee 45 Mc, Apyrue UcclieAoBaTeN MPeIaraloT Cum-
TaTh BEpXHEU rpaHuiieii Hopmbl BeanduHy (O—17)cd,
paBHyto 70 1 gaxe 125 mc.

Cyl111ecTBYIOT 1Ba HauboJiee N3yUeHHBIX MaTOTeHe-
TUYECKNX MeXaHW3Ma apuUTMUI TP CUHIPOME YIJIU-
HeHHoro uHtepBana Q— 7. [1epBblii MeXaHU3M — BHY-
TPUCEPIEYHBbIC HAPYIICHUS PETOJSIpU3allii MUO-
Kapma, a MMEHHO ITOBBIIICHHAsT YYBCTBUTEIBHOCTH
MMOKapJa K apuTMOreHHoMY 3(hGheKTy KaTeXoJaMu-
HOB. BTopoit maTtodm3mosorndyecKnuii MeXaHM3M —
JucbagaHC CUMITAaTUYECKON MHHepBaLMMU (CHUXXKEHUE
MIPaBOCTOPOHHE CUMITATUYECKOM WHHEPBALIUKA
BCJIEACTBUE CIa0OCTU WJIM HEIOPa3BUTHUS IPaBOro
3BE3YATOTO TaHTIIUST). DTa KOHLEIIIUS TTOATBEPXKIa-
€TCsI Ha MOJEJISIX C )KUBOTHBIMU (YIJITMHEHNE NHTEPBa-
ga Q—T 1mocie mpaBOCTOPOHHEHN CTEJIBKTOMUM) U

pe3yJIbTaTaMy JICBOCTOPOHHEH CTEJUTSKTOMUM B JIeUe-
HUM PE3UCTEHTHBIX (OPM YIJMHEHUs MHTepBaia
0-T.

Y 310pOBBIX JIIONIEH B TOKOE UMEETCs JIUIIIb He3Ha-
YUTeJIbHAsT BapuabeIbHOCTD TIPOIIECCOB PEIoJIIpr3a-
LUK, TI09TOMY aucrnepcusi uHtepBana Q—7T MUHU-
ManbHa. [lpuuuvHbl ymiuHeHuss uHTepBaia Q—T
YCJIOBHO AEISAT Ha 2 TPYINbI: BPOXKACHHBIE U MIPUOO-
peteHHbIe [1].

BpoxneHnHsie opMbl CUHAPOMA YIUTMHEHUST UH-
TepBasia Q—T SIBISIIOTCST OOHOM W3 TPUYUH CMEPTH
nereit. CMEpPTHOCTh IIPW HEJICUYCHBIX BPOKICHHBIX
dopMax JAaHHOTO CHHIpoMa Aocturaetr 75%, Tipu
atoM 20% nmereii yMUpAIOT B Te€YEHUE TO/Ia ITOCIIE IIep-
BOI TTOTEpU CO3HAHMS 1 0KoJIo 50% — B mepBoe ecs-
TrieTHe KU3HU. K BpoxkIeHHBIM (hopMaM CHHApOMA
yIJIuHeHeHusT uHTepBana Q—7T OTHOCAT CUHIPOM
Gervell u Lange Nielsen u cunnpom Romano Ward.
Cungpom Gervell u Lange Nielsen — peakoe 3aboJie-
BaHME, MMEET ayTOCOMHO-PEIIECCUBHBIN THUIT HacJIe-
JIOBaHMSI ¥ TIPEACTABIISIET CO00i coueTaHUe BPOXKICH-
HO TJIYXOHEMOTEHI ¢ YIUIMHeHneM nHTepBajia O—7 Ha
OKI, snmu3omamu 1oTepu CO3HAHUS M HEPEIKO 3a-
KaHYMBAeTCsI BHE3AITHOM CMEpThIO JETei B IepBOE
necarmrerne xku3Hu. Cuaapom Romano Ward nmeer
ayTOCOMHO-TOMMWHAHTHBIN TUIT HacJAeAOBaHUs C IO-
IyIIIuoHHOM 9acToToi oT 1:15 000 mo 1:10 000 1 me-
HeTpaHTHOCThIO TeHa 0,9. OH uMeeT CXOIHYIO KIUHU-
YeCcKyIo KapTUHY: HapylIeH!Us pUTMa Cepala, B psiae
clyyaeB ¢ MoTepeit co3HaHusI, Ha (DOHE YIJIMHEHHOTO
uHtepBasia Q—T'y neteit 6e3 HapylLIeHUs ciiyxa U pe-
yu. JIJ1s1 IMarHOCTUKM BPOXKIEHHBIX (DOPM CUHIpOMaA
yIuHeHUs nHTepBaia Q— 7T B cilydae TTOrpaHIIHOTO
YIJUHEHUS] U/UIA OTCYTCTBUS CUMIITOMOB ITIPEIIO-
KeH Habop IMarHoCTUYECKUX KpuTepueB. «bojb-
mue» KPUTePUU — 3TO yIIMHeHWe mHTepBana O—1T
oosiee 0,44 mMc, HaIM4YKe B aHAMHE3€ BITM300B MOTe-
pU CO3HAHMSI M HAJIMYWE CUHIPOMA YIJIWHCHUS WH-
tepBaja Q— 7'y 4IeHOB ceMbU. «MaJible» KpUTEPUU —
3TO BpOXKICHHAS HEMPOCEHCOPHAST TYTOYXOCTh, BITHU-
30/1bl albTepHalUU T-BOJIH, MEIUIEHHBIN CepAcYHbIN
puTM (y IeTeil) U maTojorhuyecKas XeayIouyKoBas pe-
noysipuzauusi. Hamnbonbliee auarHocTMYECKOE 3Ha-
YyeHWe WMEIOT JOCTOBEpHOE YIMHEHWE WHTepBaia
O—T, napokcu3Mbl Taxukapanu torsade de pointes u
SMU300bI CUHKOTIE.

Hawnb6oiee pacripoctpaHeHHO# (popMoOii cCUHApPOMA
yImHeHnsT HTepBaia O— 7'y MOJIOABIX JIVII SIBJISIETCS
CcOYeTaHWE MaHHOTO CHUHApPOMA C IIPOJAIliCOM MUT-
pajnbHOro kiarnaHa. Yactora BBISIBICHUS YIJTUHEHUS
nHTepBajga Q—7 y JIUII ¢ TpojlaricaMd MUTPaJIEHOTO
1/WJIM TPUKYCIIMAAIBHOTIO KJlalaHoB gocturaet 33%.
OpmHOl 13 TJIABHBIX MIPUINH (DOPMUPOBAHMS YIJTUHE-
Hus uHTepBana Q—7'y ULl ¢ TPOaaTICOM MUTPaIbHO-
ro KJIaraHa sIBJISIETCSl TEHETUYECKU TIPEIOTpeNeIeH-
HBII WJIW TIPUOOPETEHHBIN AeUUIMT Maraus [1].
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IMpuobperenHoe ymimmHenne nHTepBana Q—7 Mo-
JKE€T BO3HMKHYTb IPU aTePOCKIECPOTUYECKOM WU
IMoCcTHH(aPKTHOM KapaIUOCKIIepo3e, TIPU KaparuOMUO-
natuu, Ha GoHe U IMocje MEePeHECEeHHOro MUO- WU
TepuKapanTa. YIIMHeHne nHTepBajia Q— 7 MOXeT Ha-
Omronathcsl M MIPU CUHYCOBOM OpamuKapauu, aTpuo-
BEHTPUKYJISIPHOU OJ0Kane, XpOHUUYECKON 1iepedpoBa-
CKYJISIPHOIT HEAOCTaTOYHOCTU U OITyXOJU T'OJIOBHOTO
mosra. OcTpele ciayyau ymJIMHeHUs1 uHTepBaia Q—T
MOTYT TaK:Ke BOSHMKATh MPU TpaBMax (TPyIHON KIIeT-
KU, YePEITHO-MO3TOBbBIX). YIuHeHue uuteppaia O—T
MOXKET UMETh MECTO P HaPYIICHUSIX JIEKTPOTUTHO-
ro OajgaHca C TuUMokajavemMueit, TUMoKaJabLIUEMUE,
rurtoMarauemMueit. [1omoOGHBIe COCTOSTHUSI BO3HUKAIOT
MOJ BO3ACHCTBMEM MHOTIMX MPUYUH, HAllpUMEpP MPU
ITUTETLHOM TIpHeMe ITUYPETHUKOB, OCOOCHHO ITIeTJIe-
BbIX ((pypocemMu). OnucaHo pa3BUTHE XKETYT0UKOBOI
TaxUKapauu TUMA «[IUPY3T» Ha (POoHE YIJTUHEHUS UH-
tepBana Q—7 co cMepTelIbHBIM MCXOIOM Y KEHIIWH,
HaXOAUBIIUXCS Ha Majo0EJIKOBOW OHMETe C LEJbIo
CHIXKeHMST Macchl Tea. MutepBan Q— 7 MOXeT yIIu-
HSITBCSI TIPU TIPUMEHEHUHN TepareBTUIECKUX 03 psiia
JICKAapCTBEHHBIX CPEICTB, B YAaCTHOCTU XWHMIWHA,
HOBOKaMHaMU/ia, IPOM3BOIHBIX (peHOTHA3UHA. YT~
HEHHE DJICKTPUICCKON CUCTOJNBI XKEJTyIOYKOB MOXKET
HabJI0JaThCsI IPY OTPABJICHUM JIeKapCTBaMU U Belle-
CTBaMM, OKa3bIBAIOIINMHU KapAUOTOKCHUIECKOE AeHCT-
BUE U 3aMEIJISIONIMMU TPOLECChl PEMOoIsIpU3aliuu.
K HUM oTHOCATCS, HampuMep, MaXUKapIIUH B TOKCH-
YECKUX 103aX, PSI aJKaJOUI0B, KOTOPbIE OJIOKUPYIOT
AKTUBHBII TPAHCIIOPT MOHOB B KJIETKY MUOKapia, a
TakKe OKa3bIBAIOT T'aHIJIMOOJIOKUPYIOIIee IeHCTBUE.
M3BecTHBI TakkKe ciiydyau yanHeHus uareppaia O— T
MpU OTpaBIeHUSIX bapouTypatamu, pocopoopraHu-
YECKMMU MHCEKTUIINIAMM, PTYTHIO.

OO611e3BeCTHO ymInHeHne wHTepBan Q—7 mpu
OCTpOIi MIIEeMUM MHUOKapaa U MHdapKTe MUoKapia.
Croiikoe (Oonee S5 mHeW) yBeaWUeHHE WHTepBalia
O0—T, 0coOeHHO MpHY COYeTaHUU ¢ PAHHUMU KeJTyI04-
KOBBIMU 3KCTPACUCTOJIaMM, IIPOTHOCTUICCKU HebJIa-
TOMPUSTHO. Y 9TUX NALIMEHTOB BbISIBJICHO 3HAUUTEIb-
Hoe (B 56 pa3) MMOBbILLIEHUE PUCKA BHE3AITHOM CMEPTH.
VYcraHoBneHo, uto aucrniepcust mHtepBana Q—7T yBe-
JIMYMBAETCS YK€ B MEpPBbIe Yachl OCTPOTr0 MH(papKTa
MHOKapa.

CAXAPHBIM TUABET

B HacTosiiee Bpems caxapHbiit anadet (CI) mpu-
3HAaH B KayeCTBE SKBMBAJICHTA PUCKA WIIEMHYECKOMN
bosie3Hu cepana, nHgpapkTa Mmuokapaa (MM) u cep-
JleuHo-cocyaucTtoil cMeptu (TpeTuit mokJiaja TpyImbl
SKCIEPTOB I10 JIEUEHUIO B3pociblx HarmoHambHOM
0o0pa3oBaTe/IbHOW TpOoTrpaMMbl IO XOJIECTEPUHY,
NCEP Adult Treatment Panel III, 2002).

AMepUKaHCKNEe y4YeHble MPOBEJU aHaanu3 o0beau-
HEHHBIX JaHHBIX 11 He3aBucuUMBIX ucnbiTaHuit TIMI

(Thrombolysis in Myocardial Infarction) mst BeIICHE-
HUs HezaBucuMoro BiausiHUs CJI Ha cMEepTHOCTb Mpu
octpoM KopoHapHoM cuHIpome (OKC) B TeueHmMe
30 cyTOK M OIHOTO roja mocjie¢ KIMHUYECKOrO COObI-
tus. O0LIee yrcio obcieayeMbIx coctaBmio 62 036 ma-
nueHToB ¢ OKC, BKIIIOUEHHBIX B HAO/II0eHE B OoJiee
yeM 900 tenTpax 55 crpan ¢ 1997 r., To ecTh ¢ MOMEHTA
coBpeMeHHoTO onpeaeneHust CI AMepuKaHCKOI acco-
uuanueit nuabera. Y4acTHUKOB KiacCUDUIIUPOBATU
Kak uMmeromux win He umerormx CJI 1mo maHHBIM Me-
JTUIIMHCKOTO aHaMHe3a. Ciyyau nuabera, BbISIBJICHHBIE
BO BpeMsI TOCITUTAIN3AINHY, B JTaHHOM aHAJIN3¢ HE yIU-
TBIBATUCH. [IepBUYHBIMM KOHEYHBIMU TOYKAMU MCCIIe-
JIOBaHU ObLTa 00111ast cMepTHOCTD 3a 30 cyT u 1 Tog 1o-
cie OKC y i ¢ nuabeToM U 6e3 Hero, B TOM YucCje
mpu OKC 6e3 mogpema cermenTa ST (OKCBIIST) u
UM ¢ nogbemom cermenta ST (MMIIST). HezaBucu-
MocTh CJI B KauecTBe MPEANKTOPa CMEPTH PACCUNTHI-
BaJlach METOIOM MHOrodakTopHoro aHanusa. M3 o6-
LIEro ymuciaa ydyacTHUKOB ucnbitanuin TIMI 17,1%
nmenn CJ. DTu manueHTsl ObIIA cTaplie, Jalle XKeH-
CKOTO TToJ1a, ¢ OOJNBIIMM MHIEKCOM Macchl Teia. OHu
yaile CTpajaivd apTepuaJbHOW TUIIEPTEH3UEH, TUIIEep-
JIMMTUIEMUEN, CepleyHON HEemOCTaTOYHOCThIO, Yallle
nepeHocumn UM m mMmenn KopoHapHOE ITyHTHPOBa-
HUE B aHaMHe3e, HO pexe ObuiM Kypuibliukamu. He-
CMOTpS Ha COBPEMEHHBIC TeParieBTUICCKIE TTOIXOIBI K
tepanuu OKC, CJI ocTaeTcst JOCTOBEPHBIM HE3aBUCH-
MBIM MIPEAUKTOPOM TTOBBIIIIEHHO CMEPTHOCTH B TeUe-
Hue 30 cyT M OJHOIO roja IMmocjie KOPOHApHOTO COObI-
THS, OaXe B OOJNBIICH CTEIEHW IIPU OCTPOM KOpO-
HapHOM CUHApOMe 0e3 rogbeMa cerMeHTa S7, yeM npu
nHbapKTe MUOKap/a ¢ MoabeMoM cermeHTa S7.
ITpoBeeHO OTHOCUTEIBHO HEOOJIBILIOE KOJIUYECT-
BO MCCJIEMOBaHMUI, B KOTOPHIX M3y4eHa POJIb CaXapHO-
ro nrabeTa B pa3BUTUU BHE3AITHOM CEPIEeIYHON CMEPTH.
WUccnenosanue Paris Prospective Study I mposesio npo-
npoipkuTeabHoe Haomonenne 6000 maprKCKuX rocy-
JApCTBEHHBIX CIYXKalIMX MYXKCKOTO I0ja, CPEeIHUX
JeT, ctapmre 23 jet. PasrpaHmueHune OBUIO CIEJIaHO
Mexay 120 caygasmu BCC u 192 cayyasiMmu cMepTH OT
octporo UM. B aToM MyIbTUBapMaHTHOM aHAJIU3€e Ha-
JINYMe caxapHoro nuadeTa ¢ 00JblIeii TOYHOCThIO YKa-
3bIBaJIO HA MALMEHTOB ¢ 6osiee BbICOKMM puckoM BCC
(OTHOCUTENBbHBIN pUCK — 2,2), YeM IpyTHe IMoKa3aTeau
(BospacT, nHaekc macchol tenaa, YCC, kypeHue, apre-
puagbHOE JaBjlIeHUE, YPOBEHD XOJIeCTeprUHA U TPUTJIN-
uepugoB) [6, 8]. Ho moka HemoCTaTOYHO WM3BECTHBI
crienuUIecKue IMyTH TMa0eTCBI3aHHBIX MEXaHU3MOB,
KoTophie crnocodcTBytoT naroreHedy BCC. OnHako no-
KkazaHo, 9To CJI yBeImumBaeT prucK pa3BUTHUS UIICMU-
4yecKoW O0JIE3HM cepala, KOTOPas 4acTo COIYTCTBYET
BCC. Moryt Bo3HUKaTbh YCKOPEHHbIe (hOPMBI TUA0ET-
cnenUIecKOro aTepockaepo3a C IOBBIIIEHHBIM
TpombOoreHe3oM [25]. EcTb moka3atenbCTBa B MOJIb3Y
CYIIECTBOBAHMSI OTIEABHOI (POPMBI CepACUHON IKC-
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(GYHKLIMM 0 Ha3BaHWEM «IMabeTHYecKasd Kapauo-
MuonaTust» [26]. BeIssBIeHO, 4TO y OOJBHBIX 1Ua0ETOM
OYeHb YacTO HaOIIomaeTcsl YIJIMHEHHBIA MHTEPBAI
O—T (no maHHBIM dJeKTpoKapauorpammbl). bosee
paHHME KIIMHUYEeCKNEe MCCIIeAOBAaHUS TakKe IToKa3a-
JIM KOPPEJISIIUI0 MEXAY YIIMHEHHBIM WHTEPBaIoOM
(O—T)c v yacToToli cepieuHO CMEPTHOCTH Y MallUeH-
TOB, CTPANAIOIINX CaXapHbIM T1Ma0ETOM.

OKUPEHHE

BcemupHas opraHusanusl 30paBOOXpaHEHHUs pac-
CMAaTpHUBaCT OKUPEHUE KaK SMUACMHIO, OXBATUBIIYIO
MWLIMOHHI moneii. B 1998 1. B Mupe 3apeructpupona-
HO 250 MJIH OOJIbHBIX OXMPEHUEM, UTO COCTaBJISIET
7% B3pOCIOrO HaceJeHMs 3eMHOro Iiapa. Pacrer
OXWMPEHUE U CPEer NETel, TOITOMY BBEJEH TMarHO3:
caxapHblit gua6et Il Tuna y nereii.

AKTyaJIbHOCTb MPOOJIEMbI 3aKJIIOYaeTcs ele U B
TOM, YTO YMCJIO AeTeil U IMOAPOCTKOB, MMEIOIINX M3-
OBITOYHBI BEC U OXUPEHUE, TaKXKe IMPOrpecCUBHO
yBenmmuuBaeTcs. B Hacrosimee BpemMs B Pa3BUTHIX
cTpaHax Mupa a0 25% MOoAPOCTKOB MMEIOT U30bITOY-
Hyl0 Maccy Tesla, a 15% — cTpamaloT OXUpPEHHEM.
Henb3s He OTMETUTDH, UTO B TaKMX CTpaHax Ha JOJIIO
C Il Tuna B 1€TCKOM U MOAPOCTKOBOM BO3pacTe Mpu-
xomutes 10% u Gogee ciydaeB Bcex dopm CJI. N30b1-
TOYHBIN BEC B IETCTBE — 3HAYMMBIN TIPEINKTOP OXKU-
peHust y B3pocibix: 50% neteil, KOTOpble HMMeJIU
M30BITOYHBIN BEC B 6 JIET, CTAHOBSITCS B3POCIBIMU C
OXHMPEHUEM; B TIOIPOCTKOBOM BO3pacTe 3Ta BEPOSIT-
HoCcTh yBenmuuBaetcs 10 80%. [Mpuuem nmatomopdo-
JIOTUIECKNE MCCIACHOBAaHMS TIOKA3aId, YTO IIepBUY-
HbI€ aTePOCKJIEPOTUYECKNE M3MEHEHUS MOSIBJISIOTCS
yKe y IeTeil ¥ TTOAPOCTKOB C OXXKUPEHUEM.

Haunbonee HebGaaronpusiTHLIM SIBJISIETCS aOIOMU-
HAJIBHBIN (B 00JIACTU KUBOTA) TUIT OKUPEHUS (CM. PU-

CYHOK), COYETAIOIINICS ¢ KOMIUIEKCOM TOPMOHAJIb-
HBIX U MeTabosnmyeckux ¢hakTopoB pucka. st omnpe-
JIEJICHUS XapaKTepa paclpeesieHns KUpa B OpraHU3-
M€  HCIIOJIb3YeTCsl  MOKas3aTejb  COOTHOILIEHUS
OKPYXKHOCTHU Tajuu U okpyxHoctu oenep (OT/OB).
[Ipu OKpy>XHOCTH Taluu Yy MYXYMH Oosiee 94 cM, y
XXEeHUIMH — 60ojiee 80 cM pUCK pa3BUTUS OCIOXHEHUN
oxupeHus (caxapHblii quadet 11 Tumna, aprepuanbHas
TUMEPTEeH3Us, CePIeYHO-COCYAUCThIe 3aboJieBaHUs)
CTaHOBSITCS MOBBILIEHHBIMHU, a ipu 102 1 88 ¢cM cooT-
BETCTBEHHO — BBICOKHM.

EBpomeiickue wmcciaemoBaTed OIPEASTUIN WH-
nekc maccol Tena (MMT), oKpy»kKHOCTb XKMBOTa U OT-
HOIIIEHNE OKPYXHOCTHU KMBOTA K OKPY:KHOCTHU Oenep
y 350 000 B3pocabIX, a 3aTeM HaOJoAadN 3a HUMU B
teuenue 10 yiet. 3a 310 BpeMs ymepau 4% ydacTHU-
KoB uccienosanusa. Ilocne ydera (pakTopoB ObLIO
OIIpeeSIeHO, YTO PUCK CMEPTU YBEJIIMIMBAJICS C YBE-
JIMYEHUEM OKPYXXHOCTHM KMBOTa UM OTHOIIEHUS OK-
PYKHOCTH XXMBOTa K OKPYKHOCTHU Oefep.

JaHHbIC IBYX HEAABHUX MCCICI0BAaHUI TTO3BOJISTIOT
MPEIITOJI0XNTh, YTO M30BITOYHBINA BEC YBEJIMYMBACT
puck pa3sutusg BCC He3aBUCUMO OT IPYTUX COITYTCT-
Bytomux mnartoJjioruii, Takux kak CI, UbC. CornacHo
nccaegoBanuio Paris Prospective I Cohort Study, orpa-
HUYEHHOMY MYXXYMHAMU CPEIHUX JIET, UHAEKC MaCChl
tena (MUMT) Obul He3aBUCHMBIM (PaKTOpOM pucCKa
BCC [8]. B uccnenoBanue Nurses Health Study Bxo-
avnu 121 701 amepukaHcKas XKeHIlMHA, HaOatoaae-
Mas B TeueHue 20 jieT. YcTaHOBGHO, YTO Y 3KEHIIUH C
HUMT>30 kr/m? nokaszaresib BCC B 1,6 pa3 Bbilie 110
cpaBHeHUIO ¢ XeHmuHamu ¢ UMT<25 kr/m2[11, 18].
[Mpu uckitouyeHNM caxapHOTO nuabeTa M apTepuaib-
HO¥ TUTIEPTOHUHM 3TOT PUCK YBEIUUYMUBAICS B 2,5 pasa.
Opnako otHomeHue Mexay UMT u BCC 6bu10 oue-
HEHO TOJBKO B OTPaHMYCHHBIX HMCCJCIOBAHUSIX IO

AGIOMMHANIBHOE OXUPEeHUE (TOJIIMHA MOAKOXHO-XKMPOBOI KJIeTYaTKU 35 MM)

AHHAJIBI APUTMOJIOM N, Ne 4, 2009



AHHAJIBI APUTMOJIOMN, Ne 4, 2009

46 AHHAJIbI APUTMOJIOT N, N2 4, 2009

Bo3pacty/mony/3anaruo. Hemapauit ananus The U.S.
Centers for Disease Control (CDC) noka3zai, 4To exe-
rogHo B CIIIA m30bITOYHasg Macca Tejla COCTaBJISIET
npuunuHy cmeptu 6osee yem B 300 000 cnyyaeB u B 61u-
KaiImeM OyayIeM HaCTUTHET IToKa3aTesIb 3JI0yIIoTpeo-
JIeHUs TabaKoM KaK BEAYIIYIO TPUUUHY cMepTH [27].

COITHAJIbHO-3KOHOMUYECKHI CTATYC
W BHE3AITHAA CEPIEYHAA CMEPTDH

HecMoTps Ha TO, 4TO COLIMAIBHO-3KOHOMUYECKIE
(akropsl BiustioT Ha ypoBeHb BCC [18, 28, 34], no He-
JMaBHETO BPEMEHM OHU He OBITN OLICHEHHI B ITOITYIISIIINAM.
Kpome Toro, 60IbIIMHCTBO UCCIeN0BaTeIei OrpaHUIM -
BaJINCh OLIEHKOW BO3MOXHOCTH BOCCTAHOBJICHUS NEsi-
TenbHOCTH cepaua. B pesynbrate 40—50% ciyyaeB BHe-
3alTHOM OCTAaHOBKU CEpALIA, KOTOPbIE HE 3aCBUIETEINb-
CTBOBAHBI WJIM HE IMOAIAIOTCS peaHUMALIMOHHBIM MEPO-
TIPUSATHSM, HE MOTYT OBITh BKITFOUECHBI B COOTBETCTBYIO-
e uccaenosanusd. B nccaegosannu Ore-SUDS orte-
HEHO MOTEHUMATbHOE OTHOIIEHUE MEXIY COLMaTbHO-
SKOHOMMYECKNM CTaTyCOM M BO3HMKHOBEHHEM OCTa-
HOBKHU Cepjlla ¢ y4eTOM MecTa XUTeabcTBa. B uccieno-
BaHMe BKIIOYeHBI Bee ciayyaun BCC, 3apeructpupoBaH-
Hble B OOJBIIMX TOpoJaxX M TMPUTOPOAHBIX paifoHax
CIHIA (670 000 nacenenust). Cnydau BCC mo mecty xku-
TEJIbCTBA PACIIPEICIUIUCH CASTYIONIUM 00pa30oM: IOKa-
3arenu ciydaeB BCC, 3apukcrupoBaHHBIE B KBapTaje ¢
CcaMbIM HU3KHUM COLIMATbHO-3KOHOMMUYECKIM YPOBHEM,
obutn Ha 30—80% BhIlIE, YeM B paifoHaX ¢ BHICOKMM
ypoBHeM. Tak Kak ImprUMeHeHUe HapyXXHbIX 1euopui-
JIITOPOB OKa3bIBAa€T IOJIOKUTEIbHOE BIUSIHME Ha BbI-
KMBaeMOCTh ITOCJIE OCTAHOBKH CEpIlla BHE MEIWIIMH-
CKMX yupexaeHuii [13], pe3ynbraTbl JOJXKHBI OBITH
yuareHbl B obuieit momynsiuuu. Dakrtopsl pucka UBC,
Takue KakK TUIIOAMHAMUS, KYpeHUe, TUMePIUIUIEMUS],
TUTIEPTOHUST, N30BITOYHAS Macca Tesla, caXxapHbIi 1ua-
0eT, OoJbIlIe PACIIPOCTPAHEHBI CPEIU JIIOACH ¢ HU3KUM
COLMaJIbHO-2KOHOMUYECKUM cTatycoM [34]. Mccaeno-
BaHMe, MPOBOAMMOE B Be1mKoOpuTaHuM, BBISIBUIO, YTO
4yacToTa CJIyyaeB BHE3AIMHOW OCTAHOBKU Ceplilia BHE Me-
TUIIMHCKMUX YIPEXKIECHUI 3HAYMTEIHHO BBIIIEC B 00Jac-
TSIX ¢ HU3KHMM COLMAJIbHO-3KOHOMUYECKUM CTaTyCOM,
HO 3Ta 3aBHCHMOCTb HE XapaKTepHa LIS NIIeMUIeCKOM
0ose3Hu cepaua [22]. M3BecTHO Takke, YTO MCUXOCO-
LIMOJIOTHYCCKIE (PaKTOPHI SIBIISTIOTCS TIPSIMBIMU ITyCKO-
BbIMU MeXaHU3MaMU Pa3BUTUSL XKETYTIOUKOBBIX apuT-
MM 1 BIIOCJIEICTBUM OCTAHOBKU cepjua [28].

TEHETUYECKHE ITPEATIOCBUIKH
PASBUTHA BHESAITHOU
CEPIEYHOU CMEPTU

ITocTrosstHHOE HaKoTMIeHMe UH(pOPMALIMKY O MaTore-
He3e 3a0oJieBaHUIl CepAeYHO-COCYAUCTON CUCTEMBbI
MPUBEJIO K TOHUMAHUIO TOTO, HACKOJbKO 3HAYUTEJIb-
HYIO POJIb B UX Pa3BUTUM UTPAIOT TeHETUYeCKue (hak-
Topbl. CeroaHs1 MpakTUYECKU HE OCTalIOoCh OOJIe3Hel,

B (hOpMHPOBAaHNU KOTOPHBIX HE OBIJIO OBI YCTAHOBICHO
HacjencTBeHHO KoMnoHeHThl. Hanbonee yacteie 3a-
OoJileBaHUST — MIIeMUYecKas 00JIe3Hb cepilia, aTepo-
cKJIepo3 U apTepuaibHas runepteHsus (Al) aBasiioT-
cs MyasThudakTopHbIMU. B dopMupoBaHue KIWHU-
yecKoro (heHOTUIa TIpU 3TUX 3a00JeBaHUSIX TTPUOIN-
3UTEJILHO PaBHBIN BKJIa[l BHOCST HACJIEACTBEHHOCTh 1
cpena [1]. s kaxmoro 3ab0o0JieBaHUS CYILIECTBYET 10~
CTaTOYHO OOJIBIIIOE YMCIIO TEHOB, Pa3TUIHbIC aJlIe/hb-
HBIe (POPMBI KOTOPBIX BIUSIOT HAa BEPOSITHOCTH Pa3BU-
THSl 3a00JieBaHUsI, CKOPOCTh IPOTrPECCUPOBAHUS M
BBIPAXKEHHOCTh KIIMHUYECKUX CUMITTOMOB. Kak Tpa-
BWJIO, T€HAMM IIPEIPACIIONIOKEHHOCTU SIBJISIIOTCS Te
TeHBI, OETKOBBIC IIPOLYKTHI KOTOPBIX MPSIMO MJIA KOC-
BEHHO BOBJICUEHBI B IMaToreHe3 3abojieBaHus [1, 2].
Hapsiny ¢ MynsTr(aKTOPHBIMM CYIIECTBYET OOJIBIIIOE
KOJIMYECTBO MOHOI€HHBIX 3a0o0JieBaHMU, ISl pa3BU-
THST KOTOPBIX JOCTATOYHO HAIMYMST MyTalliM B OMTHOM
TeHe.

B Hacrosiiiee BpeMsi OMcaHoO OKOJO 2,5 ThIC. MO-
HOTEHHBIX HACJIEACTBEHHBIX CHMHIPOMOB, MPU KOTO-
pBIX HaOJIOJaeTCsl BOBJIEUEHUE B TATOJIOTMYECKUI
Mpolecc cepiaua u/uid cocynoB. M3BecTHO OKOJIO
COTHU HAaCJIEZICTBEHHBIX 3a00JIeBaHUIA, TTPU KOTOPBIX
TopakeHne Cepala M COCYIOB SIBIISIOTCS BEAYIIUMU B
KJIMHUYECKON KapTuHe (cM. Tabnuiy). Haxe u3 00-
e CTPYKTYPHI TAKMX KJIACCUIECKIX MYJIBTU(aKTOp-
HbIX 3a00aeBaHuii, Kak UBC n A, BbIuIeHSI0TCS BCe
OoJIBIIIee YKMCIIO MOHOTEHHEIX (hOpPM, KOTOPBIC HACTIC-
IYIOTCS TI0 MEeHIeaeBCKoMy Ty [15].

B nociienHee BpeMst MpecTaBaeHs 00 9TUOJIOTUN
MHOTHX 3200JIeBaHU1 CepAeYHO-COCYIUCTOM CUCTEMBI
MpeTepTeiM 3HAYUTENIbHYIO 3Bojonuio. OcobeHHO
9TO KacaeTcsl COCTOSTHUM, IUTSI KOTOPHIX HE OBLITO ITOJTY-
YeHO YOeIUTEeTbHBIX TaHHBIX, OXHO3HAYHO CBHIE-
TEJBbCTBYIOIINX B TTOJIb3Y MH(MEKIIMOHHBIX 1/WJIN BOC-
MajauTeJbHBIX MPOLIECCOB, JeXalluX B UX OCHOBE [2].
Kax mpaBwmio, 3TM 3a0o0JleBaHMSI OINMCHIBAIMCH KakK
uaMonaTuyeckue. bricTpoe pa3BUTHE COBPEMEHHBIX
TEHETUYECKNUX METOIOB IMMO3BOJIMJIO BO MHOTHX CJIy4a-
SIX PELIUTh BOIIPOC O HACIEICTBEHHOM MpUpoae 3a00-
JIEBaHUS, YCTAHOBUTH TICPBUYHBIA OMOXMMUYICCKUI
nedexT, pazpadorars J|HK-nuarnHocTuky, HailTu moa-
XOJIbl K 9TUOJIOTUIECKOI Teparvu.

KapannomMuonatnu — oOLIMPHBIN Kilacc 3a00jeBa-
HUIA, XapaKTePU3YIOIINXCS CTPYKTYPHBIMU HM3MEHe-
HUSMHM MUOKapaa. Brimensior 3 deHOTHMIMYECKUX
KJlacca KapAuOoMUONaTUi: runepTpodudyeckue, auia-
TallMOHHBIC U PeCTPUKTUBHBIC. KaXImplii 13 KJI1accoB
XapaKTepu3yeTcsl CBOMMU MOP(OJIOru4ecKuMu, ¢hu-
3MOJOTUYCCKUMU U KIIMHUYCCKUMU KOHEYHBIMU TOU-
KaMu, OTpaxalollMMU pa3IuyHble MaTOTeHETUUYeCKUe
MEXaHU3Mbl, MPUBOILIIME K 3aboseBaHuto [2, 12].
OTU 3a00yieBaHUs SIBISIOTCS HauboJiee 4acTol mpu-
YUMHON BHE3AIHOW CEPIEYHOW CMEPTU B MOJIOJOM
Bo3pacTe [32]. B psiae cnyyaeB mpuunHy IUCOYHKINN
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Ten/nokyc

3aboneBaHue | Tun HacnenoBaHus |
CeMeiiHast TUIIEPXOJIECTEpUHEMUS A/, A/P
TIceBOornIoOaIbIOCTEPOHNU3M A/, A/P
CUHIpOM yIUTMHEHHOTO uHTepBaia O—T A/, A/P
CuHapom ykopoueHHoro uareppaia Q—7T A/1
Cunnpom bpyrama A/
ApUTMOTEHHasI IIPaBOXKETYI0UKOBasT
NMCTIa3usl/KapauoOMUONaTHsI A/, A/P
KatexomamuHeprimueckast
JKEJTYIOYKOBasi TAXUKAPIUS A/, A/P
CemeliHblie Gpopmbl GUOPUILIALIUN
Mpeacepaunii A/
CewmeitHbre (hopMBI CUHApPOMA cTabocTu
CHHYCHOTO y3J1a A/1
Cunnpom Bonbda—IlapkuHcona—Yaiita A/1
[uneprpoduueckas KapaiMOMUOTIATUS A/L
JunataudoHHas KapaIuoMUOoNaTusl A/0, A/P, X/P

LDLR (1913.2), ARH (1p36-p35), USF1 (1922-q23)
WNKI (17q21), WNK4 (12p13.3), PHA2A (1g31-g42)

KCNQI (11p15.5), KCNH2 (743), SCN5A (3p21-24),
ANKB (4925-27), KCNEI (21922), KCNE2 (21922),
KCNJ2 (17423)

KCNOQI (11p15.5), KCNH2 (7g3)
SCNSA (3p21-24), 3p22-25

14¢23-q24, hRyR2 (1g42-q43),
14q12-q22, 2q32.1-32.3, 3p23, 10p12-p14, DSP (6p24)

hRyR2 (1q42-q43), CASQ2 (Ip13-21)
KCNOQI (11p15.5)

SCNS5A (3p21-24)
PRAKG2 (743)
MYHCB (14q12), TNNT2 (1g32), TPM1 (15¢22.1),

MYBPC3 (11p11.2), PRKAG2 (7436), TNNI3 (19¢13.4),
MYL3 (3p), TTN (2924.3)

Bonee 20 nokycos

IMpumevanwue. A/Jl — ayTOCOMHO-TOMUHAHTHBIN, A/P — ayTocoMHO-perieccuBHbBIN, X/P — X-CleTIeHHBII PEeLIeCCUBHBIN.

MUOKap/ia yaaeTcs BISICHUTD, HO Yallle BCETo 3TUOJIO-
rus 3a0oJieBaHUS OcTaeTcsl Heu3BecTHO# [2]. B mo-
cienHee BpeMsl MOJTydYeHbl HOBBbIE TaHHBIE, PACIINPSI-
[OIMe HaIlM MPEICTaBACHUS O T€HHBIX M OEIKOBBIX
W3MEHEHUSIX, JISKAIINX B OCHOBE KapIUOMUOIATHUI,
MHOTHE M3 KOTOPBIX SIBISIIOTCSI MOHOTEGHHBIMU Ha-
CJIeNCTBEHHBIMU 3a0oeBaHusiMu [2, 12, 23]. UneHTu-
(uMpoBaHO OOJIBIIIOE KOJTUISCTBO MyTallMil B TeHAX,
KOJIMPYIOIINX OETKM CIOXHON CeTH MUOMUIAMEHTOB
M acCOIMMPOBAHHBIX C HUMHU OCJIKOB, B KOMILICKCE
00pa3yIoNIMX [IUTOCKEIET KapauoMuoLuTa. Myraiu
B TeHaX, KOAMPYIOIINX COOCTBEHHO COKPATUTEIIbHBIC
0eKM MUoKapaa U 0eJIKM BHYTPUCAPKOMEPHOIO 1IM-
TOCKeJIETa, SIBJISTIOTCS MPUYMHON TUTIEPTPODUIECKO
kapauomuonatuu (FKMIT) [12, 23]. JunaTaumoHHas
kapauomuonatuss (JAKMII), xapakrtepusyromiascs
YBEJIMYCHUEM pa3MepoB IMOJIOCTEI cepilia U CHIDKe-
HUeM cuctoaudeckoil ¢pyHkiuu JIZK, BcTpeuaeTcs
B TTonyJsiuuy ¢ yactoroil He MeHee 1:10 000—1:3000
HaceneHus [2, 4]. HacneactBeHHbIE (pOPMBI 3TOTO 3a-
GoJieBaHMSI COCTABISIOT 0KOJI0 40% OT Bcex ciydaeB
JKMIT [32]. Haubonee yacTo BCTpevyaeTcsl ayTOCOM-
HO-IOMWHAHTHBIN TUIT HaCJICAOBAaHMS, Ha IOJTIO ayTO-
COMHO-PELIECCUBHBIX (POPM IPUXOAUTCS OKoo 16%
Bcex ciyyaeB HacieactBeHHoi JIKMII, X-cuemnieH-
HBII PELECCUBHBIN TUIT HACJIEAOBAHUS BCTPEYAECTCS B
2—5% cayuaeB [32]. JKMII sBisieTcs pe3ynabTaToM
MyTalldii B TeHaX, KOAUPYIOIIUX CTPYKTYPHBIC BHYT-
pU- U BHECAPKOMEpPHBIE OeJIKi MuoKapa [4].
OTHOCUTENIPHO HEMaBHO ObLTa ONMMCaHa HaCJIEACT-
BEHHasl apUTMOIeHHas IPaBOXKEIYI0YKOBas MMCILIA-
31s/KaparMOMHUOIIATHSI, XapaKTepu3yoImasics (pudopos-
HO-XKMPOBBIM 3aMellleHMeM MMOKapja MpaBoro Keiy-

JI0YKa, BBIPAXXKEHHOW €ro nujaTalueil U CHUKEHUEM
¢paxiu BeIOpoOca MpY OTHOCUTEbHON COXPAHHOCTH
JIEBOTO XKEJIyI0uKa, KU3HEYTPOXKAIOIIUMU KEeTyI0U-
KOBBIMU TaXWapPUTMUSIMU, BbI3bIBAEMBbIMU (U3NUYEC-
KMMW ¥ 9MOITMOHATLHBIMU Harpy3Kamu.

3aboseBaHusl, XapaKTepU3yOIIUecsl TEPBUIHBIMU
9JIEKTPOGU3NOJIOTMYECKUMU HapYILIEHUSIMU, Ha3bIBa-
0T KaHajonatusiMu. K mepBUYHBIM KaHAJIOMATUSIM
OTHOCSIT CUHAPOMBI yIJWHEHHOro uHTepBaia O—T
(LQTS), ykopoueHHoro mHrepBana Q—7 (SQTS),
cunapombl bpyraga u JleBa—JleHerpa, cemeiiHbIe
dopmbl cunapoma Bonabda—IlapkuHcona—VYaiita,
UIMOMNATUYECKYI0 U KaTeXOJAMUHEPTUUECKYI0 XKey-
JIOYKOBBIE TaXUKapAuu, ceMelHbie (Gopmbl GuoOpu-
JISIUMU TIPEICePANI U CUHApPOMA c1abOCTU CUHYCHOTO
y371a, CHHAPOM JETCKOI BHE3aMHOW CMEPTH.

HNCIIOJIb3OBAHHUE
MOJIEKYJIAPHO-TEHETUYECKHX
JAHHBIX B KIMHUYECKOU ITPAKTUKE

B mocnennune necATWICTHST MOJIEKYJIIPHO-TEHETH-
YeCcKre METOIbl BCE LIMPE BXOOAT B KIMHUYECKYIO
MpakThuKy. [IpoBoaAT KpyITHbIE MHOTOIIEHTPOBBIC MC-
CleOBaHUs, CO3Ia0T MEXIYHApOIHbIE PErUMCTPhI
OOJIBHBIX C HACJIEICTBEHHBIMU CEpACIHO-COCYIUCTHI-
MM 3a00JIeBaHUSIMU, COAEpKAalllre Pe3yIbTaThl KJIU-
HWYECKUX M TeHETUYECKUX MCCIIeAOBAaHWI, OTOAeH-
HbBIX PE3Yy/IbTATOB Tepamnuu. BbisiBIeHME MyTalUu B
KOHKPETHOM TI'€He HalpsIMyl0 CBUIIETEILCTBYET O Ha-
MUY 3a00JIeBaHUST HE3aBUCHUMO OT CTEIIEHU BHIpa-
JKEHHOCTU KJIMHUYECKUX CUMIITOMOB U JIaxe MpH MX
otcytrcTBuU. 1o naHHbIM S. Priory u coaBr. [32], oko-
110 30% 060JbHBIX C CUHAPOMOM YUIMHEHHOTO MHTEP-

AHHAJIBI APUTMOJIOM N, Ne 4, 2009



AHHAJIBI APUTMOJIOMN, Ne 4, 2009

48 AHHAJIbI APUTMOJIOT N, N2 4, 2009

Basia Q— T MMEIOT CKPBITOE TeUeHME 32001 BaHNs, IIPU
KOTOPBIX OTCYTCTBYIOT XapaKTepHble M3MEHEHUs Ha
OKI, HO OOJBbHBIE MMEIOT, TeM HE MCcHEe, BBICOKUI
PUCK BHE3alTHOM CMEePTU BO BpeMsI MEPBOT0 B KU3HU
cuHKomnanbHoro snusona [31]. [loatomy npecummro-
MaTuyeckasl AUAarHOCTMKA B 3TOU Tpymme OOJbHBIX
03BOJIsIET C(hOPMUPOBATH ONTUMAJIBHYIO TAKTUKY Ha-
OMroneHUs 11 KaXKIO0ro MaldeHTa ¢ y4eTOM T'eHEeTH-
YECKUX, aHAMHECTMYECKUX W 3JIeKTpoKapauorpadm-
YeCKUX JaHHBIX.

HawnbGosee 3HaUMMBIM MPAKTUYECKUM PE3YITBTATOM
BCECTOPOHHETO M3YYEHMS KICTOYHBIX, MOJICKYJISIPHBIX
U 2JIeKTPOGhU3UOJIOTUISCKUX OCHOB CUHApPOMA Y-
HeHHOro mHTepBajga J—7 sSBWIach pa3paboTKa Tepa-
MEeBTUYECKMX MOIXOA0B, CIIELIMMDUYHBIX B OTHOILIEHUMN
nopaxeHHoro reHa [19]. To, uto Ha ypoBHe eHOTUNA
peanmu3yeTcs Kak eIMHbIA MPU3HAK, B IEHCTBUTEIbHO-
CTU MOXET UMETh pa3InIHbIe TEHETUIECKNE U DJICKT-
podusmonornyeckue ocHoBaHus [31]. EguHcTBeH-
HBIM a0COJIIOTHO JOCTOBEPHBIM METOIOM YCTaHOBJIE-
HUSI MOJICKYJISIPHO-TeHETUYECKOTO BapHaHTa 3aboJie-
BaHMs saBiasiercs nposeaeHue JAHK-nuarHoctuku. s
OOJIbHBIX C MYTalUSIMU B IeHaX, KOAUPYIOIIUX 0OJIb-
e W Majble CYObeIWHUIIBI KaJUeBbIX KaHAaJIOB
(KCNQ1, KCNH2, KCNEI, KCNE2), naubomnee 3(p-
(bexTUBHOI sABISIETCS Tepamnusi 6eTta-610Katopamu [19,
32]. OmHaKo ecIy IPUINHON CUHIPOMA SIBJISTFOTCS MY -
tauuu B reHe SCNSA, npuBonsiiye K yBEIUYECHUIO
BXOJISIIIIETr0 HaTpueBoro toka (LQT3), To mpemnaparsl
STOI I'PYMIIBI MOTYT SIBJISITHCS ITyCKOBBIMU (haKTOpaMU
JUTSL Pa3BUTHSI TTOTMMOP(DHOI KeTyTOYKOBOI TaxuKap-
nuv. HopMmanm3yloT mpoliecchl pemnoisipu3aiuy Ipu
3TOM THIIEe 32a00JIeBaHUST aHTMAPUTMUYECKUE TIperapa-
Thl IB Kiacca (MEKCUIETHH, JTMIOKAWH, (IeKanmHNM)
[19, 32, 33]. OnucaH 3¢ beKT CHUXKEHUS TTPOIOIKU-
TeJabHOCTH MHTepBaia Q— 7Ty mauneHToB ¢ LOT2 nipu
KOMOMHUPOBAHHOW Tepanuu OeTa-0J0KaTOpaMu C
IUTUTEIIBHBIM TIPHEMOM IIPeIapaToB, YBEIMINBAIOIINX
KOHIIEHTpall1Io Kanaus B iasme [19].

[MpecummToMaTnyecKasi TMAarHOCTUKA 3a0o0jeBa-
HUsI B CEMbSIX, OTSATOLIEHHBIX IO IMUJIaTallMOHHOM
KapaIuOMUOIIaTUN, TIO3BOJISIET HAUMHAThH JIEYCHUE B
panHue cpoku [37]. Eciu 3a601eBaHne B KOHKPETHOI
CEMbe aCCOIMUPOBAHO C TSKEJIBIM TEUEHUEM U OBICT-
PBIM MPOTPECCUPOBAHUEM CEPACYHON HEAOCTATOUHO-
CTU, BO3MOXHO PAaCCMOTPEHUE BOIMPOCOB O MOCHIEY-
IO1LIe} TPAHCIUIAHTALMU CEPALIA U O KaK MOXHO Oosee
paHHEM MOMCKE MOAXOSIIETo TOHOPA.

3AKJIIOYEHUE

Takum oGpaszom, BbIsBIeHHE MpeaukTopoB BCC
MO3BOJISIET MPEAYIPEIUTh HeOJarornpusiTHOE COObITHE.
Tak kak okoio 80% ciryyaeB BHE3aITHOM cepaey-
Hoit cMmeptn obOycnoBieHbl MBC, To mepBuyHas
npodunaktuka BCC nojkHa ObITh HampaBjieHa Ha
MIpeayNpeXaeHNe aTepoCcKiIepo3a U MOTU(PUKAIIIIO

Ipyrux (DaKTOPOB PUCKA Pa3BUTHS UIIEMUYIECKOI 60-
JIe3HU cepala (oXUpeHue, caxapHbIi AuadeT, Kype-
HU€, TMIOAUHAMMS U T. 11.). Mepbl BTOPUYHOM ITpOodhU-
JIaKTUKU 3aKJII0YaloTCs B paHHEN OMarHoCTUKE U
JICUEHUU TaTOJIOTUUECKUX COCTOSIHUM, SIBJISIIOLIMXCS
MPUYUHOM BHE3aMHOM cepAeUyHO cMepTH (cepaevyHas
HEA0CTAaTOYHOCTh CO CHUKEHHOM (ppakiineil BeIopoca
JneBoro xenynouka, JKMII, HapymeHus putMma, re-
HOMHBIe 3abojieBaHUs U 1p.). JuchyHKIUS JIeBOro
JKeJTyIouKa BCeraa SIBJISICTCSI HeOIarOMpUsITHBIM TIpe-
JTUKTOPOM BHE3AITHOU CepleuHO CMEPTH.

CsoeBpemenHast nuarHoctnka BCC koppenupyet
¢ 3((HEeKTUBHOCTHIO MEPOMNPUATUIA TTO CepAeYHO-JIe-
rouHoit pearumanium (CJIP). ITocne ycmenrHoM mpo-
BeneHuu CJIP maimeHTamM MpOBOAMTCS IMArHOCTUKA
3a00JI€eBaHU, IBUBLIKXCS TPUYMHON BHE3AITHON cep-
neyHol cMepTu. JleueHue TaxuapuTMUI ¢ MpUMeEHe-
HUEM aBTOMaTU4YeCcKoro neuopuuisiTopa Uin myTemM
UMIUIAaHTAllMM  KapauoBepTepa-aeduodpuisaTopa
CHMXKAeT yacToTy Bo3HMKHOBeHMs1 BCC u mokazaTenu
CMEPTHOCTH Yy TMAIlMeHTOB, MEPEHECIINX BHE3aITHYIO
cepAeuHyo cMepTh. Hawaydiuuit mporHos nocnie ne-
GUOPMIIIALINY — Y OOJTBHBIX C XKEJIyTOYKOBBIMU TaXM-
KapausiMU.

BnusHue reHeTmuecknx (hakTOpOB Ha pa3BUTHE U
TeueHue 3a00J1eBaHusl, BHIOOP ONTUMAIbHON TaKTUKU
sedeHMsI, 3(GEKTH OT TPOBOIANMOI Tepalmy BechMa
MHOT000pa3HHI.

JanbHeiliee pa3BUTUE U COBEPIIEHCTBOBAHUE M-
arHOCTUYECKUX MOIXOAOB M MEAULIMHCKON IMOMOIIMU
0O0JIbHBIM HEBO3MOXHO 0€3 KOMITJIEKCHOTO yyeTa 3TUX
(haxKTopOB.
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