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HACJIEICTBEHHBIE HAPYIIEHUS COEJMHUTEJILHOM TKAHU 1 BHE3AITHAS
CEPJEYHAA CMEPTH
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Paccmampusaemcs 63aumocesnsb 6ne3antoll cepOeuHoll cmMepmu U HACa1eOCMBEHHbIX HAPYUEHUN COCOUHUMETbHOU
MKAHU, CMagumcst N00 CoMHeHue 060CHOBAHHOCMb NONBIMOK PACCMAMPUEATb OUCHAAZUIO COCOUHUMETbHOU MKAHU KAK

O00HY U3 OCHOBHBIX NPUYUH BHE3ANHOU CePOeUHOl CMepPm.

KuitoueBble ciioBa: Hac/ieICTBeHHble HapylIeHHsl COeJUHUTEJbHON TKaHu, cunapom Mapdauna, npoaamnc

MHUTPAJBLHOTO KJIallaHa, BHE3aNMHaA cepaAeYHass CMePTh

Interrelations between the sudden cardiac death and hereditary connective tissue defects are considered,; doubt is
cast on attempts of considering connective tissue dysplasia as a major cause of sudden cardiac death.

Key words: hereditary connective tissue diseases, Marfan’s syndrome, mitral valve prolapse, sudden cardiac

death.

Yacrora BHe3anHo# cepaeunoi cmeptu (BCC) 3na-
YUTEIBHO BapbUPYET I pa3iauuHbIX perrnoHos. B CIIIA
oHa onieHuBaercs B 300-350 ThIcs4 ciTydaeB B O] M COCTAB-
aseT 13% ot Bcex cMmepTeil, HACTYNMUBILUX OT €CTECTBEH-
HbIX TprunH. B EBporne nannas nudpa cocrasmuser 18,5%,
HO B EBpomne u B Poccun nog BCC nonumaror cmeprs,
HACTYNMBIIYIO B TeUeHHUE 24 4acOB OT HACTYIJICHUS CUM-
nToMoB, B otianuue ot CIIA, rne BpeMeHHBIM NEepUOAOM
cunraercs 1 wac. Pacnpocrpanennocts BCC B oOmieit
nonynsauuu cocrapiusieT 1-2 ciayyas Ha 1000 ciyuaes (T.e.
0,1-0,2%) B ron. Beposithocts BCC B 00mieli momysiiuu
CYLIECTBEHHO 3aBHCUT OT BO3PACTa, 110JIa U HACIIE/ICTBEH-
HocTHU. Tak, oHa Hike B 100 pa3 B MOMyJISILIMNI JIULL MOJIOXKE
30 set, mo cpaBHEHUIO ¢ IMLaMu crapiue 35 ner. Bepost-
HocTb BCC cyI11ecTBEHHO BbIIIE Y MY>KUUH 10 CPAaBHEHUIO
C ’KEHILMHAMH, HO TOJIBKO B JOMEHOIAy3aJIbHOM HEpUOJE.
JlanHble paziandust 00yCIIOBICHBI B OCHOBHOM TEM, YTO OC-
HOBHOH npuunHoil pazsutus BCC sBnsercs umemuyec-
Kast 6one3nb cepaua: npumepHo 50% cmepreit npu UBC
HACTYNAalOT BHE3allHO U OCHOBHBIE TPYHIIBI C BBICOKHM
puckom BCC, BbleneHHbIE IO pe3yibTaTaM MHOTOLEHT-
PpoBbIX uccienoBanuii, ceazansl ¢ IBC. Bue 3aBucumoctu
oT 3aboJieBaHus puBeero K pazsutuio BCC, ocHOBHOM
ee MexaHu3M - aputmuueckuil. B 75-80% caydaes ato
buOprIsIINS JKemynoukoB, B 15-20% - pasnnunslie Opa-
JUApUTMUHU, BKJIIOUas aTPUOBEHTPUKYISIPHYIO OJoKaxy
BBICOKOM CTETICHU U acUCTOJIHIO [8].

BonbmmucTBo acniekroB BCC npu aucnnasuu coenu-
HutensHOM TkaHu ([ICT) usyuyeno mano. Mmerorcs numib
JlaHHbIe oTHOCUTENIbHO YacToThl BCC npu ueTko ouepueH-
HBIX MOHOICHHBIX HACJIEZICTBEHHBIX HAPYIICHUSIX COEIU-
unutenbHOM TKauu (HHCT), Takux kak cunapom Mapgana
u rposiaric MuTpaisHoro kianana (IIMK).

B nocnenHue nBa necATWIETHs B OT€YECTBEHHOM
MenuuuHekol mreparype ¢popmupyercs mud o JICT, kak
00 oxHo¥ m3 ocHoBHbIX npuunH BCC. Tak, no JaHHBIM
I'N.HeuaeBoil u kosuier, mpoaHanu3upoBaBmux 15827
CllydyaeB BHE3aIIHON HEHACWJIBCTBEHHOH CMepTH, OKOJIO
20% ymepmux umenu kakue-nmubo mpossieHust JCT, a
neraibHoCTh nauueHToB ¢ JICT cocrausier 5,8 na 1000
yenosek B roa [4]. M.A.Copokun u B.I1.Kones nposemnu
ananu3 296 caydaes BCC nun ot 18 o 55 ner u noutu y
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23% ymepux BoisiBUiIM cturmbl JICT. ABTOpBI U3y4HIIN
KJIAITaHHBIHN annapar u MPUCTEHOUHBIN YHIOKAP yMEPILUX
1 00HapyYKWJIM N3MEHEHHMSI KJIAaHHOTO anrapaTa B 3HaYH-
TEJILHOM 4acTH CIIy4aeB y MOrHOIINX, UMEBIINX PU3HAKN
JCT. Ha sToM OCHOBaHMH C/i€JIaH BBIBOJ] O TOM, YTO paH-
Hsis cepAedHas cmepTs y nul co cturmamu JICT, Buaumo,
peayinzyercs uepes KilanaHHbIi cuHapoM. Peus nper, mpe-
JKJ1e Bcero, 00 0OHapy’>KEeHHBIX aBTOpaMH IPOJIarcax MUT-
PaJIBHOTO, TPUKYCIHJIATBHOIO ¥ A0PTAJIBHOTO KJIAAaHOB, a
TaKk)Ke PACHIMPEHUN KOPHS aOpPTHI U CTBOJIA JIETOUYHOU ap-
TEPUU U aHEeBpU3MaxX CUHYcOB BanbcanbBsl [5].

[on Bnusauem 3tux myonukamuii o JICT, kak 00
0COOOM COCTOSIHUM C MPOTPEAMCHTHBIM TEUCHHEM, CIIO-
JKWJIOCHh MPEACTaBICHUE, YTO JIMIA, UMEIOLINE NPU3HAKU
JCT, uacTo yMUpaIOT BHE3AITHO, B MOJIOZOM TPYIOCIOC00-
HOM BO3pacTe. DTO YTBEP)KACHUE HY>KAAeTCs B A€TaTbHOM
pPacCMOTPEHNH, PAaBHO KaK M HEOOXOIUM CIIEeHHaIbHBIN
aHaJIM3 TeX peajJbHBIX MPOOJIEM, KOTOPhIE TECHO CBS3aHBI
¢ BCC npu pa3znuuHbIX HACIECTBEHHBIX HAPYILIEHUSX CO-
€IMHUTEIbHON TKaHU.

Buaumo ciienyer Hauath 00CYyXJICHHE C yTOYHEHHMS
nonatuil. Komurer OxcneproB BHOK npussin Hawe npen-
noxenue nonumars nox JACT HapylleHust CoequHUTENb-
HOW TKaHW TOJUTCHHO-MYJIbTH()AKTOPUAILHON TPUPOJIBI,
0o0beIMHEHHbIE B CHHAPOMBI U ()EHOTHIIBI HA OCHOBE 00-
IIHOCTH BHEIIHMX W/WJIM BUCLEPAIbHBIX HpU3HAKOB [3].
[TomyepkHeM, 4TO HEOOXOJMMOCTh MCIIOIBb30BAHUS TPE-
CTaBJICHUH O MOJIMTEHHO-MYJIBTU(AKTOPHAIBHBIX 3a00J1e-
BaHMSX U cocTosHUAX npuMenurensbHo K JICT Bo MHOroM
CBsI3aHa KaK C OOBEKTHBHO CYILECTBYIOUIMMH TPYIHOCTSI-
MH B U3y4YCHUH MOJIUMOP(PHU3MOB U MYyTaLMi MHOXKECTBA
T'€HOB, OTBETCTBEHHBIX 3a CTPYKTYPY U (YyHKLHUIO COEIH-
HUTEJILHON TKaHH, TaK U BBICOKOH CTOMMOCTBIO U HU3KOM
JIOCTYITHOCTBIO MOJIEKYJISIPHO-T€HETUUECKUX HCCIIe0Ba-
Huil. IIpunareie Komurerom Dxcnepros Poccuiickue pe-
koMmenganuu no HHCT seimensitor monorennsie HHCT
(cunmpom Mapdana, cunapom Dinepca-/lanno, HecoBep-
LIEHHBINA OCTEOTeHe3 U JIp.), KOTOPbIe MOXKHO 3aMl0JJ03PUTh
Ha OCHOBE PE3yJIbTaTOB KIMHUKO-HHCTPYMEHTAIBHOIO 00-
CJI€ZIOBaHMsI B CTPOIOM COOTBETCTBHM C COIIACOBAaHHBIMU
MEXyHapoaHbIMU Kputepusamu [11, 16, 23], a npu Hamu-
YUH TaKOH BO3MOXKHOCTU YTOYHUTB IIPU MOJICKYJIIPHO-Te-
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HETHUYECKOM HCCIIEAOBaHUU. B Tex xke cilyuyasx, Korma He
yaaetcst quarnoctuposath onHo n3 HHCT, a knunuuec-
KHC JJAaHHBIC U BHCIIHUC W/WIM BHUCICPATIbHBIC MPU3HAKH
JIal0T OCHOBAHHE [yl TOMO3PEHUIl Ha HACIIEACTBEHHBIN
Ie(EKT COCTUHHUTEIBHOW TKaHH, Poccuilckue peKoMeH-
JIAllUY TpeUIararoT BeIACNIATh OJUH U3 CEMH IPeAIoKeH-
HBIX HAMH JHMCIUTACTHYCCKUX CHHIPOMOB U (PCHOTHIIOB
(JICu®). Cpenu nux nazpansl [IMK, mapdanouiHas BHe-
mHocTh (MB), MapdaHONOmoOHBIH, 3IIEPCONON00HbIH,
CMCIIAHHBIN U HEKJIaCCUPUIMPYEMbIH (PCHOTHITBI U CUH-
JIPOM THIIEPMOOMIIBHOCTH CYCTaBOB [2].

B cuny usnoxensnoro npodiemy BCC crenyer pac-
CMaTpuBaTh C MO3UIHUI CYIIECTBOBAHUSI KOHKPETHBIX MO-
HoreHHsIx HHCT u JICu®. B camom zene, 0CHOBHOI npu-
ynaoit BCC y maruenToB ¢ cunapomoM Mapdana u psiaa
poncteenHbix emy HHCT, siBnsieTcst paccioeHue u pa3pbiB
aoptel. Cunapom Diepca-Jlanino u 3mepcornono0HbIi (e-
HOTHUI HEPEJKO COMPOBOXKIAIOTCS aHOMAJIUSAMHU Pa3BUTHS
MEJKHUX apTepuil ¥ UpeBaThl Pa3pblBOM aHEBPU3M. DJIEKT-
puueckas HecTaOMIIBHOCTh MHOKap/Ja HEpPEeIKO CTaHOBUT-
cst mpuunHoii BCC npu cambIX pa3HbIX HACIEICTBEHHBIX
3a00JIeBaHUSX, K KOTOPBIM OTHOCSITCS apUTMOTEHHAsI Kap-
JIOMUOTIATHSI/ IUCTIIAa31sl TIPABOT'O XKETY0UKa, CHHIPOMBI
MpeBO30YKICHUSI M Pa3IM4YHble HACJIEACTBEHHBIC KaHa-
JIOMATUH, MPOSIBIISIOUINECS U3BECTHBIMU CUHIIPOMaMU Y-
JnuHeHHoro uiu ykopoueHHoro QT, cunapomom Bpyrana
u 1p. [12]. C opyroit CTOpOHBI, MaTOIOTMUYECKUE MYTallUN
Pa3IUYHBIX T€HOB MOT'YT UMETh CXOJ{HbI€ BHEIITHUE U BUC-
LiepabHbIC MPOSBJICHUS U MPOTEKaTh C MPU3HAKaMU CHUC-
TEMHOTO BOBJICUCHHMs WK O3 HUX. Tak, 3aMe4eHo, 4To Ipu
CHHJIPOME TpOJIarca BeCbMa YacTO BBISBIISIOTCS PU3HAKU
HapyUICHUH 3JIEKTpOreHe3a Muokapzaa, (peHOMeHb! mpen-
BO30Y)KJICHUS, NPU3HAKH BOBJIEUYEHHS KOCTHO-CKEJICTHON
CUCTEMBI, KOXKH U CycTaBoB [7]. Bce 3TO CBUAECTENLCTBY-
€T 0 HeoOXOAMMOCTH JieTanbHoro ananmsa npuanH BCC B
Ka)KJIOM KOHKPETHOM KIIMHWYECKOM cliydae 1 Oecriepcrek-
THBHOCTH IOUCKA IIPUYMH B paMKax BeCbMa pacIljIblBYaTO-
ro u Heonpeaeneunoro nousaTus JICT, 6e3 koHKpeTHu3auu
XapakTepa MaToJIOTHH.

Urak, ecin obcyxnars npuanisl BCC y 60sbHBIX €
cuHapoMoM Mapdana u psaa poacrBenHbix emy HHCT,
TO OCHOBHOM M3 HHX SIBJISETCS PACCIOCHHME U DPa3phIB
aoptsl. M3BecTHO, 4TO OKONIO 1-2% CMepTeNbHBIX Cly4a-
€B CBSI3aHO C pa3pbIBOM U paccioenueM aoptsl [27]. [Ipu
9TOM HAlMEHTHl C Pa3pblBOM aOpThl Ha (POHE PABTHMYHBIX
HHCT cocragustor He 6onee 7% ot o0Iero KoimuecTsa
nauueHToB ¢ auccekiueit aoptel [30]. [Ipu kaxymemcs
HEOOJIBIIIOM KOJUYECTBE MaleHToB, ToIbKOo B CIITA komnu-
yecTBO ciyyaes BCC mpu paccioeHust u paspblBa aopThl
Ha (poHe 3a00JICBaHUI COCTUHUTEIBHOM TKAHU COCTABIISACT
oxoito 3500 B rox. Y marmeHTOB ¢ cuHApoMoM Mapdana
oTMeuaeTcs 0ojiee BbICOKasi CMEPTHOCTD MPHU PACCIOCHUU
A0PTHI, TI0 CPABHEHHIO ¢ JPYrHMMH namuenTamu (40% npu
cuaapome Mapdana u 21% B 11€710M IIPHU pacCIOCHNH a0p-
Thl). Kpome Toro, paccioeHue aopTel y TaKHX MAlUEHTOB
BCTPEUAETCS B CPEHEM B BO3pacTe 27 JIET, U MOXKET SIBUTh-
Csl TIEPBBIM OCJIOKHEHHEM JIAHHOTO 3a00JIeBaHNSI.

TpanuIoHHO OKa3aHUSMHU JUI ONlepalluy y Halu-
€HTOB C LIMPOKOI aOopTOH SIBISIETCSl pa3Mep aopThl Oosee
55 MM, OlHaKo y MAalMEHTOB C CHHApoMoM Mapdana n
POZICTBEHHBIMH 3200JIEBaHUSIMH PACCIIOCHUE a0PTHI MOXKET
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MIPOMCXOUTh NTPHU MEHBIINX pa3Mepax. FiMeHHo nosTomy,
TaK Ba&KHO CBOCBPEMEHHOE BBISBJICHHE MAlMEHTOB C BbI-
COKHM PHCKOM pacCJIOCHHUSI aOpThl 1 HANpaBJICHWE MX Ha
orepaTuBHOE BMENIATEIbCTBO. B cooTBEeTCTBUU € mocien-
HUMH peKOMeHIauusiMu EBponelckoro Kapauosioruyec-
koro obmiectBa (ESC) mo BefeHUIO MAMCHTOB C HACIC-
CTBEHHBIMH 3200JI€BAaHHUSMU CEP/ILIa BbIJICIICHBI HECKOJIBKO
MOKa3aHMUH JUT KapAHOXUPYPIUYeCKOro BMEIaTesIbCTBa y
MAIMEeHTOB ¢ cuHapoMoM Mapdana [10]. [TanueHT ¢ cuna-
pomom Mapddana goymkeH ObITh HalpaBJIeH Ha ONEpaluio,
€CJIM pa3Mep aopThl Ha YpOBHE CHHYCOB BasbcanbBbl 00-
nee 50 mm. B Tom cityuae, eciu pa3mep aoptel 46-50 MM,
MalMEeHTy JO0JDKHA OBITh PEKOMEH/IOBaHa ONepalys Mpu
HaJIMYUKM CEMEWHOr0 aHaMHe3a JWCCEKIUH aopThl, MpO-
rpeccupyoniel AnnaTany aopTsl Ha 2 1 0ojee MM B TOJ,
HaJIMYUH TSHKEJIOH a0pTalIbHOM MITM MUTPaJIbHOW perypru-
TalMs WK TuiaHupyeMoii 6epemennoct [10].

B ciyuae eciu apyrue oTenbsl aopthl Ooiee 50 MM,
MALMEHT A0JDKEH OBITh IOTTOIHNUTEIBHO OCMOTPEH KapAHO-
XHPYPIoM JUlsl OTIpE/IeNICHNs [TOKa3aHUH K ONepaTHBHOMY
JIeYeHUI0. YUnThIBasg TOT (aKkT, YTO y psijia NalUEeHTOB
OTMeYaeTcsl BHe3alHasi ObICTpasi Iporpeccusi pa3MepoB
aopThl, BCE IMAIMEHTHl ¢ CHHApOoMOM MapdaHa KOKHBI
NIPOXOJMTh JMHAMHYECKOE HaOJIOAEHNEe, BKIIOYAoIIee
axokapauorpaduro [10].

Crenyer MOMHHTB, YTO aOCOJIIOTHBIC 3HAYCHUS LIH-
PHHBI 20pPTHI JUIst 0TOOpa Ha OIepaltio BeCbMa yCIOBHBI U
pacciioeHue aopThl y MaUeHTOB ¢ cuHIpoMoM Mapdana
MOXKET BO3HMKHYTB IIPH MEHBIINX pazMepax. Kpome Toro,
pa3Mep aopThl B 3HAYUTEIILHOIN CTEIEHH KOPPEIupyeT ¢
pocToM narueHToB. VIMEHHO MO3TOMY Ul pacueTa KpH-
THUYECKOTO 3HAYEHMs IIMPHHBI a0PTHI CJICIYET YUUTHIBATH
LEJBIA Psiji TTOKa3areyel, Cpeid KOTOPBIX Haubolee H3-
BECTEH T.H. Z KPUTEPHUH, KOTOPbIH NpencTaBisieT coOoi
OTHOIIICHHE JIMaMETpa aopThl B CAHTUMETPaX K IUIOMIAAN
MOBEPXHOCTH TeJja B KBaIpaTHbIX MeTpax [21].

Y4unThIBask yBEIMYMBAIOILYIOCS POAOJDKUTEIBLHOCTD
JKM3HU MAIMEHTOB C CHHAPOMOM MapdaHa, a Takxe TeH-
JICHIMIO K YBEJIMYCHUIO MaccChl Tejla C BO3pacToM Oolee
JIOCTOBEpPHBIM y TMAIMEHTOB CTapIIMX BO3PACTHBIX TPYIII
MOKET OBITh HCII0JIb30BaHHE JIPYTOro HHIEKCA IPE/ICTaBIIs -
F0IIIer0 OO0 OTHOIICHUE TUIOIIAIN CEUCHUSI A0PThI (CM?)
K pocty (M) [29]. 3Hauenne unnekca 6oee 10 roBoput o
BBICOKOM PHCKE JIMCCEKLUH aopThl. TakThuka BejeHHS Ta-
KHX MalMeHTOB J0JDKHA 00CYKIAaThCs C KapJHOXHPYPIOM.
braronaps coBepIIeHCTBOBAHUIO XUPYPIUYECKON TaKTHKN
1 0TpaboTKe NMPHHIMIIOB CBOEBPEMEHHOIO 0TOOpa Maly-
€HTOB ISl XUPYPrHYECKOW KOPPEKIHH, B MOCICAHUE TPU
JIECSITUIICTHS] Y/IAJIOCh CYIIECTBEHHO CHU3UTh CMEPTHOCTh
ot pa3pseiBa aopThl (70% B 1972, 48% B 1995), a npomnon-
JKUTEJIbHOCTD )KU3HY TaKHX MAllMEHTOB CYIIECTBEHHO BO3-
pocina (32+16 net B 1972 no 45+17 ner B 1998) [18].

Cpenu nepeuricieHnbix Boie JCud nanbomnee 3Ha-
YHMBIM, B KOHTEKCTE 00CYK/1aeMOM TeMBI, SBISETCS TIep-
BuuHbI cunapom IIMK, k kotopoMmy cienyeT OTHOCHUTH
cemeiinbiii [IMK (familial mitral valve prolapse - MIM
157700) n mukcomarosusiii [IMK (myxomatous mitral
valve prolapse - MIM 607829 wiu MIM 610840). BHe-
3amHasi CMepTh sIBJsieTcsl pekuM ocnoxkHennem [IMK, Ha-
Onropatormmest menee yeM B 0,2% ciydaes 3a BpeMs J101-
TOBPEMEHHOTO HAOJIOACHHS, C €KErOJHOH CMEPTHOCTHIO
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menee 0,1% [7], 9TO COOTBETCTBYET TAKOBOM B 0OIIEH 1MO-
mynsiuu. CoracHO PyKOBOJCTBY 110 BEJICHUIO NMAI[UEHTOB
C JKeJIyJJOYKOBBIMH HapyIIEHUSIMU PUTMA U NIPeIOTBpalLle-
HUIO BHE3AIHOW cepieuHoM cMepTH [§] mposanc MUTpasib-
HOTO KJIaraHa, Kak MpaBuIo, He MPEACTaBISIeT YIpO3bl s
JKU3HH, U ero cBs3b ¢ BCC HuKorna He Obuia yOeAUTEIBHO
nokasasa. 13 mecTu mpoBeIeHHBIX K HAaCTOSIILIEMY BpeMe-
HU TIPO- U PETPOCIEKTHBHBIX HCCleqoBaHui (Tadim. 1), B
KOTOPBIX aHAJIU3UpoBajach cMepTHOCTH npu [IMK, numib
B ogaoM BCC mnpessimana 0,2%, HO B HEM, OJIHAKO, HC-
T10JTb30BAJIMCH YCTApEBIIME XOKaparorpaduieckue Kpu-
tepun auarHoctuku [IMK B M-pexume, uTo 3acTaBisieT
COMHEBATKCSI B YHCTOTE OTOOPAHHOI rpymiisl [26].

OnHako B OOJIBIIMHCTBE I1aTOJIONOAHATOMUYECKUX
HCCIIeIOBAaHUN OBLIM IOJIyYeHbl HECKONBKO HHbIE JaH-
Hble oTHOCUTeNbHO yacToTel [IMK kak onHOM U3 nmpuunH
BHe3amHou cmepTh. B crarbe D.Corrado et al. [15] u3 163
BHE3AITHO YMEPIINX MOJOJBIX JtoAel y 17 mpu BCKPBITUH
6611 quarnoctuposa [IMK ¢ BeIpaKeHHBIMH ITPU3HAKAMHA
MHUKCOMAaTO3HOH JiereHepanyy. bolbIIMHCTBO yMEpIIUX C
[IMK Obin Mosiozible OECCUMIITOMHBIC JKEHIIMHBI 0e3
3HaYUMOW MUTpaJIbHON peryprutauuu. JIums y 8 u3 HUX
JIMarHo3 ObUI YCTaHOBJIEH eule npH xu3Hu. C npulinsu-
TEJILHO TOW ke yacToToi (28 cimywaeB u3 270) ObuM BbI-
siBIeHbl rucronoruueckue kpurepuu [IMK Bo B3pocioit
MOMYJISIIUK BHE3alHO YMEPIIUX JIFofell B McClIeJOBaHUU
S.Chugh et al. [14]. DT naHHBIC CBUACTEIBLCTBYIOT O TOM,
4yTo MuKcomartosHblii [IMK MoxeT oTBeyarh MmpuOIU3u-
tenbHO 3a 10% cinyuaeB BCC, T.e. gBisercs OBOJIBHO
4acTOH ee MPUUUHOM.

Henocpencrsennoii npuunnoit BCC npu nposnamnce
MK, BeposTHO, SIBJISETCS KEIyA0uKOBasi TaXUAPUTMUS -
OITyOJIMKOBAHBI JaHHBIE O OOJIBIIEH YaCTOTE CIIOMKHBIX XKe-
JIyZIOYKOBBIX HApyIICHUH pUTMa ITPU CyTOUHOM MOHUTOPHU-
posanuu OKI' y BHe3anHo ymepiux nanueHToB ¢ [IMK,
y HEKOTOPBIX MAllUEHTOB OTMEUYEHO y/UIMHEHUE HHTEpBajia
QT [7].

OnHaKo BOIPOC O TOM, YTO UMEHHO SIBJISIETCS CyO-
CTPaTOM BO3HUKHOBEHHUS 3JI0KQUECTBEHHBIX KEIyI04-
KOBBIX HapyuieHuit putma, Benymux k BCC npu IIMK,
ocTaeTcsl He BroyIHE scHbIM. CaMa KianaHHas MaToNorus
BPSIZL JIM SIBJISIETCS MPUYMHON HKETYI0OYKOBBIX apUTMUI, HO
MOXKET CII0COOCTBOBATh X BO3HUKHOBEHHIO B CHILY CBOETO
BIMSIHUA HAa MUOKap/ [8]. B mpuBeeHHOM BbIIIE HCCIIENO-
Banuu D.Corrado et al. siuib y 5 (3%) ObLI BBISIBIICH TOJIb-
ko IIMK. V ocranenbix 12 ymepmmx nomumo IIMK npu
THCTOJIOTHYECKOM HCCIICIOBAHUM OBUIM BBISIBICHBI pa3-
JINYHBbIE AHOMAJIMM CTPOEHUS MUOKAp/a, CPEAU KOTOPBIX
y4acTKU aTpouK MUOKapZa U €ro )KUPOBOTO 3aMEILCHHUS
B IIPaBOM Keynouke (B 9 ciydasix), XaOTHYHOE PacIolo-

JKeHUE MHOQUOPHILT €3 TUIIepTPOQHH JIEBOTO JKEITyI0UKa
(B 2 cityuasix) u nuMpouunTapHas nHGMIbTpays (B 1 ciy-
yae). B nByX ciydasx Takyke BBISBICHBI (DaCIMKYJIOBEHT-
PUKYJIIpHBIE BOJOKHAa MaxaiiMa u qucrepcus aTpuOBEH-
TPUKYJIIPHOTO COEIMHEHHMS 110 (heTabHOMY THITY. Takum
00pa3oM, B OOJIBIIMHCTBE CIIy4yacB y BHE3AIMHO YMEPIIUX
v ¢ [IMK npu rucToIorH4eckoM HCCIeJOBAaHUHU BBISB-
JISIETCSl apUTMOTEHHBIH CyOCTpar B MHOKap/ie, Yalle BCero
B IIpaBoM xelnyaouke [15].

Taxke B uccienoBanuu R.Loire et al. [24] npu ana-
su3e 1000 BCkphITHIL U1l MOJIOKE 65 JIeT, yMEpIINX BHE-
3aIHOM cMepThIo, ObUTo BhLsIBICHO 125 TIMK, U3 KoTOpBhIX
TOJIBKO 14 He coueTanuch ¢ IPyroi cepaeuHoO-COCyAUCTOMN
naronorueil. B uccnenosanuu B.J.Maron et al. u3 134 BHe-
3a[lHO YMEPUIMX MOJIOABIX CIHOPTCMEHOB - TOJIBKO Y 2%
Ob1 BeIsiBICH [IMK 6e3 MHOI MaToj0ruu, B OCTAIbHBIX
Cilyyasix MMeJICSl MHOM TaToJIOrMYecKuid cyOcTpart, KOTo-
PBIil MOT' OCITY>KUTh IIPUYMHON Pa3BUTHUS 3JI0KAYECTBEH-
HBIX HapymeHuit purtma u BCC [25].

BrlsBeHne maTojoruueckoro cyocrpara Ais BO3-
HUKHOBEHUS KEJTyI0YKOBBIX HapymeHuit purMa rnpu IIMK
BO3MOXKHO U MPUKU3HEHHO C UCIIOJIb30BAHUEM COBPEMEH-
HBIX BH3YyaJH3HUPYIOIIMX MeToAuK. B padore Y.Han et al.,
IIPU TPOBE/ICHMH MarHUTHO-PE30HAHCHON TOMOrpadun
cep/la, Mo3/1Hee HAKOMJICHUE IaJOJMHUS B MAaIMUIIPHBIX
MbIHIIax (Mpu3HaK Guopo3a - BO3MOKHOTO apUTMOTEHHO-
ro cyocrpara) 66110 BhIsiBiIeHO y 10 3 16 (63%) naunen-
ToB ¢ [IMK 1 Hu y oHOTO M3 10 KOHTPOJIBHBIX CyOBEKTOB.
IIpu 3TOM, MO3/1HEE HAKOIUIEHUE IaJIOJMHUS B MANMLIAP-
HBIX MBIIIIAX Yalle BCTPeYaoch B MOATPYIIIE NallMeHTOB
¢ IIMK u ClIOXHBIMH KEITyIOYKOBBIMU HapyIIEHUSIMU
putMa [20].

W3BecTHAs pOIIb JKENYIOUYKOBBIX HapyUIEHUH pUTMa
B passutun BCC y nanuentoB ¢ IIMK caenana Heo6xo-
JIMMBIM [TOMCK NPEAMKTOPOB UX pa3BUTHUS. Tak 1o JaHHBIM
A.Zuppiroli et al. [32] TosibKO )K€HCKHH TTOJT U TOJIIUHA TTe-
penneit creopku MK siBisiroTcst He3aBUCUMBIMU NIPEJTUKTO-
paMu BO3HMKHOBEHUS CIIOJKHBIX JKEJIYIOYKOBBIX Hapylle-
HUH pUTMa 10 pe3ysibTaraM MYJIBTHBapUaHTHOIO aHaJIN3a
(p<0,01). IMo pesynbraram uccinemoBanus Y.Turker et al.
[31], BrurounBiiem 58 manuentoB ¢ [IMK, Takum mpe-
JIMKTOPOM SIBJISIETCSI TOJIBKO JIMIIb YMEPEHHAst U TsDKesast
MUTpajibHasi peryprutanus. B uccnenosanun M.Akcay et
al. Taxke ObuIa TONTBEPIKAECHA 3HAYUMOCTH MOP(OIIOTH-
YEeCKHX OCOOEHHOCTEH MHTpPAJBHOrO KialaHa, a UMEHHO
TOJIILMHBI IEpEeHENH CTBOPKHU, B Ka4€CTBE NPETUKTOPA pa3-
BUTHS JKelTynoukoBoi Taxukapauu npu IIMK [9].

Cornacno pykoBoacTBy ESC no BHe3amHo# cep-
nednoit cmepru crparuduxanus pucka BCC npu I[IMK
MPOBOJUTCSA MO CIEAYIOIINM KPUTEPUSIM: OCTAHOBKA

Tabnuya 1. cepnua nnu KT B aHamHe-
Puck enezannoii cmepmu npu IIMK 3e (kmacc 1), n30bITOUHBIE,
ABTOp Yucno Yucno Ilepuon Yacrora MHKC? MaTvOSHHe crBOPIL,
mvk | Bce p BCC cemelinbiil anamue3 BCC,
MAINEeHTOB C HaOJTIoIeHNS BIOA| o unteppan u QT muc-
Nishimura et al., 1985 [26] 237 3 6 ner 0,4 Iepcusl, 4acThle UJIM CIOK-
Duren et al., 1988 [17] 300 3 6 net 0,2 HbI€ KEJTYAOYKOBbIE Hapy-
Zuppiroli et al., 1995 [33] 316 3 102 mecsma 0,1 LICHIS pUTMa, MHTpam’H?IH
Kim et al., 1996 [22] 229 1 | 76 mecsmes 0,1 peryprutauus (kuace 1L,
YPOBEHb  JI0OKa3aTelIbHOC-

Fauchier, 1996 61 1 71 mecan 0,1 : C) [28].
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HawuGonbiiee BHUMaHUE 3aCTy)KUBAOT 0COOBIE MOA-
rpynmsl [IMK ¢ Beicokum puckom pazsutust BCC. K Tako-
BBIM CJIETyeT OTHOCHUTb MAI[IEHTOB C TSKEJION MUTPAIbHOM
HEJI0OCTAaTOYHOCTBIO, 00YCIIOBICHHOW MOJIOTSIIEH CTBOp-
kot MK - rpo3HOro ociokHeHuUs mposiarca, CyluecTBEHHO
BIHsIFOIIETO Ha porHo3. [1o manueM F.Grigioni et al. [19]
u3 348 maIMeHTOB 3a MEePHUOJ ICCATUICTHETO HAOMIONCHUS
25 ymepnu BHe3anHo. YacToTa BHE3aHON CMEpPTH COCTa-
Buia 1,8% B roj, ee MpeauKTOpamMu MO JaHHBIM MYJIBTH-
BapUaHTHOI'O aHain3a ObUIN: (DYHKIMOHAJIBHBIN KJIacc Mo
NYHA, ¢pakiust BeIOpoca JIEBOTO JKely/I04uKa U HaJluKe
¢ubprsinny npencepanii. Xupyprudeckas KOppeKIus
MUTpaJbHON HegocTaTouHoCcTH y 186 u3 348 manueHTos
npuBeaa K JOCTOBEPHOMY CHM)KEHHUIO PUCKA BHE3AIHOM
cmeptu. OnHako odurmanshas nosunust ACC/AHA/ESC
cienyomas: 3pQGEeKTUBHOCTh TUIACTUKH WM MPOTE3UPO-
BaHUS MUTPAJIbHOIO KJanaHa jis cHukeHus pucka BCCy
nanuenTos ¢ [IMK, BeIpaXkeHHOM MUTpasIbHOMN peryprura-
LUel U CepbEe3HBIMU XKETYJOUYKOBBIMU apUTMHUSIMH HE YC-
taHosjeHa (kitacc [Ib, yposens nokaszarensHocTu: C) [8].

Jlyist BTOpHYHOM NMPOQUIAKTUKY BHE3AIHOW CMEpTH
npu [IMK, cornacHo pexomenmauusm ESC crnenyer uc-
T10JIb30BaTh MMILIAHTALMIO KapIuoBepTepa-aehuopuuis-
Topa (knacc I, ypoBeHb 10Ka3aTeIbHOCTU: MHEHUE YJICHOB
paboucii rpymrsl). J{s nepBUYHON TPOPIIIAKTHKH HE T0-
KazaHo NnpuMeHeHue oera-oiokaropos (kinacc 111, yposens
JIOKa3aTeIbHOCTU: MHCHUE WICHOB paboueii rpyrmier) [28].
B uenom, moxxHo 3akntounth, uto [IMK npencrasmuser ce-
PBE3HYI0 00ECIIOKOEHHOCTh B OCHOBHOM 32 CYET BBICOKOM
yacTtoThl 310 HHCT B 0o0uieit nomyssituu [13].

JlpyruM KIMHUYECKH 3HAYMMBIM JUCIIIIACTHYECKUM
(PEHOTUIIOM, COIVIACHO MOJYYEHHBIM 32 IOCIEIHHUE TOJbI
B Haeil ylaboparopun JaHHbIM, sBisiercsi MB. MimenHo
mna ¢ MB nmeror HanGosbImid puck pa3BuTHs Guopui-
JAUUE TIpencepaui [1] u KanbIupUIUPYIOIEro CTCHO3a
aopThl [6]. YV HHX yallle, IO CPABHEHHIO C JIPYTUMH JIAC-
IUTACTUYECKUMH (DEHOTUIIAMH, PETHCTPUPYIOTCS KIMHU-
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YEeCKH 3HaYMMBIE JKeJIyJ0UKOBBIE U MPE/ICEePHbIC HapyIlIe-
HUsI puTMa (HeolyOJIMKOBaHHbIE JaHHbIe). Bmecrte ¢ Tem,
Borpoc o B3aumocszu MB ¢ BCC tpebyer cienmaibHOro
n3ydenust. TOUHO Tarxke HEOOXOANM CIeUaIbHbIN aHAIN3
B3auMocBs3u BCC ¢ apyrumu qucniacTH4eCKUMU CHH/-
pOMaMH U ()EHOTHITAMH.

ITomumo Bbimenepeuncinenusix  JCud, onpene-
JeHHy1o ponb B pa3Butun BCC MoxeT urparb CUHIPOM
coeanHUTENLHOTKaHHOM aucmasun cepaua (CTIC) [2].
B camom nene, Hepenko MOXKHO HaOJIOaTh y OJHOTO Ma-
LUEHTAa MHOXXECTBO MaJIbIX AHOMAJIMHA U MUKCOMATO3HBIE
N3MEHEHHUs COeMHUTEIbHOTKAaHHOTO KapKaca cep/ua npu
MUHHMaJIbHOM BOBJIEYEHUH CTBOPOK MUTPAJILHOIO KIlama-
Ha. B xinHMuYeckoll MpakTHKEe MbI JOCTATOUHO YacTO Ha-
Onrofany nojoOHbIe Cilydan U OTMEYaNIM MX CBS3b C Hapy-
HICHUSIMU PUTMa, YTO JeJIaeT ONpPaBAaHHBIM JalbHEHIIHi
MOUCK TPUYHUHHO-CIIeACTBEHHbIX cBs3eil mexay CTC
n BCC. KocBeHHBIM NOATBEPkKAECHUEM CYILECTBOBAHUS
TaKOil B3aUMOCBSI3M CIIY)KHMT BBIIICYIIOMSIHYTast padora
D.Corrado et al. (1997), B xoTopoii noka3aHa IIHUpPOKast
PacnpoCTPaHEHHOCTh APYTUX CEPIEUHBIX aHOMAIMH cpe-
JI1 BHE3AITHO YMEPILIUX JIUI MOJIOJIOTO Bo3pacTa [15].

B mnacrosmee Bpemsa mnpenynpexaesue BCC npu
HHCT nomkHO cBOAMTBCS K CBOEBPEMEHHON JMArHoc-
tuke MoHoreHHbix HHCT, pazmuunpix ACu® u cunapo-
Ma CT/IC, BBISIBICHHIO Y HUX COCYAMCTBIX aHOMAJHH H,
IIPEXk/Ie BCEro, PACHIMPEHUs A0PTHI, & TAKKE KIMHUYECKU
3HAUUMBIX apUTMHUIL.

B 3axmoueHue cienyer eme pas MOJUYEPKHYTb, YTO
dhopmupyronmiics B mocneanue aecsrmwietus mud o JICT
Kak oHOH 13 ocHOBHBIX npuuuH BCC He npoayKTUBEH U
He CIIoco0eH 00ecneYnTh COBEPIICHCTBOBAHMS TPOQHIIaK-
TUKH (aranbHbiX ocinokHeHui paznnuabix HHCT. Jlnms
Ha OCHOBE Pa3BUTHSI MOJICKYJISIPHOW '€HETHKHU U yIiryOie-
HUS 3HAHUH O MPUPOJE FEHETHUECKUX HapyIleHUH coeu-
HUTEJIHEHON TKaHH MOYKHO ITOMOYb OOJIEHBIM, HaXOJISIIIINM-
Cs1 B 30HE MOBBIIIEHHOIO PUCKA.
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