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A.C. Llapwikun!2, B.A. bagmueBa’

AOJKHBIE XOPABI AEBOI'O JKEAYAOYKA KAK MCTOYHHUK
APUTMHNN: MUNO® UAN PEAABHOCTBH?

IOrBOY BO PHUMY um. H.U. Tluporosa M3 P®, 2TBY3 «ATKB uwm. 3.A. BaniasieBoit A3M»,
SKaunuka crioptusHoOM Meautiuabl (OQuanaa Ne 1) TAY3 MHIILIMPBuCM A3M, Mocksa, PO

Jlo:xxnbie xopasl (JIX) ABIAIOTCA YACTHIM KOMIIOHEHTOM CTpoeHHd JeBoro xexynouka (JIJK) (mo
95% 10 JaHHBIM JUTEPATYPHI) U NMPUBJIEKAOT BHUMAHUE HCCIe0BaTe/Ieil KAK BePOsATHbIE MapKepPbI
COeWHUTEIbHOTKAHHOM TUCIIa3UHU, 3aTParuBalonieil cepaile, 1 BO3MOKHbIEe NCTOYHNKH apPUTMUIA.
JlaHHbIe IPEeAIoJIoKeHHs OCHOBAHBI HA HAJIMYUM KJIETOK IPOBOJSAIIE CHCTEeMBbI, MHOI/IA BHIABIAE-

MbIX B cTpyKType JIX. OgHako aHAIU3 COBPEeMEHHOH JHTEPaTyphI IIOKAa3bIBaeT, YTO He CYIeCTBYeT
CHCTEeMHOM CBSI3M Me:xAy HaamyueM JIX u HapylnieHHAMU cepIeYHoro puTMa. B oTIeIbHBIX caydasx
OHHM MOTYT COBIIAJATh C IIOJIOJK€HMEM AHOMAJbHBIX IPOBONAIIUX IyTeH MJIM HAXOQUTHCA B apuT-
moreHHoit o6mactu JIJK, ogHako He ABIAAIOTCI MHIUKATOpPaMM 3THX 30H. IIpamoe yuactue JIX B
MpOBeIeHUN TATOJOTMYECKMX MMILYJIHCOB OBLIO JOKa3aHO C MOMOMIIBIO 3JIeKTPO(GH3N0IOTNIECKOTO
HCClIeJOBAHUSA JUIIb B eTMHUYHBIX ciaydyaax. B Hacroamee Bpems JIX He paccMaTpuBarOTCs B Kaue-
CcTBe cy0cTpaTa apuMTMMUIA, B T.4. (haTaJbHBIX, HIH KAaK MapKepPhI COeTMHNTEeIFHOTKAHHOM TMCILIA3UH,
Hapymaoniei (hyHKI[MIO cepaia.

Knrouesvle cnosa: noxHvLe x0pdbl, APUMMUU, COCOUHUMENbHOMKAHHASL OUCNAA3US, 6HE3ANHAS cep-
Odeunas cmepme.

LHum.: A.C. lIlapvikun, B.A. Badmuesa. JIoxcHvle x0pdul 1€6020 H#eaylouka KAK UCTOYHUK apumMMUil:
mu@ uau peanvrocmv? Ieduampus. 2018; 97 (3): 125—-132.

A.S. Sharykin!2, V.A. Badtieva3

FALSE CHORDS IN THE LEFT VENTRICLE AS A SOURCE
OF ARRHYTHMIAS: MYTH OR REALITY?

IPirogov Russian National Research Medical University; 2Z.A. Bashlyaeva Children City Clinical Hospital;
3Clinic of Sports Medicine (Branch Ne 1), Moscow Scientific and Practical Center of Medical Rehabilitation

and Sports Medicine, Moscow, Russia
False chords (FC) are a frequent component of the left ventricle (LV) structure (up to 95% according
to the literature) and attract attention of researchers as probable markers of connective tissue
dysplasia affecting the heart and possible sources of arrhythmias. These assumptions are based on
the presence of conducting system cells, sometimes detected in FC structure. However, the analysis
of modern literature shows that there is no systematic relationship between FC presence and heart
rhythm disorders. In some cases, they may coincide with the position of abnormal pathways or be
in the arrhythmogenic region of the LV, but are not indicators of these zones. Direct participation
of FC in pathological impulses conduction was proved by electrophysiological research only in
single cases. Now FC are not considered as a substrate for arrhythmias, incl. fatal, or as markers of
connective tissue dysplasia, which disrupts heart function.
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KoucynpratuBHasa paboTa aBTOPOB B pPasinu-
HBIX MEIUIINHCKUX YUPEKIeHUAX I'. MOCKBBI ITOKa-
3BIBAET, UTO JUATHOCTHKA JOKHBIX X0px (JIX) jeBo-
ro sxeaynouka (JIJK) cepama m mx poJsib B TeHese
CepIeUYHbIX apPUTMUMA OCTAIOTCA OAHUMU M3 Hanbo-
Jiee 00Cy:KJaeMbIX IPo6JIeM B OTEUECTBEHHOM 3/pa-
BOOXpaHeHNN. 3HAUUTEJIbHOE KOJUUYECTBO Bpauem
cuuraeT, 4Tto JIX, 0COOEHHO JeKalue Ha IIyTAX
MIPUTOKA UJIN OTTOKA KPOBU, MOT'YT BBISHEIBATD JJIEK-
TPUUECKYIO0 HeCTaO0MJIbHOCTL MUOKapAa, HapyIle-
HUS BHYTPUCEPIEUYHOH MHPOBOAMMOCTH U IHACTO-
JIMYECKON (DYHKIIUU CepAlla, CHUKEeHUEe TOJIePaHT-
HOCTH K (pmsmyecKuUM Harpyskam. Taxwue Imoaxonnl
HEePeaKOo MPUBOLAT K PAAY COIUATBHBIX U MEIUITNH-
CKUX TIOCJIEJICTBUH, PA3BUTUIO TPEBOYKHBIX COCTO-
SAHUN y B3POCJIBIX MAIMEHTOB WJIU Y POLUTEJEeH
nmeteit ¢ JIX; MoJoABIX JIOIEN HE JONYCKAIOT K IIPO-
deccrOHANBHON BOEHHOM CJIyKOe WA 3aHATUAM
cnoproM. OZHAKO JOKa3aTeJIbCTBAa CBA3EH MEKIY
JIX m apuTMuUAMU ABIAIOTCA AOCTATOYHO COMHU-
TeJbHBIMU, UTO IMOKA3bIBaeT KPUTUUYECKUH 0030p
JUTEPaATyPHBIX JaHHBIX U OIBIT aBTOPOB.

Anaromusa u amopuosorus JIX. @opmupoBanue
CTPYKTYp CepAlla W B T.4. XOPHAJbHOTO amma-
para IPOXOIUT CJIOXKHBIA myTh [1]. B mpoiecce
SMOPUOJIOTUUECKOTO PA3BUTUS CTEHKA JKeJIyJZOUKa
obpasyeTcsa M3 CETYATOTO U KOMIIAKTHOTO CJIOEB.
IlepBoHauaabHO ceTyaTasd B30HA B3HAUYUTEJIBHO
TOJIIIle, YeM KOMIAaKTHAas, OZHAKO OHAa IIOCTEIleH-
HO VILIOTHSETCSA, 00pasys HManuJJIApPHbIe MBI,
TpabeKyJbl U XOpabl. K (hopMUPYIOMIMMCA UCTUH-
HBIM XOPJlaM OTHOCATCSA CTPYKTYPHI, COeINHAIOIIE
MATUIAPHBbIE MBIIIIBI 1 CTBOPKY aTPUOBEHTPUKY-
JAPHBIX KJjanaHoB. Hawmbojsee BaKHYIO POJb OHU
UTPaioT JJis MHUTPAJbHOTO KJalaHa, MOIAIepP Ku-
Bas CBSA3H MEXKIY PA3JUUYHBIMU €r0 KOMIOHEHTaMU
¢ HeoOXOAMMBLIM HampsKeHueM. JIX oTamnuarTcs
TeM, YTO He COeIUHSAIOTCI CO CTBOPKAMU WHMOTYT
IepeceKaTh IMOJIOCTh JKeJIyAouKa. VX pasmeidioT Ha
pasHbIe TUIIHI 10 ITOJOKEeHUI0: IPOAOJIbHEIE, 11Uaro-
HaJbHBIE, IIOEePeUHble, a TaKMKe I0 Mopdooruue-
CKOMY CTPOeHUI0: (puOposHbIe, (PUOPOMBIIIIEUHBIE,
mbirevssle [2]. ITocoenquuil TMn WHOTAA HA3BIBAIOT
aHoMaJIbHBIMU Tpabexkyaamu. C MOMOIIBIO (heTaab-
Hoit sxokapauorpaduu (AXOKT) JIX mokHO 06HA-
pPy*XuTh, HaunHaaA ¢ 20 Hexesb recranuu [3].

B smOpuonasbHOM mepuoje TpabeKyJasapHbIHA
CJIOIf MOMOJIHUTEJIBHO YyYacTBYeT B Cy09HAOKAap-
OIUAJIbHOM IIPOBENeHUUM WHMIYJIbBCOB. ¥ ILIOAA Ke
uMeeTcsa c)OpMUpPOBaHHAA IPOBOIAINAA CHUCTEMA,
KOTOpas COCTOUT W3 CHUHYCOBOTO y3Ja, MeHepupy-
0IIer0o MMIYJbC, ATPUOBEHTPUKYJIAPHOTO y3Ja,
3aMeJIAIONIEeT0 IPOBefeHNe MeKIY IPeACepIuaMu
U JKeJYyJOUYKaMU, BEeTBEH aTPHOBEHTPUKYJIAPHOTO
IIyYKa U KJIETOK IPOBOAAIIEH CUCTEMBI, pacmojara-
IOIMXCS Jajiee B MUOKapAe U PacIPOCTPAHSIOIINX
UMIIYJIbC cpenu KapauomMuonuToB. Cienyer oqHAKO
MIOMHUTD, UTO 1 CAMHU CUHXPOHHO COKpAaIaloIuecs
KapAnOMUOIIUTHI 001aaI0T BO3MOMKHOCTBIO OBICTPO

IIPOBOJUTH U TE€HEPUPOBATH MMIIYJIbCHI, UTO IIOJ-
TBEPIKJaeTca y MaIueHToB ¢ moiHoi AB-6iokanmoit
[1]. Takum o6pas3om, B cepjIie CYIIIeCTBYEeT OI'POM-
HOe KOJIMUECTBO KJIETOK, CIIOCOOHBIX K IIOZOOHBIM
dyHKIIMAM. B cBA3U ¢ 3TUM HEJIb3A pacCMaTpPUBATh
JIX KakK CTPYKTYPhI, UCKJIIOUUTETHHO 00JIa at0IIe
TaKUMU CBOMCTBaAMU U OTBETCTBEHHBIE 34 ITATOJIOT U~
YecKUe apUuTMHUUECKUe CUTYaIluu.

Bce cTpyKTypHI cepAlia ABAAIOTCA '€HETUUECKHU
HacJaeqyeMbIMI, 1 HUKAKUX paboT, CBUIAETEIHCTBY-
oImux, uro JIX mpeacTaBadioT coboil Kakue-inbo
He0JaronpuATHBIE MyTaIlul, B MUPOBOM JINTEPATY-
pe He mpuBoauTca. JIX He cunraioTcsa 3aboieBaHu’-
eM u He BXogAT B mepeuedb MKB-10.

YacToTra BBIABJICHUA M KINHUKO-aHATOMU-
yeckue ocodennoctu JIX. JIX BmepBble OomucaHBI
W. Turner B 1893 r. [4]. B mocsexnyroiem, 1o CBOA-
veIM naHHbIM S. Philip et al. [2], BbIAcHUIOCS,
uyro mx Haxomar y 0,4—-95% aromeii, He3aBUCHMO
OT HAJWUYUA WJIU OTCYTCTBUS BPOKIEHHBIX IIOPO-
KOB cepana. Tak Kak BO MHOTHUX CJIydYasaX NOpU
I9XOKT uiu mocMepTHOM HCCJIEOBAHUM TINATEb-
HbI# Touck JIX B0oOOIe He IMPOBOAUTCA, peaabHAd
X YaCTOTa MOJKET OBITH elrie Bhiie. ComocTaBeHue
AXOoKapauorpadmuecKoil AMarHOCTUKU C IIOCMEPT-
HBIM HCCJIeJOBAHUEM IIOKa3aji0 €€ YYBCTBUTEJb-
HocTh He O6osee 40,3% [5].

Ilo mamHBIM PpPaMUHTAMCKOTO HCCJIEJOBAHUSA
[6], cpexnu B3pocabix Jul JIX uaie BBIABIAIT Y
XYAOIIAaBBIX JIIOJEH, OJHAKO 3TO MOJYKET OBITh CB-
3aHO C Jyulllell yJIbTPa3BYKOBOHM BU3yaausaliueit
cepAlia y HUX.

B megumatpuueckoit momyaanuu JIX ob6Hapy-
sKkmBaroTca Ha 83% 9YXoKapAMOTpaMM U OOBIYHO
He JaloT CUMITOMAaTHKKM WHOM, KpOoMe HEBUHHOTO
mryma [3].

XopAbl MOTYyT HNPUKPENJATHCA K CTEHKaM
SKEeJIYIOUKa, MEKIKeJIyJOUKOBOM IeperopoaKe Ui
nmanuwIApHbIM Mbimnam. Hawmbosee uacras JioKa-
Ju3anusa — MEeXAY 3aJHeMeINabHON NaluIsap-
HOM MBIIIIEN U MEXKIKEJTYIOUYKOBOUN IIePeropoaKoin
(MIKII) (66%) [7]. B nuacTosy oHM HATATUBAIOTCS,
a B CHCTOJIy UX HaTsKeHuUe ocjyiabeBaeT. IIpu pac-
MOJIOKEeHUU 6ojiee UIM MeHee NePIeHIUKYJIIPHO
moToky KpoBu JIX MoryT BUOPHUPOBATH (3TO MOYKHO
yBugets npu OXOKT'), cosnaBad HEBUHHBIH IITyM.

Pacnososxenune JIX B ob6snactu Bepxymku JIGK
MOJKeT CHUMYJHpPOBaTh TpomO, a Bosae MIKII —
TUNEPTPOGUUECKYI0 KapAMOMUOIATUIO, OCOOEHHO,
€CJII OHU MMeIOT «BeepHoe» ocHoBaHUe [8]. B nud-
depeHIIUATBHON AUATHOCTUKE IIOMOTAIOT HaJNUYule
CBOOOHOTO IPOCTPAHCTBA 110 00€ CTOPOHBI OT XOPABI
u ee pacciiabiaenue B cuctoay. Paspwi JIX (mamnpu-
Mep, Ipu HWHPaApKTe MHOKapAa) MOMKET CUMYJIU-
pOBaTh BereTalnuu, TPOMOBI WJIM OTPHIB MCTUHHOM
XOPABI.

Hexoropbie aBTOPHI CUMTAIOT, UTO IIPU MHDAP-
KTe MHOKapaa JIX BBINOJHAIOT TOJOMKUTEIbHYIO
dyurnuo. [Ipeanosaraercs, YTo y TAKUX MallleH-



ToB JIX npensarcreyior pacinupennio JIK, crarusasa
MeXKAy cO00# CTeHKU, K KOTOPBHIM IPUKPEIIAI0TC,
a Tak/Ke CTAOMJIMBUPYIOT MOBUIINI0 HMATIMJIISPHBIX
MBI IPY JUJIATAIIAY JKeJTyA0uKa. Bo3MOKHO, UYTO
TaKUM IIyTeM CHUKAETCA CTPecC B CTeHKE JKeJIyaou-
Ka U 3aMe[JIsieTCcsA ero peMoJeJIupOBaHIe, a TaKKe
YMeHbITaeTCAd CMeIlleHre IaNuJIJAAPHBIX MBbIIIIIT
OTHOCHUTEJIbHO MUTPAJLHOTO KOJIblla. B pesyabraTe
y HaIueHTOB, MMEIOIIUX IIOMEePeUYHO PACIIOJJIOKEeH-
Hble JIX, MUTpasbHAA PErypruTanus ObIBaeT MeHee
BBIPA’KEHHOMH, YeM y HaIllMeHTOB, UX He UMeIOIIUX
[9].

Hpyroe moJsoxxkuTtesbHoe 3HaueHUe JIX CBA3GBI-
BAlOT C YMEHBIIIeHHEeM JeBOKeJyZOYKOBO mauc-
cunepruu. CyliecTBylomias 3aJep:KKa aKTUBAIlUU
nepenHeIaTePAJbHON MANUJIAPHON MBIIIIBI ITPU-
BOAUT K HEKOOPAMHUPOBAHHOMY COKPAIIEHUIO U
HENPaBUJbHON OPUEHTAIIMU MUTPAJIBHBIX CTBO-
pPoK. B coueraHuu co CHMKE€HUEM CKOPOCTU TeHe-
paunuu nasaenusa B JIVK aTo mpuBoguT K yBesuue-
HUIO OTBEPCTUA perypruranuy Ha Kiamane [10,
11]. B Takux cuTyanmusax TeOpeTUUEeCKU BOSMOKHOE
mpoBefieHre uUMIyJabca ueped JIX, coeguHAIOIINE
MIKII u narepanbHyio cTeHKY JIHK, MoKeT OKas3bI-
BaTh 9(QGEeKT, aHAJOTUYHBLIN OUBEHTPUKYJIAPHON
SJIEKTPOCTUMYJIAINN ¥ YMEHBIIATh MUTPAJIbHYIO
perypruraiuio.

OmHako 3HAUUTEJbHAs YacTh KCCJemoBaTeseit
CcKJIOHHA moJjiaraTh JIX «BpegHBIMU» KaK B aHATO-
MUYECKOM, TaK U B 9JI€KTPUUECKOM acIlleKTax, IIPu-
YyeM CUMTAETCS, YTO UeM 06OJIbIlle XOPHA U TpabeKy.,
TeM Xy:Ke IPOTHO3. B To Ke BpeMs MPOTUB TaKOi
OITACHOCTH CBUIETEJIbCTBYIOT HAOJIIOAEHUSA APYTUX
aBTOPOB, YKAa3bIBAIOIIUX, UTO TUIEePTPabeKryIsap-
HOCTh MOJKeT OBITh ITPUOOpeTeHHOU, (GOPMUPYICH
IpU 3HAUYUTEJIbHBIX 00BbEeMHBIX HArPy3Kax, HabJto-
IamoIuxcsad y OepeMeHHBIX KEeHIIUH WJIU CIOPT-
CMEHOB, MOJKET COIPOBOKIATHCS HAPYIIEHUIMU
penoaspusamuu Ha OKI', HO 0OBIYHO HE COIIPOBO-
JKJAeTcs MaTOJOTUUECKUMU cocTosaumaMu [12—14].
Kpowme Toro, y6equTeIbHBIM OIPOBEPIKEHUEM OIIac-
HOCTU TaKUX U3MEHEHUN SBJISAETCS U UCCIeIOBaHIe
MESA (Multi-Ethnic Study of Atherosclerosis), B
KOTOPOM IIPOCIEKTUBHBIE HAOJIIOJAEHUSA B TeUeHUe
moutu 10 sier 3a momyAmueit us 2742 6ecCUMIITOM-
HBIX JIWII C BBIPAsKEHHOU TpabeKyJsapHocThio JIFK
He BBIABUJIM Y HUX HUKAKUX M3MEHEeHU#l o0beMa
JKeJryIouKa uiam ero GyHrnum [15].

BricKa3bIBalOTCA TaKiKe IMIPeNIOoJIOKeHUs,
YTO MPU JOKAJU3AIUU B BEIBOJHOM OTHeJie JEeBOTO
skeaymouka JIX MoryT ycuamBaTh TypOYJIEHTHOCTD
IIOTOKAa KPOBU, TEM CaMbIM y4acTBYd B (hOPMUPO-
BaHUU AUCKPETHOT'O cybaopTaJbHOTO cTeHosa [16].
OnHaKO HEOOXOAUMO, YTOOBI ATO COUETATIOCH C TeHe-
TUYECKOH IIPeAPacIOIOKeHHOCTHI0O K (DOPOIIPOIT-
depaTuBHBIM peaKkuaM co croporbr MyKII [17].

JX u apurmun. OCHOBHOU Hpo06JieMoii, KOTO-
pyio cBaseiBaiorT ¢ JIX, aBaarorca aputmuu. g
aHanmusa BauAHUA JIX Ha BOBHUKHOBEHUE apUTMUHI
He00X0AMMO BCIIOMHUTH HEKOTOPbIe 0a30BbIe IOJIO0-
JKeHUA.

NuTpakapauaabHble MeXaHU3Mbl HapYIIEeHUS
puTMa IOAPa3yMEBAIOT HAJIWUYWE AHATOMUUYECKUX

¥ 3JIeKTPO(GUIUOTOTUUECKUX YCIOBUHN AJIs BOSHUK-
HOBEHUS aHOMAaJbHOTO BO3OY:KIEHUA MUOKapma —
JIOIIOJTHUTEJIbHBIX IIPOBOAAIINX IYTeli, 04aroB aHo-
MaJIbHOT'O aBTOMAaTU3Ma, TPUIrTepHbIx 30H [18]. Hia
CYIIPABEHTPUKYJIAPHBIX TaxuKapauii HaumboJiee
YAaCThIMU MeXaHU3MaMH CUHTAIOT 9KTOIHUYECKUe
(GoKychl pa3JIMYHOI JOKAIM3allud — B IIpejacep-
muax uian AB-coegunenun. OueBUAHO, UTO CBSA3b
mepeuyrcaeHHbIX MexaHusMmoB ¢ JIX, He coemuHs-
OIIAMHI IPEeICcepaus C KeJyAouKaMU, SBJISETCS
coMHUTeNbHOU. [lajke B YHUKAJIbHOM HaOJIIOJAEeHUN
N. Koutsogiannis et al. [19], onucaBmux y 15-iet-
HEero IIOAPOCTKAa CJYyYailHO BbIABJIEHHYIO JIX, mpo-
XOIAIIYIO OT IIapaaopPTaJIbHOI CTEeHKU JIEBOT'O IIPeJ-
cepaus uepe3 MHUTpaJbHOE OTBepPCTHE K 3agHei
creake JIGK, HuKakux aputMuii 3apuUKCUPOBAHO
He OBLIO.

JKenymnoukoBble 9KCTPACUCTOJBI U TaxuKap-
IUU TaKyKe WMEIOT MHOKeCTBeHHbIe IPUYUHBI.
VKasplBalOT Ha HAPYIIEHHYI0 KOHTPAKTUJIBHOCTH
JIGK, MuokapauT, HapylleHusS aJpeHepruuecKou
WHHePBAaIlUU, JOKAJbHble aHOMAJUU B BOJOKHAX
IIlypkunbe, augaTanuio BBIBOLHOTO OTHAeJia IIpa-
Boro sxeaymourka [20]. V. Santinelli et al. [21]
MOKAas3ajau, YTO IPHU KeJYJOUYKOBBIX SKTOMUUECKUX
COKpAaIlleHuAX HamboJblllee HeGJIaronpusaTHOe 3Ha-
UyeHUe UMEIOT aHTerpagHbli peppakTepHbIH IepUos
TOIIOJHUTEJIbHBIX IIPOBOAANINX ImyTer <240 mc, a
TaKsKe HaJuune MHOKECTBEHHBIX IIyTeH.

Yro KacaeTcs (PACHUKYJIAPHON JKEJTYITOUKOBOUN
TaXUKapAUuU, TO ee OYaru dJalle BCero JIOKaJIU3y-
I0TCS B 00JIACTY PA3BETBJIEHUI 3aHell BETBU JI€BOM
HOKKM nyuka ['mca. I BBIABIEHUS BTUX B30H
OIIpeiesIAI0T MecTa Hambojee paHHEH KeayI0UYKo-
BOIl aKTUBAIIUY IIPU CTUMYJIAIIMOHHOM KapTUPOBa-
HUM, UCIOJB3YIOT PErucTpPaluio CHaiika BOJIOKOH
IIypkuHbe Ha TaXUKapAUU U HA CUHYCOBOM PUTME
[22]. KoHeuHo, B 06JaCTh TAKOr0 KapTUPOBAHUA
MOTyT momacTh W JIX, OgHAKO OHU He BXOAAT B
YHCJIO0 CTPYKTYDP, OTHOCAIIUXCSA K Pa3BETBJIEHUAM
JIHIIT', u ux cBA3b ¢ BolokHAMu IIlypKuHbe SBJIA-
eTcA JOCTATOYHO CIYyUaANHOM!.

Tem He MeHee, M3BECTHO, UTO HEKOTOpbIe JIX
MOT'YT JOCTUTaTh 3 MM IIO TOJIIUHE W COAEPKaThb
pasJInvHOEe KOJINUYecTBO (GhUOPO3HOM UM MBIIIIEYHOM
TKaHU, KOPOHApPHBIE COCYIbI, BoJoKHA IlypKuHbE.
Takas CTPYKTypa BO3MOKHA TOJBKO mpu (Guopo-
MBIIIIEUHOM UJIU MbIIlIedHOM BapuaHTte JIX, omHa-
KO HajJuuyue B HUX KJETOK IPOBOASAIINEI CHUCTEeMBI
MO3BOJINJIO HEKOTOPBHIM WCCJIELOBATEJISIM paccMma-
TpuBaTh Momo0OHbIe JIX Kak cyOcTpaT »KeJTyIouKo-
BOIl TaXWKapAuu, TPUTEPHBIH GaKkToOp AJs ee pas-
BUTUA WIN IPUUUHY J-BOJIHBI [23—25].

B T0 Ke BpeMs NIpuM BHUMATEIbHOM aHAJIU3€
JINTEPaTypPhI OKa3bIBAETCS, UTO, KPOME CTATUCTUUE-
CKUX BBIKJIQJIOK C THUIUYHBIM 3aKJIOUYEHUEM «IIPU
Haauuuu JIX KeqymZouKOBble apUTMHUHM BCTpeda-
IOTCA uale, ueM 0e3 HHUX», KaKUX-JIu0O peasb-
HBIX 9JeKTPOPUBUOJOTUYECKUX WJIU XUPyprude-
CKUX J0Kas3aTeJbCcTB yuacTusd JIX B BOSHUKHOBEHU U
apuTMUi B OOJIBIIIMHCTBE MCTOUYHUKOB HE IIPUBO-
nurcsa. B 3apybeskHOI uTepaType qaHHas mpobJie-
Ma obcyxxpasachk emre B 80—90-x romax mpoIILIOro
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BeKa U IOCJIeAYIONIre YIIOMHUHAHUA O BO3MOXKHOM
poau JIX B reHepamuy apuTMUiL OOBIYHO SIBJISIOTCS
CCBLIKaMU Ha 9TU cTapble paborsi. Haubosee uTu-
pyemoe HuccCIeloBaHUE IIOCBAIIEHO KeJYIOUKOBOM
TaxXUKapAuM OIPeJeJeHHOr0 TUIIA, XapaKTepPU3yio-
mieiica QRS-xommiekcom ¢ Mmopdosioruei 610KaIbI
IpaBOM HOXKKM IIyuyKa ['mca m OTKJIOHEHUEM dJIeK-
Tpudeckoir ocu cepauna (I0C) BieBo [26]. OxHako
Ipu MOAPOOHOM PacCMOTPEHUN YKa3aHHOU paboThI
MOYKHO OOHapY:KUTh, UTO HPUBOAAIIMECS AOKasa-
TeJIbCTBA SABJSAIOTCA HEIOCTATOYHO yOeIUTeJbHBI-
mu. Tak, IpPenoChbIIKON THUIOTE3bl ABJIAETCA TOT
daxT, uro y Bcex 15 (100%) uenoBex ¢ mamHOI
apuTMuen umenauch JIX, ugyIiiue or 3agHeHUKHEN
creaku JIZK ¥ MIKII, koTopble MOTJIN OLITH UCTOY-
HUKOM JKeJIYIOUYKOBOU TaxuKapauu. B To xe Bpema
MO00HBIE XOPALI OBIIN BBIABJIEHBI «TOJIBKO» y 34
(5%) m3 671 gum B KOHTPOJbHOM rpynne. OgHAKO
34 yesoBeka 6oJibilie, ueM 15, a apuTMuil y HUX He
6n110! IT0aTOMY MCIOJIB30BAHHOE «CTATHUCTUYECKOE
IOKAa3aTeJIbCTBO» HE MOYKET CUUTATHCS BECOMBIM.

HasBanHbIe aBTOPHI YBUAEIW WCUYE3HOBEHUE
SKCTPACHUCTOJ TOCJEe PATUOYACTOTHOHN abamuu
XO0pH, OJHAKO abJyanuy IoaBeprajach U IIpuUJera-
fortad K HuM 3oHa MJKII. Paccy:xkaeHus o Tom, 4TO
JIX MoTJIiu BHI3BIBATH HATSAMKEHNE U « PasapakeHue»
B ceTu KJeTOK IIypKuHBe ¢ IocaeayoIineil apuTMu-
eli, TaK:Ke ABJAIOTCA CyTr'y00 CIeKyJaaTuBHbIMU. Ha
aT0 HememIenHo oopaTuiau Buumanue F.C. Lin et al.
[27]. Kak mokasas ux 0630p 57 ciyuaeB IOJ00HBIX
apuUTMUI B MUPOBOM JIUTEPATYypPE, CPEIHUA BO3PACT
mamueHToB Kojaebasuaca or 26+=10 go 31+14 jer u He
Ob110 HU ogHOrO manuenTa crapie 50 jet. Ecau 661
daKTOp HATAXKEHUA/PA3APaAKEHUSA CTEHKU KeJy-
nouka miau MIKII umesn mecto, TO YacToTa apUTMHUHN
IOoJI;KHA ObLiia ObI ITPOT'PECCHPOBATH C BO3PACTOM.
B coGCTBEHHOM HCCJIEJOBAHUU IIOCAETHUX AaBTO-
POB (pUOPOMBIIIIEUHbBIE TAMKYI BCTPEUYATIUCH C PABHOM
YacTOTOM KakK IIPU KeJyJouKoBO# (18 GONBHBIX),
TaK U CyIpPaBeHTPUKYJAPHOHA (40 OOMBHBIX) TaXU-
Kapauu, TaKuM 00pas3oM, He SBJIAACH crerubuye-
CKUM CyOCTPATOM [JIA UAUOIATUYECKOM JIEBOKEIY-
IOYKOBOM TaxWKapAWU UJIN KaKUM-JI100 yKasaTe-
JieM Ha 00513aTeJIbHOCTh TaAKOM TaXUKapAUN.

Bosee ybenurenbHBIMU BBITJIALAT Pe3yJabTa-
THI YCHEIIHOro npAMoro ycrpaunenud JIX [28—31],
mocje KOTOPOTO MCYe3al0T WM apUTMHUU, OJHAKO
Mmomo0HbIe CaydYau SBJISIOTCS €IUHUYHBIMHU. OTO
MMOATBEPsKAaeT HeOOXOAUMOCTDb BBITIOJHEHUA dJIEK-
TPOPUIUOJIOTUUECKOTO UCCIEJOBAHNA TaKKe B B0HE
JIX. Oguako camu 1o cebe JIX He ABIAIOTCA Map-
KepaMu apUTMUM UJIU CTPYKTypaMu, 00A3aTeIbHO
CO3JAIONINMMHU [JOIOJHUTEJIbHbIE IIYTU ITPOBENEHUA
UMITyJibca. B G0JBIINHCTBE CIIyYaeB HeJIb3A UCKJIII0-
YUTh UX OOBIKHOBEHHOTO COUETAHUSA C HAPYIITeHU -
MU PUTMa KaK CaMOCTOATEJbHBIM 3a00IeBaHUEM.

Ocoboro BHUMaHHUA TPEOYIOT OTeUeCTBEHHBIE
0030pHBIEe PabOThI, KOTOPHIE YACTO BBIIOJHSIOTCSA
¢ METOAWYEeCKUMU IorpelrHoctaMu. K mpumepy,
aBTOp 0030pa JIMTepaTyphbl CCHLIAETCS HA CTAaThIO, B
KOTOPO# coobIIfaeTcd, 4TO PA3JIMUHOTO POJa apUT-
Mum udaire Becrpeuvaiorcs npu JIX. OgHako mMuTupy-
emas paboTa B CBOIO OUepeab TaKsKe CChLIaeTcs Ha

Ipyrue yIIOMUHAHUA 00 9TOM, He IPeACTaBIsad co0-
CTBEHHBIX [OKAa3aTeJbCTB, KPOME CTATHUCTUUYECKUX
(cMm., Hampumep, 0630p [32], nurupyoomuit [33]).
Takum myTeM mocTerneHHo GOPMUPYETCs IyJI cTaTei
0 AKO00BI JoKasaHHOM couerauuu JIX um apuTmMwuii.
AHanus «Hay4YHOI» aKTUBHOCTH Ha AAHHYIO TEeMY
IMOKAa3bIBaeT ee OTPOMHYIO IMONYJAPHOCTh. B poc-
CUMCKOU 9JIeKTPOHHOM 6ubanmorexe (www.elibrary.
ru) mMo 3ampocy: «JIOYKHBbIE XOPAbl» HaAMU HalAeHO
1400 ny6oaukanuii MegUIIMHCKON 1 GMOJIOTUUYECKOMN
HaIpaBJIeHHOCTU, B T.4. 65 M3NAaHHBIX B MEPUOX C
2000 o 2017 rr. Cpenu Hux nmeroTesa 27 quccepra-
muit, TaK UK THaUYe oocy:kaaroniux poab JIX (B 6 us
HUX — IPpU apuT™MuAx). IIpu aTom pe3yabTaThl 60J1b-
IIIMHCTBA UCCJIeNOBaHUN (haKTUUECKU He coAaep KaT
KaKyio-J1u00 HOBYIO MH()OPMAIINIO, IIOBTOPAS IPe-
MMOJIOKEHUA O BO3MOJKHOII IIATOJIOTMYECKOHN pOJu
JIX B :KM3HU YeJ0BeKa, OCHOBAHHBIE TOJbKO Ha TEX
darTax, uro JIX comep:KaT KJETKU IIPOBOIAIIEH
cucTeMbl. B MTOre MpPOMCXOAUT IOAMEHa MOHSATUS
«CTPYKTypa, CIOCOOHAA K IIPOBEJEHUIO WJU TeHe-
pamnuy UMIIyJabca» Ha «CTPYKTYPY, FT€HEPUPYIOIIYIO
WY TPOBOAAINIYIO HATOJOTUYECKUE WMITYJIbCHI».
U Bce mocJienymolnue «aHAJIUTUUYECKUE» PACCyKIe-
HUSA UCXONAT U3 9TON HEBEPHOI MOCHIIKU.

Kaaccuueckum npueMoM dABJSETCS TaKiKe
HUCIOJIb30oBaHMe (pa3 «KaK M3BECTHO», «KaK IIpa-
BUJIO» U T.II. 0€3 IpPeACTaBIeHUs CBOUX MU MHBIX
HAyYHBIX [OKAa3aTeJbCTB — CM., Hampumep, [34]
C OKOHYATEJbHBIM BBIBOAOM: «..IIpaKTuuecKu B
100% cayuaeB aHOMAJIBHO PACIIOJIOKEHHBIE XOPIbI
JIEBOTO JKeJyJOouKa COYeTAaloTCA C Pa3JIUYHBIMU
Hapyuenuamu putma» (?!).

CoBpeMeHHBIE 3XOKapauorpaduueckue mpudo-
pBI o6JiaaloT BBICOKOI paspelraroleii CIoco0HO-
CTBIO, UTO IIO3BOJISIET C JIETKOCTHIO BU3YAJIU3UPO-
BaTh JIX. B coueranuu ¢ MaccoBBIM HMCIOJIb30BAHU-
em OKTI' 5T0 BBI3BIBAET COOJIA3H CBA3ATh UX MEMKIY
coboii. OgHako, Kpome BblaBJeHUs JIX, UX KOJIU-
YecTBa M JOKAJIU3AIMU HEOOXOAMMBI JajbHEeHIne
HUCCJIeNOBaHUA CTPYKTYPbl M (GYHKIMU cepara, a
He MPOCThIE€ CTATUCTUUECKUE COIocTaBieHudA. Eie
B 1995 r. 65110 mokasaHo, uto OKI' He BLIABIISAET
crenenu aputmorenHoctu JIX [35]. Hdua mokasa-
TeJAbCTB ydacTus JIX B BOBHUKHOBEHUU apPUTMUMI
Heo0XOAMMBI IPAMbBIE€ MOATBEP:KAEHUA T'eHepalluu
B HUX ITATOJIOTUYECKUX UMIYJIHCOB MJIN MEeXaHU3Ma
PEeHTPU C IIOMOIIBIO 3JeKTPO(PU3NOTOTUUECKOTO
uccaenoBanud. Eciu Ke IpUIEePKUBATHCA CIIOCO-
00B IOKAa3aTeJbCTB, IPUMEHSIEMbIX B OOJIBIITNHCTBE
OTeUeCTBEHHBIX paboT, He MeHee «3HAUUMBIM» B
reHepamnuy HapyIIeHUH PUTMa cepAlla MOTYT OKa-
3aThCSA KOJIMYECTBO U PACIIOJIOKEHEe BOJIOC Ha T'0JIO0-
Be YeJI0BeKa.

Muorue oTeuecTBeHHBIE aBTOPHI MOAAEPIKUBA-
0T Tesuc, 4to JIX ABIAIOTCS IPOSBJIEHUEM COe-
IVHUTEeJbHOTKaHHON aucmiaasum cepaua (CTIHAC),
KoTopas o0sa3aTeJbHO uYpeBaTa apurtMuamu [32,
33]. Omuaxo eme B 2008 r. 3.B. 3emuoBcKuii u ap.
YKasbIBaJi, UTO MPUCYTCTBUE TasKe HECKOJbKUX,
TaK Ha3bIBaeMbIX, MaJbIX aHOMAaJIUH cepama (B T.d.
JIX) He mokeT cay:xkuth noarsep:xaeHuem CTIIC,
KoTopas mmeeT Gojiee rIy0oKoe comep:kanue [36].



Tabauua 1

Ilepeuens HapyHUIeHUI cePAEYHOTO PUTMA U
IIPOBOAUMOCTH, IPUHNMABIINXCS BO BHUMaHUE
y U1, 00caemoBaHHBIX ¢ MOMOIIbI0 IXOKT

Homep

Haseanue nmar TUH
n/m a3BaHUe IaTOJIO

1 WPW-bhenomen

Yacrasd CynpaBeHTPUKYIADHAS

2 9KCTPACUCTOJIUSA

3 Yacrasa :KeJayJ0uYKoBas 9KCTPACUCTOIUA
4 Tpeneranue nmpeacepaui

5 Cungpom yaiuHeHHOro nHTepBanga QT

6 Onm304bI TAXUAPUTMUU B IIOKOE

A B Gosee mosaHel myOoJaMKAIUK BOOOIE BhICKAa3a-
JI1 COMHEHHEe O B3aMMOCBSAZU MEXKAY IpU3HAKaAMU
CHCTEMHOT'0 BOBJIEUEHUSA COeAMHUTEJIbHOM TKAHU U
JIX, B T.4. MHOKeCcTBeHHBIMHU [37].

OTpaaHo, UTO B IOCJETHNE I'OJbl B OT€YeCTBEH-
HOI1 JIMTepaType cTajla 3aMeTHa TeHIeHIIUs K O6oJiee
caepsxkannomy otHomreHuio K JIX. Illupokoe pac-
npoctpanenue IXOKI' compoBokmaeTcs BBISIBJIE-
HueM JIX ¢ TaKOM BLICOKOM YACTOTOM B HOPMAaJIbHOM
UJIW B CIOPTUBHOM MOMYJSINU, UYTO UX MIATOJOTHU-
YeCKUIl XapaKTep CTaJl BbI3bIBATh O0OCHOBAHHBIE
comHeHusa [38, 39]. Hamwu nanHble, OCHOBaHHBIE
Ha aHKETUPOBAHUU CIEI[MAJUCTOB II0 3XOKapIUO-
rpaduu us yeTwvipex yupeskaeHuil r. MoCKBbI, MOA-
TBep:KJaoT 9T0. B ananus 6s11u BRIoueHbl: [II'KB
uMm. 3.A. Bamusaesoit [I3M (nanee — IT'KB; noxkTopa
E.B. Kapeauna, T.A. TebenbkoBa, T.B. Cenxtoruna),
HeTcKuii IeHTP HAPYIIEHUH CepIeyHOr0 puTMa Ha
6ase 060CO0JIEHHOTO CTPYKTYPHOTO IIOApa3aeIeHu s
«HUKUW nenuarpuu um. akazn. F0.E. Beabruiiesa»
dI'BOY BO PHUMY um. H.U. IIuporosa (mamee —
OITHCP; moxtop E.I'. Bepuenko), 3AO «Ab6cuna»
— Jlerckasa OOJUKJMHUKA «JluThoHma» (JOKTOD
E.B. IllunsikoBcKkas), KAnHNKAa CIOPTUBHOMU Meau-
muabl — @uaman Ne 1 TAY3 MHIII] MPBuCM I3
MockBbl (mamee — KCM; moxrtopa FO.M. MBaHoOBa,
A.H. Ilaumna). KoaumuectBo 9XOKI', BBIIOJIHEH-
HBIX 3a T'OJl, OKPYIJISIJIOCh B MEHBIIIYI0O CTODPOHY;
IaHHBIE COIOCTaBJAJINCH C AUATrHO3aMu, HamboJjee
JacTo 3apUKCUPOBAHHBIMU y 00CJIeIOBAHHBIX JINII,
OTPaKAIOIIIUMU HAPYIIeHUs PUTMa CepAlia, U CIIOo-
COOHBIMU IIPOABIATHCI KJIUHUUYECKON CUMIITOMA-
Tukoit (taba. 1). Cpenu 6oee uem 18 000 mccieno-
BaHWM, IPUTOIHBIX [JIS aHAIN3A, II0 MEeHbIIel Mepe
ongua JIX umenachk y 68-99% mnamnuenTtos (Tabi. 2).
IIpu sTOM uacTOTa MX BBIABJIEHUS ObLIa MIPUMEPHO
OIVHAKOBOH B KJIMHUKAX, B KOTOPHIX KOHIIEHTPU-
POBAJNCh MAIMEHTHl C HAPYIIeHUSAMHU CEpPAeYHO-
ro putma ([JITHCP), ¢ pasinuyHOil BPOXKIEHHON U
npuobperenHoit marosorueii cepaua (II'KB uwm.
3.A. BamnseBoit) u IpakTUYECKU 3J0POBLIE IETH,
npoxopgAiue auctnancepusanuio (3AO0 «Abcumas).
Heckosnbko Menbinuii mporeHT JIX saperucrpu-
pOBaH cpeau IIPO(ECCUOHAJBHBIX CIOPTCMEHOB
(KCM).

IIpuMeHsas yKasaHHBIN BBIIE CTATUCTHYE-
CKUII MeTOJ] aHa/IN3a, MOXKHO yTBEeP:KIaTh, UTO BO
BCEX YUpeKIeHUAX KoamuecTBo Jjull ¢ JIX (B T.d.

C MHOKECTBEHHBIMU XOPAAMH) C BBICOKOM IOCTO-
BEPHOCTHIO IIPEBOCXOAMJIO KOJUYECTBO APUTMUIL
(p=0,0000). B equHMYHBIX HaAOJIOJEHUAX HNCTOU-
HUK apuUTMUU COBIAJAJ C 30HON pACIIOJOKEHUS
xopzas! (mo nanabiM [JITHCP), onHako Koppeaanmi
mexxay paxrom Haamuusa JIX (B T.4. MHOYKECTBEH-
HBIX) € KaKUMU-JIU00 KIMHUUYECKU B3HAYNMBIMU
HapyLUIeHUAMU PUTMA HU B OJHOM YyUPEKIEHUU
ycTaHoBJIeHO He Obla0. HaMm TakyKe HeM3BECTHBHI
cJIyyay BHE3aImlHO CMepPTU CPeau YKa3aHHBIX JIUIL.

Vo6enureqbHBIM apryMeHTOM 00 OTCYTCTBUU
cBsAsu JIX ¢ HApPYIIEHUAMH dJeKTPUUECKON aKTUB-
HOCTH cep/Iia ABJIsAeTCA TaKKe HeconsMepuMo 6oJiee
BbIcOKasdA uyacTtora JIX (IecaTKu IPOIeHTOB) B IIOITY-
JIAIAY TI0 CPaBHEHUIO C PAa3JIUYHOTO POJa HapyIie-
HUAMU CepPAeYHOro putrMa (eJUHUIILI WUJIN TOJU
nporierTa). K nmpumepy, 1Mo JaHHBIM CBOJHOUM cTa-
TUCTUKU AMEpPHKaHCKOI CepIeyHO accoIlualiuu,
CYIPaBEeHTPUKYJIAPHAS TaXUKapAUs PEeTrUCTPUupy-
ercs Juitb y 35 uesoek Ha 100 000 maruenTo-j1eT
[40]. McTuHHAaA yacTOTa KeJTYIOUKOBBIX 9KCTPACH-
CTOJI WJIN JKeJYJOUYKOBOHM TaXWKapAUU B IIOIIYJIs-
MY HEM3BEeCTHAa, OJHAKO CpeAu IMaIUeHTOB, IIPO-
mIeAnx cyrounoe MoHutopupoBanue IKI', moam-
MoOp(dHA KeJTyTOUKOBasd TaXUKaPAUA BCTpeyaeTcs
To16K0 B 0,10-0,15% cayuaes. IIpu asTom Hanbosiee
YacTOA NMPUUYWHON apUTMUI ABJSAETCA IIOpaKeHUe
KOPOHAPHBIX apTepuii; cpeau Juill 6e3 CTPYKTYpP-
HOII IIaTOJIOTHMM CepAIla OCHOBHBIM KCTOUYHUKOM
TaXUKapAUU SIBJISIETCS BBIBOAHOM OTOEJ IIPaBOTO
(a He seBoro!) xxenymouxka. XapakTepHo, uTo JIX
Kak (aKTophl PUCKaA Pa3BUTUS apUTMUI B JAaHHOM
HUCCJIeNOBaHUY JasKe He YIIOMUHAIOTCA.

Yro KacaeTcsa OETCKOr0 BO3pacTa, B 00CTOs-
TenbHOU pabote S. Philip et al. [2], ocHOBaHHOIT Ha
obcremosaumnu 554 gereii, JIX BoiABIeHBI V 79,4%
6e3 BIIC u y 72,8% c BIIC (p>0,05). IIpu sTom
OBLIIO TTIOKa3aHo, uTo uaMmeHenusd Ha KT (skenymou-
KOBBIE€ OKCTPACUCTOJIbI, PEIOJAPU3AINOHHBIE aHO-
MaJuu) BCTPEUAIOTCS Topasmo dallle IPU HAJIUUYUU
BIIC, uem 6e3 uHux (80,8% vs 36,7% , p=0,0000),
a JIX mpu oTcyTCTBUU APYTOH CTPYKTYPHOM IIaTO-
JIOTUU cepAlla OTJUYAITCA NOOPOKAUYeCTBEHHBIM
TeYeHUEM.

Accomuanusa JIX ¢ BHe3aHOI cepaedHoil cmep-
ThIO. B IMTEepaType MOKHO BCTPETUTD IPEAI0I0MKe-
HUdA, 4To JIX cIOCOOHBI IPOBOIIMPOBATh APUTMUH,
COIIPOBOJKAAOINIECS BHE3AIIHOM CepAeuHoi cmep-
Tb10 (BCC). OnHako n3bIiCKaHU, IIOATBEPIKIAIOIITUX
9TO MOJIOJKEHNUe, HaM He BcTpeTusiock. HaoGopoT, B
OIHOM BBICOKO JOCTOBEPHOM MCCJIEIOBAHUU IIPIAMO
KOHCTATUPYETCs, UTO HAJUUMe UJIU OTCyTcTBUEe JIX
HUKAaK He BJIUSeT Ha PUCK BOSHUKHOBEHUS CMEPTHU
[6].

B npyrux paborax, aHAJIU3UPYIOMIUX TPUUNHBI
BCC, aBTOopbI fake He YIOMUHAIOT O KaKOU-JI1060
poau JIX, maxopamuxca B JIFK. Tax, R.E. Eckart
et al. [41] cpexnu 902 BoeHHOCTY:KAIIIUX B BO3pacTe
38=+11 yieT c BHe3amHOM OCTAHOBKOII CepAlla 3ape-
TUCTPUPOBAJIY Pas3inUHble apuTMun y 122 uejoBek:
bubpunaanuio xeaygoukos — y 50,8%, acucro-
auio — y 32,8%, sJIeKTPOMEXaHUYECKYIO AUCCO-
nuanuo — y 9%, maTosoruyecKyio OpamuKapauio
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Yactora JX B JIK y au1r B Bo3pacre 5—35 JeT

Tabnuuya 2

Koan- ITaTonorus (8 mopsagke A
KonTuareHT YecTBO yOBIBaHMS IO YACTOTE); Aoas Aoas p_ PtV
Yupexpenne oociaegoBaHHbIX | IXOKI' | apurMum npeacraBiaeHbI nauneHT?’B nanneHT?’B 21 JX/
c21 JX, % | ¢ 23 JIX, % >3 JIX
B rof, OTHEJIHbHO = ’ = ’ -
Hetu u BIIC, AT, KMII, Ge3s
g?%:ﬁ}mesoﬁ HOAPOCTKU 5,340 TAaTOJIOTUU CEePAIla 98 40,3 %%%%%/
e 5—18 sner Apurmunm — 17% * ’
Hetu u BIIC, AT, KMII, Ges 0,0000/
OITHCP HOAPOCTKU 1,500 TATOJIOTUU CEePAILa 99 39,6 0’ 0000
5—-18 metr Apurmun — 48% * ’
BAO «AGcuna» e 1,240 PeMEOZI:I}‘I*I:‘;H“I::’CKH 93,8 25 0,0000/
A 5E§8 e i HesdHauumsble BIIC ’ 0,0000
Apurvmun — 1,5% #
Enunnuunsie,
CoopTcMeHBbI reMOJUHAMUUYECKU 68,4 14 0,0000/
KCM 12-35 ner 10,170 HesHaunmsre BIIC 0,0000
Apurmun — 22% **

AT — aprepuanbuasa runeprensusi; BIIC — Bposkaennsie mopoku cepamna; KMII — kapaumomuonarun; JIX — JIOKHBIE XOPABI; *IIOJHBIN
CIIeKTp apuTMuit u3 Tadi. 1; # npenMyIecTBeHHO eANHUYHbIE HAJ- ¥ KeJIYJOUKOBBIE 9KCTPACUCTOJIbI.

-y 4,1%, KeayoouKOBYIO Taxukapauio —y 3,3%.
CTpyKTypHBIEe UBMEHEHUA CePAIla, KaK BO3MOMKHAA
IpUYNHA CMePTU, ObLIN BBIABIEHBI B 719,3% ciryua-
eB (aTepocKIepo3 U aHOMAJIMU KOPOHAPHBIX apTe-
puii, MUOKapAUT, Tuneprpoduieckas KapguoMUO-
natusa — TKMII u gunatamuoHHasA KapIuoMUOIIa-
tua — JKMII, apuTMoreHHas IPaBOKEIyTOUKOBAA
IUCILJIa3Uusi, TUIEPTEH3NOHHAA KapAUOMMOIATUA),
HecTpyKTypHBIE — B 20,7% . ABTOPHI Ha OCHOBAaHUU
CBOUX HAOJIIOEeHU, TaK JKe, KaK U [PYTHe UCCIIeN0-
Barenu [41—-43] npuiin K 3aKJIIOUYEHUIO, YTO IIPU-
YMHBI (DaTaIbHBIX aPUTMUI, He UMEIOII1e BUIUMOMN
OPraHWUYECKO! IaTOJOTUM, BCTPEUAIOTCA IIPEUMY-
IITeCTBEHHO B Bo3pacTe 0 35 JieT u B OOJILIITUHCTBE
CBOEM CBA3AHBI C MYTAIMAMU B MOHHBIX KaHAJIaX U
cuagpomom WPW. B Bospacte >35 jeT OCHOBHOM
MIPUYMHON CTAHOBUTCA aTEPOCKJIEPO3 KOPOHAPHBIX
aprepuii, KOTOpHIH BcTpeuaercs B 20 pas uaie, uem
Y MOJIOIBIX JIUII.

AHaJOTUYHBIX B3TJIALOB IPUAEPIKUBAIOTCA
cuenuaauctel, mayuaoiiue BCC B CIOPTUBHOMN
nonynaanuu. J[OMOJHUTENIbHO K IIE€PEYUCIEHHBIM
BBIIIE IIPUUYMHAM YKa3bIBAIOTCA BPOYKIEHHBIE aHO-
MaJu¥u KOPOHAPHBIX apTepuil, aOpTaJbHBINU CTEHO3,
commotiocordis. OmHAKO B aBTOPUTETHBIX PYKO-
BOJCTBaxX Ha 9Ty TeMy JIX onaTh-TaKU He IIOBepra-
[oTCcsa paccMoTpenuio [44, 45].

YUpesBbIYaHO BAXKHBIM JJIA AAJIBHEHUIIIEr0o U3y-
YeHUA IPUYNH CEPbe3HBIX aDUTMUM, B T.4. DaTaab-
HBIX, IPEJCTABIAETCA KOHIIENIIUA <«MOJIEKYJIAD-
HOW ayTOICHU» — IIOCMEPTHOTO TeHEeTHMUECKOTO
TectupoBanusd [46, 47]. Acconunamua EBponefickux
CeplleuyHO-COCYAUCTBIX IIATOJIOTOB paspaboraia
PYKOBOJCTBO, IIPENCTABJIAIONIEe MUHUMAJIbHBIN
CTaHIapT ayTOICUIl IIPU WCCIELOBAHUU CJIyUaeB
BHe3AaITHOU cMepTu. B Hero, moMmmo IIPOTOKOJIA
00IITeTO U TUCTOJIOTUYECKOT0 UCCIeTOBAHUA CePAILa,
BKJIIOUEHBI TOKCUKOJIOTHMYECKUNE U MOJIEKYJIAPHBIE
uccyienoBaHUA (Ha BUPYCHBIM I'eHOM, TeHETUUYECKUE
myTtanuu). naa mociaeqHUxX Iejell HeoOXOAUMBI

00pasIhbl cepaIia, B3sAThIEe N0 ero Gurcamuu B Gop-
manuHe. Kpome Toro, peKomMeHAyeTcs 3a0upaThb
10 M kpoBu B mpobupky ¢ EDTA, 5 r ceneseHKHu u
COXPaHSATh X B 3aMOPOKeHHOM Buze. IIpoBenerue
FeHEeTUYECKUX WCCJIEJOBAHUI IO3BOJISAET YCTAHO-
BUTH TaK Ha3bIBaeMbl€e KaHAaAJIOIIATHUU (CI/IH/'.'(pOM
YAJUHEHHOTO U YKOopoueHHOTro nHTepBasa QT, cuua-
pom Bpyraza, KarexoJIaMUHEPTUUYECKYIO IIOJIH-
MOPODHYIO KEeJIYJOYKOBYIO TaXxWKapAui0 u 1Ip.),
a Tak/Ke pasJIuuYHBIE APYyrue KapIUuOMUOIATHUMH.
Taxkue mcciaefoBaHUS WMEIOT U [OMOJHUTEJIbHOE
sHauenue. Kak mokasanmu E.R. Behr et al. [48],
6oJiee ueM B ITOJIOBUHE CJIy4YaeB BHE3AMTHON apUTMO-
TeHHOI CMEePTH CePAIle MAaKPOCKOIUYECKH He NUMeeT
MPU3HAKOB HACJIE[CTBEHHOr0 3a00JieBaHUsA, OJHA-
KO OHO TO/JTBEPKAAeTCA FeHeTUUYeCKUM aHaJIU30M.
B cBasu ¢ saTum IIPU BBIABJIEHNM COOTBETCTBYIOIIIUX
MyTaIuil y yMepIIuX PeKOMeHAYTCA o0cjienoBa-
HUs 0JIU3KUX POJCTBEHHUKOB, UTO IT03BOJIAET OOHA-
PYKUTh Y HUX JaTeHTHbIe ()OPMBI 3a00JeBaHUSI U
IIPUHATH CBOEBPEMEHHEBIE MEPHI.

CiiegyeT 3aMeTUTD, UTO B IE€PEYHE BOSMOMKHBIX
IpUUYMUH BHE3AIHOU CMepTH B YKa3aHHBIX BBIIIE
paboTax OTCYTCTBYeT IOHATHE «COEAUHUTEIHLHOT-
KaHHAad JUCILIA3UsA » ; IPOJIaTiC MUTPAJIBHOIO0 KJama-
Ha (IPU OTCYTCTBUU OTPHIBA XOPJ) aBTOPHI paccMa-
TPUBAIOT TOJBKO B COUETAHUY C AUJIATAIINEN JIEBOTO
mpeacepaus, runeprpodueit u pudbposom JIFK, a JIX
He paccMaTpPHUBAIOT BoBce. HaMm Ka'KeTcs BasKHBIM
OPUHATH K CBEJEeHUIO OIIBIT M PEKOMEHIAIINY TaKOU
peACcTaBUTEAbHOI accomuanuu. IlomoGHBINH TOI-
XOJl paclieHrBaeTCAd KaK 3HAUYUTEJIbHBIN Iporpecc,
0C00eHHO B AeTcKoll Kapauosoruu [49]. PasButue
B IIoCjieAHNE IroAbl COOTBETCTBYIOIIINUX TeXHOJIOTU
3HAUUTEJHHO YAEIeBUI0 FreHeTUYeCK1e UCCJIe[0Ba-
HUS U II03BOJISIET CIEJIATh CJAeAYIOI[UH Iar B IIOHU-
MaHUX IIPUYNH HN3HEOIIAaCHBIX apHTMHfI, cTpa-
TuGUIUPOBATH PUCKU, pa3pabaThIBaTh JieUeHUE U
TaKTUKY HAOJIIONEHUs 3a MalUeHTaMUC YKa3aHHBI-
MU 3a00I€BaHUAMMU.



Pestomupys npuBeeHHbBIE JTaHHBIE, MOMKHO CIe-
JIaTh CJeIYIOIre BbIBOIBI:

1) JIX aBiaAmTCA YacThIM KOMIIOHEHTOM CTPO-
enus JIJK. MokHO OpeamosoKuTh, UTO KasKIbII
JKeJIyIoueK MMeeT CBOM MHAWBUIYAJILHBIN «Tpabe-
KYJAPHBIA y30p», aHAJIOTUUYHO UHAUBUAYAIHLHOMY
ManuIIAPHOMY Y30DY;

2) JIX He ABAAIOTCS pPe3yJIbTaTOM IIATOJOTHYe-
CKUX MyTaluii uau 3ab0oJieBaHUeM;

3) He cyimecTByeT CUCTEMHOM CBA3U MEKIY
HannuyueM JIX 1 HapyIIeHUSIMU CEPIeUHOr0 PUTMA;

4) B orgenbHBIX cayuaax JIX MOTyT cOBIIaaTh ¢
MMOJIOKEeHNEM aHOMAJIbHBIX IIPOBOAAIINX IIYTEH UIN
TpurepasiMu 3oHamu B JIVK, ogHako He ABISIOTCA
UHAWKATOPAMHU JTUX IyTell M 30H; JOKaJIM3alusd
MMaTOJOTUYECKUX YYACTKOB BO3MOJKHA TOJBKO IPU

MIPOBENEeHUN BJIEKTPODUZUOJIOTUUECKOTO UCCJIEeN0-
BaHUS;

5) HorkasarenbcTBamMu poJiu JIX B reHese aput-
MU TOJKHBI CIYMKUTH TOJBKO IIPAMas Bepudura-
U IPOBEeHUS NMITYJIbCA II0 XOPe U er0 UCUE3HO-
BEHUe II0CJIe IlepeceueHn s XOPbl NI ee abalun;

6) B usyuenuu (paTaJbHBIX aPUTMUI Ha COBpeE-
MEHHOM BdTalle Heo0XoAuMa WHTEeHCUPUKAIUA
HCCJIeTOBaHUI IreHeTUUYEeCKUX MyTaIluil, CBA3aHHBIX
C KaHAJOIaTUsAMU, a TaKiKe BBIABJICHNE BUPYCHBIX
reHOMOB (IIpU HAJWUYUM YKa3aHWH Ha WHQEKIMOH-
HO-BOCIIAJIUTEJIBbHBIN ITPOIIECC).

R‘omjmunm unmepecoe: agmopvl cmambdvu no@msep-
ounu omcymcmeue A8HbLX U NOMEHUUAJbHbLX TCOHQ)JLU}C-
moe uHmepecog, 0 KOmopbuvlLx Heo0x00umo cooﬁwumb.
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