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JKenyoouxosvie HapyweHus pumma A6AA0OMC HAUOOee SHAYUMbBIM MAPKEPOM 8HE3ANHOT cepOetHOT
cMepmu, a maxie 4acmo Mozym Ovimp 0e010Mom CMpyKmypHo20 3a0071e6aHUS cepOUa U 2eHermuvecku
06ycnosenenHoi aHomanuu. Hedocmamouno usyueHHas spynna apummuil, Komopoti nocesujeHa 0aHHas
paboma, — seny0ouKosvle ApUMMUU, UHOYUUPOBaAHHbIE PU3UUECKOL HAzpy3Koil. VIx 06HAapyxceHUe cONPHEHO
¢ pAdom mpyoHoCMmeti, NOIMOMY Hause OHU CIMAHOBAMCS CLyHatliHOll HAX00KOU, HANpUMep, NP XonmeposcKom
moHumopuposaruu. Hu danvHetiuiuti nian 06cnedo8anus, Hu Memoovl 1eueHus OGHHbIX APUMMUL 4emKo

U 8 NOTIHOTL Mepe He OMPAaNeHbl 6 COBPEMEHHBIX PEKOMEHOAUUAX N0 8e0eHUI0 NAUUEHIN08 ¢ APUMMUIMU,

4o nopoxoaem NPomMueopeuUs0e OMHoueHue KITUHUUUCIMO8 K OaHHOMY muny HapyuwieHuti pumma. Llenv
0aHHOT NYOIUKAUUYU — CUCTEMAMUAUUST OOCYNHBLX OAHHBLX 01NevectnéeHHotl U 3apybercHoti numepamypol,
KACAIOUWUXCS B0NPOCOS SMUONI02UU, NATNO2EHE3A, TeHeHUS U NPOZHOCIMUYECK020 3HAUEHUS HeY00UKOBbIX
apummuii, UHOYUUPOBAHHBIX PU3UHECKOL HAZPY3KOT.

Kmouegvie cnosa: sicenydouxosvle apummuu, pusudeckas HApy3Ka, HE3ANHAS CepOeHHAs CMEPb, UEMUHECKAS
6071e3Hb CepoUa, ApUMMOEHHAT KAPOUOMUONAMUSA/OUCNIASUS NPAB020 HeTyOoUKa

p¥ TMOJO3peHNUM Ha apUTMUIO 0OCIIefoBaHMe
I I HalyeHTa peKOMEeHIOBaHO HaYMHATh C 3JIeK-
tpokapanorpammel (9KI') u xonreposckoro
MoHuTopuposanusa (XM) [1]. DTu MeTOABI FOCTATOYHO
uHpopmarusHbl: cTrangaptHas JKI oTpaxaer amek-
TPUYECKYIO aKTUBHOCTD CepAilla B IIOKOe, a XM 1o3Bo-
JIeT OIpeNe/INTb KOMYEeCTBEHHYIO I KaueCTBeHHYIO
XapaKTepUCTUKN apUTMUU B TedeHue cyTok. OpHako
I KemymoukoBbix aputmuit (JKA), koropble He pe-
ructpupyrorcsa Ha OKI mokos, HO MHAYLMPYOTCA (u-
3uueckoit Harpyskolit (PH), Bo Bpemsa XM He Bcerna
CO3[JaI0TCA YCIOBUA )11 BOSHIKHOBEHIIA.
[l npaBWIBHON MHTEpIpeTAlM NOMYYeHHbIX JaHHbIX
npu XM KpaiiHe BaxkHO, 4T06bI Bce mepuopst ®H 6bumn
3a(pUKCHPOBAHbI IAI[VIEHTOM 1 OTMeYeHBbI BpauoM. B mpo-
TUBHOM CJTy4ae CBA3b apUTMMIU C HAaTPY3KOM OCTaHeTCH
He3aMe4yeHHOI. O4YeBUHO, YTO BBIfIe/IeHNE KaXKIOTO
Harpy3o4HoOro Iepuopia B 24-4acOBOM MCCIIEOBAHUY —
TPY[HAA M MaJIO OCYILIeCTBYMAA 3a/lada, HeTIOCPeCTBEH-
HO BINAKIIAA Ha HU3KYIO BBIABIAEMOCTb JKA, MHAYyIM-
posauubix OH OKADH). [Tpobrema 06HapyKeHNMS TAKIX
JKA ycyry6bnsiercs Taxke MX 9acToit 6€CCUMITOMHOCTBIO,
00YCIOB/IEHHOJ BOSHMKHOBEHUEM Ha (OHe CUHYCOBOI

TaXMKapAMMU U, KaK IPaBUJIO, TAPAaCUCTONNIECKIM XapaK-
TepoM paboThl SKTOMMYECKOro ovara. HecMoTpst Ha TO
41O ¢ nepsoro ynomuHauuA o JKAOH B 1932 r. mpomto
MHOTO BPEMEHH, TUTEPATyPHbIE JaHHbIE OTHOCUTENHHO
HEKOTOPBIX MX XapaKTEPUCTUK OCTAIOTCA BECbMa IIPOTH-
BOpP€YMBbIMY, B OCHOBHOM }3-3a pas/IN4uil B AM3aiHAX
NIPOBEEHHBIX MICCTIENOBAHMIA.

B x1MHWYECKMX peKOMeHAaUMAX IO NpOoQUIaKTUKe
BHes3anHol1 ceppeunoit cMepty (BCC) ckasaHo, 4To ipn
nofo3peHun Ha cBA3b JKA ¢ ®H pexomeHngoBaHo npo-
BefleHNe Harpy3o4dHoit npo6st [1]. IIpu aTom oTcyrcT-
BYIOT YKa3aHN: Ha TO, KaK 3aII0JO3PUTD CBA3b ApUTMUN
¢ pU3MYeCKOIl aKTUBHOCTDBIO, YIUTHIBAA Malyl0 CUM-
nroMHOCTb JKADH, 1 KoMy 13 HalMeHTOB, MMEIOUINX
JKA npu XM, mokasaHo Harpy304HO€ TeCTUPOBaHNeE.
B pasnmMYHBIX IUTEPAaTyPHBIX MCTOYHMKAX, MHOT-
fa KacaoIINXCA eAVHNYIHBIX KIMHNYECKNX CIydaes,
omycaHbl 3a00/IeBaHNA M COCTOAHMS, KOTOPbIe MOTYT
conpoBoxfaTbca pasButuem JKAOH. Cpemn Hux
CepAeYHO-COCYUCThIE, SHTOKPVMHHbIE, ICMXOTEHHBIE,
a TaK>Xe COCTOSHNA, BbI3BAHHbIE TOKCHYECKUMU B/IN-
aHuaMu. Hanpumep, KokamH, 6710KUpys oO6paTHBII
3aXBaT HOpajJpeHaNnHa, CIOCOOCTBYeT PasBUTHUIO
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aflpeHaIMH-UHAYIUPOBAaHHBIX apuTMuii. O6061meH-
Has uHbopMalus 0 Hanbomee YacTO BCTPEUAOINXCS
/YN ABSIONINXCSA MOTEHIIMATbHO 37T0KaYe€CTBEHHBI-
mu JKAOH npefcTaBieHa HIKe.

KaTexonamuHepruueckas nonumopdHas
KenyaouKkoBas Taxukapama

KaTexonmaMmHeprudeckas monumopdHas >Kemrygod-
koBas taxukappus (KIDKT) - macnencTBenHoe 3260-
JleBaHUe, OTHOCsAIIeeCs K KaHA/IOMATUAM U 00yC/IOB-
JIeHHOe HapyILIeHMSAMU BHYTPUKIETOYHOrO oOMeHa
noHos Ca?* BcnencrBue myranuii reHoB RyR2, CASQ2,
KCNJ2, ANK2, TRDN, CALM1, CALM2 n CALM3.
O6sruyno KIDKT cBsisana ¢ Mmytanusmu B reHax RYR2
n CASQ2, Ha MyTauyy B OCTa/NTbHBIX T€HaX IPUXONUT-
cs 0Kono 5% ciy4aeB 3aboneBanusd [2]. benxu RyR2
n CASQ2 BoB/eYeHBl B ONVH BHYTPUKJIETOYHBII Me-
TabOMMYECKUIT IIPOLIeCC, CONMPSDKEHHBIN C KOHTPOIEM
IOTOKOB BHYTpPMK/IeTo4HOro Ca’** ¥ KOHIIeHTpaluM
cBobopuoro Ca** B uuromasMe. BenegcrBue myranmit
B 000UX reHaX NPOUCXOANUT YCUTIEHHOE BBICBOOOXTe-
Hie noHoB Ca”* U3 CapKOIIasMaTNIeCKOTO PETUKYITY-
Ma B OTBeT Ha BXofl MoHOB Ca’** B KJIETKY, YTO BBI3BI-
BaeT Ieperpysky kiaerok monamu Ca*'. B pesynbrare
YCUINBAETCsI TPAaHCMeMOPaHHas AUCIEPCHUs Pelois-
pU3anuy M 3aMycKaeTCs KeyLOYKOBas TaXMKapAns
(OKT) o mexaHu3My 06paTHOTO BXOfA STIEKTPUYECKO-
ro Bo30Oyxgenus, To ectb re-entry [3]. KIDKT sBns-
€TCs1 MOTEHIMATIbHO 37I0Ka4eCTBEHHBIM 3a00/IeBaHIEM,
XapaKTepusyeTcs pasBUTUEM IONUMOPQHOI ABYHa-
npasnensoit JKT, nposonupyemont ®H nnn smonuo-
HaJIbHBIM CTPECCOM, a TaK)Ke BBICOKMM YPOBHEM CMepT-
HOCTY Cpeiyt MONIOAbIX iofieil. CliegyeT OTMETUTD, 9TO
9KT moxost Takux OOTbHBIX He MMeeT CrennduIecKux
n3MeHeHMI1. [Ipy 5ToM, IO HEKOTOPBIM HAHHBIM, Y pAfa
nanuentoB ¢ KIDKT BruisaBnsercs cuHycoBas 6pangu-
Kapaus [4]. VIMeHHO 3Ty pasHOBMIHOCTb KaHaJIOIIATHI
U3-33 OTCYTCTBYA BUAUMBIX CTPYKTYPHBIX U3MEHEHNI]
CepALa J4acTo omMb6OYHO NHTEPIPETUPYIOT KaK UAUO-
HaTN4ecKyo GUOPMIIALNIO JKeTyJOYKOB. ApUTMuULd
MO>KeT OBITh BOCIPOM3BEleHa IIPpU MPOBEeNEeHUN TecTa
¢ ®H nnyn MenyKaMeHTO3HBIX P06 ¢ BHYTPUBEHHBIM
BBemenneM karexomamuuos (KA). IlepBoHauanbHbIe
IAaHHbIE CBUAETENIbCTBOBAMMN O TOM, YTO BHYTPVBEHHOE
BBeJleHMe afipeHannHa s Boiasnenns JKA apdexrus-
Hee, yeM npoba ¢ ®H [5]. Ogxaxo 6onee mospHue uc-
C/IefOBaHMA MOKa3asay MpeuMyllecTBa UMEHHO TecTa
¢ ®H, KoTOpBHIit BIIOC/IEACTBIY PEKOMEH/[0BAIN B Kaye-
ctBe 307otoro craugapra [6]. s KIDKT xapakrepHo
MOSIBJIEHNE Y TIOCTEIIEHHOE YBeNIMYeHe XKeTyLoIKOo-
BOJI 9KTOIMYECKOI AKTMBHOCTY IO Mepe HapacTaHMUsA
O®H, BrnoTs go nHAyKuuy ycroiruusoi JKT unu cepun
«ripobexxex» JKT. ITosToMy BceM marjMeHTaM C fuar-
HoctpoBanHoit KIDKT pexomenpgyercst usberars co-
PEeBHOBATE/bHBIX BUJOB CIIOPTA, CUIOBLIX TPEHMPOBOK
U cTpeccoBbIX curyaumit [7]. B Hacrosmee Bpems pas-
pabarbiBaeTCs HOBas TepaleBTUYecKast CTpaTerns mpu
KIIJKT: 3asaB1€eHO, 4TO NMOBBIIIEHNE JACTOTHI CUHYCO-
BBIX COKpAI[eHNII C MOMOIIbIO aTPONIHA yMEHbIIaeT
mmn ycrpanser JKAOH y nanuenrtos ¢ KIDKT [4].

Kapawonorua u aHruonoria

Jlekuim ana spadei

MOHOMOP(I)HI)IE KaTexoNaMUH-4YyBCTBUTE/IbHbIE

KenyaoukoBbleé TaXnkapauu

[Tomumo KIDKT B nmureparype onmcaHo HECKO/IbKO Ba-

PUAHTOB MOHOMOP(HBIX KaTeXOTaMUH-4YBCTBUTE/D-

HbIx JKT:

= aBromarmdeckas JKT, Bo3HMKawIIas B JeBOM WU
IIPaBOM JKENyLOYKe, He MHUILUMUPYeTCA M He IIpe-
KpallaeTcsi NMPOrpaMMHOI CTUMY/IALMEN IIpefcep-
Iuii, IpoBoLupyeTcs BBefeHneM KA u nmogasnsaerca
6era-agpeHobmokaTopamu (6eta-AB) [8];

= Imapoxcms3MasnbHasa HarpysouyHas JKT, Bo3Hmkarmomas
B BBIXOJHOM TpaKTe IIPaBOrO >KENyHO4YKa, MMeeT
¢dbopmy 6710KazbI TeBOIT HOXKM Iy4Ka [1ca u 6bIcTpO
nepexogut B ycroiumsywo JKT. B ocnose aroit JKT
JIKUT TPUITEPHBI MeEXaHMU3M, OIIOCPENOBAHHbIN
CUCTEeMON LMKINYEeCKOro ajeHo3nHMoHodocdara.
9¢dexTUBHBIMU B KYNMPOBaHUM TaKOM TaxmKap-
ovu sBnAoTCA Oeta-AB, BepamamMma U afeHO3MH.
Omna ncyesaeT TakKe Ipu MaHeBpe Banmbcanbssl [9];

= mocTogHHO-Bo3BpaTHasa JKT, BmepBble ommcaHHaA
L. Gallavardin B 1922 r. Ee ocobeHHOCTD cOCTOUT
B TOM, YTO OHa MOYXET BO3HMKATh U B IMMOKOE, HO Ha
¢doHe yBenMuyeHMs YACTOTHI CEpPEYHBIX COKpallje-
Huit (UCC). Takas XKT takke MOXeET OBITH CIIPO-
BoumpoBaHa BBefeHueM KA, kynupyercs 6era-AB,
BepallaMimiIoM, afieHO3VHOM M MaHeBpoM Bajb-
canpBbl [10]. AHanus BapuabeIbHOCTY CEPAEYHOTO
putMa, npoBefeHublit M.C. Zimmerman B 1986 T.
u B.B. Lerman B 1995 r.,, nokasan ysenundenne YCC
6e3 M3MeHeHMs BaTyCHOTO KOMIIOHEHTa Bapuadeib-
HOCTM puTMa nepeq BosHrkHoBeHneM JKT, uro ere
pa3 HOATBEPAWIIO y4yacTye CUMIIATMYeCKOTO OTZeNa
BereTaTNBHOI HepBHOI cuctemsl (BHC) B renese
aroit aputmun [11].

CuHApom yanuHeHHoro MHTepBana QT

JIucbananc BereTaTMBHOIO roMeOCTasa C yBenmude-

HUEeM CUMIATUYeCKUX BAMSHUI CIOCOOEH MPUBECTH

K pa3puTnio xxnusHeyrpoxamoomux KT npu takoit mato-

JIOTUY, KaK CUHJIPOM YAIMHeHHoro uHrepsana (CYN)

QT. IIpuuem ronpko Bpoxxaennsie CYV QT otHocATCA

K afipeHepruyecky 3aBUCUMBIM IO MEXaHMU3MY pa3BU-

s JKT, mockonbKy apuTMus pasBuBaeTcs Ha (oHe

yCMIeHNsA BAMAHUI cuMIatmdeckoro ormena BHC,

a npuobpetenusi CYVM QT vacTo cunraeTcs naysosa-

BrcumbIM: JKT pasBuBaercs nmocne u3MeHeHNs MHTep-

Baja R-R B Bupe mocnegosatenbHocty short-long-short

(uepemoBaHMe CYNpaBeHTPUKYIAPHON SKCTPACUCTO-

JIUA, TTOCTIKCTPACUCTONNYIECKOI I1ay3bl U IOBTOPHOI

JKeTTyJ04YKOBOJI aKcTpacuctonuu) [12].

V3ydeHbl nBa MAaTOTeHETUYECKMX MEXaHM3Ma Pa3BUTUSA

JKAOH npu CYU QT:

1) moBBIIIeHHAA YyBCTBUTENBHOCTD MUOKapAa K apuT-
MOT€HHOMY BO371eicTBIIO0 KA BCecTBIE IaTONIOI N
VIOHHBIX KaHaJ/IOB C ITOC/IEAYIOIMM HapyLUIeHueM pe-
HOJIApPU3ALUU MUOKap/a;

2) pucbamaHc CMMITIaTYeCKO MHHEPBAIUM, BHIPaXKeH-
HBIJl B CHVOKEHUY IIPAaBOCTOPOHHEN CUMIIATUYECKON
MHHEpBaMM U3-3a CIA6OCTM WIM HENOPa3BUTUSA
[PaBoOro 3Be3[4aToro raurus [12].
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MsBecTHO 0 13 reHax, KOQMPYROIIUX 6enKy U BXOHA-
IIMX B COCTaB VMOHHBIX KAaHAIOB KapAMOMMOINTOB,
MyTalluy B KOTOPBIX NpUBOAAT K paspurtuio CYU
QT: mecTp reHOB ¢ MYTaUMAMMU B KalMeBBIX KaHaIax
(KCNQ1, KCNH2, KCNE1, KCNE2, KCNJ2, KCNJ5),
nBa — B HaTpueBbIX kaHanax (SCN5A, SCN4B), ognn -
B KanbuueBbix kaHamax (CACNA1C) u yeTsipe — crie-
uuduyecKue CBsI3bIBANOIIME U CTPOUTE/NbHbIE OeKI
30 (AKAPY9, ANK9, CAV3, SNTA1). Ha ocHoBaHnuun
9TUX MYTAaLWil BBIENAIOT 13 reHOTUIIOB 3a60/IeBaHMs
(CYM QT 1-CYM QT 13). Y 60mbHBIX ¢ CHHAPOMAMMN
CYN QT 1 u CYU QT 5 tpurrepom B passutun JKA
asnserca OH, npu cunpgpomax CYUM QT 2 u CYU QT
6 - cunbHble aMouuu (CTpax, 370CThb, I/Iad, SK3aMe-
HBI), BHE3AMHBIE aKyCTUYECKUE CTUMYIIBL (OYAUIbHIK,
CUTHAM aBTOMOOUJIS, 3BOHOK TenedoHa), 0COOEHHO
BO BpeMms cHa [1]. OnucaHbl TakXe Hac/le[CTBEHHbIE
¢dopmbl CYUM QT: cunapom [Ixepsernna — Jlanre-Hunb-
ceHa — coueTanue yanuHenHoro QT-unrepsana Ha KT
C BPOXJEHHON ITyXOHEMOTOM, 3MU304aMU IIOTEPU
co3HaHMsA (ayTOCOMHO-pPELleCCUBHBII TUII Hac/lefo-
BaHMs, pa3BUBAETCA NPU IONY4YeHUU peOEeHKOM MY-
TAHTHBIX T€HOB OT 000UX poxuTeneit); cuHgpoM Poma-
HO - Yoppa - codeTaHue yjinHeHHoro QT-mHTepBana
y meteit ¢ KA, MHOTZA C 3MM30[aMM TOTEPY CO3HAHUA,
HO 6e3 HapylIleHMs cryxa U pedn (ayTOCOMHO-JOMU-
HaHTHBII TUII HAac/le[OBaHNsA, OOYCIOBIEHHBII MyTa-
uuAMM B 12 pa3nuyHbIxX reHax). s serasnenus CYU
QT nomumo crangapTHoit IKI moxoda ucnonbsyercs
npoba c gosuposanHoi ®H. IIpusHano, 4TO BOocCcTaHO-
BUTENbHBII Teprof Hanbosnee nHGOPMAaTUBEH B OLIEHKE
pmutenbHOCTY MHTepBana QT. [JuTenbHOCTh MHTEpBA-
na QTc > 445 Mc B KOHIIe BOCCTAHOBUTE/IBHOTO IIep1Ofia
(ciycTs 4eThlpe MUHYTBI ITOC/Ie OKOHYAHMS HATPY3KIL)
xapakTepna s 6onpHbix CYV QT 1-r0 1 2-r0 THIIOB.
ITpu sTom pymrenpHOCTb HTepBana QTc < 460 Mc B Ha-
Jajie BOCCTAHOBUTETbHOTO IIepUofa NO3BOISAET OT/IN-
ynth 60mbHBIX CYW QT 2-r0o Tumna or 6onpubix CYU
QT 1-ro tuma. ®apmakomorndeckas mpoba ¢ afpeHa-
nuHOM (9nnHedpMHOM) TOMOTaeT BBLABUTH OOIBHBIX
CYIN QT 1, nockonbKy npu aToit popMe 3ab6omeBaHmsa
Ipy mpoBefeHNy MHPY3UM afpeHaayHa OTMedaeTCs
IapafloKcajbHOE yBelIMdeHUe NIUTeIbHOCTY MHTepBa-
nma QT. B 3aBUCMMOCTM OT T€HOTHIIA PEKOMEHAYIOTCA
nsMeHeHus obpasa xm3Hu. Hanmpumep, nmanmenram
c cuagpomamu CYM QT 1 u CYU QT 5 cnepyert makcu-
ManbHO orpaHn4duTh ®H, 0co6eHHO cOCTsI3aTebHYIO
CIOPTUBHYIO [IeATeNbHOCTD [13], m1aBanme, CIPUHT,
TQHIIbI VI/IM BBIMIONTHATD UX IO HAOIO/leH1ieM Bpaya.

ApMTMOfEHHaﬂ Kapnuomuonamn/nucnnasuﬂ
npaBoro enypouka

ApUTMOTeHHasA KapAuOMMONATUA/IUCIIIA3KUA IIPABOTo
x)enypouka (AKIIDK) - mporpeccupymomee Hacnep-
CTBeHHOe 3aboneBanne, nposiisiouieecs: JKA, passu-
TUeM cepedHoll HefocTaTogyHOoCT U BCC y MonopbIx
nropeit. Bospact manudecranuu 3a6oneBaHuA IPUXO-
JIUTCA Ha IEPUOJ, MEXY BTOPOJL M Y€TBEPTOI JleKajja-
My XusHu 6onpHOro. [Juarnos AKIIDK ycranasiusa-
I0T KPUTEpUaIbHO, 307I0TOTO CTaHJApPTa JUATHOCTUKU

He cyuectByeT. JKADH MoryT 6bITD IIepBbIM IPOABIIE-
HueM 3aboneBanus y nmanmentoB ¢ AKJIDK, a taioke
npuunHoit passutusa y Hux BCC [14]: y 29% 601pHBIX
apUTMUU BBIPAYKAIOTCA CMHKONAIbHBIMU COCTOAHMA-
M, a 'y 7-23% - 0CTaHOBKOII KpoBoobpameHus. Vs-
BECTHO, YTO JaHHasd KapAMOMUONIATUS 00YyCIOB/IeHa
MYTalMsAMU B FeHaX, KOOMPYIOMMNX OIKY ECMOCOM —
CIIeLMann3UpPOBAaHHBIX CTPYKTYP, 06ecHednBalomnx
BHYTpU- U MEXKJIETOYHOEe B3auMmopelictue. [ene-
TUYEeCKU OOYCIOB/ICHHbIE HapyLIEHM CIIOCOOCTBYIOT
V3MEHEHNI0 TPAHCIOPTUPOBKM OelKa MeXKIeTod-
HOJI ajresmn maakornobuua [15]. PemogenupoBanue
BCTABOYHBIX IMCKOB M yMeHbIIEHMEe YNICTIA JECMOCOM
IpUBOJAT K HAPYLIEHUIO MEXaHNIECKOTO CIIeIlIeHN
KapAVOMMOLUTOB 1, KaK CIefCTBMe, UX arpoduu ¢ no-
crepyomuM GpuOPO3HO-)KUPOBLIM 3aMelleHUeM, YTO
B Jla/IbHeIIeM CITYXXUT aHaTOMUYECKMM CyOCTpaToM
g BosHukHoBeHus KA, B tom uncne JKAOH [16].

B HacTosmee BpeMsA CyIeCTByeT TPU 3THUOIATOTe-
HETMYECKNX TEOPUH, y4acTVe KOTOPHIX B Pa3BUTUM
$ubpO3HO-KUPOBOrO 3aMelleHNsA HOJTBEPXKJEHO:
aToNTo3, MMOKApAUT, HEBOCIIAIUTEIbHAA MIOKAPAMO-
nuctpodus. Hanmune nonnmopdusma maronornde-
ckoro npornecca npu AKJIIDK ¢ BoBneyennem nHTpa-
Mypa/lbHBIX TaHITINEB U M3MEHEHNMEM PeTrMOHaTbHOM
VHHepBallM/ MUOKAp/ia IPUBOAUT K MOSB/ICHNIO OYaroB
aHOMAJIbHOJ aKTUBHOCTH, AVICIIepcuM pedpaKkTepHO-
CTY ¥ BO3BHMKHOBEHIIO 30H «MeJIEHHOI IPOBOSMMO-
ctu» [17]. VisBectHO, yTo AKIIDK MO>XeT posiBIATh-
cA pasnuyHbBIMU Bapma"TamMu JKA - OT OfMHOYHBIX
XKeNTyZOYKOBBIX aKTOnMYecknx Komiekcos (JK9K) mo
HeycroitunBoi mnu ycroiruusoit JKT u pubpunianum
Xemymoukos. Kmaccudyeckum npumepoM apuTMmum pu
AKJIIDK cunraercsa monomopduas KT ¢ MexaHn3MOM
re-entry, a xapakrepnoit IKI-xaprunoit JK9K - 6m1o-
Kajia 71eBoil HOXXKM 1ydka [mca. B To >xe Bpems appe-
Heprudeckue BausHus (crpecc, ®H, nsonporepeHon)
MOTYT HPUBOAUTH K BO3HUKHOBeHUI0 JKA ¢ MexaHMs3-
MOM aHOMaJIbHOTO aBTOMaTmusMa [16].

o pa3HbIM FaHHBIM, HacTeAcTBeHHbIN XapakTep AKIIDK
BpIABIAeTCA B 30-50% cnyyaes. OnmcaHo JiecATh Bapu-
aHTOB ayTOCOMHO-/JOMIMHAHTHOTO THUIIa HaC/lefOBaHMA
U OJMH — ayTOCOMHO-pelleccuBHOr0. C pasBUTHEM IOJIN-
Mop¢uoit JKT na pone OH acconmmpyeTcs MyTanus rexa,
OTBEYAIOIETO 332 CHMHTE3 MIOKapAMa/lIbHBIX PeleNTo-
POB puaHOAMHA — B JIOKyce 1q42 43, KoTOpas BhIABIIE-
Ha B CEMbAX CO BTOpBIM TumoM BpoxpaeHHoit AKIIDK.
He crny4aitHo cpeny (pakToOpoB pUCKa ¥ 3TUX OOTBHBIX
Beflylllee MeCTO 3aHMMAIOT 3aHATHA crioproM 1 OH [17].
TaxuM 06pasoM, yUUTbIBas MOJIOZIO¥ BO3PACT MaljyieH-
TOB, BO3MO>KHOCTDb Pa3BUTHA KU3HeyTpoxkaommx JKA,
Heo6XO[MO TIPOJOIKUTD U3YUeHNe XapaKTePUCTUK
napynupyemeix OH aputMunit y nanmentos ¢ AKIIDK
C IIe/IbI0 PAHHETO BBUIB/IEHNS X 0COOEHHOCTEIL.

Ha(l’lenCTBEHHble HapyweHusa

c0eUHUTENIbHOU TKaHU

B xauectBe cybcrpaTa A passutus JKAPH ydenbie
paccMaTpuBaIOT U HacleCTBEHHbIe HapyIIeHUs CO-
epyaurenpHol Tkanu (HHCT), B ToM uncrne ¢ popmu-
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poBanueM Manbix anomanuii cepaua (MAC). [TokasaHo,
YTO HapyIIeHNA PUTMA y TaKUX MAIVIEeHTOB PeruCcTpu-
PYIOTCA HPeMMYIeCTBEHHO B IIEPUOJBI 60APCTBOBAHNSA
U aKTVMBHOJ IeATeNbHOCTH, B TO BpeMs KaK B IIOKOe I BO
BpeMs CHa UX KOIMYECTBO 3HAYUTEIbHO YMEHbIIAEeT-
cs [18]. B Hacrosiee Bpems nog MAC noHumaroT Ha-
CIE[ICTBEHHO 00YC/IOBICHHBIE U/IV BPOXKIeHHBIE CTPYK-
TypHBle M3MEHEHM KJIallaHHOTO alIapaTa cepzala
U/VIY €TO COeAVHUTENbHOTKAHHOTIO KapKaca, BKII0Yas
MAarucTpaabHble COCYADI, B BUfie PA3/INYHBIX aHATOMU-
YeCKJX aHOMAJINII, He COPOBOKIAMOIINECs TeMOfIMHA-
MUYECK!U IpyOBIMU M KIMHMYECKM 3HAYMMBIMU Hapy-
meHuaMu [19]. B psage paboT nmpomeMoOHCTpupoOBaHa
apUTMOre€HHasA posb Takux aHoMmanuit. Ilokasano, 4to
aput™un y nanuenTos ¢ HHCT, B Tom 4mcne xnuHu-
YeCKM 3HadMMble VM )XKM3HEYTPOXKAIOIIye, BCTPEYa0TCs
yale, 4eM B HONMYIALMK 3L0POBBIX miopeit [20]. JKA
npu HHCT, mo naHHBIM psAfa aBTOPOB, OTMEYaITCA
B 14-89% m coBMajamT ¢ IepuOJaMy MaKCUMaIbHbIX
@H [21]. Pe3ynbTaThl MMEIOMIUXCA UCCTIETOBAHUI IIO-
3BOJIAIOT TOBOPUTD O TOM, 4TO y nanyenTos ¢ HHCT
naroreHes KA mmeer MynbTu(daKTOPHBIN XapakTep,
4TO M 0OYCTIOBNIMBACT UX MIMPOKUIL CEKTP, PasIIIHble
ne1e6HO-IPOPUIAKTIUIECKIE TIOXOBI I IPOTHOCTH-
yeckoe 3HayeHue [21]. OfHOI M3 OCHOBHBIX NMPUINH
BO3HMKHOBEHM HAapYILIEHUI pUTMa AB/IAETCA BereTa-
TUBHas JUCHYHKIMA, KOTOpasg GOpMUPYeTCs y 3HAUM-
TenbHOro 4ncna nanyuesTos ¢ HHCT B panHeM neTckoM
BO3pacTe U CYUTACTCs 0053aTeIbHBIM KOMIIOHEHTOM
pucmnactuyeckoro penorumna. opmuposaHue Bere-
TAQTUBHBIX HapylIeHUil 00yCIOBIeHO BIUSAHMEM Te-
HeTU4YeCKNX (aKTOPOB, IPUBOAALINX K U3MEHEHNIO
byHKUMM THIIOTaIaMyca, TMIoQu3a, IOMTOBBIX XKeres,
CUMIIATUKO-aJpEHANOBONM CUCTEMBI, a TaKXe JAMC-
GyHKIMM TUMOMKOPeTUKYIAPHOIO KoMIIeKkca. Kak
OTpaKeHMe M3OBITOUHBIX CUMIATUYECKUX BIUAHUI
y manyeHToB ¢ MAC Hanbormee 4acTo perncTpupyercs
CUHYycOBasA Taxukapaus. Tak, npu aHanuse fanHbX XM
ObUIM 3aUKCUPOBAHBI CYTOYHbIE KONebaHus cepped-
HOro purma ot 54 go 120-130 B MUHYTY, B TO BpeMs
kak Ha IKI nokos YCC B monmoBuHe clydaeB He Ipe-
BbIIIaJla HOpMaJIbHBIX 3HayeHmit. KonmmnuecTso snmuso-
JOB CMHYCOBOJ TaxMKapuyu BapbupoBanoch oT 10 go
416 B TeyeHME CYTOK, 60JIBIIMHCTBO MPUXOIUIOCH
Ha [epuof aKTUBHOI GuU3ndecKoil festenpHocTn [22].
B rpynme nmui; MONOJOTO BO3pacTa 4acTO BCTPeYaoT-
Cs1 coueTaHMe IpoJalca MuTpanbHoro Kiaanana (MK)
¢ noxxubiMu xopgamu (JIX) nesoro xenymouxa (JIXK)
(40,4%), nsonupoBaHHble nponancet MK (23,2%)
n JIX JIK (17%) [20]. CnemyeT oTMeTUTD, YTO IOTpa-
HUYHBbIe 3HaYeHN IponabupoBanus (MeHee 3 MM) 6e3
yronuenus ctBopok MK (cTBopku MeHee 5 MM) 11 3Ha-
YYMON perypruranuy (He Bbllle 1-J CTeIIeHM) MOTYT
6prTh oTHeceHBl K MAC. B cyyae BHIABIEHUA ceMeit-
HOTO MM MMKcoMaTo3Horo nponanca MK oH fomxen
ObITb OTHECEH K CaMOCTOSTEbHOI HO30JI0TMYeCKOlt
¢dopme. Passutne KA npu nponance MK momumo Be-
reTaTMBHON AMCOYHKUMM M TUIEPCUMIIATUKOTOHUN
MOXeT OBITh CBSI3aHO C aHOMA/IbHO TPaKLMeN Imanmi-
JIAPHBIX MBI [23], MeXaHUMYeCKUM pasfipaKeHNeM

Kapawonorua u aHruonoria

Jlekuim ana spadei

9H/IOKAap/a ¥ MUKCOMATO3HO N3MEHEHHBIM) CTBOPKaMM
MK [24]. /I3BecTHO, 4TO y MalMeHTOB C MpY3HAKaMU
MUKCOMaTo3HOM jereHepanuu MK cpepgHee xonmue-
ctBo JKOK B cyTKM 1 yac 61710 OCcTOBEpHO 6OrblIeE,
4eM B OTCYTCTBUE TaKoBoro [25]. YcraHoBIeHa mps-
Masl KOppenALVOHHAsA 3aBUCYMOCTb MEXJIY 4acTOTOIA,
a TaK)Ke CTENEeHbI0 TsHKeCTV HAPYIIEHUI pUTMa I ITIy-
6uHoit nponanca MK.

VimeroTcst jaHHBIE O GOMbIIEN YaCTOTE PETUCTPALUN
JKA mpu cHMKeHMM TKaHEBOTO COfep)KaHMSA MaTHUA
npu atoit anoMamuy [22]. BCC y namyeHToB ¢ Ipoal-
coM MK HOCKUT apUTMOTeHHBII TeHe3 U 00YCIOBIeHa
passutueM uanonarndeckoit KT wmu JKT Ha done
CYU QT [24]. Kpome TOT0, 110 AaHHBIM 37IEKTPODUIO-
TOTMYECKNX UCCTIeNOBAHNIA, Y TAIMIEHTOB C IIPOJIAIICOM
MK n BCC JK3K, BosHukawommnit 8 BonmokHax ITypku-
Hbe, CTY>KUT TPUITEPOM PasBUTUA GUOPMIIIALNI XKe-
TTY,04KOB.

Cpeny pasmnyHbIX MaTO(PUINOIOTNIECKUX MEXaHU3MOB
97IEKTPUYECKOI HECTAOMIBHOCTY MIOKAP/Aa y MallyeH-
toB ¢ mponancom MK rtakxe omucans! ¢pubpos B obma-
CTU NMANVIIAPHBIX MBI U AUCQYHKIVA MUTPATbHOTO
Komblja [26]. B BOSHMKHOBEHMM 3/T0Ka4eCTBEHHBIX JKA
npu nponance MK, BeposiTHO, nrpaer poab KoMOuHa-
st cyberpara (pernoHanpHas runepTpodus MIOKapaa
u ¢pubpo3 BonokoH Ilypkunbe) u Tpurrepa (MexaHmude-
CKOe pacTsDKeHMe), BBI3BIBAIOIIEro MpeXAeBpeMeHHbIe
JK3K mu3-3a mepBuuHOit MOpGOPYHKIMOHANTBHOI aHO-
MaJIny KOJ/blja MUTPAIbHOTO K/IanaHa [26].

ITo manubM muteparypsr, JIX JDK Takke MMeEOT BBICO-
KYI0 apUTMOT€HHYIO 3HAYMMOCTD. /11 00bACHEeHNA UX
BIMAHMA Ha pasButie KA ommcaHbl HECKONBKO Mexa-
HU3MOB. Bo-niepBsix, JIX crioco6Ha QyHKUMOHNPOBATH
KaK IIPOBOJIHNUK M3-3a HA/IMYUA B Hell KJIETOK IIPOBOJA-
Iell CYCTeMBbl, TeHepupys GpeHoMeH re-entry. Bo-BTo-
PBIX, MEeXaHMYEeCKOe pacTsyKeHMe MMOKapja B MecTe
npukperienus JIX cioco6Ho reHepupoBaTh SKTOIMYe-
CKUe UMIYIbCHI [27]. B-TpeThux, MecTa MpUKpEeIIeHNsI
JIX MOTyT OBITb y4aCTKaMM C IOHIDKEHHOI CKOPOCTBIO
IIPOBEleHNA VIMITY/IbCOB JIMOO IOMTHOCTBIO UX OIOKU-
pOBaTbh, BBHI3BIBAsA JIOKATbHbIE «3aBUXPEHNA» B IPO-
BOJsAIIEi CHCTeMe, TaK)Ke 3alycKalollye MeXaHU3M
re-entry, YTo 3HAYMTE/IbHO IIOBBIIIAET PUCK Pa3BUTHA
JKA. Kpome toro, J/IX nHOrfga y4acTByIOT B peMOfe/N-
POBaHUU CepALa, YTO CaMo IO cebe ABJIAETCA MPOAPUT-
MoreHHbIM (akTopoM [27]. IlpuunHoit 6uoanexTpude-
CKOJI HeCTabMIbHOCTY MMOKapa MOXET CIIY)XUThb ero
Mop¢osorundeckasi HeOJHOPOLHOCTD, BO3HUKAIOIIAs
BC/IEfICTBYUE TIOKATbHBIX HAPYIIEHNII MUKPOKPOBOTOKA
3a CYeT TPAKIVY TKaHell, IPMIeXaIX K MecTaM IIpu-
kpemteHus JIX. K Tomy >ke u3MeHeHMSI MUKPOLMPKY-
nsanuy Mmuokappa, obycinosnennsie HHCT, Taxoke sB-
JITIOTCS IPUYNHOI PasBUTHA YIaCTKOB CKIepo3a (m16o
anonTosa). Yepenysach ¢ GyHKIMOHATBHO aKTUBHBIMU
30HaMU, OHU OOYC/IOBNIMBAIOT NIEKTPUIECKYIO HEOJHO-
pomHOCTb TKaHell cepaua. K ¢popMuposanuio ogaros
3KTONMYECKOl aKTUBHOCTU M pa3BuTuio KA moxer
IpUBOJUTD pasfpakeHMe dH[OKapfia IOf, BIUAHUEM
n36prTouHO AmHHOI JIX. Typ6yneHTHBIT TOK KpOBH,
BO3HMKAIOLIVII 13-32 IIPENATCTBUA Ha €ro YT B BUJIE
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IOIIePeYHOr0 TAXKa, — (paKkTop, cIocoO6CTBYOIMUI 6110-
3/IEKTPUYECKOIT HeCTabUIbHOCTY MIOKapya [27].
Taxum o6pasom, HHCT, B wactHoctt MAC, HecMoTps
Ha OTCYTCTBYE 3HAYVMMBbIX TeMOJTHAMIYECKIX Hapylie-
HMIA, MOTYT CIIOCOOCTBOBATb apUTMOTreHe3y 1 00yCIOB-
nmuBaTh passutre JKA o Bpema ®H, B Tom 4ncie sxms-
HeYTPOXKAIOLINX.

funepTpodua mnokappa
npv apTepuanbHOM runepTeH3umn

Inneprpodusa Muokappa m060ro IPOUCXOXKAEHN II0-
TeHIMaAbHO Ipoaputmorenna [28]. Hanbonee yacroii
IPMYMHON PasBUTUA NAHHOIN MATONOTUM B KIMHNYE-
CKOJI MIpaKTUKe ABJIAETCA apTepyaabHaA TUIEPTeH3NA
(A@). Mexanusmbl passurusa KA npu runeprpodun
JDK pasHOOOpasHBI 1 BKIIOYAIOT KaK HEIOCPENCTBEH-
Hble V3MEHEeHMS 9NeKTPOPU3NOTOTUIECKUX CBOVICTB
MMOKapfa BCIeACTBIE eTo InepTpoduy, mponudepa-
1y GUOPO3HOI TKAHU, YMEHbIIEHN MEeXXKIETOYHOTO
B3aJMOJIENICTBYA, TaK ¥ ONOCPENOBAHHbIE IIPUYNHBI,
CBsI3aHHBIE CO CHIDKEHNMEM KOPOHApHOTO pe3epBa, Cu-
CTONMMYECKON U AMACTONINYECKON AuCcYHKIMelN, aKTU-
BaIMell CUMIIaTOApeHaNT0BOII CUCTeMBI, HabM0gaeMolt
y 6ombumHcTBa HanueHToB ¢ AT ITosB/stiommasics anek-
TpU4YecKass HETOMOT€HHOCTb MMOKapfa, HapylLIeHNe
IPOHNIIAEMOCTH KJIeTOYHBIX MeMOPaH JIs pasnUIHbIX
VIOHOB, yBeINYeHNe TOTPeOHOCTU B KUCTIOPOJie TaKXe
CO3[AI0T IPEAIOChIIKY A7 BO3HMKHOBeHMs JKA.

B nuccnegoanum M.IO. KonecHuka u coaBT. My>KYMHBI
¢ AT n HapymenuaMy putMa, MHAynupoBaHHbiMu OH,
XapaKTepu30Ba/ICh 60/Iee BBIPaKeHHBIM ITOpakKeHIEM
opraHoB-MuLIeHel (6oee BBICOKVE 3HAUEHNUS MHIEKCa
Maccel Muokappa JIXK u TonmmHel MHTMMAa-Meayab-
HOTO KOMIIJIEKCAa COHHBIX apTepuil, HU3Koe 3HaueHue
CKOpOCTH KITYOOYKOBOJ (UIbTpaLMU) U BBICOKON Cy-
TOYHOJI BapuabeTbHOCTBIO apTEPUAIBHOTO JJaBIeHUs
(AIl) mo cpaBHeHMIO C mauyeHTamu 6e3 apurmmit [29].
ABTOpBI ITOKa3amM, YTO yBeAMUeHMe BO3pacTa 60/b-
HBIX ¥ HPOAO/LKUTeNbHOCTN Al, mporpeccuposaHue
puactonndeckoir pucdynkuuu JDK u xaporupHOTro
aTepocK/Iepo3a, CHiKeHue TonepanTHocTH K PH acco-
LUUPYIOTCS ¢ MaHudecTalyei apuTMuil yxe Ha paH-
Hux sranax Tpegmuin-tecta (TT). Kpome Toro, He3a-
BJICMMBIMU TIpeAUKTOpaMu paHHel nHpykuun KA Bo
BpeMsa T'T 6bu1u Bospacr crapie 50 €T, MHAEKC MacChl
muokapaa JIK 6omnee 120 r/M?, HU3Kas TOEPAHTHOCTD
k OH u Boicokas BapuabenprocTb All. CienyeT y4nTsI-
BaTb, 4TO TsDKenas runeprpodus JIK obbruno compo-
BOXK/Ia€TCsA aHOMA/IbHOI KOPOHAPHOIL ay TOPEryisanuen
U KOPOHAPHBIM KPOBOTOKOM, YTO Je/laeT IaleHTOB
6oree MpefpacIONOXEeHHBIMY K MUKPOCOCYAUCTBIM
uireMu4eckuM co6bITusiM. OcobeHHO HebmaronpusT-
HO codeTaHue BbIpaxeHHOI runeprpodun JDK u ma-
poxcusmansroit JXKT. ITomumo Hammums cyberpara
Bo3HuUKHOBeHN10 JKAOH y manuentos ¢ Al moryTt
CIoco6CcTBOBATD Ipemnaparsl (AUMypeTuKn), IpuBosi-
I[ye K 9MeKTPONUTHOMY AMCOANaHCy, B YACTHOCTH TU-
MIOKa/IMEMUN ¥ TUIIOMAaTrHNMEMMHM, YTO B CBOIO Ouepellb
MOXXeT CIIYXKUTb BaXHBIM ITYCKOBBIM (aKTOPOM apuT-
MoreHesa [28].

WMwemnyeckas 6onesHb cepaua

JKA®H yacTo acconmmpyoTcs ¢ NlleMudecKoir 6omes-
Hpio cepaua (MIBC). CornacHo JaHHBIM JIUTEPATYPHI,
y 36-50% manuenTos ¢ JKAOH (mo gpyrum maHHBIM,
mo 85%) snocnencTeuy Auarnoctupyercsa MIBC. Hexo-
TOpBIC YUeHbIe AIIPUOPYU OTHOCAT BCe apUTMMUM Y OOJIb-
HbIx VIBC K acconmmnpoBaHHBIM C UlIEMMEN MUOKap/a.
CxasanHoe KacaeTcs 1 mHAyuupoBanHeix @H. Hanpu-
Mep, B pabote H.II. Jsmunoit y manuentos ¢ IBC npn
posuposaHHOV OH Xenmyo4KoBble apUTMUN BO3HU-
Kamn B 29% ciaydaes, IpudeM TONMbKO B 68% atm JKA
coueTannch ¢ uaMeHenneM cermenra ST. Tem He MeHee
B JAaHHOM JCC/IeJOBAaHNUM BCE HapyIIeHU: PUTMA, 3a-
perucTpUpOBaHHbIE BO BPeMs BEIO3PrOMETPUYECKOI
mpo6sl, Ipr3HaBamuCch Koponaporenueimu [30]. Ox-
HaKO HEKOTOpble JaHHbIe YKa3bIBAIOT Ha TO, YTO IIO-
ABJIEHME WM yBenudeHue Konudectsa KA Bo BpeMs
npo6sl ¢ ®H He 03HauaeT MIIEMUYECKOTO XapaKTepa
aputMmit y Bcex 60mpHbIX VIBC. B kauecTBe HesaBycH-
Moro Bepyuero ¢akropa B rerese JKA, mposonupye-
Mbix OH, MOXeT BBICTYNAaTh I'MIIEPCUMIIATMKOTOHMA.
ApryMeHTOM IIpM 3TOM CITY>XUT PacHoOJIOKEeHNe odara
JKeNTyJ04YKOBOII 3KTONNY BHE 30HbI uiemun. Heopno-
POJHOCTb IIPOLIECCOB pe- U JeNONApU3aLNM, a TaKKe
pucrepcus pepakTepHOCTY MUOKapAa MOXKeT BbI3-
BaThb JKA u B oTrcyTrcTBMe MmeMun mMmokapga. Odge-
BUJJHO, YTO Heobxopumo guddepeHnpoBaTs uiie-
Muyeckue KA oT HEKOPOHAPOTe€HHBIX HAIPy30YHBbIX.
B cnywasx, korga npu seinonHenun tecta ¢ ®H nomy-
yeHa Tpuaja — fgenpeccusa cermeHrta ST, cTeHOKapaMs
n JKA, nmeMmdecknit reHe3 apUTMUM He BBI3BIBAeT
comHeHuit. CIOXHOCTU OMAarHOCTUKM BO3HUKAIOT,
eC/Iu MPOTpeccUpOBaHe aPUTMUY OIlepeXKaeT MPU3Ha-
KM MILEMUY U CITY>KUT eI HCTBEHHBIM KpUTepyeM Ipe-
KpallleHJ sl Harpy304Holl mpo6sl. Takas npoba npusHa-
€TCsl COMHUTE/IBbHOI ¥ He CIIOCOOHA HI ITOATBEPANTD,
HJ ONIPOBEpPTHYTh nireMydeckuit renes KA. Tak, y6e-
AUBIINCD, YTO Pe3yIbTAThI OGHOKpATHOI IpoOsr ¢ OH
He M03BOJIAIT OIHO3HAYHO CYAUTD O IPOUCXOXKACHNN
JKA®H, T.B. Tpemkyp u coasT. B 2004 I. IpeRIoXmIn
C1Ioco6 AMAarHOCTUKM MIIEeMUYECKMX XKeTyJOIKOBBIX
HapyuweHuit putMa y 6onpasix VIBC [31]. Ilpn 3Ha-
YYMOM yMeHblIeHMM uiau ucdesnosenuu KA (ogu-
HouHbIx JKIK Ha 75%, mapubix Ha 90%, JKT Ha 100%)
Ha (oHe CyONMHIBANIbHO NPUHATOrO Ng HapyLIeHUs
PUTMa IPU3HAIOT UIIEMUYECKMMU. ABTOPBI ITOKa3au,
4T0 0coboe 3HaueHue mpoba ¢ Ng nprobperaer mnpu
COMHMTE/IPHOM Pe3y/IbTaTe Harpy304HOTO TeCTA, KOIrja
nosiBneHne/mporpeccupoBanne KA CIyXUT eguHCT-
BEHHBIM KpUTepyeM ero npekpamenns. [Ipu Hexopo-
HaporeHHbIX JKA Ha (oHe npremMa HUTPATOB aPUTMMUS
He YMEHDbUINTCA B KOMYECTBE Y/UIU KOMIJIEKCHOCTH,
a, HA06OPOT, MOXKET JaXKe YCUIUTHCS. JJOMOMHNUTe Ib-
HO IIpOBefeHHas ¢apMaKoIorMyeckas Harpy3odHasd
npo6a ¢ 6era-Ab B fanpHelllleM IOMOTraeT yTBep-
OUTbCA B CMMIIaTo3aBUCUMOM xapakTepe JKA. Beugpy
pasnnuHol TpakToBKM reHe3a JKA y mauuenTos c MIBC
B IIPOBEIEHHDIX MCCIEOBAHNUAX NAHHbIE O BBIABICHUN
nHAyurposaHHbx ®H aputMmuii, a MMEHHO MIeMIYe-
cknx KA pasuarca. R. Trejo n coaBT. mokaszanm, 4To
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JKA, Bosnukaromue npu ®H y 6onbabix MBC, gacTo
CBUJIETENbCTBYIOT O TsDKENBIX CTEHO3aX ¥ MHOTOCO-
CYAMCTOM NOPa’KeHMM KOPOHAPHOTO PyCiia, a TaKxkKe
o puchyukuuu JIK [32]. Ognako R.A. Schweikert
M COaBT. oNpoBeprau B3ammocsasb KA co creme-
HbBI0 BBIPQ)KEHHOCTV KOPOHAapHOT'O CTEHO3a, JOKa3aB,
YTO apUTMUM YaCTO CONPOBOXAAIOT MUKPOCOCYAU-
crywo runonepdysuo muoxappa [33]. J. Beckerman
n coaBT. B 2005 I. IpMIIM K BBIBOJY, YTO MIIEMUYeE-
cKkas genpeccus cerMeHTa ST MeHee apUTMOTeHHa, YeM
a/leBalusA, acconyuupyemas ¢ 60mee BHICOKUM PUCKOM
passutus BCC [34]. A. Elhendy n coaBT. onlennnu B3a-
umocB:A3b Mexxy JKADH u aHoManbHbBIMU [IBYDKEHU-
sIMU CTEHOK MMOKapJa C OMOIIbIO 3X0KapAauorpadun
Bo BpeMa ®H. M3 1460 nanueHTOB ¢ MPOMEXYTOYHON
IpeTeCTOBOJ BEPOSTHOCTBIO NMOPAXKEHNA KOPOHAp-
HBIX apTepuil TonbKo y 146 (10%) Bosuuxmu JKA npn
®H [35]. M. Condini u coaBT. onucanu 47 MalyeHTOB
¢ XT, Bosuukuteit B mepuox mpobst ¢ ®H (BbisaBise-
MocTb coctaBuna 0,8% n3 5730 TT). 40 u3 HUX UMenn
3aboneBanue cepaua, B ocioHoM VMIBC. Ilpu stom
JKT 6plma HEMpPOJOIHKUTENBHON ¥ KYIMpPOBaIach ca-
MOCTOSITEJIbHO ¥ BCeX, KpoMe OFHOro 6ombpHOro [36].
J. Milanes u coaBT. coo6mmnm o 4% Bcrpedaemoctu JKT
B 900 TT, BeimonHeHHbIX ManueHTaM ¢ VIBC, o cpas-
HeHMIo ¢ MeHee 4eM 0,1% B 1700 TecTax cpepy mamnu-
enros 6e3 IBC. IIpumMeyarenbHo, 4TO 79% NalIeHTOB
¢ JXXT B uccrenoBaHuy 3TUMX aBTOPOB MMeNM TaKOKe Ia-
Tonorudeckoe cMmemienue cermenta ST. OgHako nMe-
10TcA U MHble faHHble. Hanmpumep, G. Casella u coasr.
oneHnnu B3anMocBA3b JKAOH u nmemun y 777 nauu-
€HTOB, KoTopble mpouu Tect ¢ PH. Hecmorps Ha To
4T0 60nbHbIe ¢ Harpy3ouHsimu JKA 6pimu crapuie u ¢
HOBBIIIEHHBIM YPOBHeM A]l, HUKaKUX CyIIeCTBeHHBIX
pasnInumii B OTHOIIEHUM MIIEMUMN, MHAYLIMPOBAHHON
@H, o6Hapy>xeHO He 6b1710 [37].

YuutpiBasg NpOTUBOpPeYMBLIE TaHHbBIE JTUTEPaTyphl
o cBa3u JKA®H c Tpa"suTopHOIL niteMneir MMOKapaa,
MOJKHO CTeNaThb BBIBOJ, YTO I B 3TOM Cepbe3HOM BO-
Ipoce HeT ACHOCTU. BepoATHO, KaxabIi cmydait KA,
ocobenno JKT, cnposounposannoit ®H, cienyer Tina-
TEeNIbHO U MHAVMBUYa/JIbHO aHATM3MPOBATh, MCKII0YAs
npexpe scero VIBC.

«Nanonatnyeckune» KeJlyaouKoBble apuTmMunu,
WHAYUNpPOBAHHbIE ¢M3M‘IGCKOM HarpysKkoun

MHorue nccnefoBaHNs, HallpaB/ieHHbIe Ha U3y4YeHUe
npuant JKADH, He 06HAPYXMBAIOT UX, U TOIAA APUT-
MUY DPU3HAIOTCA «Mpuomarndeckumm» [38]. Kaxk yxe
orMeyanoch, JKAOH moryT 6bITh IIepBBIM U €AVNHCT-
BEHHBIM IIPOSIBIEHIEM OCHOBHOTO 3a00/eBaHuUsA cep-
Ala. 9To 06BACHNMO: JIs TOsIBIeHns cybcTpara, Jo-
CTaTOYHOTO [/IsI BU3yaau3aluy, HeOOXOAMMO BpeMs,
3a4acTyIo BecbMa IpogopkuTenpHoe [39]. Kpome Toro,
B TPYIIY «UMONATHYECKUX» MOTYT OBITH OLIMOOYHO
OTHECeHbI apUTMNHU Y NI 6e3 ABHOTO CTPYKTYPHOTO
3a607eBaHMs CePALia, HO C TeHETUYEeCKM 0OYCIOBIEH-
HBIMM TTOTEHIMATbHO 3/10Ka4eCTBEHHBIMM MATOJIOTH-
amu, HanpuMep KaHanmonatuamm: CYW QT, cuappom
bpyrapma, KIDKT. etanbubiit c60p aHaMHe3a, aHa-
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nu3 xapaktepuctuk KA, TmarensHoe o6cnefoBanme,
a Tak)Ke IIPOCIEKTMBHOE HaOMIOfjeHNe MOTYT CI0CO00-
CTBOBAaTb CBOEBPEMEHHOI AMarHOCTIKE OCHOBHOTO 3a-
6oeBaHMs U, KaK CIefCTBUe, GO/lee paHHEMY Hadaly
JledeHNs, a TPy HeOOXOAMMOCTH U IIPOBEAEHNIO MePO-
[PUATHI, HAIPABJIEHHBIX Ha IIPO(MIAKTUKY Pa3BUTI
BCC.

NleyeHne xenyaoukoBbIX apUTMUIA,
MHAYLUPOBAHHDBIX GU3UYECKON Harpy3Koil

ITo maHHBIM HEKOTOPBIX aBTOPOB, Y MOJIOABIX 1 Oec-
CUMIITOMHBIX ML 6€3 CTPYKTYPHOJI ITaTOIOI UM CepALa
JKA®H He TpebyioT neuenns [1]. B octanbHbIx ciyya-
X C y4ETOM CHMIIATO3aBUCUMOTO XapaKTepa apuTMIU
mpemapaTamu Boibopa saBnsaTcsa 6eta-AB, mpuyem kak
npu VIBC, Tak u npy HekopoHaporeHHBIX JKA [40]. Tem
He MeHee TaKas TOUKa 3peHMs CyIIeCTBOBaa He BCeT/a.
Jonroe Bpems 6pITOBaIO0 MHEHME O HI3KOM 3¢ (PeKTUB-
HocTu Geta-Ab mpu JKA. Heobxonumo fo6aBuTh, 4T0
neyeHue 6eta-Ab cremyer nmpoBoanuTh Ha QoOHe Tepa-
MM OCHOBHOTO 3abojieBaHUA M MoAuUKaLU cep-
[eYHO-cocynucToro pucka [1, 34, 39]. Ilpu nanuuun
IpOTUBOIIOKAa3aHMit K Tepanuu 6era-AB, mpu ux He-
3¢ GEeKTUBHOCTI MM BBIHY)X/EHHOI OTPaHUYEHHOCTI
(HampyMep, BbIpa)kKeHHas TUIIOTEH3UA, OPOHXOCIIa3M)
MOXXET pacCMaTPUBATBCA XUPYPIUYECKMUI METOJ
yCTpaHeHMs oyara apuTMOTeHes3a — pafiuo4acTOTHAsA
KaTeTepHas abnanus uin kpuoabmauusa. Kpome mamoit
VMHBa3UBHOCTYU IIPEUMYIIECTBO ONEPATUBHOIO JIede-
HUA 3aK/TI0Y9aeTCSA B BO3SMOXHOCTU OHOMOMEHTHOTO
3abopa 6MoITaTa, YTO MOXKET CTaTh KIIOYeBbIM Jiuar-
HOCTUYECKUM METOJOM /A BepuUKaIuy AMarHO3a
U BBISIB/IEHUSI OCHOBHOTO 3aboreBanms. [TokasaHo, 4To
BHC urpaet BaxHYI0O posb B apuTmoreHese. Iloaro-
MY B HacTosllee BpeMs HpeAIPUHIMAIOTCS MONBITKYI
ROIIONHATH Tepamuio 6eta-Ab MeTonaMy HellpOHHOIN
MoRynAnuM (MeTOfbl CMMIATMYECKON HeHepBaluu
ceprla, fleHepBaluy MOYeK, CTUMYIALUM OTyXaaro-
[ero HepBa, abmanuy TaHIJIMOHAPHOTO CIIIETEHI)
1 medeHuA aputmuii, B ToM uncie JKAOH. Xopommii
addext monyden y nanuentos ¢ CYVM QT. Ho npu fpy-
rux 3a60/meBaHMAX, IPOAB/IAOMINXCA APUTMUIECKUM
CMHJIPOMOM, 9TU METOBI BCe ellje HaXOAATCS B CTafNu
uccnegoBauus [41]. BonplIMHCTBO aBTOPOB CXOAATCS
BO MHEHMM, YTO IIPYU IeHeTUYECKN [eTepMUHIPOBAH-
HBIX 3a60/IeBaHUAX, KOTZa crenyduyeckas sTUOMATO-
TeHeTU4YecKas Tepanus OTCYTCTBYET, JiedeHNe TO/KHO
ObITD epCOHNPUUNPOBAHHBIM 1 6a3MpPOBATHCA Ha pe-
3y/lbTaTax yriay6meHHoro obcmegoBanms. B rakux cu-
TyalyAX JO/DKHA IMPUMEHATbCA aHTUAPUTMUYECKasd
Tepamnus, obecrednBaromas NpoQUIAKTUKY U JTedeH1e
xusHeyrpoxatomux JKA. [Insa rectuposanus sddexk-
TUBHOCTY NPUMEHSIEMOIl Tepaluy PeKOMEeHLOBAHO
ucronp3osBarb XM 1 HarpysouHsle mpo6st [1].

I'IporHocmquKoe 3HaYyeHue XenyaouKkoBbiX

ApUTMNU, UHAYLUPOBAHHDIX (I)MEWI‘IECKOM Harpyskou
Pasnmuunas IIPOJO/DKUTENDPHOCTD MIPOCIEKTUBHBIX Ha-
O/IIofIeHNMIT 3a49aCTYIO CIOCOOCTBOBAIA OTYYEeHUIO Kap-
AVMHAJIPHO IIPOTUBOIIONOXHBIX PE3Yy/IbTATOB, B CBA3N
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C 4eM J10/IToe BpeMs KIMHUIVCTI He IPULaBaIn cepb-
esHoro 3HaueHus JKA Ha ¢pone OH.

B HacTosAmee BpeMs, 06CYXAas IMPOTHOCTUYECKOE
sHaueHne YKADH, mHorue mccnegoBaTenn CXogsaTcs
BO MHEHMM, YTO NPOTHOCTNYECKOE 3HaUeHNe MpeXx/e
BCETro 3aBUCUT OT OCHOBHOTO 3a00/€BaHus, BCIEACT-
Bre koToporo JKA mossunuce. ViMeHHO 1o3TOMY 060-
CHOBAaHHO HaIIpaBJieHMe Ha OOHapy>keHNe U OLeHKY
BBIPXKEHHOCTH OCHOBHOrO 3abomeBanns [42]. Oco-
6eHHO BaXKHBIMU IPECTAB/AIOTCS POBefeHne fud-
(depeHIMaNTBHOTO [UaTHO3a U OIIpefie/IeHNe XapaKTepa
BO3HMKaomux Bo Bpema ®H apurmnii, mocKonbKy
ObITYeT MHEHNe, YTO Y MHOTUX IAIlVIEeHTOB BIIOCTIEN-
crBun guarnoctupyercs VIBC. Kak usBectHo, y 601b-
HBIX MieMmdeckol 6onesnpo JKA, Bo3HUKaOI[ue
Ha BpicoTe ®H ogHOBpeMeHHO C [PYrMMM IpU3HAKa-
MM UIIeMUN, IPOTHOCTHYECKM Hanbosee Hebmarompu-
ATHBL, 1 yacToTa BCC y TakMxX nmanueHTOB JJOCTUTAET
23-30% [42, 43].

Bce 6ombure nccnenoBareneit cunraior JKA, peructpu-
pyembie npu OH, 60ee cepbe3HBIM MapKepoM pUCKa
passutus BCC, yem JKA nokos. Ocob6oro BHUMaHMSA
3aCMy>KMBAIOT IPOJIO/DKUTENbHbIE MCCIefloBanus. Tak,
X. Jouven u coaBT., HabmOKasA 3a MalMEHTaMU B Tede-
Hue 23 71eT, KOHCTaTUPOBA/IN, YTO Y MY>KUNMH C YaCTHIMMI
JK9K B nepnon OH 6e3 ycTaHOBIEHHOTO 3a60/MeBaHNA
cepAlla CMEPTHOCTb OT CEPAEYHO-COCYAMUCTHIX IPU-
uyH Beiire [44]. Ilo pesynpraTam sxe @paMuHIeMCKOTO
uccaemoBaums, msaierocs ¢ 1948 r., JKA®H accomn-
UPYIOTCA C MOBBIIIEHHBIMY IOKa3aTensAMM CMEpPTHO-
CTM OT JIOOBIX IIPVYUH, HO He CBA3AHbI C Cepbe3HBIMU
CepAeYHO-COCYRUCThIMK coObITHAMM [45]. IIpu saTom
B3aMIMOCBA3b apUTMUNU C MOBBIIIEHHBIM pruckoM BCC
He 3aBUCUT OT rpaganuit KA, ee Ham4Iua B BOCCTAHO-
BUTETBHOM Iepuope, pucynxuym JDK nnu nmemnyge-
ckoro cMeenns cermenTa ST. Bmecre ¢ Tem foctarou-
HO CJIOXHO JI0Ka3aTh IPUYMHHO-CIENCTBEHHYIO CBA3b
MeXJAY HarpysodHol aputMmueit u MaHupecranmei
OCHOBHOTO 3a060/IeBaHNA CITYCTA TORBL.

Bce yamie moABAOTCA HaHHBIE O OOJIbILEI 37I0KAYECT-
BeHHOCTU KA, BO3HMKaIOIIE/ MMEHHO B PaHHEM BOC-
CTaHOBMTeNbHOM Ilepuopie [46]. CymjecTByeT MHeHue,
YTO B 3J0POBOIl MOMYIALNY 3HAYMMOCTb apUTMUMN,
MOSIBUBIIENICA TONBKO B OJHOM HAarpy3o4HOM TecCTe,
HMYTOXXHO Mana. OHaKo MalMeHThl, ¥ KoTophix KA
BOCIIPOM3BOMIMMEI, 06Pa3yIOT IpyIIy, 60/Iee CKIOH-
HYIO K Pa3BUTHIO CEPAEYHO-COCYAMCTDIX 3ab0IeBaHmMIt
IIpU [IOITOCPOYHBIX IMPOCHEKTUBHBIX MCCIEJ0BAHN-
ax [34]. )KT, uapyunposannas ®H, penko passusaer-
Cs1 B OTCYTCTBYE OPraHMYeCKUX 3a00/IeBaHMIl CepALa,
a upmonarndeckas JKT, osuukiras npu ®H, He HeceT
omacHocTH [1]. OgHaKO CTOUT IOBTOPUTD, 4TO Ha Gop-
MHUpOBaHue Cyb6cTpara, JOCTYIHOTO [/ BU3yajIn3a-
uu, Heobxonumo Bpems, 1 JKA, BosHUKamoIue Ipu
@H, MOryT OBITH IIepBBIM U OCTABATbCs HOTOE BpeMs
eIVHCTBEHHBIM IPOsIBTICHIIEM OCHOBHOTO 3a60/IeBaHA
cepaua. Tak, B uccnegopanun JI.A. bokepun u coaBT.
Bce cryyau BCC, cBasannble ¢ OH u sanATHAMY ciop-
TOM Y MOJIOABIX NI, B IIOfAB/AIIeM OONIbIINHCTBE
OBbUIY COIPSDKEHBI ¢ Ha/N4yeM HeAMarHOCTYPOBaHHbBIX

3a60/eBaHMI, TAKMX KaK KapAVMOMUONIATUY WIN TIep-
BUYHBIE 37IeKTpuIecKre 6ome3Hu ceppua [42].
be3ycnoBHO, U B BOIIPOCe IPOTHOCTUYECKOTO 3HAYEHMS
JKADH y cneunanucros HeT enuHoro MHeHus. Ilocne
U3YyYEHNs JTUTEPATYPHBIX MCTOYHMKOB CTAHOBUTCA
OYEeBUAHBIM, YTO, HECMOTpPsI Ha MOBBIIIEHHOE BHIMa-
Hue Kk po6neMe JKA B IiefioM, HapylleHUs pUTMa, 00-
yCrIoBleHHbIe PU3NYECKUMY YCUTUAMY, TIO-TIPEXHEMY
OCTAIOTCs Ha¥IMeHee M3YYeHHBIMY U HeCUCTEMATU3UPO-
BAHHBIMM CPey SPYTUX apUTMuit. OT4aCTM 3TO CBA3AHO
C TeM, YTO AM3a/H U METOABI IIPOBEfileHHBIX B pa3HbIe
NIepPMOABI MICCTIeNOBAHNUI CYLIeCTBEHHO Pa3/nyalnch.
OmnpeneneHHbIN BKIAJ, BHOCAT TaKkKe Majas CUMIITOM-
HOCTb TaKux aput™muit u orcytcTBue ux Ha IKI mokos.
OpHako, ecnu IPMHATH BO BHUMAaHMe JaHHBIE TUTepa-
TYpPBI 0 O0JIee Cepbe3HON 3HAYMMOCTH STUX HapYLIeHUI
puUTMa 110 cpaBHeHMIO ¢ JKA II0KOs1, BBICOKOJ BCTpeyae-
MOCTY MX IIPY MPOTHOCTUYECKN HebG/IaronpusaTHbIX 3a-
60reBaHUAX, MAHU(PECTUPYIOMUX STUMIU APUTMUSAMHU,
aKTyaJbHBIM IPENCTaB/IAETCSI paspaboTka crocobos
MX aKTMBHOTO BBISIBJICHNA U TIIATe/TbHOTO M3yYeHUS
C LeTIbI0 IPefyNPeX/IeHNs] Pa3BUTUSI TPO3HBIX OC/IOXK-
HeHnit, B yactuoctu BCC. banurenbHOCTh B OTHOIIIE-
HUU 37MeKTpoKapauorpadmieckux ocobennocren KA
y MaIyieHTOB C TeHeTUYeCKM [eTePMIHIPOBAaHHBIMUI
3a00/eBaHUSMYU MTO3BOJIUT CBOEBPEMEHHO BBISBIIATH
L, ¢ BbIcOKUM puckoM passutua BCC u mpepymnpe-
JK[IaTh ee.

3aknyeHue

C yuetoMm Toro yto JKADH vacTo MOTyT OBITH IEPBBIM
M OCTaBaTbCA [OCTATOYHO JO/IT0O efHCTBEHHBIM IIPO-
sBrerrieM CC3, He0OXOOMMOCTD AeTaTbHOTO M3YIEHSI
TNAHHOV TPYIIBI apPUTMMUI He BBI3HIBA€T COMHEHMIA.
CymecTyrontas npobnema soiasnerns JKADPH mo6y-
XKIaeT MCCrIefoBaresiell COBEPIIEHCTBOBATh aBTOMATH -
JecKue MPOTOKOJBI aHa/Iu3a NMepropoB GpusmiecKoi
aKTMBHOCTM Kak B cucreMe XM, Tak U IIpu Harpysod-
Hoit mpobe. XM MOXeT IPefCcTaBUTh OUYeHb BAXXHYIO
nHpopManuio, 4ToObI 3anofgo3puTh Hamuye JKADOH, -
JacToTa BCTpeyaeMocTy KA OTHOCHTENIbHO MepuofioB
«6OIPCTBOBAHNE — COHY.
Cor/1acHO MI3y4eHHBIM JaHHBIM TUTEPATY LI, alieHTaM
¢ JKAOH pexomeH[0BaHO OMCIIaHCEPHOE HAOMONEHNE,
0COOEHHO KOIla IpMYMHa apUTMUY He BBIACHEHA, a K-
HULIVCTaM ClleflyeT BHMMATEIbHO OTCIeXUBATD U Oonee
arpeccuBHO MOFUPUIMPOBATb GAKTOPbI PUCKa Pa3BU-
s y aux CC3.
Dunancuposanue. Vlccnedosarue b1n0nHeEHO
npu PuHAHCOB0T NOOdePIcKe 20CYOapPCMBEHH020
3adanus Munsopasa Poccuu (co3danue aneopummos
8e0eHUT NAYUEHINOB C HAPYULEHUIMU PUMMA
cepoua ¢ npumeHeHUemM MexHOmo2Utl 06BACHUMO20
UCKYCCMBEHH020 UHMENNEKMA NPU aHAU3e
6onvuiux dannvix (big data), nonyuenHoix ¢ NOMOWLIO
menemempuueckux memooos. Homep pesucmpayuu
EIr'VICY HMOKTP 123021000126-0).
Kongnuxm unmepecos.
Asmopui 3a76715110m 00 OMCYMCMBUU NOMEHYUATILHOZ0
KOHPAUKMA UHMEpPecos.
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Ventricular arrhythmias are the most significant marker of sudden cardiac death and can often be the onset
of structural heart disease or a genetic abnormality. Exercise-induced ventricular arrhythmias are

an understudied group of arrhythmias, which is the subject of this work. Their detection is associated

with a number of difficulties, so they are more often an accidental finding, for example, during Holter
monitoring. The further examination plan and methods of treatment of these arrhythmias are not clearly
reflected in the current recommendations for the management of patients with arrhythmias, this gives

rise to a controversial attitude of clinicians to this type of arrhythmias. The purpose of this publication

is to systematize the available data of domestic and foreign literature concerning the etiology, pathogenesis,
treatment and prognostic value of exercise-induced ventricular arrhythmias.

Key words: ventricular arrhythmias, exercise stress, sudden cardiac death, coronary heart disease,
arrhythmogenic cardiomyopathy/right ventricular dysplasia
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