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l'unepTpoduyeckas KapAMOMUONATHS — OCHOBHAS MPUYMHA BHE3AMHON CePleYHON CMEPTH y JieTell M MOAPOCTKOB, KOTOpas
B OOJILIIMHCTBE CJTy4yaeB 00YCJIOBJIEHA JKNU3HEYTPOKAONINMHA apUTMHsIMA. B cTaThe omucanbl )akTOpbl PUCKA BHE3ANMHOW CMepPTH
¥ OCBelEeHbl OCHOBHbIE MPO0.JIeMbl NPOGHUIAKTHKH BHE3ANMHOIi CEeP/IeYHOli CMepTH Y JeTeii ¢ runepTpoduyecKoil KapauoMHonaTHeii.
PaccMoTpeHbI coBpeMeHHbIEe MPOOIeMbl CTPATH(UKAIMA PUCKA BHE3ANHON CepIevHOil CMEPTH y AeTeil, OCHOBAHHbIE HA OILEHKE
(hakTopoB pUCKa M MHOrO(AKTOPHBIX MaTEMATHYECKHX MOZENSAX PUCKA. PaccMoTpenbl KiuHnyeckue, GyHKIMOHAIbHbIE U TeHeTH-
YyecKue MapKepbl PUCKA BHE3aNHO¥ CMEPTH Y JieTeil B CPaBHEHUH O B3POcJioii momyisinueii. [IpeacrapieHbl moKa3anus K UMILIAH-
Tanuu Kapanoseprepa-aedudpuiaropa (MKJI) s npodunakTuku BHe3anHoii cmepTy U onenena dpdexkrusnocts MKJ/I-Tepanun.

Karoueevte caosa: demu, cunepmpopuueckan KapoOUOMUONAMUsL, 8He3ANHA CMEPMb, (PAKMOPbl PUCKA BHE3ANHOL CePOCHHOU CMEpMU,
Kapouosepmep-depubpunramop.
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Hypertrophic cardiomyopathy is the leading cause of sudden cardiac death in children and adolescents, which in most cases is caused
by life-threatening arrhythmias. The article highlights the main risk factors and problems of preventing sudden cardiac death in chil-
dren with hypertrophic cardiomyopathy. The modern problems of stratification of the risk of sudden cardiac death in children based
on the assessment of risk factors and multifactorial mathematical models of risk are considered. The clinical, functional and genetic
markers of the risk of sudden death in children in comparison with the adult population are considered. Indications for cardioverter
defibrillator implantation for the prevention of sudden death are presented and its effectiveness is evaluated
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anepro¢quCKaﬂ KapIMOMUOMNATUsI — TeHeThue-
CKM JIeTEPMUHUPOBAHHOE 3abo0JieBaHMe, TIPOSIBIIS-
ollieecsl MAaCCUBHOM TUIIEPTpodUeit JeBOro Keayaouka,
KOTopasi He CBs3aHa C TIOBBIIIEHWEM HATpy3KH JaBlie-
HHEM TIpU BPOXIECHHBIX ITOPOKax Cepilla, apTepraib-
HOW W JIETOYHOW TUTIEPTEH3UE, aOpTaIbHBIM CTEHO30M,
U XapaKTepusylolleecsl HeOIaronpusITHbIM TeYeHHEM
¢ BbICOKOI cmepTHOCcThiO [1, 2]. PacrnpoctpaHeHHOCTH
TUIepTPOGUIECKOM KapAUOMHUOIIATUM CPEIU  B3POCIBIX
kousedsercst ot 0,02 no 0,23%. Cpenyt MLl MOJIOAOTO BO3-
pacta (ot 25 no 35 yer) 3abojieBaHKWE BCTpeUaeTcs vallie;
Tak, MO JAHHBIM 3XOKapauorpauuecKoro CKpUHHUHTA
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pacripocTpaHeHHOCTb cocTaBisteT 1:500, 9To 0OBsICHSIETCS
OOJIBIIIM KOJIMYECTBOM 0€CCUMITTOMHEBIX CJTydaeB 3a00J1e-
BaHMs. 3aboJieBaHMe Yallle BCTpeyaeTcss y My>KuuH [1—4].
WUctuHHasg  pacnpoCTpaHEHHOCTh  TUIEPTPOdPUIECKOR
KapaIMOMUOIIATUMA B JETCKON TOMYyJISILMA HEU3BECTHA,
TaK KaK OTCYTCTBYIOT HaHHBIE 3XOKapauorpauuecKoro
ckpuHMHTa. ITo JaHHBIM O KOHLEHTpAaLMU IalleHTOB
C TUNEePTPOPUIECKOl KapIMOMHUOIIATUEH, B OTIEILHBIX
KIMHUYECKHUX IIEHTpaX paclpOCTPaHEHHOCTh TMATOJIOTUN
cocrabisgeT 3 Ha 100 ThIC., TIpM 3TOM eXXKeromHasl 3a0o0Jie-
Baemoctb — 0,5 Ha 100 TeIC. [1—3]. YuuThIBast, yto B IET-
CKOM BO3pacTe 3aboJieBaHME YacTO TPOTEeKaeT OeccuM-
MTOMHO, BEpOsITHA 1 O0Jiece BHICOKAsI PACIIPOCTPAHEHHOCTh
TUIepTPOUUIECKON KapIUOMUOIIATUH.

BHe3anHasi ceppeyHas cMepTb
npu runeptpodunyeckon KapauoMmmonaTum y aeteim

JleTanbHOCTH OT TUIEPTPODUIECKON KapIUOMHO-
MaTU y B3POCIBIX MAallMeHTOB cocTaBisieT 1—2% B rox,
MpY 3TOM Haubojee YacThIMM NPUYMHAMU CMEpPTH
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Jleonmoesa 1. B. BHesarnHasi cepiieuHasi CMepTh IPU THIIEPTPOGUIECKON KapIHOMUOIIATHH Y JIETEH: TTOAXOIBI K TPO(IIAKTHKE

clykaT BHe3allHasl cepledHas CMepTh M TPOrpeccu-
pylolasi cepaedHass HemocTaTouyHocTh [1—3]. Jletanb-
HOCTb Y MY>XXUMH TOpa3ao BhIIIE, YeM y KeHIuH [1-3].
KoBapcTBO 1 Tparmsm 3Toil MaTOJOTMU COCTOUT B TOM,
yTo 3a00jieBaHWE B TEUEHUE IOJIT0 BPEMEHHM MOXKET
MpOTeKaTh OECCUMMITOMHO, YTO TPUBOAUT K 3amo3zia-
JIOW IMArHOCTHKE, U BHE3aITHast CMEPTh CTAHOBUTCS €TO
MEPBBIM U TIOCIEAHUM nposBienuem [1—3]. I'mmepTpo-
¢duyeckast KapaAMOMUONATHS CIYXXUT HauboJiee 4acTom
NPUYMHOM BHE3AIMHOM CEpAEeUYHOl CMepPTU KaK y B3pOC-
JIBIX, TaK W AeTeid. JIo HacTosIIero BpeMeH! CyIIeCTBYeT
JIIITL HEOOJBIIIOE KOJIUYECTBO MCCIIETOBaHU, B KOTO-
PBIX MMPOAHAIM3UPOBAH MTPOTHO3 TeUeHUs 3a00JIeBaHUS
y JIUII MOJIOJZOTO Bo3pacTa. B Hanbosee KpyImHOM MHO-
TOILIEHTPOBOM TPOCTIEKTUBHOM HWCCIEIOBAHUU C ydYa-
CTMEM JIMII MOJIOIOTO Bo3pacTta (474 maiMeHTOB B BO3-
pacte oT 7 mo 29 JeT) yCTaHOBJEHO, YTO JIETaJbHOCTb
3a 5-JleTHU mepuon coctaBisieT 3%, a 3a 10-JeTHUIA
nepron — 5%. Ilpu 2TOM TIPUYUHON CMEPTU B OOJTb-
IIWHCTBE ClIydaeB OblTa BHe3alHasi cepiaeyHasl CMepTh
(69%), pexxe KOHEYHast CTaAus CEPACYHOM HETOCTaTOU-
HoctH (10%), OCTTOXXHEHUS OT TPAHCIUIAHTAIIMY CepIia
(16%) n muoskrtomun (5%) [4]. OCHOBHBIMU TIATO(DU-
3UOJIOTUYECKUMU MEeXaHU3MaMU BHE3aITHOM cepaeyHOM
CMEPTHU SIBJISIOTCS YTPOXKAIOIINe KU3HU apUTMUN, PeXe
OCTpbIe HapyLIeHUsT TeMOIWHAMUKK (CUHIPOM MaJIoro
BeIOpoca). Yacrtora BHE3almHOW CepaeyHOl CMepTH
y IeTel ¢ TUMepTpodUIecKoil KapaIuoMHUoIaTheil 3Ha-
YUTEJTBHO TPEBOCXOAUT MMOKA3aTeNb Y B3POCITBIX 00Jb-
HbIX [4—11]. [To naHHBIM HCCIETOBaHMA, BHITIOJJHEHHBIX
B 90-e rompl XX Beka B HEOOJBIINX CITEIUATU3UPOBAH-
HBIX BBIOOpKaX, €XeromHasl JIeTaIbHOCTh AeTell HJOCTH-
rana 7% [5—7]. boiee mo3gHue KccaeqOBaHUS MPOIE-
MOHCTPUPOBAIN TOopas3no Oojiee HU3KUI eKeTOTHBIN
YpPOBEHb BHE3aITHOM cepaeuyHoii cmept — ot 0,8 10 2%
[5, 6, 11]. CyuiecTBylIOT eIMHUYHBIE MCCIEIOBAHUS,
OlLIEHMBAlOIIe BIWSHUE TOJa W BO3pacTa Ha JieTalb-
HOCTh, YCTAaHOBJICHO, YTO MUHUMAaJIbHAsI eXeTomHasl
YacToTa BHE3AITHOM CepAeYHO CMePTH OTMeUYeHa B BO3-
pacTe muanie 8 jgeT u coctaBisieT 1,6%, B naapHeiem
JIETAJTbHOCTh  YBEJWYMBANIach, OOCTUTAsT MaKCUMyMa
B Bo3pacte 10 nmer — 9,7%, ¢ 11—13 ner mokasaTeslb
HECKOJIbKO CHMKacst 10 7%, nocie 16 jgeT oH ObLI elle
6osee HU3kUM — 1,7%. B BO3pacte 8—10 yeT neTanb-
HOCTh BBIIIIE Y IEBOUEK IO CPAaBHEHUIO C MaJIbuMKaMu,
nocie 11 jieT yBeIMYMBaeTCsI CMEPTHOCTh CPEeIu Mallb-
YUKOB, M TOJIbKO TIOcJe 15 JIeT 1eTaJTbHOCTh Cpeayr I0HO-
el CTAHOBMTCS BBIIIIE, YeM y JeByIIeK. MaKkcuMmaib-
HBII PUCK CMEpPTU Y NEeBOYEK MPUXOMMTCS Ha BO3PacT
10—11 net, y maapuukoB — 15—16 net [10]. Ha moka3za-
TeJIV BHE3AITHOU cepAeYHO CMepTH, HECOMHEHHO, BTV -
STIOT TIPUHIIMITBI OTOOpA MAllMeHTOB TSI UCCIIeOBAaHUS.
Tak, nmpu oTdope nmeTeil ¢ 6eCCUMNTOMHBIM TeUeHUEM
3a00JIeBaHUS CPEIHSIST eXeTomaHas JeTaTbHOCTh MUHM-
MayibHa U coctapisier 1,4%, a cpenu aeTeil ¢ BhIpaxkeH-
HBIMU KJIMHUYECKUMU TPOSIBICHUSIMU 3a00JIeBaHUST —
MaKcHUMaJjibHa 1 cocTasisieT 6,6% [6, 9].

HapyweHnusa putma cepaua Kak npu4nHa BHe3arnHom
cepaeyvHoi cmepTu Npu runeptTpoduyeckomn
KapguomMmuonaTum

OCHOBHOI MPUYNHON BHE3AITHOM CEPIEYHON CMEpPTH
MpU  TUNEPTPODUUECKON KapAMOMUOTIATUM  CITyKaT
SKU3HEYTPOXKAIOIINEe HapyIIeHUsT pUTMa Cepala: Ipe-
MMYIIECTBEHHO YCTOMUYMBASK XKeJTYI0IKOBast TAXUKAPINS,
GUOPUILIAIIMS KeTyI0YKOB, pa3BuBawIrecs Ha (oHe
MEePBUYHOM SJIEKTPUUECKOIN HECTAOMIIBHOCTH MUOKap/a,
pexe acucToius Ha (OHe TTOJTHON aTPUBEHTPUKYJISP-
HOI1 GJIOKAIBl WJIM CUHApPOMA CJIabOCTH CUMHYCHOTO y3j1a
(Jame mpu TunepTpoduIeckas KapauoOMHUOIIaTUH, 00y-
cioBneHHoOl mytauueir B reHe PRKAG2). MoHoMop®d-
Has XeJIyIOYKOBasl TaXWKapaus OOBIMHO HabJIomaeTcs
MPU CPETHEKETYT0YKOBOIN OOCTPYKIIMA U aHOMAJIbHOM
IBVDKEHNM BEPXYIIKHU JieBoro xemymouka [7]. Ilo man-
HBIM Haumbojee KpYITHOTO perucTpa CcapKOMEpHOM
kapauomuonatun yenoBeka (SHaRE) ycraHosieHo,
YTO MpH JeOI0Te TUTMEePTPODUIECKON KapaAuMHOIIaTHN
C JIETCKOTO BO3pacTa apUTMHMHM OTBETCTBEHHBI 3a OoJjiee
50% wHexenaTeNIbHBIX SBICHUI, BO3HMKAIOIINX B Teue-
Hue 10 yer mocyie MOCTAaHOBKM auarHosa. B 1enom
y JeTeil ¢ TUIepTporIecKOoil KapauoMruonaTieit Bepo-
SITHOCTh BO3HUKHOBEHUSI apUTMHMI BO BpeMsl JOJTO-
CpOYHOro HaOomeHus Ha 36% BbIlIE, YeEM Yy B3pOC-
JBIX [6]. Yrpoxkaroniye XWU3HU apUTMUU Y TIAlIMEHTOB,
paHee TMepeHeCIINX BHE3aImHYI0 OCTAaHOBKY KpOBOOOpa-
IIEHWST U ee SKBUBAJICHTHI, pa3BUBAIOTCSA B 5 pa3 vaile,
yeM B Ipynme 0e3 HUX, MpW 3TOM 4YacToTa pPa3BUTUS
APUTMUIA, YTPOKAIOIINX XU3HU, cocTaBiseT moutu 10%
B o [7, 9]. ®UOPWILISALINS KeIyIOUYKOB U YCTONIMBAST
SKEJTyIOUKOBasT TaAXMKapAUST MMEIOT HAuMOOJBIIYIO MpO-
THOCTMYECKAass 3HAYMMOCTh TIPU OMpPEICTIEHUN pHUCcKa
BHE3aITHON CMEPTH, BEPOSTHOCTh €€ Pa3BUTHUS B Teue-
HUe 7 1eT y GOJbHBIX C JaHHBIMU apUTMUSIMU COCTABIISIET
33%, uto onpenensger abcomoTHoe Toka3zanue (I kimacc)
K UMINIAaHTallUM  KapauoBepTepa-neduopuuisiTopa
B KaueCTBe BTOPUYHOM MPOMUIAKTUKHU COTJIACHO aMepH-
KaHCKMM U €BPOIEMCKNM PeKOMEHIALMSAM 110 TUarHo-
CTUKE U JICYCHUIO TUTIEPTPOPUIECKON KapaINnOMUOITaATUH
[1-4,7,8, 11].

ITo maHHBIM MeTaaHaIM3a OTHOCUTEbLHBIN PUCK BHE-
3aMMHON CEepACYHON CMEpTU y NEeTe C yrpoXKaroluMu
KU3HU apuTMUSIMUA B 5 pa3 0oJjiee BBICOKUIA, YeM Cpenu
neteit 6e3 Takux coObITHI (OTHOIIEHWE IIaHCOB 5,293;
95% noseputenbHbI uHTepBan — JW 2,366—11,839;
p<0,001) [9]. Cnienyet momuepKHYTh, YTO BHe3aITHasl OCTa-
HOBKa KpOBOOOpAIlEHUs Yy JEeTell ¢ TUIepTpodrIecKoit
KapaIuoMHOINaTheil MOXKeT OBbITh €IMHCTBEHHBIM (haK-
TOpPOM pMCKa BHe3arHoii cMmeptu [4, 5, 7, 11, 12]. Ponb
WHIYLIUPOBAHHOM XeJTyI0YKOBOI TaXUKapANK B KAUueCTBe
MpeIUKTOpa BHE3AITHON CepIedHO CMEPTU TP TUIIep-
Tpo(uueckoit KapauoOMHUONaTUKU Oblla TepeolieHeHa
3a rocyeaHue roabl. Ecam B pykoBoacTBe EBporieiickoro
o0IecTBa KapAMOJIOrOB TIO TUArHOCTUKE W JICUSHUIO
rurieptpoduyeckoii kKapauomuonatuu 2014 r. s7aeKTpoO-
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(usnonornueckoe uccaenOBaHUE C LEAbI0 WHIYKIUU
JKEJTyTOYKOBOW TaXUKapAuy He TIOKa3aHo ISl CTpaTudu-
KallMM pUCKa B CHJIy BO3MOXHOCTU JIOXHOOTPHUIIATEb-
HBIX pe3yJIbTaTOB, TO B pekomMeHaalusix 2023 1. nmogyepk-
HYTO, YTO MHAYLIMPOBAHHAS KEJIyIOUKOBasi TaxXWKapausi
MPU TTPOTPAMMUPOBAHHON CTUMYJISILIMY KEJTYT0YKOB CITy-
KAT HE3aBUCHUMbBIM (DAaKTOPOM PUCKa 3JI0KaUYeCTBEHHBIX
JKEJTyTOYKOBBIX apUTMUIA y eteit [3].

®dakTopbl pucka BO3HUKHOBEHUS BHE3anHoWM
ceppeyvHoil cMepTu y aeTteit ¢ runeptpodudeckon
KapauomMuonaTuemn

Ha ocHoBaHMM MHOXecCTBa WCClI€IOBaHUIA, TPOBE-
NIEHHBIX TIPEUMYIIECTBEHHO Y B3POCIHbBIX, CTpaJalolmx
rUTepPTPOUIECKON KapIMOMUOIIaTHeH, BbIAEIEHbl KIIU-
HUYECKHEe OCOOEHHOCTH, acCOLIMMPOBAHHBIE C BBICOKOM
YacTOTOI BHE3aITHOW CMEpPTH, — WX Ha3Baiu (PaKkTopaMu
pucka. CorjmacHO peKoMeHmauusiM AMepUKaHCKOTO
obmecTBa KapauosnioroB u EBporreiickoit acconmanmmn
KapanosioroB (hakTopbl pucKa Iojpa3aesieHbl Ha TJIaBHbIC
(Gonbive) U BeposiTHbIE (moronHuTeNbHbIe). K ocHOB-
HbIM (TJIaBHBIM) (pakTOpaM pHCKa BHE3aIlHOW CMepTh
OTHEeCeHbI: 1) TIpepBaHHBIN 3MM307 OCTAHOBKM CepIlia
(bubdpusUIIIS  KeJIyIOYKOB) W TIOCTOSTHHasE MOHO-
MopdHas XKeylI0uKoBasi TaxvKapavs; 2) ciiydyau BHe3ar-
HOI CMEpPTM OT TUIEepPTPO(UUECKON KapaAuOMUOIIaTUN
B CeMeiiHOM aHamHe3e; 3) CMHKOIE HEyCTaHOBJICHHOM
MPUYMHBL; 4) SKCTpeMasbHasi TUTIEPTPOMUST CTEHOK JIEBOTO
JKeJTyI0uKa; 5) HEIOCTOSTHHAS KeJTyI0YKOBasi TaXUKapIust
O TaHHBIM 24-9aCOBOTO (CYyTOYHOTO) MOHUTOPUPOBAHUSI
anekTpokapauorpaMMbl (BKT); 6) HeamekBaTHBIM OTBET
apTepraIbHOTO NaBJIeHUs Ha (DU3NUYECKYIO Harpy3Ky B BUJIC
ero cHkeHus. K BeposiTHbIM (hakTopaM prcKa OTHECEHbI
bubpuIIsIIMS TIpeACcCepaAnii, UIIIeMust MUOKap/a, 00OCTPYK-
1M1 BBIBOTHOTO TpaKTa JIEBOTO XXeTya0uKa, MHTEHCHUBHASI
(uzuueckast Harpy3Ka, reHeTUYECKME MyTalluM BbICOKOTO
pHYcKa, MOJIOIO BO3PACT IMallMEHTOB, YBEJIMYEHUE JIEBOTO
npencepnusi, GpuOpo3Hble M3MEeHeHUsT B MMokapne [1].
CornacHo pexkomeHmauusMm 2020—2023 1r. 1Mo amarHo-
CTUKE U JICYEHUIO TUTEPTPO(MUUECKON KapaIuOMUOIIaTUN
yBeJIMYEHNUE JIEBOTO TIpeACepAusi, WIIeMUsT MUOKapra,
TeHeTUYECKME MyTalluM BBICOKOTO pYICKa Hayalu paccma-
TPUBATHCSI KaK OCHOBHEBIE (DaKTOPBI pucKa [2, 3].

Ha mnepBoM »arane ¢akTopsl pucKa BHE3aITHOM
CMEpTH, OIMMCAHHbIE y B3POCJBIX MALMEHTOB C TUIMEP-
Tpoduyeckoit KapauoMuonaTuei, ObLIM 3IKCTPATIONM-
pOBaHbI Ha JETCKY rmomynsiiuto. OqHako ObLIO Hen3-
BECTHO, BO3MOXHO JIM MCIIOJb30BaHUE 3TUX (DAKTOpPOB
pUcKa B JIETCKOW TOMYJSIUU JJI ONpeneseHUsI pucKa
BO3HMKHOBEHMSI BHE3aIMHOM cepaeyHoii cMeptu. Ucce-
IIOBaHUSI, BBITIOJIHEHHBIE B MOCJIEIHEEe BpeMsi, ObUIM
HarpaBJieHbl Ha BBISBJICHUE MPEIUKTOPOB BHE3AITHOM
CepAeYHOl CMEpTH y IeTeii U TToApOoCcTKOB [8, 9, 11].

CunkonanvHble cOCMosiHUS — OYeHb BaXKHbBIE U TPO3HBIE
MPEAUKTOPHl BHE3AITHOM CEpIeYHOl CMepTH y MalueH-
TOB C TurepTpodmyeckoii Kapauomuorarueir. OHu peru-
cTpupyloTcst y 26—35% B3pOCbIX OOJIBHBIX U MOTYT OBITh

NEPELOBAS

KaK TIOBTOPSIOIIMMUCS, TaK U €IWHUYHBIMA B TEUYEHME
BCeli JKU3HU; B psilie CJIy9aeB 3TO €IMHCTBEHHOE KJIMHU-
yeckoe mposBiieHne 3aboneBanust [1—4]. Pacmpoctpa-
HEHHOCTb HEOOBICHUMBIX OOMOPOKOB B KOTOpPTE TIeara-
TPUYECKUX TTALIMEHTOB HIKe M BapbupyeT oT 3,1 10 9,9%
[5—7, 11]. IlpnunHBI OOMOPOKOB TeTepOTeHHBI, K HUM
OTHOCSATCS CHUHAPOM MaJloTo BBIOpOca (TUTTOBOJIEMUS)
Ha (hoHe BO3pacTarolleil OOCTPYKIIMM BBIXOIHOTO TpaKTa
JIEBOTO KeJTyIOYKa, YCTOMYMBAS IKEIyHOYKOBasT TaXH-
Kapnusi, GuOpWILISILIVST TIpeNCepanii, TToJIHasi aTpUOBEH-
TpUKYJIsipHasi OJoKaga, CUHAPOM ClIabOCTM CUHYCHOTO
y3ia (HarmpuMep, TUTIePTpodUIecKas KapauoOMUOMATHsI
Ha ¢doHe mytaiuu reHa PRKAGZ2), HeanekBaTHasl Ba3o-
mumatanud [1-3, 7, 13]. Pe3koe yBenmueHne o0CTpyKIIMm
JIEBOTO KEJTyIOYKa M COOTBETCTBEHHO pa3BUTHE CHUH-
JpoMa Majioro BeIOpoca 6osiee XapaKTepHbI [J1s1 TTIOBTOPSI-
JOIINUXCS OOMOPOKOB B CHUTYallUsIX WHTEHCUBHON (hU3U-
yeckoil Harpy3ku [2]. Ilpm BHe3armHOM BO3HUKHOBEHUN
00MOpOKa B COCTOSSHUM TIOKOSI WM MUHHUMAJIbHOTO
HampsoKeHUsT HEoOXOAMMO  MCKITIOUATh  JKETyI0YKOBYIO
aputMuio [9, 14]. CuHKoOMalbHbIE COCTOSIHUSI, BOSHUKAKO-
1Iye TPH JJTUTETbHOM CTOSTHUM WJIU B 3KapKOM, DYIITHOM
MOMEIIEHUM, COIPOBOXAAIOIINECS SIPKOM BereTaTMBHOMN
OKpacKoi, TOIIIHOTOW, PBOTOW, TUIIEPTUAPO30OM, Yallle
WMeIOT HelpopehIeKTOPHBIN (Ba3oBarajbHbIN) XapaKTep;
OHU B MEHBIIEH CTeTIeHN acCOIMUPOBAHBI C BHE3AITHOM
cepneuHoit cMmepThio [1—3]. CiaemyeT mpoBecTH TIIATETh-
Hoe oOcjenoBaHue, YTOOBI OIPEAeIUTL ITPUIUHY OOMO-
poka y pebeHKa C TuIepTpoduieckoil KapauoMuoIia-
THEN, BKITIOYast ITUTETbHOE XOJITEPOBCKOE MOHTUPOBaHUE
OKIT, a B psine ciiyyaeB jgaxe MMIUIAHTALIUIO JJIUTEILHOTO
peructpaTopa DKI' 11pu TOBTOPHBIX 00MOpPOKaX HESICHOM
9TUOJIOTUU, TIPOBEEHUE IXOKapArorpachum ¢ Harpy3Kom
JUTST VICKITIOYEHUST TIPOBOIIMPYEMON OOCTPYKIIMM BBIXOJI-
HOTO TpakTa JieBoro xenymouka. LlemecooOpa3Ho Takxke
BBITIOJTHEHHE TUT-TeCTa IJIsT BepuUdUKaLMKy HelipoBereTa-
TUBHOTO (Ba30BarajiLHOro) reHe3a 0OMOpPOKOB.

Ilpu HaOGmoOAeHWM 3a B3POCIABIMU  MAlUEHTaAMU
¢ TUTEpTPO(PUIECKO KapAMOMUOIIATHEN YeTKO TpoJe-
MOHCTPUPOBAHO, YTO CHHKOTAIBHBIE COCTOSTHUSI HEYyCTa-
HOBJICHHON MPUWYUHBI CIIy>KaT HE3aBUCUMBIM TIPEIUKTO-
POM BO3HMKHOBEHMSI BHE3AITHOM CEpAEYHON CMepTH,
0c00eHHO Yy MouonblX manueHToB [1—3]. CBsi3b CMHKO-
MaJIbHBIX COCTOSTHUI W yIpOXKAIOIIWUX KU3HU apUTMUIA
y Aeteil ¢ TunepTpoUyYecKoil KapauoMuomnaTuei moj-
TBepXXIeHa KaK B OJHO-, TaK U MHOTOIIEHTPOBBIX MCCIIe-
noBaHmsix [5, 11—13]. PesynabTarhl KpymHOro MeTaaHa-
nm3a (25 vccnenoBaHuii, BKIOYMBIINX 3394 maimeHTOB
JETCKOTO BO3pacTa) MpOAEeMOHCTPUPOBAIN, YTO HEOOb-
SICHUMbIE OOMOPOKM JOCTOBEPHO CBSI3aHBI C BHE3AITHOM
CepIeUHOl CMepThIo (cooTHOIIeHue puckoB 1,89; 95%
I 0,69—5,16 u oTHOIIEeHUE aHCcoB 2,64; 95% AN 1,21—
5,79) [9]. ExxeromHasi CMEpPTHOCTbD Y JieTell ¢ TunepTpodu-
YeCKOM KapIuoMUONaTHe M CUHKOIAJbHBIMU COCTOSI-
HUSIMU Haubosiee BbICOKa U cocTasisgeT 3,2% [12]. Ecau
Yy B3pOCJIbIX OoJiblliee 3HAUEHUE B KayecTBE IMpeauKTopa
BHE3AITHOM CepIeYHON CMepTH HMEIOT CUHKOIaJbHBIE
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COCTOSTHUSI, BO3HUKIIIME B TIOCTEeTHUE 6 Mec, TO y JeTei
CPOK  BO3HUKHOBEHUSI  CHUHKOIIAJbHBIX  COCTOSIHUI
umeer MeHblee 3HaueHue [1—-3, 5, 12]. B 1o ke Bpewmsi
B HECKOJIBKMX MCCJIEIOBAHUSIX Y IeTel MPOIEeMOHCTPUPO-
BaHO, YTO HaJM4yue B aHaMHe3e OOMOPOKOB B TIOCJIEIHUE
6 Mec yBeTMUMBaET BEPOSTHOCTh BOSHUKHOBEHMSI BHE3al-
HOI1 cepreuHoit cmept B 7,4 pasza [11]. CuHKomaibHbIe
COCTOSTHMSI BOIIUIA B KaYeCTBE MPEAUKTOpa B JIBE MOJEIN
cTpaTMUKAIIMA pUCKA BHE3AalTHOW CEpAeYHON CMepTr
MpU TUNEPTPOGUUIECKON KapAMOMUOIIATUM, TIPEIJIOXKEH-
HBIe T IeTcKoro Bo3pacTta [5, 11]. HeobxomuMbl maib-
He#Ime ucciaeqoBaHusT ISl OLEHKM BPEMEHHON CBSI3U
MEXIy BO3HMKHOBEHHUEM CHHKOMAJIbHOTO COCTOSTHUSI
M PUCKOM BHE3aIHOI CEpAeYHOM CMEpTU, a TaKKe Ipo-
CMEKTHUBHBIE UCCIICIOBAHUS [IJIS1 PEIIEHUsT BOIPOCca O BO3-
MOKHOCTH TpaHC(hOpMaIlMM OTHOTO MEXaHU3Ma Pa3BUTUSI
0OMOPOKOB B IPYTOii; 0COOEHHO 3TO BaKHO IJISI OLIEHKU
pucKa IMpu Ba3oBarajabHbIX 0OMOpPOKaX.

SkcTpemaribHas rmnepTpous Mmokapaa

T'uniepTpodust eBOro Xexymouka CIYKWAT KITIOYe-
BBIM TMaTHOCTUYECKUM MPU3HAKOM TUTIEPTPOPUIECKOM
KapAMOMUOTIATHU. 3a 3KCTPEeMaJbHYIO THUIEPTPODUIO
MUOKap/a y B3POCIBIX MAIlMEHTOB MPUHUMAIOT SIUHOE
3HAYEHUS TOJIIMHBI MEXOKETYTOUKOBOM MEPeropoiku —
6osiee 30 MM, UTO CUMTAETCSl HE3aBUCUMBIM (DaKTOpoM
pucka BHe3aIrHoi cepaeuHoi cmeptu [1, 3]. ¥V nerei,
VUUTHIBASI 3aBUCUMOCTb TOJIIMHBI MEXKeTyI0YKOBOM
MEepPEropojiKu OT Bo3pacTa pedeHka U MopdomeTpuye-
CKUX TIapaMeTpPOB, aOCOJIOTHBIE 3HAUEHUS ITOTO TOKa-
3areNsi CJieAyeT TepPeBOAUTh B OTHOCUTENbHBIC ITOKa-
3arenm Z-score (Ha OCHOBE CTaHMAPTHBIX ITEBUAHTHBIX
otkioHeHnit — SDS) [15, 16]. CymecTBeHHBIE MPO-
GJIEMBI CBSI3aHBI M C PA3IMUHBIMU KPUTEPUSIMU OTIpEIe-
JIEHUST 9KCTPEMAaJIbHOM TUTIIEPTPOGMUU B IMTeIUATPUIECKON
TpakTHKe. B HacTosiIee BpeMsl CYIIECTBYET HECKOIBKO
METONIOB pacyeTa nokasateseil Z-score ¢ pa3HbIMU UMC-
JIOBBIMM pe3yJbTaTaMU TPU OIMHAKOBBIX aOCOJIOTHBIX
3HAUEHUSIX TOJIIWHBI CTEHKHU. 3a 3KCTPEMABHYIO TOJI-
IIUHY MEXKETyIOUYKOBON TIeperoponku Kak akropa
pUCKa BHE3AIHOI CepAeYHOl CMEePTU y IeTel, COrJIacHO
pekomeHaauusiM EBporeiickoro oOlecTBa Kapauoyo-
roB 2014 r., NIpMHUMAIOT 3HAYEHUE TOJIIUHBI MEXXKe-
JTYIIOYKOBOIA TIeperopoaku 6omiee 6 Z-score, pacCUnTaH-
Hoe ¢ moMolbio Jlerporitckoii monenu [1, 14]. B 2017 1.
AMepUKaHCKoe  axokapauorpaduyeckoe  oOILIECTBO
pa3paboTasio HOBYIO MOJIE/b OLIEHKHU TOJIIMHbBI MEXIKe-
JIyTOYKOBOM TEPEeropoiku ¢ UCIOJb30BAHUEM Z-SCOTE
C TIONMpaBKOl Ha ruoniaab MoBepXHOCTh Tena (BSA)
Ha OocHOBe 0a3bl JaHHBIX 3XoKapauorpacbuu 3215 3m0-
poBbIX ceBepoamepukaHckux nereit (Pediatric Heart
Network — boctonckass PHN monens) [15]. C 2020 .
COTJIaCHO peKOMEHAAIMAM AMEPUKAHCKOMN accolMauu
KapAMOJOTOB B KauyecTBE ITOKA3aTeNsT SKCTPeMabHOM
TOJIIITUHBI MEXKETYTOUYKOBOH TIEPETOPONKH TIPETaratoT
cyutath nokaszatesnb B 20 z-score (boctoHckas PHN
MoJelb) [2].

OKcTpemaiabHasi TurepTpoduss MuoKapaa uMeeT
OoJiblliee MPOTHOCTUYECKOE 3HAUYeHHE B KavyecTBe (hak-
TOpa pUCKa BHE3aIlTHOW CepAeYHON CMEPTH Y MOJIO-
JBIX TALIMEHTOB I10 CPaBHEHUIO ¢ B3pociabiMu [7, 16].
B 14 wuccnenoBaHusX, TIPOBEJACHHBIX y NETEW C TUIEp-
Tpouyeckol KapAuMOMMONaTHel, ToKa3aHa B3au-
MOCBSI3b  OKCTpEeMaJIbHOW  Turneptpopuu  Muokapaa
W pUcKa BHE3AITHOW CepAeYHOI CMepPTH IO pe3yJibTaTaM
KaK OJHO-, TaK MHoOrogakTopHoro aHammsa [5, 11—13,
16—19]. Ha ocHoBe kpymHoro wucciemoBanust (1075
NeTel) yCTaHOBJIEHa 3aBUCMMOCTh MEXIY BO3ZHUKHOBE-
HUEM JIETATbHBIX apUTMUI B TeUeHHE 5 JIET U TOJIIMHOMN
MEXCKeTyOUKOBOM Teperopofaku. Tak, B rpyrmre nerei
C Z-score MeXoKesymoukoBoil meperopoaku <10 yrpo-
Kalolye XU3HU apUTMHUU BO3HUKIM B 4,4% ciydaes,
B Ipymnrme ¢ nokasareiassMu ot >10 mo <20 — B 12,6%,
B TpytIie ¢ nokasareiasimu >20 — B 14%, mipu 3TOM Mak-
cuMajibHasl 4acToTa BHE3aIllHOW CepHeyHOl CMepTu
BBISIBJIEHA TIpu z-score 23 [16]. Kak npaBuiio, rumneprpo-
¢ust coueraercs ¢ GUOPO3ZHBIMU U3MEHEHUSIMU B MUO-
Kapze, YTO YBEJUYMBAET BEPOSITHOCTb BO3HUKHOBEHMS
YIpoXarwIllnx XU3HW HapylieHuit putMma cepaua [20].
O1leHKa TOJIIMHBI  MEXOKETYIOUKOBOM  TMeperopoaku
BKJIIOUEHA B JIB€ MOJIEJIM pacueTa pucka BOSHUKHOBEHUS
BHE3aITHOI CepIeYHON CMEePTH Yy IeTell ¢ TuIepTpodude-
ckoii kapnuomuomnatuei [11, 12]. CnenyeT nMoa4epKHyTb,
YTO KpaliHe Ba)KHO MCITOJb30BaHMUE Z-0aJUTOB TOJIIUHBI
MEXCKeJTyTOUKOBOM TIeperopoiku, Ha OCHOBAaHUM KOTO-
pBIX pa3paboTaHa COOTBETCTBYIOIIAsI MOJEIb TTPOTHO3U-
pOBaHUsI prCcKa BHE3AITHON CepleYHON CMEPTH.

Heycmoiiuusas  sceayooukosas maxukapous nuarHO-
CTHpYETCSl TIPU perucTpaiyu 3 U 0oJjiee mocjaenoBaTesb-
HBIX KeJyTOYKOBBIX KOMIUIEKCOB ¢ yacTtoTroir Oojee 120
B MUHYTY ¥ TIPOIOJIKUTEIbHOCTHIO MeHee 30 ¢ U CITyXXUT
HE3aBUCUMBIM  TIPEIUKTOPOM  BHE3aITHOW  CepreyHOM
CMepTH Kak y B3pociibix [1—3], Tak 1 y aeTeii ¢ TurepTpo-
duueckoii KapamommonaTtuei [1-3, 9, 11, 13, 18—20].
HeycroiiunBasi enynoykoBasi TaXMKapAausi UMeeT O0Jib-
11ee TIPOTHOCTMYECKOe 3HayeHuWe B KadecTBe (akropa
puCKa BHE3aITHOI CMEPTH Y MOJIOJIbIX MAIIMEHTOB MO CPaB-
HeHmio co B3pocibiMu [20]. CyOcTpaToM BO3HUKHOBEHMS
KEJTyTOYKOBOM TaxWKapIuM CIyXaT HapylIeHUsS apXu-
TEKTOHUKY MUO(DUOPUIUI, YyJ4aCTKM HeKpo3a u ¢udposa
[3, 20]. OTHOCUTENBHBIN PUCK HEMOCTOSHHON XKeTyood-
KOBOH TaxWKapiMM B KayecTBE TPEIMKTOpa BHE3aIHOM
CMepTH y eTeit coctasiser 2,89 (95% AN 2,21-3,58) [12].
1o HacTosITIero BpeMeHU IaHHbIE O BIMSIHUM YaCTOTHI Cep-
JIEYHBIX COKpAIEHUI W TIPOJOJIKUTETbHOCTH 3aJIT1a TaXy-
KapIuM Ha PUCK pa3BUTHSI BHE3AITHOMN CEpPAEUHON CMEPTU
MPOTUBOPEYMBHI. B OmHUX uMcCenoBaHUsX HE BbISBICHA
CBSI3b MEXJIy YAaCTOTOM CepAeYHbBIX COKpAIEHU, TTPOIOJI-
SKUTEJIBHOCTBIO 3ajITa TaXWKapauu U PUCKOM JIeTalbHBIX
anu3onoB aputMuu [21]. [To taHHBIM McCIenT0BaHMIA, TIPO-
BEJICHHBIX Y B3POCIIBIX, KEJTyI0YKOBAas TaXUKapaus C 00JIb-
1Ieli YacTOTOM M MPOAOKUTETBHOCTBIO UMEET OOJIbIlee
3HaYeHWe B KayecTBe TpeIuKTOopa BHE3alHON cepied-
Hoit cMepTH [22]. Bbln npemioxeH crielnaibHblid WHIEKC
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TSDKECTU TaXUKapauy (4acToTa CepAeYHBIX COKpaIleHMIA
X MPOAOJIXKUTENBHOCTh B KoMmITiekcax QRS/100); nHaekc
Oostee 28 KOppeIMpoBajl C MOTUBMPOBAHHBIMM CpadaThIBa-
HUSIMM KapauoBepTepa-aehuopuIsiTopa, YTo MO3BOJIUIO
HCITOJTb30BaTh €T0 JUIS MPOTHO3UPOBAHNS 000CHOBAHHBIX
mokoB [22]. [TokazaHo, UTO HEYCTOMYMBAsI KETyIOUKOBAasI
Taxukapausi ¢ yacrotoit 6onee 200 yia/MWH, IJTUTETBHO-
cthio KomruiekcoB QRS 6osee 7 1 ee TOBTOPSIIOIIMECS STTU-
30/1bI SIBJISIIOTCS 00Jiee TOUHBIM MPOTHOCTUYECKUM (haKTO-
POM pa3BUTHUST YCTOMYMBOW KETyIOYKOBOM TaXWUKapauu,/
GuOpMIISIIMKY  KeJTyJOYKOB, MOTMBUPOBAHHOTO Cpaba-
TBIBaHUS KapanoBepTepa-nedudpusatopa [23]. Heobxo-
MBI TaTbHEHIINe UCCIeTOBaHNS B KOTOPTE TTeInaTpude-
CKUX MAIMEHTOB J1J1s1 60Jiee TOUHOM OILIeHKN OCOOEHHOCTEM
HEYCTOMYMBOM KEeJYTOUYKOBOM TaxWKapAWKU TIO JaHHBIM
XoJITepoBcKoro MoHutopupoBanus OKIT mig omeHkn
pucka BHe3alHoW ceprneyHoil cmeptu. HecomHeHHO,
YTO X0JATepoBcKoe MoHUTOpupoBaHue DKI' — obs3aTesnnb-
HBII METOI TMAaTHOCTUKH JJIST IETEM ¢ TUIEePTPOPUIECKOM
KapIMOMHUOTATHEN.

Hannune cnydaeB BHe3arnHov cMepTu B CEMENIHOM
aHaMHe3e Kak rnpeavKkTop BHe3arnHom cepaeyHon
cMeptn

CeMeifHbIlI aHaMHe3, OTSITOIIEHHBIN T10 BHE3aITHOM
CepAeYHON CMEpPTH, Y B3POCJbIX MAIIMEHTOB pacCMaTpU-
BaeTCsl KaK OCHOBHOI (pakTop prcKa BHE3aITHOM CMepTH
B EBpPONENWCKUMX U aMEpPUKAHCKHUX pPEeKOMEHAALMSIX
1O BEICHUIO TAIMEeHTOB C TUIePTPOPUIECKON Kapauo-
muornarueit [1—-3]. B neTckoit momyasiuu faHHbIE TTPO-
TUBOpEeUMBHI. B GoJiee paHHUX UCCIENOBaHUSIX MOJTydyeHa
CBSI3b MEXKJIy HAJIMYMEM B CEMbe peOeHKa ¢ TUTIepTpohu-
YecKoW KapIMOoMHUOIaTuel ciayvyaeB BHE3alTHOW CMepTU
Y POJICTBEHHUKOB TIEPBOIA CTETIEHN POJCTBA Y BO3HUKHO-
BEHMEM YIpOKaIoIIMX XKU3HU apuT™Muii [4]. BMecrte ¢ Tem,
MO0 JaHHBIM paboT, BbIMOAHeHHBIX B 2017—2020 rr.,
HE TIOJYYeHO JOCTOBEPHBIX pa3IMuMii B OTHOIIEHUU
pUCKa BHE3AITHOW CMEPTU MEXIY JE€TbMM C OCJIOXKHEH-
HBIM CEMEWHBIM aHAMHE30M U 0e3 Hero, B CBSI3U C YeM
NIAHHBIM TMOKa3aTeb MepPecTaii OTHOCUTL K OOJbIINM
MpeauKTOpaM BHe3aImHoI cepaedyHoit cmeptw [11, 12].
OnHUM U3 OOBSICHEHUI 3TOTO MOXET CIYXUTb BO3MOX-
HOCTh pa3BUTUSI 3a00JIeBaHUS Yy JeTell TIpU BHOBb BO3-
HUKIIX (de novo) Mytauusix B reHax [9]. BMmecte ¢ TeM
3HaYEHUE OTSTOIIEHHON HAC/IEeNICTBEHHOCTH U ceMeliHast
Tparenusi KpaiiHe BaKHbI JJISI TIPOBEJCHUSI KacKaaHOTO
CKpUHUHTAa B 1IEJSIX AUWArHOCTUKM KapIMOMHUOIATUU
U TOJKHBI pacCMaTpUBAThCs KaK MOKa3aHUs K paHHEMY
HavaJly TpPUMEHEHUs Tepanuu OeTa-aapeHO00J0KaTO-
paMu; BO3MOXKHO TTOCTENHUI (haKT CIOCOOCTBYET CHU-
>KEHUIO JIETaIbHBIX UCXOI0B.

HeapnekBatHbivi OTBET (rMNOTEH3BHAS peakLums)
apTepunaabHOro AaB/eHns Ha pU3NYeCKyo Harpy3ky

Takoii oTBeT ormpenesseTcs KakK MPUPOCT apTepu-
aJIbHOTO JaBjieHUs MeHee 4yeM Ha 20 MM pT.CT. Ha TTMKe
Harpy3ku [1, 2]. [TogoOHast peakumst cBsI3aHa C Pe3KNM

NEPELOBAS

MajieHueM TepuepuIecKoro COCyIUCTOTO COMPOTHB-
JIEHUST M HU3KHUM CePIECYHBIM BBIOPOCOM MPH OOCTPYK-
TUBHBIX (opmax 3a0ojieBaHUS U KIaCCUDUIIIPYETCS
Kak (paKTOp pHUCKa BHE3AITHOM CMEpPTH Y B3POCIBIX
MalMeHTOB  TUIEPTPOPUIECKON  KapAUOMUOIATHEN,
ocobeHHO B Bo3pacte mosoxe 40 et [1]. Bmecte ¢ Tem,
MO JaHHBIM TIOCJIEAHUX METaaHaJu30B, 3TOT (HaKTop
He MPOTHO3UPYET pUCKa BHE3AITHON CepAeYHON CMepTH
y nereit [7,9, 11].

Yeeauuenue duamempa sesoeo npedcepdus, Mo naHHBIM
MOCJIETHUX MCCIIeNOBAaHUI, paccMaTpuBaeTcsl Kak (ak-
TOp pHMCKa BHE3AITHOW CMEPTU TIPU THIEPTPOGDUUIECKOI
KapauoMmuonatuu. I[Ipy 3ToM 3HaYeHUE MMeeT UMEHHO
pa3Mep, a He TUTOIIAIb WJIK 00BbeM JIEBOTO TPEICEpans
[1-3]. B meamarpumyeckux KOTropTax TakKxke OTMedYeHa
CTATUCTUYECKM 3HAYMMasl CBSA3b MEXAY YBeIWYeHUEeM
pasmepa JIEBOTO TIpeAcCepausi M PUCKOM BHE3aIHOM
cmeptu [9, 17, 24]. YBenudeHne guameTpa JIEBOTO TIpe-
CcepIMsl YacTo COYETAeTCs ¢ MUTPAIbHON HEZOCTaTOY-
HOCTBIO W PECTPUKTUBHBIM THIIOM IUACTOJNYECKOM
nucyakuvu [17, 24—26]. Pasmep neBoro mpencepavst
TECHO KOPPEJUPYET C BEPOSITHOCTHIO pa3BUTUS (UOpMI-
Jsuuy nipeacepauii [1, 3, 16]. @ubpuandanus npeacep-
WA acCOLMMPYETCS C TMPOTPECCUPYIONIEH CepaecaHOM
HEIOCTaTOYHOCTHIO M TPOMOOIMOOINYECKUMU WHCYIIb-
TaMM, MOKET 3aITyCTUTD 3KeJTyTOYKOBYIO TaxuKapauio [3].
dubpwurauns npeacepouin Habmogaetcs 'y 20—25%
B3POCIBIX OOJBHBIX TUIIEPTPOPUIECKON KaparuoMHUoTa-
THE, 3HAUUTEJIbHO peke BCTpevyaeTcs Yy IeTeil, B CBI3U
C YyeM ee 3HaueHMe KaK MPeIuKTopa BHE3aImHOM cepey-
HOI cMepTu MeHee usydeHo [1, 3, 9]. 3HaueHue nuame-
Tpa JIEBOTO TIpeICEPaNs BOIILIO B TIPEITOKEHHbBIE Kallb-
KYJISTOPBI JUIST OMpenesieHUsT WHIWBUAYATbHOTO pHCKa
BO3HMKHOBEHMSI BHE3AITHOI CEpACYHON CMEPTU Y ACTei
¢ runieptpodurdeckoit kapauomuonarueii [11, 12].

3Ha4eHus T panneHTa gas/ieHns B BbIXOAHOM TpakTe
JIeBOro XeJiyo4ka B Ka4ectBe rnpeankropa BHE3arHom
cepaeyHovi cMepTu

OOcTtpykTuBHast (Gopma rtuneptTpoduueckoin Kap-
TUOMUOIIATUU JUMArHOCTUPYeTCsl TIpU TpaiMeHTe JaB-
JICHUSI B BBIXOJAHOM TpakTe JIEBOTO XeJlymouka OoJiee
30 MM pT.CT. B TIOKOE WJIM TIpU Harpyske. Bo3HMKHOBe-
HUEe TpaareHTa TOJIbKO Ha oHe (PU3MIecKoil Harpys3ke
KiaccuUUMpyeTcsl Kak JiaTeHTHasi ¢opMa OOCTpyK-
1mu. OOCTPYKIIMS BBIXOIHOTO TpaKTa JIEBOTO XeJlyToukKa
MpU TUKOBOM TpajieHTe B rokoe >50 MM pT.CT. paccMma-
TPpUBAETCs B KAUE€CTBE IOTOJHUTEIHLHOTO (haKTOpa prcKa
BHe3arHoit cmepTtu [1, 5, 27]. OOCTpyKiUsI BBIHOCSI-
11IeTO TpaKTa JEBOTO XXeaynouKa BoissBisieTcs y 1/3 nerei
¢ runeprpoduyeckoii Kapauomuonartueit [27]. Heru
C Tpu3HaKamMy OOCTPYKIIMU B TIOKOE, IO CpPaBHEHUIO
C IeTbMHM 0e3 OOCTPYKIIMM, UMEIOT 00Jiee BEICOKMIA PUCK
pa3BUTHS XapaKTEPHBIX KIIMHUYECKUX CUMITTOMOB (CUH-
KoTIe, CTEeHOKapAuU, HEYCTOMYMBOU N yCTOMYMBOM XKeETy-
JIOYKOBOM TaxWKapJuMM), a Takke BHE3allHOM CMepTH,
abOpPTUPOBAHHON CMEPTHU, CePAEYHOIN HETOCTATOUHOCTH,
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TpaHcmantauuu cepaua [17, 28]. [To naHHbIM MeTaaHa-
JIN3a TaKKe YCTAHOBJIEHO, YTO PUCK BHE3AITHOM CMEpTH
y IIeTeit ¢ 00CTPYKIIMEel BBIBOTZHOTO TPaKTa JIEBOTO XKeJIy-
Jloyka B 2 pasa BbIllIe, YeM y TalMeHToB 0e3 Hee [29].
BMmecte ¢ TeM, MO AaHHBIM APYroro MHOTOLIEHTPOBOTO
nccinenoBanus (446 mojonbix Joaeit monoxke 20 Jer),
MPOIEMOHCTPUPOBAHO, YTO HEOOCTPYKTUBHas (Gopma
3a0oJieBaHMs (TpaaeHT OOCTPYKIMU HIKe 30 MM PT.CT.)
yalle acCOLMUPYETCS C PUCKOM JIETATbHBIX 3MU3010B
aputMun (oTHolneHue pucka 2,0; p<0,006), a rpagu-
eHT Bbllle 36 MM PT.CT. pacCMaTpHWBaJICS B KadyecTBe
3alIUTHOTO (haKTOpa B OTHOIICHWM BHE3AITHOW cepaey-
Hoit cmeptu [18]. laHHBIE KPYITHOTO MHOTOIIEHTPOBOTO
uccienoBanus (n=>572) nmokasanau, 4YTo MPU HapaCTaHUU
MMKOBOTO TpaJieHTa B BEIXOMHOM TPaKTE JIEBOTO JKEJTy-
nouka 6onee 100 MM PT.CT. pMCK BHE3aITHON cepAeYHOMI
CMepTH MMeJ TeHAeHLMo K cHuxeHuto [11]. Crenyer
OTMETHUTh, UTO OOCTPYKILIMSI OTTOKA B MOMIENSIX WHIU-
BUOYAJIbHOTO pacyeTa pHUCKa BHE3aMHOW CepaeyHOMn
cmeptu y nereit HCM Risk-Kids n anamornuno B PRI-
MaCY-SCD mnapanokcaibHbIM 00Opa3oM oKa3sajach
3alIUTHBIM (haKTOPOM M, CIIeJIOBATEIbHO, CHUKAET pac-
cyMTaHHBIN anroput™Mom puck [11, 12]. Kaxercst majo-
BEPOSITHBIM, UTO HAJTMYKE TpaMeHTa OTTOKA B BEIXOTHOM
TpakTe JIEBOTO KEeJIyIOoYKa YMEHbBIIIaeT PUCK BHE3aITHOMN
CepIeYHON CMepTH B JETCKOM BO3pacTe, HO CTAHOBUTCS
(akTopom pucka ToiabKo Tocie 16 jet. Bo3aMoxHO, 3T
00ycIIoBJIeHO OoJiee YacThIM TIpUMEHeHUeM OeTa-ampe-
HOOJIOKATOPOB JUISI JIEYEHUST OOCTPYKTUBHON (DOpPMBbI
rurneptpoduyeckoit KapauoMuonatuu (6oJjiee BBICO-
KUMM J03aMH) TI0 CPaBHEHMIO C JIeUeHHEM TalleHTOB
C HEOOCTPYKTUBHOI (popMoil 3a00JIeBaHUSI, YTO MIPUBO-
JIAT K CHKEHUIO PUCKa BHE3AITHOM ceplIeqHON CMEpTH.
Kpowme Toro, mokazaHo, 4To CTereHb OOCTPYKIIMM TTyTeit
OTTOKa JIEBOTO KEJIYyIOYKa KOPPEIUPYET CO CTETeHBIO
(pubpo3a Mo AAaHHBIM MAarHUTHO-PE30HAHCHOW TOMO-
rpapud  MpU  TUTEPTPODUUECKON KapauOMHUOIATUN
y neteii [30]. Heab3st MCKIIIOYNTD, YTO AOTTOJTHUTEIBHBIN
PUCK OOCTPYKIIMY BBIXOJHOTO TPaKTa JEBOTO XeIyI0uKa
B KayeCcTBe BO3HUKHOBEHUSI BHE3aITHOW CepIeYyHOM
cMepTH OyleT TOATBEPXKAECH B Xoae 0ojiee IITUTEIBHBIX
(Gosee 5 neT) HaOJMIONEHUI 32 IE€THbMU C TUTIEpTpodUIe-
CKOI KapIMOMUOTIaTHEN.

DubPO3HbIE N3MEHEHMSI B MMOKAPAE 10 AaHHbIM
MarHuTHO-PE30HaHCHOM TOMOrpagum Kak rnpeamkTop
BHe3arHow cMepTu

JlanHbie o ¢pubpo3e Muokapmaa (1o pe3yjabTaTaM Mar-
HUTHO-PE30HAHCHOI ToMorpaduu cepiiia ¢ KOHTPaCcTU-
pOBaHMEM TaTOJIMHMEM) pacCMaTpPUBAIOTCS B KadyecTBe
JIOTIOJTHUTEILHOTO (haKTOpa pHUCKa BHE3aTHOW CMEPTHU
Yy B3POCJbIX TAIIMEHTOB C TUMEPTPOGUUECKON Kapauo-
Muornarueit B pekoMmeHaamusx EBporneiickoro ooiecTa
kapauosoroB 2014 . [1]. B pykoBonctse 2020 r. ¢pubdpo3s-
HbIe M3MEHEHUs Y€ paccMaTpUBaIOTCSI KaK OCHOBHOM
¢dakTop pucka BHe3armHoi cmeptu [2]. YacToTa BhIsIBIIE-
Hus ¢ubposa MUoKapna y aeteid ¢ runepTpoduyeckoi

KapIuoMHomnaTueit Bapbupyet ot 18 1o 73%, y B3pOCbIX
3TOT nokaszaresib paBeH 60% [31, 32]. ITokasarenp LGE
(TTo3aHee TIOBBIIIICHWE YPOBHS ramoivHus) >2% otpa-
KaeT OTIMYHYIO TUCKPUMUHALMOHHYIO CIIOCOOHOCTh
oTOOpa JIeTeil ¢ BHICOKMM PUCKOM BHE3AITHOUW CMEPTH
[31-33]. I1pu BKIOUEHUM TAaHHBIX O (UOPO3E MUOKapaa
B UMEIOIIMeCs MOAEIN CTpaTU(dUKAIIMA prcKa BHe3al-
HOW CMEepTH y JieTeil ¢ TurepTpouIecKoil KaparuoMuo-
nmaTveil TPOAEMOHCTPUPOBAHO YIy4IIeHUE TUCKPU-
MUHaLMoOHHOU crnocobHocTu monenu HCM Risk-Kids
>4% ¢ 0,771 no 0,862 [31, 33]. MakcuMaJbHO BBICOKMIA
PUCK MMEIOT JIETU ¢ coueTaHueM (pUOPO3HBIX MU3MeEHe-
HUil B Muokapae u oomopokoB [31—33]. CooTHollieHue
pucKa BHE3aITHOW CMEPTH Y JeTeit ¢ pUOPO3HBIMU U3Me-
HeHUusIMU 6e3 OOMOpPOKOB B aHAMHE3€e COCTaBIseT 3,6,
a y nmanueHToB co cteneHblo LGE >2% u o6MopokaMu
Bo3pacraeT 10 37,6 [32].

3HayeHne reHeTn4eckoro TECTUPOBaHs B OLleHKe
puycka BHe3arHov cepaeyHor cCMepTu

B nmocnenHue rTompl  Bce  Oojblliee  3HAUYEHUE
JUTSI OLIEHKW PUCKa BO3HUKHOBEHUSI BHE3AITHON CMepTH
yIensieTcsl TeHeTudeckuM (akropam. B GonbliMHCTBE
clIyyaeB JJIsl TEHETUUECKON MUarHOCTUKU MCIOJIb3YIOTCS
MaHeIu TEeHOB, BKIIIOUAIOIIME OIpeleeHne MyTaluii
B 8 TeHax, KOIMPYIIUX 0e1KU CapKOMEPHOTO KOMITIeKca
(MYH7, MYBPC3, TNNI3, TNNT2, TPMI, MYL2,
MYL3 u ACTCI) [1-3]. [1lo maHHBIM KPYITHOTO MeTaaHa-
Jm3a, BKIounBIIero 51 uccienoBanue (7675 maleHTOB
¢ TunepTpodUUecKoil KapaAMoOMHUOIIaTheli), YCTaHOBJIEHO,
yTO HauboJjee YacThIMM Yy TALUEeHTOB C TUIepTpodu-
YeCKOW KapauOMHUOTNaTHel SIBISIOTCS MyTallid B TeHaX
MYBPC3 (20%) n MYH7 (14%), pexe MyTallud BBISB-
nsioTest TeHax TporioHnHa (TNNT2 w TNNI3 — 1o 2%
B KaxjaoMm). CpenHuii Bo3pacT nebroTa runeprpoduye-
CKOW KapaWOMMOIATUM Y MAlMEHTOB ¢ MyTallMeil B TeHe
MYH7 MeHblle (Havyajo YeTBEPTOrO AECSITUICTHS), YeM
y HalMeHToB 0e3 capkoMepHbIX MyTaunii [34]. IIpeobma-
JaHue 3a00J1IeBAEMOCTH Y MYKUMH, TT0 CPAaBHEHUIO C JKEeH-
IIMHAMM, OTMEUYEHO TTpU MyTalusix B reHax TNNTZ2 (69%)
u MYBPC3 (62%). YacToTa BHE3aITHOI CMEPTH U YacToTa
BO3HUKHOBEHUST HapyIIeHWII B TIPOBOMASIIEH CcHUCTEMe
cepaua M XeJTyTOoYKOBBIX apUTMUI Y MALIMEHTOB C MyTa-
mussMu reHa M YH'7 3Ha4nTeTbHO BBIIIIE, YeM Y MalleHTOB
¢ mytanusmu B reHe MYBPC3 (p<0,05) [34]. Y B3pocbix
MalMeHTOB YacTOTa XKeTyTOUKOBOI TaXMKapauu Hanbosee
BBICOKA TIpU MyTauuu B reHe MYH7 — 33%, 4To mocto-
BEPHO BBIIIE, YeM Yy TAIMEHTOB C MYTAllMsSIMA B TeHe
MYBPC3 n otpunatebHbiM reHoturioM. ¥ 31% manm-
€HTOB ¢ MyTauusiMu B reHe MYH?7 Takke HaOI0MaI0TCs
HapyIIeHUsT TPOBOISIIEN CUCTEMbI, TaK1e KaK TUC(HYHK-
1IMsI CUHYCHOTO Yy3Jla, aTpPUOBEHTPUKYJSIpHas Ojiokaaa
U 6y10Kana HoXeK Tydka ['Mca, 4To 1ocToBepHO vallle, yeM
y TTallMeHTOoB ¢ BapuaHTtamu B reHe MYBPC3 [34]. Cympa-
BEHTPUKYJISIpHAsI TaXWUKapaus, BKIoYas (HUOPWILISILINIO
W TpemneTaHue Mpeacepanii, otMedeHa B 18% mpu myra-
msix reHa MYBPC3, y 24% nallieHTOB ¢ MyTallieli B TeHe
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MYH7, y 33% natmentoB — B TNNT2, y 30% mnanuen-
TOB ¢ myTanueit reHa TNNI3 'y 17% ¢ oTpuuaTeIbHbBIM
TE€HOTUIIOM.

Jlo HacTrosiero BpeMEeHM OTCYTCTBYIOT JIJTUTEIb-
Hble HAOJIOAEHUs 3a ACTbMU C TUNEPTpO(PUUIECKOi
KapaIMOMUOIIaTUE W  yCTAHOBJICHHBIMM MYTalUSIMU
reHoB OeJIKOB KapauajibHOro capkomepa. Kpome Toro,
WCTIOIb30BaHUE MOJIEKYJISIPHOM TMAarHOCTUKY B TIPOTHO-
3MPOBAHUM 3aTPYTHEHO T€HETUYECKOM reTepOTreHHOCTBIO
3aboneBaHus. [IpoBeneHO oueHb Majo MeauaTpUIEeCKUX
WCCIIEIOBaHW, OLICHUBAIOIIMX KOPPEISILIMA TeHOTHUIIa
u ¢eHoTuna. YCTaHOBJIEHO, YTO MAllMEHTbl C MyTa-
uusiMu B reHax MYH7/MYBPC3 umeloT HaumOOJbIIni
pUCK paHHero nebroTa 3a0oJjieBaHUS U 0oJiee TSIKEJIbIA
nporHo3 [34]. Januwsie u3 peectpa SHaRe mokazanm,
YTO y AETEU ¢ CApKOMEPHOI rUTepTpodIecKoit Kapamo-
MUOIIaTHE# PUCK HEOJIAronmpusiTHOrO O0IIEro KOMOMHM-
POBAHHOTO KapauaJbHOTO MCX0a ObLT MOBBIIIEH Ha 63%
10 CPaBHEHUIO C TAKOBBIM IPU HECAPKOMEPHOI THUIep-
Tpoduyeckoit KapaMOMUOIIaTUM, TIPX 3TOM HE BBISIBIIEHO
CYILIECTBEHHOTO TTOBBIIIEHUS] PUCKA, ACCOLIMMPOBAHHOTO
C KeJqymouykoBbIiMU apuTMusiMu [10]. MyTtauuu B reHax
tporioHuHa | (TNNI3) u tpononuna T (TNNT?2) npor-
HOCTMYECKU HEOJaronpusiTHbl B OTHOIIEHUW pHUCKa
JIeTaTbHBIX 3nu3omoB aputmum [13]. McciaemoBanne
PRIMaCY nokazano, 4To y JUI[ C TOJOXUTEIbHBIM
TEHOTUIIOM PHUCK BHE3alTHOM CEepIeYHOl CMepTH ObLI
B 1,3 pa3a BblllIe, YeM Y JIUIL C OTPULIATEIbHBIM T€HOTH-
IOM, XOTsI 100aBJIeHWE cTaTyca TeHOTUIIa He YJIydIlUIo
MPOTHOCTUYECKYIO LIEHHOCTh Moenu [11].

B pykoBomctBe MO BEACHUIO KapAUOMUOMNATHUIA
EBporeiickoro kapauosnornueckoro obmectsa 2023 .,
MOMUMO HauboJiee 4YacThbIX CapKOMEPHBIX MYyTallWi,
BBIIEJCHBI W OoJiee penkue HeOJIarornpusiTHbie MyTa-
I, KOTOPbIE ACCOLIMUPOBAHBI C BBICOKMM PUCKOM
BHE3AITHOW CepAeYHON CMepTU TIpU TUIepTpopude-
ckoii KapauoMmuonatuv. K HUM OTHOCSTCS MyTaluu
B reHax FLNCS5 (¢punamun-C), PLN5 (dpochonambaHn),
SCN5A (anbha-cyobenuHuIa-5 MOTeHIIMAI3aBUCUMOTO
kaHana Hatpus), TMEM4 (TpancMeMOpaHHbBIN 0eoK),
LMNA (namun A/C), RMB20 (PHK-cBsa3biBaommi
MoTtuBupywimii mporenH 20), DES (necMuH, necMoco-
MasibHble MyTauuu), DSP (necmorakun), LBD3 (LIM-
cBsi3bIBaOIIMil noMeH-3), BAG3 (BCL?2 cBsizaHHBII aTa-
HoreH), NKX2—5 (NK2 romeot6okc-5), KCNQI, KCNH2
(KanueBbI TIOTEHIMAN3aBUCUMbBI  KaHan), TRPM4
(BpeMeHHBbII pelienTOPHBII MTOTEHIMA MeJacTaTuHa-4).
OnHako X 3HaUYeHUeE JJIs1 TPOrHO3MPOBAHMST pUCKa BHE-
3aITHOM CMEpTH y AeTeil TpeOyeT yrouHeHud [3].

HeobGxonumel 6osiee KpyITHbIE UCCIETOBAHMS, TTIO3BO-
JISIIOIIME  YYUTHIBATh — Crielupuieckue OCOOEHHOCTH
TeHOTUIa B MPOTHO3MpPOBaHMU pucka. [IporHocTuye-
cKasl 1IIEHHOCTh BBISIBJICHUSI HOCUTEJIEl BapraHTOB reHa
capkoMmepa y Jereit 6e3 (DEeHOTHUITMYSCKUX IPOSIBIIE-
HUI ocraeTcs HescHoil. Hanbosblllee 3HaueHUE MMeeT
UACHTU(UKALIAS MyTalluii B TeHe TpornoHuHa T B CBA3U
C MUHUMAJIbHBIMU  KIMHUYECKUMU  TIPOSIBJICHUSIMU

NEPELOBAS

3a00JIeBaHMs M BBICOKMM DPHCKOM BHE3AITHOM CMEpTH.
HeoOxomuMbl manbpHelillee HaKOIJIEHWE TeHETUYEeCKOM
nH(OOPMALIIN Y IeTel C TUIEPTPODUUIECKON KapaIuOMMO-
naTuel M COTOCTaBJIeHNEe €€ ¢ KIMHUYeCKUMU OCOOeH-
HOCTSIMM TedeHMsT 3a00jIeBaHMS M PUCKOM BHE3aITHOM
CEepACYHON CMEPTU.

CtpaTtudukaumm pucka BHe3arnHou cCMepTu
y AeTteii ¢ runepTpoduyeckon kKaguommonaTmen

BhIsiBieHMe WLl ¢ BBICOKMM DPHUCKOM  Pa3BUTHS
YTPOKAIOUMINMX XU3HU HaApyIIeHW pUTMa Cpedu neTeit
C TUTIEPTPOPUIECKOI KAAMOMUOTIATUEI TS TIPOBEICHUS
MEePBUYHOM TTPOMUIAKTUKY BHE3AITHOM CMEPTH C TTOMO-
IIbI0 UMIUIAHTALINY KapAnuoBepTepa-aeduopmnissTopa —
KpaitHe BaxkHas 3amada [1, 2, 4, 7, 29]. B Hacrosiee
BpeMsI HET eIMHOT0 MHEHUSI OTHOCUTEJIbHO abCOJIOT-
HOTO pUCKa BHE3aITHOM CMEPTH, KOTOPHIA ONMpaBIbIBACT
UMILIAHTAllMI0 KapauoBepTepa-aeduopusuisitopa B 1eT-
CTBE B Ka4eCTBEe MEPBUYHON MPOMWIAKTUKU, TIPU ITOM
MOTEHILIMATbHBIE TTPEUMYIIEeCTBA HOKHBI ObITh cOamaH-
CHPOBaHbI C PUCKOM Pa3BUTHST OCIIOXKHEHUI, CBI3aHHBIX
C YCTPOICTBOM Y MOJIOABIX TTariieHToB [7, 30].

CylecTBYIOT ABa MoaxoAa K cTpaTu(uKaiuy pucka
BHE3aITHOM CepAEYHOM CMEpPTH TIPU TUTIePTPOPUIECKOI
KapauoMuonatuu. [1epBrlii 6a3upyeTcst Ha OlleHKe KOH-
LIEHTpalnu (PaKTOPOB pHCKa, BTOPOM — Ha MYJIbTH(AK-
TOPHBIX MaTeMaTMYeCKUX MOJIEJSX pacuyeTa WHIWBUIY-
aJIbHOTO 5-JIETHETO pYCKa BHE3aITHOI CMEpTH.

CornacHo EBpomneiickuM peKoMeHAalusIM T0 Juar-
HOCTUKE W JICUEHWIO TUIEPTPOGUUIECKON KapauOoMU-
oratun 2014 1. aOCOMIOTHBIM TTOKa3aHWEM K WMILIaH-
TalluM  KapauoBepTepa-meduOpwuigTopa v IeTei
(B pamMKax BTOPUYHOIN TMPOMPUIAKTUKU) CIYXUT HaIu-
yue TMpeaoTBpallleHHON (abOpTUPOBAHHOM) CepaeyHOI
CMEepPTH WY TMarHOCTHPOBAHHAsSI CTIOHTAHHAST TTOCTOSTH-
Hasl KeJTyI09KOoBasl TaxuKapauu (Kiacc pekomeHaauuii I).
B cnyyae Hanuuus y pedbeHka 2 ¢akTopoB pucKa u 0oJjiee
CTPaTU(PULIMPYETCS CPENHUN PUCK BO3HUKHOBEHMS BHE-
3aIHOM cMepTu (KJ1acC peKOMeHAAlWil s MMIUIaHTa-
uu Kapauoseptepa-aedudpuiisitopa [1A). [pu Hanmm-
YUU OJHOTO (paKTopa prcKa MoKa3aHUs K UMIUTAHTALIMKT
KapauoBepTepa-neuopuuIsiTopa JAOKHBI  TIIATEBHO
B3BEIIIMBATHCS C YYETOM PUCKA U TOJIb3bl OT BMEIlIaTe b~
ctBa (kinacc pekomeHnauumii [1B) [1].

CoracHO peKOMeHIalusIM AMEepUKaHCKOW Kapauo-
JIOTUYECKOM accolmaluy 1 AMEpUKaHCKOTO KoJulemka
kapnuosoros u (AHA/ACC) o AMarHoCcTUKe U JIEYeHU o
MalMeHTOB C TUMEePTPOGUUIECKON KapauoMUOIaThe
2020 r. moka3zaHus K WMIUIAHTAIlMM KapauoBepTepa-
neubpuiIATOpa y IeTeil W mo ceil JeHb 0a3upyroTcs
Ha OlleHKe KOHIIeHTpauuu (akTopoB pucka. Hammuue
HEOOBSICHUMBIX OOMOPOKOB, MAacCUBHOM TUTIepTpOGUU
JIEBOTO XXeJTyI0UKa, OTSITOIIIEHHOTO CeMEMHOTO aHaMHe3a
110 BHE3aITHOM cMepTH (CBSI3aHHOM ¢ TUTIEPTpOohUIecKOoi
KapauoMMoOTIaThe), HEeYCTOMYMBOW  KeTyJI0YKOBOM
Taxukapauu paccmaTtpuBaercs kak Ila kmacc mokasa-
HUI K UMIUIAHTAIMN KapauoBepTepa-aedruopuusiTopa.
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Jleonmoesa 1. B. BHesarnHasi cepiieuHasi CMepTh IPU THIIEPTPOGUIECKON KapIHOMUOIIATHH Y JIETEH: TTOAXOIBI K TPO(IIAKTHKE

®dubpo3 MUoOKapaa M CHUCTOJIMYECKas TUCHYHKIIMS
(bpakumst  BbIOpoca MeHee 50%) paclieHUBAIOTCS
KaK JIOMTOJTHUTENIbHBIE (PaKTOPBI MPH OLIEHKE pUCKa BHE-
3arHoi cmepTH [2].

BriepBeie Mcronb3oBaHMe MHOTO(AKTOPHOW Mate-
MaTUYECKOM MOJENM pacyera TMpearnojaraeMoro S-JieT-
HEero puckKa BHE3aITHOW CMepPTH JUIA OTpeaeIeHUS
MOKa3aHUI K UMITJIAHTALlMU KapauoBepTepa-aeduopu-
nsgtopa (HCM Risk-SCD) npemioxeHo B pekoMeHma-
musax 2014 r. EBpormeiickoro oOliecTBa KapauoJoTroB
(ESC) 1o BemeHMIo maneHTOB cTapiie 16 et ¢ rumnep-
Tpouyeckoit kKapauomuonartueit. B atoit moxenn yuu-
TBIBAIOTCS TaKue (haKTOPhI prcKa, KaK abopTUpOBaHHAast
CMepThb, DKCTpeMallbHasl TUTIepTpodusT MuoKapaa, CUH-
KOTaJIbHOE COCTOSTHUME, HEYCTOMYMBasi KeIyTOuKOBasI
TaxuKapaus, aHOMajbHas peakluss Ha (HU3NIECKYIO
Harpy3Ky, OTSTOIIEHHAas HACJIeICTBEHHOCTh IO BHe-
3aITHOM CMEPTU Y POJACTBEHHUKOB MOJIOAOTO BO3pacTa
¢ TUNEepTPO(UUECKON KapAMOMUOTIATUEl, yBeTUMYeHNE
JIEBOTO TIpencepausi, OOCTPYKIIMS BBIBOIHOTO TpaKTa
JIEBOTO KeJTyI04YKa, Bo3pacT AebroTa 3aboeBaHus. boiu
BBIIEJICHBI 3 TPYNIbl pUCKa: HU3KMI MPU TTOKa3aTeie
MeHee 4%, cpeaHuit TIpy 3HaYeHUU OT 4 10 6% 1 BBICO-
K1t — 6osiee 6%. [TalueHTHI ¢ BHICOKUM PUCKOM UMEIOT
ITa xnmacc mokaszaHWii, MalMEHTHI ¢ PUCKOM HIXKe 6% —
IIb xnacc mokasanmii [1].

B 2019 r. G. Norrish u coast. [35] mpoBenu Bam-
mannio pekomeHpaumii EBpormeiickoro oOiiecTtBa Kap-
muonoroB 2014 r. mo cTpaTuduUKAUM TPYMOIT pUCKa
BHE3aITHO cMepTHu B Koropte u3 411 nmereii ¢ rureprpo-
¢uueckoii KapIMoMHUOIIaTueil, OCHOBAaHHYIO Ha OIIEHKE
KOHIIEHTpallMu (haKTOpOB pUCKa. bBBUIO TTOKa3aHo,
YTO SMU30Abl APUTMUU BO3HUKAIM KaK Y TALMEHTOB
0e3 GaKTopoOB pUCKa, TaK U C OTHUM U IBYMS paKkTopaM
pucKa, ¥ UX 4aCcTOTa TOCTOBEPHO He pa3inJanach B TpyI-
max (7,5, 16,8 u 18,8% cooTBeTcTBEeHHO). IUCKpUMHUHA-
LMOHHAs CIIOCOOHOCTH IBYX (DAaKTOPOB pricKa BHE3AITHOM
CMepTH IJIT MACHTU(DUKAIWUKM HeTeil C yrpoXarolIuMu
KM3HU apuUTMMSIMU 3a 5 JeT Obuta HusKasi. Kpusbie
BepkmBaeMoctT Kammana—Maiiepa Takke JOCTOBEPHO
He pa3nJajich B IpyrIax HU3KOTO M BBICOKOTO pPHUCKa.
HeynoBieTBOpeHHOCTb pe3yjibTaTaMU BBIIEJICHUS AL~
€HTOB, YIrpoOXaeMbIX MO Pa3BUTHIO BHE3AITHOW CMEpTH,
Ha OCHOBE OIIEHKM KOHIIEHTpallMu (PaKTOPOB pHCKa
noTpedoBaja pa3pabOTKM APYTroro Moaxoaa K cTpaTudu-
KAl pUCKa.

MHorodakTopHast MaTeMaTU4YeCcKast MOJIe b TIPOTHO-
3UPOBaHUsI MHIWBUIYATLHOTO S5-JIETHETO prcKa BHe3ar-
Hoit cmeptu y neteir (HCM Risk-Kids) 6buta pazpa6o-
taHa G. Norrish u coasT. B 2019 r. Ha OCHOBaHUM TaHHBIX
1024 maumeHTOB B BO3pacTte A0 16 jer ¢ rumepTpodu-
yeckoir kapnuomuomnatueir [12]. 3a Bpemst 5-nmeTHero
HaOoneHus y 89 nereil pa3BUIIMCh YIpOXKaIOIINE XXU3HU
COOBITHSI: BHE3amHas cepaeuHas cMepTth — y 39 (43,8%),
abopTupoBaHHas cepiaedHass cMepTh — y 16 (18,0%),
MOTUBHMPOBAHHOE CpabaThIBaHUE KapauoBepTepa-aedu-
opwmsitopa — y 24 (27,0%), reMoguHaAMUYEeCKH 3Ha-

ypMas KerymoukoBast Taxukapmaus — y 10 (11,2%).
Maremarnyeckass monenb (HCM Risk-Kids) Bkitovana
OLIEHKY CJIEIYIOIINUX JIETKOAOCTYITHBIX HEWHBAa3WBHBIX
KJIMHWYECKUX TapaMeTpoB: Macca Teja, BO3pacT, IO,
HEOOBSICHUMbIE OOMOPOKM, MaKCHUMaJibHasl TOJIINHA
CTEHKHU JIEBOTO KeNyIo4yKa, pa3Mep JIeBOro Tpeacep-
IIVsI, TPaIWEHT BBIHOCSILETO TpaKTa JIEBOTO KeIymouKa
W HEYCTONYMBAsT XeTymoukoBas Taxukapaus. K rpyrme
HU3KOTO pUCKa OBbIIM OTHECEHBI MAaIlUEHTHI C TIPOTHO3M -
PYEMBIM 5-JIETHUM pUCKOM MeHee 4%, CpeHero pucka —
oT 4 10 6% u BeICOKOTO pucka — Goiiee 6%. IIpoBepka
monenu HCM Risk-Kids Obi1a mpoBeaeHa B MHOTOLIGH-
TPOBOM HCCJICIOBAHUY Ha HE3aBUCHUMOM TeTepOTeHHOM
nonyasiuu U3 527 nmauueHToB. [lepBUUHON KOHEYHOM
TOYKOM OblJa BHe3alHash CMEPTh WM SKBHBAJICHTHOE
cobbITEe (TIpepBaHHAasl OCTAHOBKA CEpMlla, MOTUBHPO-
BaHHOe cpabaTbIBaHWe KapauoBepTepa-aeduopusIs-
TOpa, YCTOWYMBAsi TeMOAMHAMMWYECKN 3HAYMMasl XeJy-
JIOYKOBAsI TaxWKapaus), KOTOpble UMeIUCh y 34 nmeteit
B TeyeHUe 5 yieT. B rpymme HU3KOro pucka KOHeYHast
Touka Obla nocturHyta 3 (1,7%) mauyeHTaMu, B TPYIIIe
C TIPOTHO3UPYEMBIM pUCKOM OT 4 10 6% — 5 (5%) manm-
eHtamu 1 26 (10,4%) marmeHTaM¥ U3 TPYIITHI BBICOKOTO
pucka. O6GCyXaaeTcsl BOMPOC, KaKoe MOPOroBoe 3Have-
HUE UCITOIb30BaTh KaK MoKa3aHWe K MMIUTaHTalluK Kap-
nuroBepTepa-aedudpusaTopa. [lpeanonaraemslii S-yet-
HU pUCK BHE3AITHOW CMepPTH, paBHBIN 6% WU BBIIIE,
MoKa3aJl YyBCTBUTEILHOCTD 76,5%. Vcrionb3oBaHue 3Ha-
yeHusT pucka 4% ¥ BbIlIE MOBBIIIAIO YYBCTBUTEILHOCTh
10 91,2%, omHaKO yBeTMYMBAJIO KOJTMYECTBO HEOOOCHO-
BaHHBIX WMIUIAHTALIMA KapauoBepTepa-aeduopusuis-
Topa ¢ 45,2 no 64,5% [12].

B 2022 r. Obuta TIpoBeneHa TOBTOPHAsl BaJIMOALIMS
momeamun HCM Risk-kids Ha ocHOBe peTpOCTIEKTUBHOIO
aHanam3a OodbIION M TeorpadryeckKu pa3HOOOpa3HOI
MOMYJISIANA AeTel ¢ TMIepTpodrUecKoi KaparnoMUOTa-
tueit (421 mauueHra). 3a BpeMsi HabmoneHust (ot 1 mec
1o 20,1 roga) mpousonuio 39 yrpoxaroIux XKU3HA M-
30[0B apuTMUM (BHe3arHasi cepredHasi cmeptb — 10,
OCTaHOBKa Cep/lia ¢ YCIelHoil peaHuManuein — 11,
MOTUBUPOBaHHOE cpabaThiBaHUE KapauoBepTepa-aedu-
opuiutaTopa — 16, TeMOIMHAMWUYECKU 3HaYMMast YCTOM-
yuBasli KeJaymouykoBas Taxukapauss — 2). [omuuHast
W 5-JIETHSIST KYMYJISITUBHAST 4aCTOTa BHE3AITHOM CepIeIHOM
CMEePTH WJIM 9KBUBAJEHTHOTO COOBITUS cocTaBuin 1,49%
(95% AN 0,67-3,29%) un 8,6% (95% AN 6,67—13,0%)
COOTBETCTBEHHO. Y 23 MallMeHTOB JieTaJbHbIE SITM30IbI
apuTMMM TIPOM3OIILIM B TeueHue 5 jieT. BHesamHast cep-
JiedHast cMepTh Tiponsonnia 'y 6 (2,0%) malneHToB ¢ Tpo-
THO3UpPYyeMBbIM pruckoM <6% n'y 17 (13,6%) ¢ iporHo3u-
pyeMbIM pucKoM >6. TTporHo3upyeMblil S5-TeTHUN PHUCK
>6% soistBun 6osee 70% cobwrtnii, C-craTncTKa 5-j1er-
HEro TpeanojaraeMoro prucka oosee 6% cocrasuia 0,702
(95% O 0,60—0,81), uyBcTBUTENLHOCTD 73,9%, criemm-
duaHOCTh 72,9%, TIpOrHOCTUYECKash 3HAYMMOCTh ITOJIO-
SKUTEJTLHOTO pe3yibTata Tecta 13,6% W MporHocThyecKas
3HAYMMOCTb OTPMILATENIBHOTO pe3yibrara Tecta 98% [36].
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IMosmyyeHHble pe3ynbTaThl TMO3BOJISIIOT KOHCTATUPOBATh,
yto moaeiab HCM Risk-Kids mpencrasisieT coboit mHbOp-
MAaTUBHBI U JOCTOBEPHBIA WHCTPYMEHT IS TIPUHSTUS
peleHnit Mo MMIUIAaHTalluK KapauoBepTepa-neduopui-
JISITOpa y IeTeil ¢ TMnepTpouIeckoil KaparuoMHUOTaTUE.
IManeHTH! ¢ HU3KKUM PUCKOM T10 JaHHBIM Mojaean HCM
Risk-Kids, y KoTopbIXx BO3HMKJIa BHe3allHasi CMEpPTh,
UMeNIN KIIMHWYECKUI (DeHOTHUI JIETKOTO TeUeHUsI 3a00J1e-
BaHUsI, Y HUX He ObLJIO MOKAa3aHUI K MMIUIAHTAIlMKA Kap-
nroBepTepa-neuOpuLIITOpa COMIacHO CTpaTU(UKaALINU
pUcKa B COOTBETCTBUM C JACHCTBYIOIIUMU €BPONEHCKUMU
WIA CeBepoaMEpPUKAaHCKUMU PEKOMEHAALUAMU. DTO
JNIEMOHCTpUpPYET MpobieMy, OOUIyl0 sl BCex Mojeeit
pucKa, BO3MOXHOCTb BO3HUKHOBEHMSI BHE3aITHOW cep-
NIEYHON CMEPTH Y JIUIL C CTPaTU(PUIIMPOBAHHBIM HUZKUM
PUCKOM, 4TO TpeOyeT pa3pabOTKU ITOTIOTHUTEIbHBIX Tpe-
IIMKTOPOB BHE3AITHOM CMEPTH.

Monens HCM Risk-kids mmpornna BHENTHIO Bajvaa-
1IMI0 Ha HallMOHaJIbHOM 1Benckoit Koropre (110 mereit
crapiuie 7 JIeT C TIepBUYHON TUTIePTPOPUIECKON Kapau-
omuonarueit). KoHeuHbIMM ToOuKamMu ObUIM KOMOWHA-
1IMsI BHE3AIMHOW CepeYHOI CMEPTU U OCTAHOBKH Ceplia
C YCIEIIHOM peaHMMallMeil B TedeHWe S5 JieT HabJo-
neHus. Ilpu crpatuduxkanmm pucka y nereil crapiie
7 ner (HCMRisk-Kids7plus) C-cratuctuka cocTtaBuiia
0,76 [30].

AJbTepHATUMBHAs MOJIEJIb CTpaTudUKalMU pucKa
pa3BuTus BHe3amHoit cmeptu — PReclsion Medicine
for CardiomyopathY (PRIMaCY) — 6buia pazpaboTaHa
B 2020 r. Ha ocHoBaHMM CeBepo-AMEepHKaHCKOIO MHO-
roreHTpoBoro (11 HeHTPOB) peTPOCIIEKTUBHOTO HAOJIIO-
JIaTeJIbHOTO KOTOPTHOTO UCCJAENOBAHUSI C y4aCTUEM
572 malueHToB C TUNepTpOPUIECKOit KaparuoMuonaTuei
miuanme 18 net [11]. B teuenune 5 nmet y 53 mereit Obuin
JIOCTUTHYTHI TIEPBUYHbIE KOHEUHbIe TOUKHU (y 14 — BHe-
3arHasl cepieyHasi cMepTh, Y 25 — peaHMMUpOBaHHasI
OCTaHOBKa ceplia U y 14 — MOTUBUPOBAHHBIX cpaba-
THIBAaHUI KapauoBeprepa-nedudpuiisaropa). B dop-
MyJIy MOMAEIM BOLUIM cleaytolne (akTopbl pucKa:
BO3pacT TIOCTAHOBKMW JMarHo3a, MakKcuMajibHasl TOJ-
IIMHA MEXCKETYJIOUYKOBOW TMeperopoaku, MaKCHMalb-
Hasl TOJIIIMHA 33aHEIl CTeHKM JIEBOTO Kejymouka (mpe-
00pa3oBaHbl C TMOMOIIBIO OOCTOHCKOTO KaJIbKYJISITOpa
0a/yIoB MO Zz-1IKajie), HaJuyhe B TEYEHUE TOCIEeIHUX
6 Mec 3aJiTia HeyCTOMYMBOM KeTyIOYKOBOM TaXUKapauu
W CHUHKOIIAJIbHOTO COCTOSIHMSI HESICHOTO TeHes3a, pas-
Mep JIeBOTO TMpeacepaust (B MUJUTMMETpax), NMUKOBBIN
rpagdeHT JaBJICHMUSI BBIXOJHOTO TpaKTa JIEBOTO Kely-
noyka. B omiimuue ot mpenpiayiieit Moieau y9uTbIBaIucCh
TreHEeTUYeCKHNe MaHHbIe: TMaTOTeHHbIN JIMOO BEpPOSTHBIN
MaTOreHHBbI BapuaHT capKoMepHOro reHa. B oriauuume
OT TaKOBOTO Y B3POCJbBIX I'PAaIMEHT BBIXOAHOTO TpaKTa
JIEBOTO KeJyloyKa He MMeJT CBSI3U C PUCKOM BHe3all-
HOM cepleyHOil CMepTH, TIPU 3TOM BBISIBJIeHA oOpaTHasi
cBs13b Tipu TpaaueHte >100 MM pT.CT.; OTATOIIEHHBIN
CeMEIHbIII aHaMHE3 IO BHE3aITHOM CMEPTU HE paccMa-
TpUBAJICSl B KauyecTBe TpeaukTopa pucka. beumm crpa-

NEPELOBAS

TUGUIMPOBAHBI 3 TPYMIIBL: HU3KOTO (<4,7%), cpemHero
(4,7—8,3%) u BBIcOKOTO (>8,3%) puckoB. KimmHuaeckast
U KJIMHUKO-TEHETUYECKHUE MOJIEHU C ONMHAKOBOM TOUHO-
CTBIO pa3iuyaiy MalUeHTOB C JICTAIbHBIMKA 3TTU301aMU
aputMun 1 6e3 Hux ¢ C-cratucrukoit 0,75 u 0,76. beuta
MpoBeJeHa BHEITHSST BaJumalns Moaeau Ha 285 maum-
enTax u3 peructpa SHaRE. KoHeuHble TOUKM OTMEUEeHBI
B 22 ciyuasx (8 — BHesamHasi cMepTh, 9 — BHe3alHasi
CMepTh C YCHENIHOW peaHWMaIel, 5 MOTUBUPOBaH-
HBIX cpabaThIBaHMII KapauoBepTepa-aeduopumuisiTopa).
Monenb obecrieurBaia MHAUBUIYaIbHbIE OLIEHKM PUCKa
BHE3aITHOM CepIeyHOoll CMepTH y eTell B TeueHue 5 JerT,
C BBICOKOI TOYHOCTBIO TUCKPUMUHUPYS BBICOKMI PUCK
BHe3arnHoit cMmeptu. Ilpm stom C-cratuctuka (0,707
u 0,724) 1OCTOBEpHO HE OTAWYATIACh JUISI KIMHUYECKOM
W KJIMHUKO-TeHeTu4YecKoil moxeneit [11].

CpaBHeHME IBYX MeAMATPUUECKUX MaTeMaTUIECKUX
MojeJieil TIPOTHO3UPOBAHMSI PUCKA BHE3AITHOW CMEPTH
(PRIMaCY u HCM Risk-Kids) Ha ocHOBe HaO0aeHMS
3a 301 manmmeHTOM B TeUeHHMe S JIeT IoKa3ajio, 9YTO pac-
YETHOE YMCJIO MAlleHTOB, KOTOPHIM TpeOyeTCst UMITIaH-
TauMsi KapauoBepTepa-aeuopuiuIaTopa Ijis IIPeaoT-
BpAaIlleHHWST OJHOTO JIETAJTbHOTO 3MM304a apUTMUHU, OBIIO
oosbiie Tipu KiInHuueckoit momenu PRIMaCY (11,4)
10 CPaBHEHMIO C KIIMHUKO-TeHeTuIeCcKoi Moaesibio PRI-
MacCY (9,9) u HCM Risk-Kids (9,4) [37].

Bonblroit mHTepec MNpeACTaBIIeT HOBBIM TTOAXOM
K cTpaTU(dUKAIMKA pUCKa BHE3aITHON CMEepTH Ha OCHOBE
9JIEKTpOKApANOTPaUUECKUX  KPUTEPUEB,  MPEIIO-
keHHbI 1. Ostman-Smith u coasr. [19]. ¥V B3pocibix
MallMeHTOB C TUMEePTPOGUUIECKON KapauoMUOIaThe
ompeneieHbl 3JIeKTpoKapauorpauieckre mnapaMeTphbl
JUTSL pacyeTa prcKa BHE3aITHOW CMepTH M MX LIEHHOCTb
B Oajutax: mHBepcus 3yona T B OTBeAeHUSIX OT KOHEUHO-
creit (1 6amn), maBepcus 3youa T B TpyIHBIX OTBEISHUSIX
(2 6anna), nenpeccusi cermeHta ST >2 mm (2 Gasia),
MOMMHAHTHBIN 3y0elr S B oTBeneHuu V4 (2 OGamnna),
OTKJIOHEHME 3JIeKTpuueckoit ocu cepmama (1 Oamn),
uHTepBan QTc >440 ms (1 6amn), cymma amrutyn QRS
B OTBEIEHUSIX OT KOHeyHocTteir > 7,7 mV (>7,7 mV —
1 6ann, >10,0 mV — 2 6anna, >12,0 mV — 3 6anna),
npousBogHoe cymMmbl amriutyn QRS B 12 oTBeneHMsIx
>22mV (32,2 mVs — 1 6ann, >2,5 mV s — 2 Gaa,
>3,0 mV s — 3 6ayuta). MakcumasbHas olieHKa 3JIeKTPO-
Kapauorpapuuecknux KpuTepueB coctapisieT 14 6aios,
3a TIOPOTOBOE 3HAYeHWeE TPUHAT ToKasaTeslb 6 0ajuioB
(otHomeHue maHcoB 28,4; p<0,0001; yyBCTBUTEIBHOCTH
84%, cneunduuyHocth 85%, mporHocTryeckash 3Hauyu-
MOCTh TIOJIOXKUTEILHOIO pe3yjbrata Tecta 67%, 1po-
THOCTMYECKasT 3HAUMMOCTb OTPUIIATEILHOTO pe3ysibTaTa
Tecta 93%) [30]. TTo3xe aBTOPBI SKCTPATIOJIUPOBAIU 3TY
Mojenb Ha aeTteit. [1o naHHBIM HaOIOAEHUS 3a TTalleH-
TaMM C TUMEePTPOPUIECKON KapaUOMHUOTIaTUEN MOJIOXKe
19 ner (n=155), B Teuenue 10,9 roma y 32 nereit mpou-
3011UIM JIETaIbHbIE 3TN30/1bl apuTMUU. JlokazaHa apdek-
TUBHOCTb CTpaTU(PUKAIMK pHUCKA BHE3AITHONM CMEpPTH
C TOMOIIBIO IOPOroBoil 6-0amnbHOR oueHku DKI
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Jleonmoesa 1. B. BHesarnHasi cepiieuHasi CMepTh IPU THIIEPTPOGUIECKON KapIHOMUOIIATHH Y JIETEH: TTOAXOIBI K TPO(IIAKTHKE

B IeIMaTPUYECKON KOropre (OTHOCHUTEIbHBIA PUCK —
46,5; 95% AW 6,6—331; uyBcTBUTEIBHOCTD 97%; cieLin-
duanocTb 80%; p<0,0001). [TporHo3upyeMblii S-TeTHUIA
PUCK Pa3BUTHS JIETAIBHBIX 3TTM3010B apUTMUN COCTABUII
30,6%, C-cratuctuka 0,87 [30].

WUmnnaHtauus kappguoeepTepa-agedubpunnaropa —
OCHOBHas cTparerusa npodpunakTUKu BHe3anHom
ceppeyvHoii cMmepTH

OcCHOBOIf ~ MPOMWIAKTUKYA  BHE3aITHOW  CMEpTH
Kak y JIeTeil, TaK W y B3POCIBIX C TUMEePTPOPUIECKOM
KapaIWOMUOIIaTHE MpU3HaHa UMIUTAHTAIUS KapauoBep-
Tepa-neuopuIIATOpa, KOTOPhIit 3(h(HEKTUBHO KYTTUPYET
3JI0KaYeCTBEHHBIE XKeJTyT0YKOBbIe apuT™Muu. [Tpodunak-
TUKa BHE3aITHOM CEepAeYHON CMEPTH ToapasaeiseTcs
Ha MepBUYHYIO B IPYMIaX BLICOKOTO PHUCKaA U BTOPUIHYIO
y TTALIMEHTOB, TMePEHECIINX OCTAHOBKY Ceplla WJIA CITOH-
TaHHYI0 TeMOIWHAMUYECKHM 3HAYMMYIO XeJTyIOYKOBYIO
Taxukapanio. Yacrota MOTMBUPYEMBIX cpabaThbIBAaHUIA
KapauoBepTepa-aeduopuuisitopa  Tpu  TUIIEPTPOhU-
YeCKOM KapIMOMMOIIaTUM y IeTel 3a S-JeTHUI IIepuosn
KoJiebJieTcs IIpu NepBUYHOM npodriakTrke ot 9 10 28%,
MpU BTOPUIHOM MpOo(UITaKTHKE OHa HECOMHEHHO OoJee
Boicokast — 47—70%, 4To oTpaxaeT ee BhICOKYIO a(pdek-
TUBHOCTG [4, 7, 12, 18, 25]. I'opa3no Gomnble mpodaeM
BO3HUKAET TIPU TEPBUYHONM TIPOMUIAKTHKE BHE3al-
HOI CMepTHu B cilyyae, €C/id HYXXHO BBIOpaThb TMpaBUIIb-
HOEe pellleHne MeXIy HeoOXOIMMOCTBIO MMIUTaHTAIluU
YCTPOMCTBA Y BO3MOXHBIMU COITYTCTBYIOIIMMU OCJIOXK-
HEHUSIMU W/WJIW  TICUXOJOTUYECKMMU  TIpobIeMaMu,
BO3HUKAIOIIUMHU Yy JIeTell TTpu HEOOOCHOBAHHBIX cpaba-
TBIBAaHUSIX KapauoBepTepa-aedudpuisitopa. Hecmo-
TPST Ha JOCTYITHOCTh WMMITIAHTUPYEMBIX KapAuoBepTe-
POB-1e(UOPUILIATOPOB TS CITACEHUS KU3HU TTallUeHTa,
OTCYTCTBME TOYHOCTH B TPOTHO3MPOBAHUM PUCKA BHE-
3aITHOM CMEPTHU 3aTPYIHSET CBOEBPEMEHHOE IpOBele-
HUE DTOTO BMENIATEeNbCTBA Y JIUI[ M3 TPYMIbI HU3KOTO
pucKa, 4TO TPUBOIMUT K TPAarudeCKUM CMEpPTSIM, KOTO-
pble MOXHO OBIJIO MPEIOTBPaTUTh. B TO e BpeMsl pucK
YacTO TIePEOLIEHNBAETCS, YTO MPUBOIUT K TTOTEHITUATBLHO
HeoOOCHOBAHHON MMILIAHTAllUU KapauoBepTepa-aedu-
OPWIISAITOPA U MOKET UMETh HETaTUBHBIE METUIIMHCKUE,
MICUXOJIOTUYECKIE U (PMHAHCOBBIE TTOCNIEACTBUS. Pele-
HUE O PUCKe IMOOOYHBIX peaKkLMil W TIoJb3e MMIUTaH-
TaMu KapauoBepTepa-aeuOpuuIsiTopa KaXIblii pa3
MPECTaBIsIET CIOXHYIO 3a1ady, TPeOYIOIIyl0 COBMECT-
HOTO OOCYXKIEHHST KapAMOJOTOB U POAUTENE, U CaMOTO
marueHTa. OmIHa U3 CJIOXHOCTEH MMIUTAHTALIMU Kapauo-
BepTepa-neudpuiIsaTopa s MEepBUYHON Tpoduiak-
TUKU Y I€Tel COCTOUT B TOCJENYIOIIel HEOOXOIUMMOCTU
peTpaHCIUIaHTALIMU B TeUeHUE KU3HU.

HauGonpmmii onmuIT 1o HAOMIOACHUIO 3a IEeThbMU
rmocjae WMIDIAHTAMM  KapauoBepTepa-aehuopuiIis-
TOpa TpeacTaBiIeH B MHOTOIIEHTPOBOM PETUCTpPE, BKITIO-
yuBmeM 224 pebeHkKa B Bo3pacTe oT 1 mec mo 19 er,
13 HuX 188 BMemaTeIbCTBO BHITIOJHSIIOCH C LIEIBIO TIep-
BUYHOM TPOGUIAKTUKHU, a 36 — ¢ IIeJIbI0 BTOPUYHOM

npodunaktuku [4]. CpeaHsisi IIUTEIbHOCTh HaOJIOE-
Hus coctaBuna 4,3+3,3 roga. MoOTMBUpPOBaHHBIE Cpa-
OGaThIBaHUSI KapauoBepTepa-aeduopusisiTopa mpu mnep-
BUYHOI TIpodmnakTuke coctaBuiau 17,2% 3a 4,3 roma
(4,5% B rom). CnemyeT OTMETUTD, YTO 3a(PUKCUPOBAHO
OIMHAKOBOE YHWCJIO MOTHMBUPOBAHHBIX CpabaThbIBAaHUIA
KapIanoBepTepa-neuopuiuIsiTopa y AeTeil KaK ¢ OIHUM,
Tak U c AByMs u Oojee (akTopamu pucka. HaubGosnee
YacThIM (DAKTOPOM pHCKA BHE3aITHON CMEPTH Y MalueH-
TOB C MOTMBUPOBAaHHBIMM CpabaThIBAHUSIMU OKa3aiach
BKCTpeMalibHasl rurepTpodust. BpeMst mepBoro MOTUBH-
POBaHHOTO cpabaThIiBaHUsI KoJjiebanoch oT 1 aHs 1o § jer
(B cpemHem 2,942,7 roma). B 52% ciydaeB oTMeueHO
Gosiee 2 cpabarbiBaHuit, B 16% — 0Gojee 5 cpabarbiBa-
HUi, B 2,4% — Goiee 14 cpabaTbIBAaHUI; SIEKTPUUECKUIA
mTopM otMeyvaisics B 2,4% ciyyaeB. BaxkHo, 4TO yacToTa
MOTHBHMPOBAHHBIX cpabaThIBaHWIT KapauoBepTepa-aedu-
OpwuisiTopa OblJ1a OAMHAKOBOM B TIPYIIax C BHICOKUM
(6onee 6%) u ¢ HU3KUM (MeHee 4%) pUCKOM, pacCUUTaH-
HBIM Y TIALIMEHTOB cTapiie 16 JeT Ha OCHOBAaHUM MHOTO-
dakropnoit Mmomenn HCM risk-SCD 110 pekoMeHgammssmMm
EBponeiickoro xapauosnoruueckoro obmecrtsa 2014 1.
IMonyyeHHBIe HaHHBIE OOOCHOBBIBAIOT HEOOXOIMMOCTH
COBEPIICHCTBOBAHMS NaJbHEWIIel pa3pabOTKN CTpaTH-
¢ukanmm dakTopoB pucka. HemoTuBupoBaHHbie cpaba-
THIBAaHMS KapAnoBepTepa-aehrOpuuIsITOpa, CBI3aHHBIE
C CMHYCOBOW WJIW CYNPAaBEHTPUKYJISIPHOW TaxuKapaueu,
oBepceHcuHroMm 3youa T, cocraBuiau 28% 3a 4,3 roma
(6,5% B TOMm).

IMoTeHIMaNbHBIE PUCKU, CBSI3aHHBIE C WMILJIAHTA-
el KapanoBepTepa-aeUuopMILIATOpa, MPeACTABISIOT
OoJIblllyI0 TpoOieMy ISl AeTeil ¢ rurneprpoduieckoit
KapauoMuonatueii. HeMoTuBMpoBaHHBIE cpabaThIBaHUS
BCTpevaroTcs B framna3oHe oT 18 mo 28% ciyuaeB y neteid,
YTO BBINIE, YeM BO B3POCTOil KOTOPTE, XOTS B MOCTE-
Hee BpeMsl HaMeTWJIach TeHIEHIUST K CHUKEHUIO 3TOTO
nokazatens [7, 35]. HeMotuBupoBaHHEIEe cpabaThIBAHMS
CBSI3aHBI ¢ TUCOYHKIIUEH DJIEKTPOIOB, DJIEKTPOMArHUT-
HBIMU IIIyMaMU, OBepCEHCUHTOM T BOJIHBI, CUHYCOBOI
W CYTIPaBEHTPUKYJISIpPHOU Taxukapaueit [35].

Eme onHa xpaiiHe BaxkHas ImpobieMa — HecpaOaThl-
BaHUe KapauoBepTepa-aeduopuuIsiTopa, YTO MTPUBOAUT
K TIPOJIOJIKEHHIO YTPOXKAIOIIEH XXU3HW apUTMUU U apyT-
MOTEHHOI CMepTH TallMeHTa, HEeCMOTps Ha MMILIaH-
TUPOBAHHBIN  KapauoBeprep-aedudpumisitop. «IIpo-
MylIeHHas Teparnus» BcTpedaeTcss y 1—8% mauneHTOB
B TeueHue HaOmoneHus ot 2 no 8 jret [37, 38]. I1pumunHoit
MPOITyCKa IIIOKOBOTO pa3psijia ClIyskaT HapyllleHWe JeTeK-
LMY KeTyIOYKOBOM TaXxuKapauu/puOpuIsiiiuu Key-
JIOYKOB (M3-3a OUYEHb MaJIOil aMIUIMTYIbI R-BOJTH), HU3-
Kas 9acToTa B 3aJIMe KeJyIOYKOBOM TaXUKapauu (HUXe
YaCTOTHI, Ha KOTOPYIO 3aITpOTPaMMHUPOBAHO YCTPOMCTBO)
1 paspsaka Gatapen. ['eMOIMHAMUYECKMII IIIOK YacToO
MOKET BOZHUKHYTb Ha (hOHE HU3KOW YaCTOTHI JKeJTyI0U-
KOBOI TaxWKapAWHM, YeMy CITIOCOOCTBYET BBIpaskKeHHasI
JIuactoindyeckas IucyHKuus. B To ke BpeMst pu CHU-
SKEHUM YacTOThl JETEKIUH KEJTYTOYKOBOM TaXUKapIuKu
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MpU TIPOTPAMMUPOBAHUM KapauoBepTepa-aehruopusIis-
TOpa BO3HUKAET Yrpo3a pa3BUTUS HEMOTHUBHPOBAHHBIX
IIIOKOB M3-3a CUHYCOBOW WJIW TIPEACEPIHON TaxukKap-
nuu. B aTuX ciydasx gt BIOOpa TpOTrpaMMUpPOBAHUS
YaCTOTHI JETEKIIMU KeJTYTOYKOBOM TaXUKAPIUU B IIEJISIX
HaHECEHUs IIIOKOBOTO pa3psiaa MoJIe3Hbl JaHHBIE O MaK-
CUMAJIbHOM YacTOTe CEepACYHBIX COKpAllleHW y Talu-
€HTa TI0 MAHHBIM XOJITEPOBCKOTO MOHUTOPHPOBAHUSI
OKI unmm tecta ¢ pusmyeckoi Harpy3koii [39].
INcuxonornuyeckue mpoOSEMbl TaKXKe MOTYT BO3-
HUKATh y JeTell Toclie MMIUIaHTallud KapAuoBepTepa-
nepuOpuIIITOPa, OHM MOTYT YCYIYOISIThCS Ha (oHE
BO3HUKHOBEHUsSI ~ HEMOTHMBUPYEMBIX  CpabaTbIBAaHUIA.
IMcuxomornueckue Mpo6IeMbl XapaKTepU3YIOTCS TTOBbI-
IIEHHBIM YPOBHEM TpPEBOTH, IETIPeCCUU, HapyIIeHU
cHa [7]. [IpuBedeHne TICUXOJOTOB K KOPPEKLIMN TaKUX
mpo0JieM, HECOMHEHHO, OYIET 1eJeCO00pa3HbIM.

3akovyeHue

B cTpykType BHe3amHOI cepIeuyHOil CMepTH Y AeTel
W JIMIL MOJIOJOTO BO3pacTta AOMUHUPYET TUIepTpohu-
yeckasi kKapaumoMuomnaTtus. MMriaHTaius KapauoBep-
Tepa-nepuOPUIUISATOPA CIIYKUT OCHOBOI MPOMPUIaKTUKIA
BHE3aIHOM CEepAeYyHON cMepTH, J0Ka3aHa €€ BbhICOKas
3 GEeKTUBHOCTD MTPU BTOPUYHOM NTPODUIAKTUKE Y TeTei
¢ rurneptpodudeckoit Kapauomuornarueir. IlepBuuHas
npoduakTUKa BHE3AITHON CMEPTU OCHOBaHA Ha CTpaTH-
¢uKalMy prcKa BHE3aITHOM CMEPTU U BBIACICHUN TPYIIIT
BBICOKOT'O PUCKa.

B mHactostiee BpeMsT I TPUHATUS  pEeLISHUN
0 HEOOXOIMMOCTM WMIUIAHTAllMM KapauoBepTepa-
neubpuIsATOpa B KayecTBe TEepBUYHON Mpoduiak-
TUKW BHE3aITHOW CMEpTU Yy JeTeil ¢ runepTpoduye-
CKOIl KapauomuomnaTheil BO3MOXHO HCIOJb30BaTh JBE
MHOTO(aKTOPHbIE MOJEIU pUCKa BHE3AITHOW CMEpTH,
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