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AHHOTAULMSA

B3pocnble naumeHTbl ¢ BpoxaeHHbIMM nopokamu cepaua (BINC) octatoTca Nnoxo M3yyYeHHOW rpynnon no 4acTu apuTMOnormyeckux
OCINOXHEHWUI 1 OQHOM N3 Hanbonee nyyYaemblix rpynn ¢ apuUTMUAMK cerogHsl. MauneHTbl ¢ CMCTEMHbBIM NpaBbiM xenyaodkom (CIXK)
nocne onepauuin NnpeacepaHoOro nepeknioyeHns Unm ¢ KOPPUrMpoBaHHOW TPaHCMO3MLMEN MarncTparnbHbiX apTepuii OTHOCATCH K oa-
HOW 13 Hanbonee yA3BMMbIX rpynn cpean 6onbHeix ¢ BMC, npu atom cneundmnyeckne kputepum ctpatndmkaummn pucka BHe3anHom
cepaeyHon cmeptn (BCC) gnst HMUX OO cvx Nop OTCYTCTBYHOT. B 0630pe paccMOTpeHbl COBPEMEHHbIE NPeACTaBNEHUS O YacToTe U
mMexaHuamax BCC, Bkrnovasi ponb aputMoreHHoro cybcetpara, hubposa Muokapaa, aHaToMo-chmanonormdeckmux ocobeHHocter CIMK
N CUCTEMHOrO aTPMOBEHTPUKYNAPHOro knanaHa. OcBelleHbl AaHHble HAaUMOHaNbHbIX 1 MeXAyHapOOHbIX PErCTPOB, pekoMeHaauum
MO MOHUTOPWHIY W BbISIBNEHMWIO XXU3HEYTPOXAIOLLMX apuUTMUIA, a Takke nocregHve Lkarsbl cTpatngukaummn pucka, paspabotaHHble
cneumansHo Ansa nauueHToB ¢ CIMK. MNogyepkuBaeTcs HEOGXOAUMOCTb ANUTENBHOTO MOHUTOPUHIA HApYLLUEHUI pUTMa, YTOYHEHNS
nokasaHui K UMNnaHTaunm KapamoBepTepoB-A4eubpunNnsTopoB Anst NEPBUYHON NPOMUNaKTUKK, a Takke AanbHENLnX nccrnenosa-
HWWA 1 HAKOMNMEHUSA AaHHbIX ANS ONTUMMU3aLUN TaKTUKN BEAEHWUS] TakUX NaLMeHTOoB.

KnioueBble cnoBa: CUCTEMHBIN MpaBbIi XenyaoveK; KoppuUrnpoBaHHas TPaHCMNO3ULMA MarucTparbHbIX COCYLOB;
BHE3anHas cepAeyHasl CMepTb; apuTMUK; CTpaTudUMKauusi pucka; BHe3anHasi cepaevHas
CMepTb NPU CUCTEMHOM MPAaBOM KeNyAouKe; OTAaNeHHbIE OCMOXHEHMS.
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Life-threatening arrhythmias and sudden cardiac death
in congenital heart disease with systemic right ventricle

(a literature review)
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Abstract

Adult patients with congenital heart disease (ACHD) remain a poorly studied group in terms of arrhythmological complications,
while at the same time representing one of the most actively investigated cohorts with arrhythmias today. Patients with a systemic
right ventricle (sRV) after atrial switch operations or with congenitally corrected transposition of the great arteries are the most
vulnerable subgroups in the congenital heart disease (CHD) population; however, specific criteria for sudden cardiac death (SCD)
risk stratification in these patients are still lacking. This review summarizes current knowledge on the incidence and mechanisms of
SCD, including the role of arrhythmogenic substrate, myocardial fibrosis, anatomical and physiological characteristics of the sRV,
and the systemic atrioventricular valve. Data from national and international registries are presented, as well as recommendations for
rhythm monitoring and detection of life-threatening arrhythmias, along with the latest risk stratification scores developed specifically
for patients with sRV. The need for prolonged rhythm surveillance, refinement of indications for implantable cardioverter-defibrillators
in primary prevention, and further research with registry data collection to optimize management strategies is emphasized.
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MaumeHTbl C cUCTEMHbIM MpaBbiM >xenyaodkom (CIK)
nocne onepauuv NpeacepaHOro NepeKIioYEHUst 1 ¢ KOpPpUrn-
pPOBaHHON TpaHcno3uumen marmctpanbHbix cocynoB (KTMC)
ABMSATCS OAHOW M3 CaMbIX YS3BUMbIX PYnn NauMeHToB C
BpOXAEHHbIMKU nopokamu cepgua (BMNC) no BHe3anHom cep-
aedHor cmepTn (BCC). MpuunHsl BCC o cux nop ocratotcs
HesICHbIMU B CBA3U ¢ TeM, 4To BCC oTmeyvaeTcs y naumeHToB
C CUMMTOMHOW CEpAEYHON HEAOCTaTOYHOCThIO 1 6e3 Hee, Mo-
1of0ro 1 3penoro BospacTta, C HEAOCTaTOYHOCTbIO CUCTEM-
HOrO aTPMOBEHTPUKYNAPHOTO KranaHa n 6e3 Hee. Ha faHHbIN
MOMEHT MpoforkaeTcs paboTta Mo BbISBMEHWNIO BO3MOXHbIX
¢akTopoB pucka BCC npu BINC, Hanbonee 3Ha4yMmMbiMn u3
KOTOPbIX SABNATCS OOLLENPUHATBLIE MOKa3aTenm TSHXKeCTu Co-
CTOSIHUSI, HO HET crneundunYecKknx KpUTepres Ars NauneHToB
¢ CIMXK. O630p nocesiLLeH akTyanbHOMY COCTOsIHUIO npobre-
Mbl B MMPOBOM 3paBOOXPaHEHNN.

TepMUH «BHe3anHas cepfeyHasi CMepTb» MPUMEHUM K
€CTECTBEHHON CMEepTU BCMEeACTBME CEPAEYHOM NaTonoruw,
KOTOpOW MpefLlecTBOBana BHe3anHasi noteps Co3HaHus B
TeYyeHne Yaca nocre BO3HWKHOBEHMS OCTPOWN CUMMTOMAaTHKN
M MOXET UCMONb30BaThCsA B Cryyasx, Korga U3BecTHO npea-
wecTByloLee 3abonesBaHve cepgua, HO Bpemsa U crnocob
HaCTYNNeHUs CMepTU HEOXMAaHHbI. BHe3anHas cmepTb BO3-
HMKaET y NaumeHTa C U3BECTHBIM MPU XU3HU NOTEHUMANbLHO
daTtanbHbIM BPOXAEHHBIM UM NpuobpeTeHHbIM 3abonesa-
HMeM cepaua unu ¢ natonormert cepaeqyHo-cocyamncTon cu-

CTEMbI, @ TaKKe ecrim O4eBUAHbIE AKCTpakapAnanbHble npu-
Y/HbI CMepPTU He OBHapYXeHbI.

B Hawm gHW, korga BeKTop pasBUTUS MEAMLUHBI HanpaBs-
neH Ha NpodunakTuky 3abonesBaHuin, U1 MHOXECTBO OCMOX-
HEeHWU NpefoTBpaLLaloTCA BOBPEMS BbINOMHEHHBIMU BMELLa-
TenbCTBaMUN U KOpPEKLMEN TaKTUKK BeaeHus [1], cTaHoBUTCA
3aMeTHON [0Ms HEMPOrHO3MPYEMOW CMEPTH, BO3HMKaOLLEN
Ha boHe MHMMOoro Grnaronony4yusi. Mo poccuinckon cTaTucTu-
ke, BCC 3aHnmaet okono 50% oT obLiein CMepTHOCTU Cpeau
nuy, B Bo3dpacte 35-50 neTt [2], ABNSsiCb BECOMOWN MPUYNHON
CMepTu TPyAoCrnocobHoro HaceneHus. Mepbl nepBUYHOM
npodunaktukm BCC ocTatotcs npegMeTom ndyyeHusl, a MHO-
roobpasve OOHOBbLIX 3aboneBaHui (Cpean HUX ulemmnye-
ckas 6onesHb cepaua (MBC), BpoxaeHHble nopoku (BIC),
KnanaHHble NMOpoku M ap.) obycrnoBnmMBaeT HeEOOXOAMMOCTb
NpoBeAEeHUs NCCIEe0BaHNIA B Y3KMX rpynnax nauMeHToB.

Ha ocHoBaHuu AaHHbIX OO0NbLUMX HaLMOHANbHbBIX pe-
rMcTpoB ObINo MokasaHo, YTo y nauueHToB ¢ BIC B uenom
puck cmepTu B 3 pasa Bbllle, YeM B 00uer nonynsuum [3].
AkTyanbHocTb npobnembl BCC npu BMC nop4vepkunBaetcs
BbICOKOW 4acTOTOM ee BCTpedaemocTu. B pekomeHpaumsax
PACES 2014 6bino nokasaHo, 4To CTPyKTypa obLlen cMepT-
HOCTM y onepupoBaHHbIX No noeogy BIMC nauneHToB BKItO-
yaetr BCC — 19%, 3acCTOVHYI0 1 NPOrpeccupyoLLyt0 XpOHU-
YecKyl cepaevHyto HegocTaTodHocTb (XCH) — 24%, apyrue
CepaevHO-COoCYaANCTbIE MPUYUHBI (B T. Y. MHCYMbLT, MHapKT
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N PaHHIO nocneonepaumoHHyo netanbHocTb) — 36% 1 He
cepaeyHo-cocyancTble npuudmHbl — okono 20%. OgHako 60-
niee nosgHssA CTaTUCTMKa OEMOHCTPUPYET, YTO yXKe OKOro
25% Bcex cmepTen y naumeHToB ¢ BINC npuxoamtes Ha BCC
[4].

PacnpocTtpaHeHHocTb BCC BapbupyeTcsi B 3aBUCHMOCTH
OT TSDKECTM MopoKa U COMyTCTBYHOLUMX COCTOAHUA. Tak, B
pykoBoacTee «Kapguonorus no Xépcty» B CTpykType 3abo-
neBaHWl cepaua n coctosaHum, npusoaawmux k BCC, ynoms-
HYTbl 5 BpOXXAEHHbIX NOPOKOB: TeTpaga ®anno (TP), TpaHc-
no3numsa MaructpaneHbix cocynos (TMA) nocne onepaumm
npeacepaHoro nepekniodeHns, aHomanua J6LwwTernHa, cTe-
HO3 fero4YHoM apTepun, cTeHo3 aopThl'. HekoTopble aBTopbI
TaKkke OTMeYaloT TEHAEHLMIO K YBENMYEHU0 CMEPTHOCTU B
rpynne co cnoxHeiMn BINC nocne 30 net xu3Hu 1 nocne 50
NeT XM3HU y naumeHToB ¢ npocTtbiMu BIC [4]. Takum obpa-
30M, CPeAu BCero crekTpa HO30M0rMin MOXHO BblAENUTb He-
CKOMbKO rpymnn naunmeHToB BbICOKOrO pucka. K atum rpynnam
OTHOCATCA NaumeHThbl ¢ TP, nauymeHTbl ¢ CIMK (¢ TMA nocne
onepauuun npegcepgHoro nepekntovenus, KTMC), cuHapo-
MOM OW3eHMeHrepa 1 aHomanuen d6wTenHa [5].

B obwwen ctpykType naumneHTos ¢ BIMC naunenTsl ¢ KTMC
coctaBnaoT meHee 1% OT Bcex naumeHToB [6]. HecmoTps Ha
KaXXyLLYIOCA Maro4MCneHHOCTb 3TOW pynnbl, BEPOSATHOCTb
BCC cpean Hux cuMtaetcsi caMON BbICOKOW Cpeaun nauneH-
ToB ¢ BINC 1 BapbupyeTt ot 2,4 go 3,7 Ha 1000 nayneHTo-neT
npu CIMX nocne npencepgHoro nepekntoyeHms un ot 1,8 go
25,0 Ha 1000 nauuenTo-net npu KTMC [4].

Y naumenToB ¢ BIIC noTteHumanbHbIMKU MexaHu3Mamu,
npusogsawmummn k BCC, B 80,1% crnyyaeB aBnsOTCA apuT-
MUK, B TO BPEMS KaK CTPYKTypa MHbIX NPUYMH NpeacTaBneHa
NeroyHbIMK 1 cucteMHbiMu ambonusamu (5,3%), ocTpbIM MH-
dapkTom Muokapga (okono 1-2%), 3aCTONHOM XPOHUYECKOW
cepaeyHon HepoctatovHocTblo (XCH) (4,1%), paspbiBoM
aHeBpu3Mbl aopThl (7,6%) [5].

ApUTMOreHHbIN cy6ecTpaT Npu BPOXKAEHHbIX NOPOKax
cepaua

MpuynHbl pas3BuTUs HapyweHuin putma npu BIC pas-
HOOG6pa3Hbl. Cpean HUX MOXHO BbIAENWTb aHaTOMU4ecKune
0COBEHHOCTN PacnonoXeHNs NPOBOAALLEN CUCTEMbI, VHLU-
3WOHHbIE UMW ATPOreHHbIE MOBPEXAEHUS NPOBOASLLEN CU-
CTeMbl (aTPUOBEHTPUKYNSPHblE Gnokadbl, NpeacepaHbie U
XKenyao4koBble TaxvapuTMuW), HapyLleHUst NpoBOAMMOCTHU
Ha pasnMyHbIX YPOBHAX, PUOPO3HbIE N3MEHEHMSA B MUOKap-
O€ N CepAeyHyt0 He[oCTaTOYHOCTb, B TOM Yucne CyOKnuHu-
YeCcKyHo.

MoxHO pasgenuTb Mopdponoruyeckme cybcTpaTel apuT-
MWW MO rpynnam y onepupoBaHHbIX U HEOMEPMPOBaHHbIX Na-
uueHToB. [na HeonepupoBaHHbIx No nosogy BINC xapaktep-
Hbl criegytowme cybcTpaTbl:

1. OcoBGeHHOCTM pacnonoXeHWs CUHOoaTpuanbHOro
y3na (CMeLLeHne, OTCYTCTBUE, YABOEHHUE).

2. [JononHuTenbHble NpoBOAALLME MYTH.

3. AHOManuu KOpoHapHbIX apTepPUN.

4. OcobBeHHOCTN pacnonoXeHUss aTpUOBEHTPUKYNSAP-
HOro y3ra (CMeLleHre, OTCYTCTBUE, YABOEHNE).

B onepupoBaHHOM cepgue, MOMUMO BblLLEN3NOXEHHbIX
CYGCTpaTOB, MOryT MeTb MeCTO AONOJTHUTElNbHbIE UHUN3N-

OHHble cybCcTpaThl pasBUTUA apUTMUM B MeCTe Xmpyprude-
ckux manunynaumn. OQHUMK U3 YaCTbIX MPUYUH ABNAKOTCS:

1. TlocneonepaunoHHble pybubl MuOKapga Bcnea-
CTBME pPa3NMYHbIX BapVMaHTOB aTpUOTOMUM, MAACTUKN U
yLIMBaHUS MeXnpencepaHon nNeperopofku, BEHTPUKYNOTo-
MUW BbIBOAHOIO oTAena npasoro xenygodka (BOMX), B T. u.
TpaHCaHHYNAPHbIV pa3pes NpaBoro Xenyao4dka, anvkanbHbIn
paspes, MeCTO pevMmnnaHTauMm marumcrpanbHbiX COCYAOB,
BMeLLaTenbCTBa Ha KOpPHE aopTbl U BbIBOOHOM OTAene ne-
BOro xenygouka (JIK), nnvumpoBaHHas aTpuanv3oBaHHas
YyacTb npasoro xenygodka (MXK) npn aHomanum 36LwwTenHa,
obnacTb fedekta mexokenynovkoBor neperopoaky (AMXKI).

2. [oBpexageHus cuHycoBOro ysna (co3gaHue TyHHe-
nen npu onepauun NpeacepaHoro nepeknyveHus, onepa-
unss PoHTeHa, nepemMelleHe aHOMarnbHO APEHUPYIOLLMXCS
B BEPXHIOKO MOMNYI0 BEHY NTErOYHbIX BEH).

3. TlloBpexaeHus aTpuMOBEHTPUKYNAPHOro yana (npu
BMeLLaTeNnbCTBaX Ha aTPUOBEHTPUKYNAPHBIX KNanaHax, Mex-
Xenyao4koBoW neperopogke, 3akpbiTuM NePBUYHOIO Aedek-
Ta MexnpencepaHon Neperopoakm).

4.  TloBpexaeHus KOPOHapPHbIX apTepPU.

5. Mecra vmnnaHTaumm anekTpogos [7].

Kpome Toro, B CBA3M CO 3HAYUTENBHO YNy4LLUMBLUENCS Bbl-
KMBAEMOCTbIO NMauMeHTOB Aaxe co crnoxHbiMu BIC ctano
AICHO, YTO WX cepAua MoaBepXeHbl AanbHenwWemy Henpe-
PbIBHOMY MporpeccupoBaHuio hnbposa Muokapaa v pemo-
AenupoBaHnio. 3TU npouecchl cnyxart cybctpatamu ans
XN3HEYrpoXatLmnxX aputMmin, 0COBEHHO NONMMMOPHON Xe-
nypo4koson Taxvkapoum (KT) n pnbpmnnaumm xenygoykos
NPenMyLLIECTBEHHO MUKPO-PEEHTPY N SKTOMUYECKON M3 30HbI
pybua), a pacnpoCTpaHEHHOCTb U MO3anU4HOCTb Y4YaCTKOB
unbpo3a NoTeHLManNbHO OrpaHNYMBaET BEPOATHOCTDL ycrexa
abnauuwn, 4TO NogyepKkmnBaeTcs BO MHOrMx paborax [8].

CnepyeT oTMeTUTb TOT hakT, YTO pa3BUTME CMHApPOMA
cnabocTn cuHycoBoro yana [9] unn aTpuoBEHTPUKYNAPHON
©Gnokaabl BbICOKOM rpagaumm camo no cebe He CBs3aHO CO
CMepTbio, Mo AaHHbIM aBTopoB [10]. OgHako anvTensbHas
acucTonus unu bpagukapamsa SBnseTca TpUrrepom Ans pas-
BUTUS XXU3HEYTPOXKAaIOLLMX KEMYAOYKOBbIX apuTMUN, Cryxa-
wmx npuunHon BCC. MNpegcepaHble aputmmnm camum no cebe
He sBNAKTCA HenocpeacTBeHHon npuymHon BCC (3a uckntio-
yeHveM HapyweHu putma cepgua (HPC), npoTekatowmx
C HapyLeHUsMU reMoavHaMMKN), HO ABNATCS 3HAYUMbIM
NpeavKkTopoM A1 BOSHUKHOBEHMS XN3HEYrPOXKatoLLMX Xeny-
aouykoBbix HPC npu cnoxHbix BIC. Tak, B uccnegoBaHusax
n J.A. Kammeraad v coasT. u J. Janousek n coaBT. npea-
cepaHble TaxvapuTMum 6binyM accoummpoBaHbl C BO3POCLLMM
puckom BCC y naumeHTOB nocne onepauuv npeacepaHoro
nepekntoyerus [10, 11].

Mpn MHOroobpasmn HapyLleHW puTMa B AAHHOW rpyn-
ne MaumeHTOB UMEHHO CTpaTerns yAaepXaHws CMHYCOBOTO
puTMa SBMSETCH NPUOPUTETHOWN 3adadven B riedeHun nobbix
aputmuii [12]. YuntbiBas dakt abCONTHON MarnovucreH-
HocTw rpynnbl nauneHToB ¢ CIMXK, Ho 6onbLION OTHOCUTENb-
How gonu mx B obwen ctpyktype BCC y naumeHnToB ¢ BIIC,
TpebyeTcsa n3yveHre Bompoca BO3MOXHbIX (hakToOpoB pucka
1 BO3MOXHOCTM BNNSIHNS HA HUX. YacTb (hakTopoB pucka Mo-
XeT BbITb HeMOANMULIMPYEMON 1 3aKno4aTbCa B 0COBEHHO-
CTAX CTPOEHUS cepaua y 9TMX NalyneHToB.

" ®dpyctep B., XappuHrton PA., Hapyna [., Mnex 3.0x. (peq.). Kapavonorusi no XepcTty: B 3 T.; NepeBoA. C aHrm. nog obul. pea. akag. PAH
E.B. Wnsxto. Mocksa: FOOTAP-Meaua; 2023; Tom 3, c. 2334. ISBN: 978-5-9704-8172-1
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AHaTtomo-thusunonoruyeckne ocobeHHoCcTu cepaua
NpU CUCTEMHOM MpPaBOM Xenyao4ke

OcobeHHocmu. CyuectBoBaHue MK B nos3vumm cuctem-
HOrO, T. €. B HETUMWYHBIX ONA HEero reMoguHaMu4ecKkmx yc-
noBugXx, npegpacnosaraeT K 9KCLEHTPUYECKON rmnepTpodum
CBOOOAHOWN CTEHKMN, OTHOCUTENIbHOMY CMELLEHUIO MEXOKeny-
[AO4YKOBOW MEePeropoakn B aHaTOMUYECKN NEBbIN Xenyaodek.
BnocnencTBum us-3a NOCTOSIHHO MOBBILLEHHOW NOCTHArPy3Ku
NPOUCXOAMNT N3MEHEHNE NaTTepHa COKPAaLLEHUs], nonepeyHas
Aedopmauns HaymHaeT npeobnagate Haa npogonbHon [13].
WTorom atux npoueccoB SBNATCS Ae3ajantauus, gunata-
UMt U TMNepTpodus ero CTEHKM, BO3HWKAET AnacTtonuyeckas
1 cucTonuyeckast AMCAyHKUMS Mrokapaa, KnanaHHoro anna-
paTta CMCTEMHOTO aTPMOBEHTPUKYNAPHOTO KnanaHa [14].

Wccneposartenu, ndyvasLumne ypoBHM MapkepoB hrbposa
y naumeHToB ¢ CIDXK, nokasanu, 4To y 9TMX NaLWNEHTOB, BHE
3aBMCUMOCTM OT Hanmumsa knuHnyeckon XCH, nporpeccupo-
BaHne mnbposa no AaHHbIM MarHWTHO-PE30HAHCHOW TOMO-
rpacdum (MPT) [15], accoumMmpoBaHO C NOBbLILLEHNEM YpPOB-
Helr BNP, npe-matpukcHor meTannonporenHasel 1-ro tuna
1 MHrIMBMUTOpPa MeTannonpoTenHasbl 1-ro Tuna, oTBeYarLLX
3a gerpagauumio komnnareHa 1-ro Tuna B matpukce [16, 17].
CnepnyeTt OTMETUTb, YTO, HECMOTPSA Ha MOTEeHUMarnbHble BO3-
MoxHocT MPT B BbisiBNeHUN (OUBPO3HOr0 apUTMOrEeHHOro
cybcTpara, 910 MccnegoBaHue He SIBMSETCH PYTUHHBIM U He
BXOOWT B CTAHAAPTHbIN NMPOTOKON 06CcrneaoBaHus.

OcobeHHOCMU pacrioioXeHUsT KOPOHapHbIX cocydos u
KpogocHabxeHusi Muokapda. KopoHapHbIi CUHYC ApeHu-
pyeTcs B npaBoe ((pyHKLMOHaNbHO BEHO3HOE) Mpeacepave
npy KTMC, a npu CIMX nocne npeacepaHOro nepeknoveHnst
CTAHOBUTCHA YacCTbl0 BEHO3HOr0 MOPEOMNOrM4eckn neBoro
npeacepous. KopoHapHbele aptepum npu KTMC unHBepTmpo-
BaHbl, OTXOAAT OT NepeaHero u 3agHero KOPOHapHbIX CUHY-
COB M KpPOBOCHabXalT OOHOMMEHHbBIE XENyAoqKU, OTXOX-
AEHNe OT CMHYCOB MOXET OblTb BapuaHTHbIM. BcTpevaetcs
eOVHCTBEHHasa KOpOHapHas aptepus ¢ Tpudpypkauuen Ha
BeTBM [6]. Y naumeHTOB nocne onepauuii u3nMonormyeckon
koppekumn npu TMA oTmeudeHbl U UHble ocobeHHocTu. B
TaKMx cnyvasx MOXeT BCTpeyaTbCs BapuaHTHas aHaToMus
KOpPOHapHbIX apTepuii, KoTopas U ABNAETCS OOHUM U3 MOo-
Ka3aHuI K BbINOMHEHWIO NPEACEPAHOr0 NepeKnoYeHns npu
HEBO3MOXHOCTHM MX YCNELUHON peumnnaHTauun. B ycnosumsx
yBENUYEHHOW NOCTHAarpy3kn runepTporpoBaHHbIN MUOKapa
CIMK kpoBocHabxaeTcss BCEro nvb OOHON KOPOHAapHOW
apTepven, B OTnM4YMe OT HOpMmarbHO pacnornoxeHHoro JIK
B TaKMX e ycnoBusax. B cBs3u ¢ aTm runoTesa o HecooT-
BETCTBMM OObema nonyyYyaemMoro Kucriopoga notpebHoCTaM
MUOKapAa ABNSETCS OAHOW M3 OCHOBHbIX B BO3HWKHOBEHMWM
HepocTtaTouHoctn CIMDK m BCC [18]. NccnemoBaHusa nep-
dy3mm Mmokapga ¢ hapMakoriormyeckon nunu usanyeckon
Harpyskow nokasanu npexoaswme aedektbl nepdysnm mu-
okapaa, a TakkKe CHMXeHVe pesepBa KOPOHapHOro KpoBOTO-
Ka Aaxe B OTCYTCTBME CYMMTOMOB ULLIEMUW, HAYMHAKOLMECS
yXXe B ETCKOM BO3pacTe 1 ycyrybnsmLimecs no Mepe XusHu
naumneHToB [19, 20]. MPT-nccnenoBaHus Takke 4eMOHCTPU-
pylOT MO3[AHEE YCUIEHME TadoNUHUSA B pPasnuyHbIX Crosix
MUOKapAa, YTO KOCBEHHO NMoATBepXaaeT npebbiBaHne Muo-
kapga CIK B cOCTOSHMM NOCTOAHHOW Cy6aHAOKapAnansHON
UeMumn Ha poHe ymepeHHoWN rmnonepdysnn, ofHaKo CBA3b
Mexay cteneHbto ubposa Mmokapaa u aucdyHkumen CImK
ocTtaetcsa npotuBopeymBon [21]. CTout oTMeTUTh, YTO aTte-
POCKNepOoTUYECKUE N3MEHEHWNST KOPOHAPHbBIX apTepuii Takke
BCTpeYaloTcs B cTapLuen rpynne naumeHtos ¢ CIMK.

MpoBogslas cuctema MMEEeT CBOM OCOBGEHHOCTM MNpw

KTMC un3-3a cmelleHHon AB-neperopogku. 970 NPUBOAUT K
M3MEHeHNI0 pacnonoxernus AB-ysna u yanuHsiet nyTb npo-
BedeHns K xenygoykam. [locneactBmaMy MOryT ABASTHCA
cnoHTaHHble AB- 6rniokagbl, cnyxaluue Tpurrepamm xenynou-
KoBbIx aputmun [18]. MNpocnexunsBaeTcs TeHAEHUMS K yBenu-
YeHuto fonu bnokag no mepe B3pOCneHus (Y HOBOPOXAEH-
HbIX yacTtoTa nomnHon AB-6nokagbl npu KTMC cocrtaenser
okono 10%, y nauneHToB ctapwe 18 net — 30%) [22].

TpexctBopyatbin knanaH (TK), Haxogawmica B cuctem-
HOM MO3nuuW, CTPYKTYPHO He afdanTupoBaH Ans AaHHON
dyHKUMM 1 obnagaer aHoMarnbHbIM cTpoeHneMm B 29-70%
crnyyaes, CNefCTB/EM Yero ABMSEeTCA pa3BMTUE ero HegocTa-
ToyHocTU (puc. 1) [23]. B GonblmHcTBe criydaeB cybeTpat
HepocTaTodHocTn TK nexuT B npoueccax gunatauum CIDK
1 yBENUYEHUN ero cchepmyHOCTH, YTO MPUBOAMUT K Aunaraumm
rOPO3HOro KomnbLa KrnanaHa, yBenuyeHno HaTsHKeHU XOPA,
W yBEMUYEHWIO Yrna Mexay nanunnapHbIMU MbilLaMKU, Y4TO
HapyLlUuaeT agekBaTHyLo koantauuto cTBopok. OgHako BCTpe-
YaeTcs OpraHMyeckoe MopaxeHue KnanaHa, caMbiM 4acTbiM
13 KOTopbIx sABnsieTca O6wTerHo-nogobHoe yTornueHe 1
YKOPOYeHMe XxopAarnbHOro annaparta, a Takke CMeLlleHune
CTBOPOK B MOSOCTb Xenyao4dka, YTO MOXET ObITb xapakTep-
Ho ana KTMC [24]. HepocTtatouHocTb TK npMBOAUT K XPOHK-
yeckon neperpyske CIMX obbemom M BHOCUT HaMbonbLUNiA
Bknag B nporpeccuto XCH npu CIMXK [22, 25]. TecHoe cocy-
LLIeCTBOBaHME HeOoCTaTOYHOCTM cuctemHoro AB-knanaHa un
XCH BblpaxaeTcsa B cnegyowmx umgpax: k 60 rogam XCH
nmerT 66% nauymeHtoB ¢ KTMC 6e3 kakux-nmbo accouum-
poBaHHbIX AedekToB [26]. Mo gaHHbIM L.R. Prieto n coasr,,
20-neTHAA BbDKMBAEMOCTb MaLMEHTOB C YMEPEHHOW U TaxXe-
1OV TPUKYCNMAANbHOM HEAOCTAaTOMHOCTLIO cocTaBnseT 49%,
B TO BpeMms Kak CpeAau nauumeHToB 6e3 HegoCTaTOYHOCTU
— 93% [27]. MNporpeccupoBaHue HEOOCTAaTOYHOCTU MOXET
npotekaTb 6eCCMMNTOMHO MHOTMME roAbl, CUMNTOMaThKa mMa-
HudpecTupyet B cpegHem B Bo3pacte 40-50 net. Ha Bpewms
NosIBNIEHNA CUMMNTOMOB MOTyT BRUSATb ApYrme COCTaBnsio-
LiMe Nopoka, Takme Kak CTeHO3bl TOHHEmNeWn NonbiX BEH Mo-
cne onepauuu NpeacepAHoOro NepeknioYeHns Unv CTeHosbl
nerovHon aptepuun, OMXKI npu KTMC.

Y4yuTbiBas BbiLenepeyncrieHHble dakTopsbl, 0bLenpuHs-
TOW B HacTosiLLee BpeMs ABNAETCH KOHLENUMs CBOEBPEMEH-
HOro0 XUPYPryeckoro BMeLlaTenbCTBa — MPOTE3NPOBaHMSA
cuctemHoro AB-knanaHa. CornacHo uccnegoBaHuio KInHK-
kv Mayo, cambiMK 3HaYUMbIMU hakToOpamu, BAMSIOWNMA Ha
cpegHeoTaaneHHyk cmepTtHocTb (23,9%) nocne npoTesu-
poBaHus TK cTanm ncxogHo CHWXeHHas dopakuus Bbibpoca
(®B) CIK (meHee 40%), cuctonuyeckoe aaenexHve B JDK
6onee 50 mm pT. CT. n Ppubpunnauns npegcepamnn (PI1) [28,
29]. Ewe 6onee HM3KMe 3Ha4YeHMs BbK1MBaAeMOoCTH Bbinm npo-
AEMOHCTpUpOBaHbl Ana nnactvkn TK B Apyrux nccneposa-
Huax [30, 31].

MauueHTbl ¢ CIMXK B coBpemeHHOM oueHKe pucka BCC

[eTeporeHHocTb naumeHToB ¢ BINC 1 manodyncneHHocTb
rpynn nauymeHToB ¢ CIMXK Obinu gonroe Bpemsi OCHOBHbIMU
dakTopamu, orpaHMuMBalOWLMMK NpoBedeHne uccrnenoBa-
HWUiA. Kak npaBuno, npu onpeaeneHny TakTUKM BeaeHus na-
UMEeHTa Monb30oBanvcb OOWMMKW KapaMonorMyeckumMm peko-
MeHgaunsmu. B Tabnuue 1 npeacTtaBneHbl pekomeHdaumm
nocnegHvx OecaTUneTuii, B KOTOPbIX YNOMSIHYTbl NauUeHThI
c BIncC.

PekomeHngauun PACES/HRS (2014) npennaratot Tabnu-
Ly, B KOTOPbIA NPUBOAUTCS CTpaTMdMKaLMsa pUcka pa3BuTus
apuTMUiA B 3aBUCUMOCTU OT nopoka. Kacaemo nauuneHToB
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Puc. 1. OTaaneHHble 0CNoXHEeHUs1 eCTECTBEHHOO TEYEHUSI BPOXAEHHbIX MOPOKOB cepALa Y NaluMeHTOB C CUCTEMHbIM MPaBbIM Xenyao4KOM
Mpumevanune: BCC — BHe3anHas cepaeyHas cmepTb, HXT — HapxenynoykoBas Taxukapams, TK — TpexcTBopyaThiv knanaH.

Fig. 1. Long-term complications of the natural history of patients with systemic right ventricle

Note: BCC — sudden cardiac death, HXXT — supraventricular tachycardia, TK — tricuspid valve.

Tabnuua 1. HopmaTtnBHble JOKYMEHTbI MO NTEYEHWIO HapYLLEHWIN pUTMa cepAua, paccMaTtpusaioLme 60MbHbIX C BPOXAEHHBIMY MOPOKaMu cepaua
Table 1. Clinical guidelines on the management of cardiac arrhythmias in patients with congenital heart disease

Wmnnantauus KB Mmnnantauus KB Vcnonb3oBaHue yCcTponcTs
o BIMC obcyxpaeHbl kak o o o
HopmaTnBHbIN OKYMEHT oTEeNbHAR [pynna B Ka4yecTBe BTOPUYHOM B Ka4yecTBe NepBUYHON CPT ¢ dyHkumen
Py npodunaxkTukn npogunakTukm necnbpunnsaumm
2008

ACC/AHA/HRS Guidelines for Device-
Based Therapy of Cardiac Rhythm + + - -
Abnormalities

2009

Consensus Document EHRA/HRS
Expert Consensus on Catheter - - - -
Ablation of Ventricular Arrhythmias

2014

EHRA/HRS/APHRA Expert consensus
on ventricular arrhythmias

2017

AHA/ACC/HRS Guideline for
Management of Patients With
Ventricular Arrhythmias and the
Prevention of Sudden Cardiac Death

2019

HRS/EHRA/APHRS/LAHRS expert
consensus statement on catheter + + + -
ablation of ventricular arrhythmias

2020

KnuHnyeckne pekomengaumm «XXKeny-
[[oukoBble aputmMun» M3 PO

2021
ESC CRT - | - - -

Mpumevanue: BIMC—spoxaeHHbIN nopok cepaua, KB — kapavoseptep-aedubpunnatop, CPT — cepaeyHas pecHXpOHU3MpYyHoLLas Tepanusi.
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YKusHeyrpoxatoLime HapyLleHns puTMa 1 BHe3anHas cepaeyHasi CMepTh Npu BPOXKAEHHbLIX MOPOKax cepaua

¢ CIMDK oTmeyeHO, 4TO Hanunune HagKenyaovKoBbIX Taxua-
putMuin (HXT) (B T. Y. MHUM3NOHHBIX) JOCTOBEPHO CBS3aHO
¢ passutnem XT. Tawke AOKasaHO, YTO pacnpoCTpaHeH-
HocTb XXT 3HaumTenbHO noBbiwaercs npu Tspkernon XCH
[5]. Mo paHHbIM P. Khairy n coaBT., cpeaun >enygoykoBbIX
apuTMUIA CaMbiMW 4acTbIMW MOXHO HasBaTb 3JKTOMMYECKne
KT n HeycTonumBble xenygoykoBble Taxvkapaun (HYXT),
B CBOI oyepedb HYXKT, no-sugnmomy, cBsdaHa ¢ yCTonym-
Bon XXT n BCC. MoHomopdHble KT coctaBnsatoT 49% Bcex
XKT, nonumopdHble — 34% n pubpnnIALMS XenygoykoB —
17% cny4aes [32]. MNMo3aHee Gbin NpoBeAeH CPaBHUTENbHbLIN
aHanu3 xapakTepUCTUK XXNU3HEYrpOXatoLWmMX apuTMUA y 3TUX
nauneHToB. Bbino BeissicHeHo, Yto ana KTMC xapakTepHbl
nepBuYHbIE Xenygoukosble aputmun. Bonee Ttoro, BCC B
rpynne KTMC yvale Bcero BO3HMKaET MMEHHO B pesyrnbrate
NepPBUYHbIX XEMNYA04YKOBbIX apuTMui. A 'y nauneHToB nocne
npeacepaHoro MepekmnioyeHns aputMMn UMET WHLU3WMOH-
HbIV cybeTpat [33].

OTa cTatucTuka nonyyuna otobpaxeHne n B eBponewn-
cknx pekomeHgaumsax 2020 r. (tabn. 2). B gpyrux nccnepo-
BaHMAX OLeHMBanach CBA3b NPeacepaHbIX U XenyaoyKoBbIX
HPC y naumeHTtoB ¢ CIDK. B pabote A. Chiriac un coasT.
ObIno nokasaHo, 4to ®I1 okasanacb 3Ha4YMMbIM MPEOUKTO-
poOM TpaHCnnaHTauuMu cepgua unm CMepTu OT BCEX NPUYMH
(puc. 2) (HR 3,50 (1,45, 8,47), p = 0,006). BmecTte ¢ Tem
npegcepaHas Taxukapavsa unu TpenetaHve npeacepavn He
ObInu cBsi3aHbl CO cMepTHOCTLIO (p = 0,17) [34]. Bonee Toro,
aBTOPbI BbIAENSOT TPUaAy NPU3HAKoB, N0 KOTOPbLIM MaumneH-
Tbl MOTYT ObITb OTHECEHbI K Ipynne BbICOKOro pycka CMepTH:
®I1, nonHas 6nokaga npason HOXkK nyyka Mca (MBMHMI) /
QRS 6onee 140 mc n B CIMX meHee 35% (puc. 3).

Opyrue paboTbl Takke NOATBEPXKAAIT AaHHbIE BbIBOAbI
[35, 36].

Mo paHHbIM MeTaaHanu3a 2023 r., NpPoBeOEHHOro B
Monbwe S.A. Nartowicz u coaBT. 1 BKIHOYaBLUErO AaHHble
351 nauuweHTa nocne npeacepaHoOro NepekntoyeHns, aBTopbl
He noateBepaunu BnusHue HXKT Ha AONroCpoOYHYH BbDKU-
BaemocTb (OL, 2,07; 95% OU; 0,8—4,85; p = 0,09). Tot xe
BbIBOA Obin crnpaBegnue AnS MMNNaHTauMn KapavocTuMy-
nartopa (OLW, 2,37; 95% [OW; 0,48-11,69; p = 0,29). OgHako
npu gononHeHHom aHanuse HXXT nokasana crtatucTnyecku
3Hauumoe BrnmsHMe Ha BCC (OLW, 2,74; 95% OW; 1,36-5,53;
p = 0,005), HO He Ha cmepTb no Apyrum npuynHam (He BCC)
(0oL, 1,5; 95% On; 0,37-6,0; p = 0,57) [37].

Mcxoas u3 BCero BblLLUEU3NOXEHHOrO, Ha CEroAHALLHUIA
AEeHb PEKOMEHA,0BaHO BbINOMHEHNE eXEroAHOW aneKTpoKap-
avorpadumn 1 XonTepoBCKOr0O MOHUTOPMPOBAHUSA B AUHAMU-
ke gaxe y 6eccumnToMHbiX naumeHToB ¢ CIMXK ¢ knaccom
pokasatenbHocTu lla ans BeigBneHus nobbix aputmmn [9].

MeToAbl BbISIBNEHUA XXU3HEYTPOXaloLWmnX HapyLLUeHU
puTtMa y nauueHToB ¢ CIXK

HeobxoanmocTb AnuTensHoro MoHuTopuHra 9Kl oTBeya-
€T MMPOBOWN TEHAEHLMM Ha aKTUBHYHO BbISIBNSIEMOCTb JTH06ObIX
HPC [38], noTpebHOCTbL B KOTOPOM HEe MepeKpbiBAaeT CTaH-
AapTHas MPOAOIKUTENIbHOCTb XOJITEPOBCKOTO  MOHUTOPU-
poBaHus. BbIIBNSEMOCTb MrpaeT KIoYeBYH porib B ycnexe
neyeHus xnsHeyrpoxatowmx HPC n npegotepawerHnm BCC,
a [ansi NoBbILEHUS YYBCTBUTENBbHOCTU U CNELMPPUYHOCTU Me-
TOOMKN HeobxoayMa paspaboTka anropuTMa 1 Noncka HoBbIX
BO3MOXXHOCTEW Yy CYLLECTBYIOLLUMX METOAOB MOHUTOPWHTIA.

Poccuiickne pekoMeHZauum Mo KenyaovykoBbIM apuT-
MUSIM PEKOMEHAYIOT aKTUBHOE UX BbISIBIEHWE C MOMOLLbIO
HapY>KHbIX UM UMMMAHTUPYEMbIX KAPAUOMOHUTOPOB B CHly-

Yasax 6eCCUMMNTOMHOIO TEYEHWUS UM PEAKOV CUMNTOMAaTUKW.
OTa pekoMeHOaumsa SBNSeTCs onpaBAaHHON AN NauMeHToB
¢ BIC (n B yactHocTtu, ¢ CIMXK) B CBS3M C HanM4mMem AaHHbIX
0 60mnbLIOM NpoueHTe 6ECCUMNTOMHBIX aPUTMUA U BO3MOX-
Hom BnusiHMM Ha BCC. o gaHHbIM nutepaTtypbl, Ha ceroa-
HALLHWA [OeHb CyLlecTByeT Hebombluoe Konm4yecTBo pabor,
NOCBSILLEHHbIX 3ToM npobneme (tabn. 3). Pesynsratsl, nony-
YeHHble aBTOpaMu, NO3BONAIOT yTBEPXAaTb, YTO Mepcrnek-
TVMBHbIM METOAOM, nos3sonsawwmnm BoisBnAaTe HPC y Takmx
naunmeHToB, MOXET OblTb UMEHHO NPOANEHHbLIN MOHUTOPUHT
OKT, a He 24-4acoBoe XOnTepoBCKOE MOHUTOPUPOBAHNE.

MepBuyHasn npocdunaktuka BCC y naunenToB ¢ CIMX

Ha cerogHsAWHWA AeHb BTopuyHasa npodunaktuka BCC y
naumeHToB ¢ CIMXK ocyuecTBnsieTcs no obLwmMm npuHumMnam
BeaeHus. Tak, OHa pekoMeHoBaHa NauueHTaM C JOKYMEH-
TMpOBaHHOW ubpunnsaumen xenygodkos unm XT un remo-
AVHaMUYECKON HECTabUNBbHOCTbLIO, NPY YCNOBUM OTCYTCTBUS
npexoasaLLmMx NpUYnNH nx passutus. Takke umnnadtauma KB
pekoMeHOoBaHa naumeHTam ¢ yctonumson XKT, npy ymepeH-
HO BbIpaXxeHHoW ancyHkummn JK (PB < 45%). MNpn aTom y
naLMeHTOB CO CTPYKTYpPHOW naTtorioruer cepgua BO3MOXHO
HasHaveHne GeTa-agpeHobnoKaTopoB UMM aHTUAPUTMUYE-
ckux npenapartos |l knacca, a Takke pagnodacToTHon abna-
LUun apuTMOreHHoro cybcTpara.

OcobbiIM NpeaMeToM OMCKYCCUMM OCTaeTcsi NepBUYHas
npodunaktuka BCC B rpynnax noBbILLEHHOIO pUcka, B T. M.
npu BpoxaeHHbIM nopokax ¢ CIMX. B 2019 r. 6bina npea-
noxeHa wkana crpatudukauum pucka BCC y nauneHToB €
BIMC pasnuuHbix rpynn — PREVENTION — ACHD (puc. 4).
Bce nauueHTbl nocne 6GannbHOWM OLEHKU OenATcs Ha OBe
rpynnbl: NauMeHTbl C HU3KUM EeXEerogHbIM pUCKoM (MeHee
3%) M nauneHTbl C BbICOKUM eXerogHblM puckoM (bonee
3%). PREVENTION-ACHD [39] n gpyras wkana SPANISH
ACHD 6binv BanMaMpoBaHbl HA OCHOBE OAHOLEHTPOBOIO UC-
cneposanus [4].

B 2022 r. 6bina npeacTaBneHa gpyras Lwkana pycka Bos-
HUKHOBEHUSA XusHeyrpoxawowmux aputmuin n BCC y nauu-
eHToB nmeHHo ¢ CITK. NccnepoBaHne, oxBatmeliee 1 184
nauueHTa 3 13 eBponewckmx LeHTpoB (70,5% n3 H1x nocne
npeacepgHoro nepeknoyerus, 29,5% naunento ¢ KTMC),
BbISiBUMO, 4TO 10% M3 HMX MMENU XMU3HeyrpoxarLume xe-
nypoykosble aputmun nnu nepeHecnn BCC (MAREs major
adverse ventricular arrythmias and related events) B TeueHue
MeavaHbl HabnogeHnst B 12 net. [Npu oueHKke pucka yYnTbl-
Banucb Bo3pacT, Hanuume npusHakoB XCH un cuHkonanb-
HbIX COCTOSIHUIA, Tskenast auvcdyHkuma CIDK, obcTpykums
BbIBOAHOIO TpakTa BEHO3HOrO Xenyaoyka U AnuUTenbHOCTb
komnnekca QRS. Ha ocHoBe aTux haktopoB paspaboTaHa
5-neTHsAs WKana pucka, no3sonstollas cTpatnuumpoBaTb
NnauMeHToOB MO YPOBHSIM pucka W ONTMMU3NPOBaTb Bpe-
MS1 MPUHATUS pELLEHUSI O MEePBUYHOM MPOUIaKTUHECKON
UMMMaHTauMmM YCTPOWCTB C pyHKUMen aedubpunnsatopa
(puc. 5). OTOT MHCTPYMEHT MOXET CYLLEeCTBEHHO YMyullnTb
WHAMBYAYANU3MPOBaHHbIN NOAXOA K BEAEHWIO NaLMEHTOB C
CIK B Byayliem B CBSA3M C BbICOKON 3(pHEKTUBHOCTLIO €€
ncnonb3oBaHusa asTopamu no kputeputo NNP (number need
to prevent), koTopblIi coctaBun 5 yenosek [40].

Pa3paboTtka 1 nNpMMeHeHWe 3TUX OBYX LUKan B HaCTOs-
LMA MOMEHT YXe Hallufo OTpaKeHUe B HOPMAaTUBHBLIX [0-
KymeHTax. C knaccom gokasatensHocTtu lIb pekomeHgyetcs
umnnaHtupoBate KB[ / CPT-[ (cepgeyHas peCUHXpOHU3U-
pytowas Tepanus ¢ yHkumen gecdubpunnsaumun) ans nep-
BUYHOM NPOUNAKTUKM NaumeHTam co cHmxkeHHon OB CIDK,
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Ta6nuua 2. OueHka pucka pa3BUTWS HapyLUEHWi puTMa cepla y NauneHTOB C BPOXAEHHbIMW Nopokamu cepaua?

Table 2. Arrhythmia risk assessment in congenital heart disease?

HapxenynoykoBble aputmumn

XKenynoukoBble aputmun n BCC

Bpagnal

pUTMUK

- O
Tun BMNC ABPT BMPT / 3MT o 3;‘2:;2? BCC "Hpuobperer- | Bpowach- | NpMOBpeTeH-
Hast Hast Hast
e BTOpVNHbII/I )J,MI'II‘I .............. [EREEEER RIS RARREEE B AASRE ELEE SRAEEN SILE [ERRE EERLASIARTE RREREE (AEEILEE ERREE JEARIEE REEL FAREE

YAONB - ++ + - - + - -
YABK - ++ ++ (+) - - +) ++
VKT - + +) + (+)a - - +
AHomanus Q6wTenHa +++ ++ + (+) ++b ++ - -
TO - ++ ++ ++ ++ + — +
TMA
MpencepaHoe — 4 + ++C +++b +++ - +
nepeknioveHne
S - * e ) ) - -
KTMC ++ + + (+) ++b - + ++
Onepauusa ®oHTeHa
T;)Hef;ebano—nerqubM _ . + _ +b -+ _ _
JlaTepanbHbl TOHHENb - ++ + - +b ++ - —
OKK - + + - +b + - -
CurHapom O1i3eHMeHrepa;
MauneHTbl C LaHoTUY- _ - - B ++d B B _

HbIMW NOPOKaMu nocne
naninaTuBHbIX onepau,vl|7|

Mpumevanve: AB-6nokaga — aTpuoBeHTpUKynsipHas 6nokaga, ABPT — aTproBeHTpUKynspHasi peumnpokHas Taxukapaus, BMNPT — BHyTpunpeacepaHas
peeHTpy Taxukapausi, BMC — BpoxaeHHbI nopok cepaua, AMIMMN — gedekt mexnpencepaHon neperopogku, XXT — xenygoykosas Taxukapgus, BCC —
BHe3anHasi cepgeyHas cmeptb, KTMC — koppurmpoBaHHas TpaHCno3numst MarmctpanbHbix cocyaoB, CCCY — cunapom cnabocTtu cuHycosoro ysna, TMA
— TPaHCNo3nUMst MarucTpaneHbix aptepun, T® — Tetpaga ®anno, ®I — dumbpunnaums npeacepanii, YABK — 4aCTUYHO OTKPLITBIAE aTPUOBEHTUKYMSIPHBI
kanan, YAQJIB — YacTnyHbI aHOMarnbHas ApeHax neroyHbix BeH, KK — akcTpakapauanbHbii koHayut, QMNT — akTonuyeckas npeacepaHas Taxukapans,
a — y4MTbIBasi BbICOKYIO pacnpocTpaHeHHocTb AMXKI, obwwmin puck y nauventos ¢ AMXI cuntaetca MuHnmaneHbiM. b — BCC MoxeT npounsontu ns-3a
Hapkenyao4KoBOW Taxukapaun ¢ ObICTPbIM aTPUOBEHTPUKYNSAPHLIM NpoBeAeHneM. ¢ — puck XKT Bbille y naumeHToB co crnoxHon TMA. d — He apuTMoreHHas

npuynHa.

Puc. 2. BbkmBaeMocTb NauneHToB ¢ hmbpunnaumen npeacepaui n 6es Hee®
Fig. 2. Survival of patients with (blue curve) and without atrial fibrillation (red curve)

2 AganTtupoBaHo u3: Baumgartner H., De Backer Ju., Babu-Narayan S.V. et al. ESC Scientific Document Group, 2020 ESC Guidelines for the
management of adult congenital heart disease: The Task Force for the management of adult congenital heart disease of the European Society
of Cardiology (ESC). Endorsed by: Association for European Paediatric and Congenital Cardiology (AEPC), International Society for Adult
Congenital Heart Disease (ISACHD). Eur. Heart J. 2021;42(6):563-645. https://doi.org/10.1093/eurheartj/ehaa554
3 ApantupoBaHo u3: Chiriac A., Giardi D., Cheema K.P. et al. Atrial arrhythmia predicts late events and mortality in patients with D-transposition
of the great arteries and atrial switch repair. Int. J. Cardiol. Congenit. Heart Dis. 2024;15:100491. https://doi.org/10.1016/j.ijcchd.2023.100491
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Puc. 3. MHOFOd)aKTOprIe npegnkTopbl CMEePTU 1 TpaHcnnaHTauun cepgua y nauneHToB C TpaHCFIO3I/ILU/IeIZ MarucTparbHbIX apTele?l, nocne npeacepgHoro

nepekntoyeHuns*

Mpumevanwve: OV — poeeputenbHbit nHTepsan, OP — oTHoweHne puckos, MBMHMT — nonHas 6nokaaa npaBon HoXKK nyyka Muca, @B CIMXK — dpakumns
BblBpoca cnucteMHoro npaeoro xenyaoyka, e — oubpunnaums npeacepoui.
Fig. 3. Multivariative predictors of death and heart transplantation in patients after atrial switch procedure

Note: AN —confidence interval, OP —odds ratio, MBMHMI™ —right bundle branch block, ®B CIMXK — systemic right ventricular ejection fraction, ®I1 — atrial

fibrillation.

Ta6nuua 3. KnuHunyeckve nccnenoBaHus HapyLIJeHI/Iﬁ putMma ceppua ¢ NOMOLLBI0 UCNONb30BaHNA TenemMmeguLHCKUX TEXHOMOrnM Yy nauneHToB C CUCTEMHbIM

npaBbIM Xenygo4koMm

Table 3. Clinical studies of arrhythmias using telemedicine technologies in patients with systemic right ventricle

ABTOpbI 1 Ha3BaHVe paboThbl lon [wnzaiiH Pesynbrathl 1 BbiBOAb! paboThbl
Schultz KE.. Lui G.K Y 156 nauueHToB BbisiBnieHa aputmusa (50%), npu-
McEIhinné D B.et a.l éxtended MpoaneHHbIn MOHMTOPUHT Yy 314 naumneHToB (CpeaHWi | Yem TOonbKo y 46% M3 HUX OHa BbisiBIeHa B NepBble
cardiac ambljla.to ;h thm BospacT — 31 rop (25-41 roa), 61% >xeHwmH). Cpean HUX | 48 4 MoHWTOpupoBaHus. Yawe BcTpeyanace HXT,
monitoring in adulrtys w)i/th 2018 |V 19% TP, 10% TMA, 13% AMMMN n / nnn YAONB, 12% | 3atem HYXXT (y 35 naumeHTtoB). ®akTopbl, BNMSB-
con enita? heart disease: EX, 11% ob6ctpykuma JDK v gp. Y 33% ecTb apuTmus B | LUME Ha BbisiBNeHWe apuTMum: Bo3pacT, EXX, obcTpyk-
Arrhg thmia detection and’ impact aHamHese (P, TM, HYXT, HXXT), 18 nauneHToB nMeloT | uMs Ha yposHe JDK, aputmust B aHamHese. B rpynne
of e;’tended monitorin P OKC, 11 KA. CuHycoBbI puTM 3apernctpupoBaH y 86%. | HXKT nameHeHne taktukv nevenns B 34%, B rpynne
9 HYXT B 66%.
. ' OcyLLecTBRANCS ANMUTENbHBIN UHBA3UBHbIA MOHUTOPUHT Y
ga:rgtr\;'l’ Eg:lmgezgisgzifeuns 30 naumeHToB ¢ BIC, B TOM yucne cpeau Hux 14% na-
vént.riculér arrl'{ thmias in adults umentoB ¢ CIMK, ¢ nomowbto yctporictBa Reveal LINQ. | Hapylienns putma 6binu BoisiBnieHbl B 72% crnyyaes,
with con enitalyheart disease 2020 |[MokasaHusiMu K uMAMAAHTauuM nocnyxunu cumntombl | HYXKT — B 27%, 13 atux cnyvaeB B 50% oHa 6Gbina
usin anginsertable cardiac apuTmuii, 3apeructpupoBaHHble no XM SKIT napokcuambl | 3apeructpupoBaHa de novo.
mon%or (EDVA-CHD study) HYXT, wupokuin komnnekc QRS v / unu gncdyHkums cu-
Y CTeMHOro Xenyaouyka.
Ei?éie;e;da:vlE’oztz:?i:rsf-gﬁéalth 24 nauueHta ¢ CIMXK (cpepHuit BospacT — 47 net, 50% | O6wwas BbisBNseMoCTb aputMmn coctasuna 58,3%.
smartiechn.olo in ontimization KEHLLUMHbI), Mcnonb3oBany yCTporcTBa ANs AucTaHuu- | B 1 cnyyae pekomenpgoBaHa PYA no nosoay HXKT,
and monitorin ggf hea‘r)*t failure 2021 | oHHOro MOHUTOPWHra (Bechbl, MOHUTOP A[l, yMHble yackl, | B 3 cnyyasx — rocnutanusauus no nosogy XCH,
treatment in agults with systemic 3anuck OKI™ Alivecor Kardia Mobile ogHo oTBeaeHune) ansi | octanbHble NauMeHTbl NPOAOIKUN ambynaTopHoe
right ventricular failure Y OUCTaHUMOHHOM TuTpaumm ao3bl ARNI. HabnogeHve.
B . o, PRI EEETIE” | 2 auventossapervcromposen COOLy 2 gy
Kakarla J., Crossland D.S., P permctparop (#27 AB-6nokapa, BMPT (7 nauverTos) u BMPT + CCCY/
. xpaHHaa ®B CITXK, 75% — | dyHKUMOHanbHbIA Knacc no
Murray S. An unmet need: o ABB (4 nauneHTa). B utore 11 naumeHtam mameHe-
. . NYHA, oTcyTcTBMEe B aHaMHe3e HapyLleHWIn NpoBOAVMO-
arrhythmia detection by 2023 Ha MedvKaMeHTO3Hasi Tepanusi, 7 pekoMeHaoBaHa
) . cTun). Becero 6bino nonyyeHo 52 3anvcy ot 75% naumex- o
implantable loop recorder in the MMnnaHTaumus cepaeyHbix yctporcts: 5 — OKC, 2 —
o : TOB, Y 25% nauueHTOB 3anucy He GbinK 3apernucTpupo- .
systemic right ventricle VK. [lBa naumeHTa oTkasanucb OT BMELLATENbCTBA;
BaHbl HU aBTOMaTW4ecku, HW no TpeGosaHuto. CpeaHsist
OfIH U3 HUX YMep.
ONUTENbHOCTb MOHWUTOPMHra coctasuna 39,5 mec.

Mpumevanuve: ABB — atpuoBeHTpukynspHas 6nokaga, BMNPT — BHyTpunpencepaHas peunnpokHas Taxukapaus, BIMC — BpoxaeHHbIN nopok cepaua, AMIM
— AedekT MexnpeacepaHon neperopogku;, EXX — eamHcTBeHHbIN xenyaodek, K[ — umnnaHTupyeMbiit kapavoBepTep-aedubpunnstop, MK — nesbii xeny-
novek, IC — nekapcTBeHHoe cpeactso, HXXT — HapkenynoykoBasi Taxukapams, HYXKT — HeycToiumBas xenynodkosas Taxvkapaus, PYA — pagmovactoTHas
abnauus, CCCY — cuHgpom cnaboctu cuHycoBoro y3na, TMA — TpaHcnosuums maructparbHblii aptepuid, T® — tetpaga danno, XM 3Kl — xonTeposckoe
MOHWTOPUPOBaHUWE anekTpokapanorpammel, YAQJIB — YacTUYHBIN aHOMarbHbI ApeHax nerovHbIx BeH, AKC — anekTpokapanocTUMynaTop.

4 ApanTtupoaHo 13 Chiriac A., Giardi D., Cheema K.P. et al. Atrial arrhythmia predicts late events and mortality in patients with D-transposition
of the great arteries and atrial switch repair. Int. J. Cardiol. Congenit. Heart Dis. 2024;15:100491. https://doi.org/10.1016/j.ijcchd.2023.100491
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Puc. 4. LLikana nporHo3npoBaHus pucka exerofHol BHe3arnHol cepAeyHoi CMepTV Ha OCHOBaHWUK KIMHUYECKMX AaHHbIX naumeHTa (PREVENTION-ACHD)®
MpumMeyaHmne: oLeHKka prcka, OCHOBaHHas Ha KIMHUYeCKMX hakTopax pucka, NpeacTaBrsieT cobom exerofHbli pUCK BHE3aMNHON cepaeyHoit cmepTy. 3a
KaXxabl 13 cnegyowmx cemu hakTopoB pycka MOAENU NnpucBanBaeTcs oauH 6ann: 1. Mwemuyeckas 6onesHb cepgua. 2. CUMNTOMbI cepAeYHOn HegocTa-
TouHocT (knacce 1I/111 no knaccudmkaumm Hoto-Mlopkekoii kapanonoruyeckoi accoumauni). 3. CynpaBeHTpukynspHas Taxukapavs. 4. HapylieHne dyHkummn
CMCTEMHOTO xenyaouka (ppakums Beibpoca < 40%). 5. Hapyluerne dyHkummn cybnynbmMoHansHoro xenygoyka (cpakums Beibpoca < 40%). 6. [inutenbHOCTb
kommnnekca QRS > 120 mc. 7. Ancnepcus nHtepsana QT > 70 mc (AMXKI, BCC — BHe3anHasi cepaeydHasi cMepTb, TITA — TpaHCNO3ULMS KPYMHbIX apTepui).

* — ceMb (HaKTOPOB pUCKka HEBO3MOXHO OLIEHUTDL Y MaLMEHTOB nocre onepauun GoHTaHa, MOCKOMbKY Y 3TVX NaLUeHTOB OTCYTCTBYET CyOnynbMOHarbHbIN

Xenynodek.

Fig. 4. Sudden cardiac death annual risk prediction scale “PREVENTION-ACHD”

Note: risk assessment based on clinical risk factors represents the annual risk of sudden cardiac death. One point is assigned by the model for each of the
following seven risk factors: 1. Coronary artery disease. 2. Symptoms of heart failure (New York Heart Association class Il/Ill). 3. Supraventricular tachycardia.
4. Impaired systemic ventricular function (ejection fraction < 40%). 5. Impaired subpulmonary ventricular function (ejection fraction < 40%). 6. QRS duration >
120 ms. 7. QT interval dispersion > 70 ms (AMXI1 — ventricular septal defect, BCC — Sudden Cardiac Death, TMC — Transposition of the Great Arteries). * —
The seven risk factors cannot be assessed in patients after the Fontan procedure, as these patients lack a subpulmonary ventricle.

0COBEHHO MPU HanM4MM JOMOMHUTENbHbBIX (DAKTOPOB PUCKA,
TaKMX Kak >Xernygo4yKkoBble apuTMuu, HEOOBSACHNMbIE CUHKO-
ne, Il v 1l pyHkumoHanbHbIM knacc no NYHA, npogomku-
TenbHocTb QRS 140 mc n 6onee unm Tspkenas perypruraums
Ha cuctemHom AB-knanaHe [41]. B cnyyasx, korga He noka-
3aHa nepsuyHasa umnnantauusa VKM, B kayectBe ansrepHa-
TUBbI BCE Takke MOXEeT ObITb PEKOMEHOOBaHO NpoBefeHne
3MNeKTPoU3MONOrM4ecKoro nccneqoBaHns AN OLEHKN pu-
cka BO3HUkHOBeHus XKT [42].

Poccuiickne knuHuyeckne pekomeHpgaumm (2020) ewe
0O TOMy4YeHUs nepBbiX pesynsratoB Mo cTpatudmkaumn
pycka MpeanoXuny nNpoBOAWTb NMEPBUYHYIO MPOMUNAKTUKY
BCC Bcem naumenTtam ¢ BINC un tskenon XCH Ha doHe on-

TYManbHOW MeAMKaMEHTO3HOW Tepanuun (He TepMUHAINbHON
XCH IV knacca no NYHA). MNpu CIMXK nokasaHuammn K nm-
nnaHTauun KB cnyxat aBe coctaBnsowme:

— Tsbkenas gucdyHkumsa CIK;

— apyrve daktopbl pucka: HYXXT, XCH 1 n 2-n ctagun
(B pekoMeHaauusix yKasblBatoTCs No CTapow Knaccmdmkaumm
— Il vrm Il knacc no NYHA), BblpaxeHHasi peryprutaums Ha
cuctemHom AB-knanane [2].

Taknm 00pa3oM, HECMOTPS Ha CYLLECTBEHHbIA NMPOrpecc
B MOHMMaHun mexaHmamoB BCC u ctpaTtucmkaumm pucka
y 9TOW rpynnbl NauMeHTOB ¢ Hambonbwmm 6pemeHem BCC
cpenm Bcex BINC, ocTaoTcsa HepelLeHHbIMU Npobremsl rete-
POreHHOCTM MaUVEHTOB AaXke BHYTPY 3TOK rpynmbl, HANMYns

5 ApantupoBaHo u3: Vehmeijer J.T., Koyak Z., Zwinderman A.H. et al. PREVENTION-ACHD: PRospEctiVE study on implaNTable cardioverter-
defibrillator therapy and suddeN cardiac death in Adults with Congenital Heart Disease; Rationale and Design. Neth. Heart J. 2019;27(10):474-

479. https://doi.org/10.1007/s12471-019-1297-3
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Puc. 5. LLkana nporHo3upoBaHusi 5-netHero pucka MARE Ha ocHOBaHUM KNMMHWUYECKUX AaHHbIX NauueHTa

Fig. 5. MARE scale for risk assessment of sudden cardiac death

WHAMBMAYanNbHbIX 0COBEHHOCTEN, NOTEHUMANbHO BANSIOLLNX
Ha puCK BHe pa3paboTaHHbIX Lwkan. B aton cBA3n Heobxo-
AvMa paspaboTtka n BHeApeHMEe HOBbIX METOAMK MOCTOSIHHO-
ro HabntogeHUs 1 akTMBHOTO MOHUTOPWUHIa apuTMUIA, B TOM
yucne ANUTENbHOrO XONTEPOBCKOrO MOHUTOPUPOBaHWS, YTO
06ycnoBneHo HepocTaTovHOM MHAOPMAaTMBHOCTBIO CTaH-
AapTHOW CYTOYHOW METOAMKM. Takke He onpefeneHa ponb
MCMNONb30BaHUSA UMMNMAHTUPYEMbIX YCTPOWCTB AN perncrpa-
unn puTMa (NeTneBbIX KapanoperncTpaTopoB) Kak MHOW, No-
TeHumanbHo Heobxoammon metoaukn ans eoiseneHns HPC B
3TOW KOoropTe, a peanbHasi NOTPeBHOCTb B MX UMMMaHTauum
npesblwaeT aktuyeckme obbembl. Ha Tepputopun Poc-
curickon ®egepauun OTCYTCTBYIOT AaHHbIe 06 umMnnaHTauum
aTux yctponcTtB naumeHtam ¢ CIDK. TpebyoT yTouHeHus
nokasanusa ansg umnnadtauum UK B kayectBe nepBUYHOMN
NpounakTuKK, a Takke AanbHenwas OueHKa ee Lenecoo-
©pasHocTu 1 adhdpekTnBHOCTU. MiccneaoBaHusa 1 HakonneHue
AaHHbBIX PErMCTPOB MO3BOMAT PaCLUMPUTL OLEHKY Npobnemsl
1 yCOBEPLLEHCTBOBATbL TAKTVUKY BeAEHUs, a, CriefoBaTenbHO,
NOBbICUTb BbXXMBaAeMOCTb naumeHToB ¢ CIMXK nytem npenot-
BpaLyeHus BCC.
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