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"AnCcCUHXpOHMYEecKasa" KapguomuonaTus y nauueHToB ¢ peHomeHom Bonbda-lMapkuHcona-Yanra:

peLLeHHble U HepelueHHble NpPo6neMbl

KapTtodenesa E.O., Ceunuosa J1. U., Dxaddaposa O. 0., Akmmosa E. B.

B ctatbe npeacTtaBneH 0630p AaHHbIX, KAacAIOWMUXCH GOPMUPOBAHIS KapayoMMOo-
naTin ¢ AunataumMoHHbIM GEeHOTUNOM Y NauneHToB ¢ peHomeHom Bonbda-lap-
KMHCOHa-YanTa. lMokasaHo, y AeTent paHHero Bospacta ¢ deHomeHoM Bonbda-
MapkuHcoHa-Yaiita, Hanbonee BbipaXeHHON NpeakauTaLmMeln Ha 3NeKTpoKapano-
rpaMme 1 NpaBoii CenTasbHOW UK NPaBoii GOKOBOI TOKaNN3aLMeN OMONHNUTENbHBIX
NpeLCcepPAHO-XeNyN04KOBbIX COEMHEHNA, MOXET BO3HWKHYTb rMnoTpodus 1 auc-
KMHE3Ms1 MeXCKeNYA04KOBOWM Neperopoaky, C NoCNeayloWwmMM pa3sBuTremM aunara-
umn n guchyHKumMm neBoro xenynoyka. OgHako JaHHble (akTopbl HE SBASIOTCS
cneuyduyHbie 1 GOPMMPOBaHUE KapLMOMMUONATAN BO3MOXHO Y NALMEHTOB o-
60ro BO3pacTa 1 Mpu Apyrvx NoKanu3aumsx AOMONHWUTENbHBIX MPOBOASLLMX ny-
Teil. Kpome TOro, B AENCTBYIOWMX Knaccubukaumsx KapauoMmonatuin y aeten
HET MOHSATWS, KOTOPOE BKMOYAET AAHHOE COCTOSIHUE, @ TaKKe HET KPUTEPUEB NS
MOCTAHOBKM 3TOr0 AMarHo3a.

KnioueBble cnoBa: deHomeH Bonbda-lapkuHcoHa-YaiTa, AMCCUHXPOHUS, Kap-
Avomuonatus, paguodactoTHas abnauws, netv, ¢pakuusa Beibpoca, rnobanbHas
npofonbHas aedopmaums.
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®B — dpakums Bbibpoca, IKI — anekTpokapavorpamma, IxoKIm — axokapamo-
rpacdwms, GLS — rnobanbHas npogonbHas aedopmaums (global longitudinal strain).
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Dyssynchrony cardiomyopathy in patients with Wolff-Parkinson-White syndrome: solved and unsolved

problems
Kartofeleva E.O., Svintsova L. 1., Dzhaffarova O.Yu., Yakimova E.V.

The article presents a review on dilated cardiomyopathy in patients with the Wolff-
Parkinson-White syndrome. It is shown that in young children with the Wolff-Par-
kinson-White syndrome, the most pronounced pre-excitation on the electrocardio-
gram and the right septal or right lateral location of accessory atrioventricular path-
ways, hypotrophy and dyskinesia of the interventricular septum may occur, with sub-
sequent left ventricular dilation and dysfunction. However, these factors are not spe-
cific and cardiomyopathy development is possible in patients of any age and with
other locations of additional conduction pathways. In addition, the current classifi-
cations of cardiomyopathies in children do not include a concept that includes this
condition, and there are no criteria for making this diagnosis.

Keywords: Wolff-Parkinson-White syndrome, dyssynchrony, cardiomyopathy,
radiofrequency ablation, children, ejection fraction, global longitudinal strain.
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(19151), A. Wedd (1921r), A. Gilchrist (1926r), S. Levine
u A. Curtiss (1926r), F. Bach (1929r), W. Hamburger
(1929r) [1]. OmHAKO IIMPOKYIO MOIYISIPHOCTD TTOTYIH-
J1a ctaths, HanucanHas L. Wolff, J. Parkinson u P. White
B 1930r. ABTOpHI Ha OCHOBAaHMM MHTEPIIPETALUM DJIeK-
tpokapnuorpaMMm (BKI') ommcamm cuHIpoM (GYHKIIAO-
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MPOBJIEMHAA CTATbA

KnioueBble MOMEHTbI Key messages

Xl

* JIuarHocTHKa "MUCCUHXPOHUYECKOI" KapIMOMUO-
MaTUM y MauueHToB ¢ (peHoMeHOM Bosbda-Ilap-
KnHcoHa-Yaiita (BITY) TpaguimoHHO oCHOBaHa
Ha JTaHHBIX CTAHIAPTHOTO ITPOTOKOJIA TPAHCTOPa-
KaJIbHOW 3XOKapauorpachuu ¢ onpeneieHueM 00b-
€MOB U pa3MepoB KaMmep cepala U (ppakiuy BbI-
Opoca JIEBOTo XKeTyIouKa.

TlosiBIeHME pe3y/IbTaTOB HOBBIX UCCIIEIOBAHMIA ITO-
KazaJlo poJib NIO0AIbHOM MPOIOIbHOM Aehopma-
LMK 1o AaHHbIM Speckle tracking B 1MarHOCTUKE
TACCUHXPOHUM U "CYOKIIMHUYECKNX HapyIIeHWI
KOHTPAKTUJIILHOCTY MHOKAapIa.

O0600111eH1E OIbITa B 3TOM 00JacTU OyIET CHO-
COOCTBOBATh OIPENEICHUI0 MPEIUKTOPOB (hop-
MMPOBaHUsI HapyIICHUsI CUCTOJIUYECKON (DYyHK-
LM JIEBOTO XeJyJI0YKa y MallMeHTOB ¢ (peHoMe-
HoM BITY u pa3zpaboTKe onTUMaIbHbIX MOKa3aHUI
JUTSl TIPOBENCHUS PamMovYacTOTHON abyialuu 1o0-
MOJTHUTENIBHOTO MPEICEePIHO-XKETyI0YKOBOTO CO-
eNUHEHUS y IEeTeH.

HaJIbHOI OJTOKaIbl HOXKM IMyJKa [1ca m KOpOTKOTO MH-
tepBana P-R, koTopelit oHu HaGmomanu y 11 Monaonsix,
pu3MIeCcKN 3MOPOBBIX JIONCH, CTpamaOIINX OT IIPUCTY-
MOB TaxuKapauv Win (pUOpmIIgIIun Tipencepauii [2].

Ha momeHT nepBbix nyoaukanuiit DKI ¢ heHOMEeHOM
MIPEABO30YKICHUEM KEIyIOUKOB CUNTAIOCH, UTO TIPUIH-
HO# TTOMOOHBIX M3MeHeHUI KoMruiekca QRS sBmsercs
O610kana Hoxku mydyka ITuca. Ho nokasaTtenbcTBa cylie-
CTBOBaHUS JOTIOJTHUTEIBHBIX IIPEICEPIHO-KEITyI0UIKOBBIX
coenmueHnit (AI12KC) mpuBenn K IMOSBICHUIO MUOTEH-
HOM TEOPUU BPOXICHHOTO IIPOMCXOXICHUS CHUHIpPOMA
BITY. AIT2KC — 310 3KCTpaHOmATbHEIC YT (MBIIICYHEIC
Iy4KH), TIPOXOISINIE BHE aTPUOBEHTPUKYISIPHOTO y37Ia
(ABY) u coemuHSIONIE MUOKAPI MPEICCPINiA M KelTy-
nmoukoB. OKOHUYATEIbHOE MIPU3HAHNE 3TOI TCOPHU IIPO-
M30IIJI0 TTOCTIe YCIIEHTHO MPOBEACHHBIX XUPYPIUICCKIX
orepanuii, Korga mpu paspymennu JITXKC ncuesanu
MPU3HAKU TIPeaBO30YXIeHNs KerymoukoB Ha DKI [3].

OdwummanbHo TepMuH "cuHApoM Bonbda-ITapkuH-
COHa-YaitTa", KOTOpBIil B HACTOSIICE BPeMs MCITOIb3Y-
eTcd B TpakTuKe, ObIT TpemaoxeH B 1941r S.A. Levin
n R. B. Beenson. I1o Mepe HakomaeHUsI CBEICHUI O JaH-
HOM 3a00JIeBaHWU, CTAJIN BBIICIISITH IBA TTOHITUS "(heHO-
meH" u "cungpoM”. ITox penomenom BITY monpasymeBa-
0T HAJIMYKE XapaKTePHBIX 3JIEKTPOKapPIUOrpamIecKmx
MPU3HAKOB MPEABO30YXIECHUS XKETYyTOUKOB, BOZHUKAIO-
e 3a CYEeT aHTETPaTHOTO ITPOBEACHUST BO3OYKICHMS
o HIT2KC, 6e3 KIMHNYIeCKUX MPOSIBIICHUI (ITapOKCHU3-
MBI CyIpaBeHTpUKYyIsipHO#t Taxmkapouu (CBT)). s
cunapoma BITY xapakTtepHO BO3HUKHOBEHME IIPUCTY-

» Diagnosis of dyssynchrony cardiomyopathy in pa-
tients with the Wolff-Parkinson-White (WPW) syn-
drome is traditionally based on the data of the stan-
dard transthoracic echocardiography with determi-
nation of heart chamber volumes and sizes and left
ventricle ejection fraction.

New research data has shown the role of global
longitudinal strain according to Speckle tracking
in the diagnosis of dyssynchrony and subclinical
myocardial contractility disorders.

Generalization of experience in this area will help
to identify predictors left ventricular systolic dys-
function in patients with the WPW syndrome
and optimal indications for radiofrequency ablation
of accessory atrioventricular pathways in children.

TIOB aTPUOBCHTPUKY/ISIPHON PEIUIIPOKHON TaXWKapIUU
(ABPT). Bo3MOXHOCTb BO3HUKHOBEHMSI MAapOKCU3MOB
CBT obycnosieHna cnocodoHoctsio JITXKC petporpamHo
MIPOBOIUTH BO30YXKICHUE U3 XKEIyIOUYKa B IIpeAcepaue.

IIpexne Bcero, 3HaunMOCTh cuHapoMa BITY o0ycioB-
JIeHA pACKOM Pa3BUTHS BHE3aITHOI CMEpPTH, KOTOpasi Baphb-
upyet ot 0,15 no 0,39%. ABPT ¢ yyactuem JAITKC 3a-
HUMAaIOT IIepBoe Mecto B cTpykType CBT y maumeHTOB
BCEX BO3pACTHBIX TpyIil. Tak, y mallueHTOB B BO3pacTe /10
1 roga monst ABPT cocrasiser go 80%, B Gosiee ctapiiem
Bo3pacte — 60-70% [4]. DTM 00YCIOBIIEHO OIpeeeHne
TaKTHUKW BEICHUS MMAIIICHTOB ¢ PeHOMEHOM,/CUHIPOMOM
BITY. YuutbiBast pucK BO3MOXHBIX OCJIOXHEHUI B OET-
CKOM BO3pacTe, MPOBEICHNE PamrodacTOTHON abiialuu
(PYA) B niepBy1o ouepeab Moka3aHo NalMeHTaM, y KOTO-
PBIX ObUIM 3aperucTpupoBaHbl 3nu30ab6l ABPT wiu snm-
30IBI OCTAHOBKM KPOBOOOpAIIICHUS.

C 2004r B nutepaType Hayalll TTOSBIISTHCS ITyOJIM-
KaIlluy, ONMCHIBalonIne (hopMUPOBAHNE NMIATAIIMOHHOM
kapmuomuomatnu (JJKMII) y geTeIpex MalMeHTOB IeT-
CKOTO BO3pacTa ¢ IpeaBo30yKIECHUEM KeTyJIo4KOB [5].
ABTOpPHI TIPEAIIOIAraioT, YTO y ITaIlMeHTOB C (heHOMe-
HoM BIIY nHapyuienune xoma BO30YKIeHUSI B pe3yIbTaTe
¢dyuknmonuposanusg AITXKC npuBoguT X HapylIeHUIO
CHUCTOJIO-TUACTOINICCKON (DYHKIIMU Cepama W SIBIISICTCS
¢daxTOpOM pHCKa Pa3BUTHUS KapAUOMHUOMIATUN C AujIaTa-
IIMOHHBIM (DEHOTHUIIOM.

IMpu nanmuum B cepaue ATTXKC, Bo30yxneHue xemy-
TIOYKOB TIPOMCXOOUT II0 IBYM ITyTSIM: HOpMaJIbHOE TIPO-
BegeHue ummnyiabca o ABY u cucreme Tuca-Ilypkunbe
n TapautenbHo 4yepe3 JATIKC. Diektpuyeckas U mexa-
HIYeCKas 9KCICHTPUUYCCKast aKTHBAIIMSI KeIyTOIKOB Ue-
pe3 ATT2KC mpuBomuT K paHHel aKTUBaIlUM B Oa3aabHOMI
YaCcTH MEXCKEIyIoUuKoBoii neperoponku (M2KIT) ¢ oTHO-
CHUTEJTbHO CHMHXPOHHOM aKTUBALIMEH OCTAaJIbHOTO MUO-
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kapna. ITockonbky yactb cteHkn M2KII, Haxonsieiics
B COCTOSTHUU PaHHETO BO30YXKICHMSI, COBEPIIAET CHUCTO-
JIMYEeCcKOe OBIKEHUE IO TOTO, KaK OCTaJIbHOM MMOKapmd
ITOJTHOCTBIO paccIabMTCsI, IpeaBapUTeIbHAs Harpy3Ka Ha
CTEHKY KeJTyIOouKa M COIPOTHUBIICHUE CEPACYHOMY CO-
KPaIlICHNUI0 YMEHBIIAeTCsI. DTO TMPUBOIUT K CHIDKCHUIO
KOPOHAPHOTO KPOBOCHAOXKEHUSI, NCTOHYCHUIO U Iapa-
nokcanbHomy aBmxkeHuto M2KII. ITpu npoBeneHun 3xo-
kapmouorpadun (DxoKI') BU3yanmampyercs aHeBpU3Ma
u cermeHTapHast nuckuHe3ust M2KII. IIpoBeneHue Bo3-
oyxnenusa no JI2KC mpuBogut K oTkinoHeHUo M2KIT
BO BpeMsI COKpAIICHNSI B CTOPOHY IIPaBOTO KeyIOYKa
(IT2K), rem campiMm M2KTI yaacTtByeT B cokpareHnu 1K,
DTO IPUBOIUT K OoJree OBICTPOMY ITOBBIIIICHHIO TaBICHUS
B I12K 1 oTHOCHTETEHO paHHEMY OTKPBITHIO KJIaITaHa Jie-
TOYHOM apTepnu. B IIPOTUBOMONIOKHOCTh 3TOMY JICBHINA
xenymouek (JIK) He ycrieBaeT HAIIONHUTHCS B ITOJTHOM
00BeMe, YTO TIPUBOINT K 3aIePXKKE OTKPBITUS a0PTATbHO-
ro kiarnaHa. Bo3Hukaer panHee cokpaiueHue 12K ¢ mo-
cienyoimum cokpaiueHuem JI2K, ¢opmupyercs mopou-
HBII KPYT MEXIY HOPMAJIbHBIM IBIKCHUEM CTEHOK Ke-
ymoukoB 1 M2KII, uTo yckopsieT HapyiieHne (pyHKIIUN
Mmuokapaa. AHoManbsHoe aBrkeHue M2KII B naHHBIX cu-
TyalusIX HallTOMWHAeT KapTUHY, BO3HUKAOIIYIO TIpU OJI0-
Kaze JIeBOit HOXKM ITyyka [¥ica MiIn IToCTOSTHHOI TIpaBo-
JKEJIyIOYKOBOM KapAUOCTUMYIISILUK [6-8].

Cuutaercd, 9To (POopMHpPOBaHUE KapOIHOMUOMIATUMN
HaOJfomaeTcs yallle y AeTeil paHHero Bo3pacTta ¢ (heHo-
meHoM BIIY, ¢ Haubosee BbIpakeHHON MNpPe3K3UTALIM-
eit Ha DKI um mpaBoit cenTajibHO WM TIpaBOil OOKO-
Boit nmokanm3anmeir JTT2KC [9]. OmHako maHHOE COCTO-
STHIE MOXeT BO3HUKHYTh M Yy B3pocibix. Kpome Toro,
npyrue noxkanmusanun JATTPKC He mckimodaloT BO3MOXK-
HOCTP Pa3BUTHSI KAapANOMUOIIATUN, HO BCTPEUAIOTCS pexke
[10]. Abdelmohsen G, et al. (2023) OOBSICHSIIN 3TO TEM,
YTO M3-3a 00JIee TPOMOJLKUTEIEHOTO BpEeMEHH TIPOBEIe-
HUS UMIIYJIbCa OT CHMHYCOBOTO y3JIa K JIECBOMY IIpeacep-
o Bkiag ieBoctopoHHero JIT2KC B cokpalieHne Muo-
kapna JI2K nesnauurenen [6]. Cokpamenue JIK B Takux
cllydyasix IpeuMYIIeCcTBeHHO Ipoucxonut yepe3 ABY 1o
HOPMAaJIbHBIM TTPOBOISIINM ITYTSIM.

[IpenmyIecTBeHHO MTEpaTypa MO TaHHOM MpoodJie-
Me TIpeICcTaBlIcHa OMMCAHWEM OTICIBHBIX KIMHIUICCKIX
caydyaeB. Miyazaki A, et al. (2021) omyGimKoBaim 00-
30p KJIMHAYECKHUX CIIy4aeB MALMEHTOB C XKeJyJOYKOBOW
IUCCUHXPOHUEH, 00YCIOBICHHON (PYHKIIMOHUPOBAHU-
eMm JITKC [9]. IIpoBenst aHanmm3 IuTepaTyphl, aBTOpa-
MM ObUIM BbIAeJIEHBI 63 mauueHTa ¢ peHoMeHOM (67%)
u cunapoMoM (32%) BITY, cOOTBETCTBYIOIIMX KPUTEPU -
aM KaparoMmuonatun. CpemHUi BO3pacT y JaHHBIX TIa-
LIMECHTOB Ha MOMEHT BBISIBJICHHSI 3a00JI1¢BaHUS COCTABIISLT
4 (0,1-59) roma. BospImast 9acTh mpenCTaBICHHBIX ITAITMCH-
TOB — 9710 Aetu (87%, n=>55), B T.4. 16 meteit B Bo3pacte
10 1 roma (25%). AnarHo3 "KapamoMHUOINaTust, MHIYLIPO-
BaHHAas TIPedK3UTAIEH" OBLI ITOCTaBJIeH Ha OCHOBAHUU
MTAHHBIX 3X0KapauorpaduieckKoro uccienoBanus (hpax-

st Beiopoca (PB) JIK <55%, dS JIXK <25%) u knuHu-
YeCKUX MPOSIBIIeHNI cepaeuHoil HemocTatouHocTy (CH).

OnHako He y BCeX MAIMeHTOB, MMEIOIMNX KIMHUKY
CH, Hanmmune CUCTOMMYECKOM MMCHOYHKIIMI MOXHO THa-
rHocTpoBath no cHmxkenuio @B JIK. TIpexne Bcero,
3TO CBSI3aHO C OCOOCHHOCTSIMM CTPOCHMSI CTCHKU MUO-
Kapna. OCHOBHO BKial B BemunHy nokasatesnss @B JIDK
BHOCHT CPEIHUI CJI0if MIOKapIa, KOTOPHI 00ecIieunBa-
€T COKpallleHHWEe ceplla IT0 KOPOTKOI ITOIepeYHOM OCH.
OpnHako TIepBOHAYAIBHO MMOBPEXICHIE MIOKapIa 3aTpa-
TruBacT Hambojee UyBCTBUTEIBbHBIC HAPYXKHBIM M BHY-
TPeHHUIl (3MU- U DHIOKApAUAIIbHbIE) CIOM MUOKapia,
OTBETCTBEHHBIC 3a IIPOMOJIHLHOE YKOPOUCHUE W POTAIlH-
OHHOE JBIXEHUE CepAlla U HE COMPOBOXAAIOIINECS CHU-
xennemM ®B JIK. [anpHeifmnee mporpeccupoBaHue 3a-
OoJieBaHMS TIPUBOIUT K HAPYIICHUIO COKPAIICHUS MHO-
Kapma 1o IJIUHHOM OCH M KOMIICHCATOPHO IIPOMCXOIUT
YCUJICHHME COKpAIICHUS IT0 KOPOTKOM OCH, KOTOpoe obe-
CIIEUYMBACTCA "3M0POBBIM" CPEOHUM MBIIICYHBIM CIOCM.
Taknm ob6pa3oM, opueHTHUpYSICh ToJbKO Ha OB JIK, He
BCerma MOXHO BBISIBUTH paHHMe ctaguu passutuss CH.
C TOYKM 3peHUS KIIMHUYECKON 3HAYNMOCTHU JaHHBIX CO-
OBITHI1, CTOWUT CKa3aTh, YTO IO TaHHBIM JINTEPATyPHI IIPO-
rHO3 60bHBIX ¢ CH 1 HopMmanbHBIM 3HaueHneM DB JIDK
MOXeT OBITh TaK 3Ke HeOJaronpusaTHbIM, Kak 1 mpu CH
n cHIKeHHBIM 3HaueHneM ®B. Kpome Toro, Hammume
y manmeHTa TUCCHMHXPOHUM MOXET IPUBECTH K OIINO-
KaM Tipu u3Mepennu 3HadeHust @B [11].

CHumxeHue TooanbHo# nedopmannu JIK B Tpomoiib-
HoM HampasiaeHnu (GLS JIXK), BeIsIBIIEHHOE 1O JaHHBIM
Speckle-tracking 9xoKI, ob1amaer 60jiee BEICOKOM IyB-
CTBUTEIBHOCTBIO B OTHOIIICHUN TUATHOCTUKHU CHCTOJIH-
yeckoit mucynkuun JIK, yvem @B 1 mo3BojsgeT BbIS-
BUTH "CyOKIIMHMYECKNE" HapyIIeHUS] KOHTPAKTWILHOCTH
muokapna [12-15]. K mpeumymectBam Speckle-tracking
Dx0KI 0THOCST BO3MOXHOCTD HEIOIILIEPOBCKOTO, YTOJI-
HE3aBUCUMOTO M3MEPEHMST OOBEKTUBHOM KOJTMICCTBEH-
Hoit nedopmany MruoKapaa, CUCTOIMICCKON M TUACTO-
maeckoit pyakumm JI2K, 6aromapss 4eMy BO3MOXKHA He
TOJILKO BU3yalbHasl, HO W KOJWYCCTBEHHAsI OIICHKA CO-
kpatumocTtit Muokapaa JI2K [13]. GLS JIXK 6omee Bocmpo-
W3BOIMMa, 4eM Apyrue Gopmbl nedopmaiinu (1o OKpyK-
HOCTH, paguaibHas). KpoMe Toro, aHaiam3 mpomoJbHOI
nedopMaly Termepb TOCTYIIEH M BCTPOCH B OOJBIIIH-
CTBO COBPEMEHHBIX 3XOKapIHOTpa(pMIeCKUX aIapaTos,
W €T0 MOXHO M3MEepsITh HampsIMylo, 0e3 Iepenadyn M30-
OpakeHUI B KOMITBIOTEpHOE IIPOTpaMMHOE 00ecTICUeHIE
IJIST aBTOHOMHOTO aHaJIn3a.

B uccaenmoBanue Cheng Z, et al. (2023) 0ObII0 BKITIO-
yeHo 55 nmaumeHToB ¢ peHomeHoM BITY 1 50 3m0poBBIX
nmeteit. Y 20 9e1oBeK M3 OCHOBHOI TPYMITBI OBLI TUarHO-
crupoBaH BITY tun A, o0yciaoBieHHbIH (DYHKIIMOHUPO-
BaHueM JieBoctopoHHero JITXKC, y 35 yemoBek — tun B,
JIJIsT KOTOPOTo XapakTepeH TIpaBoctoponHuit JITXKC.
[IpemomnepamoHHOE YIETPa3BYKOBOE MCCICIOBaHNIE ITOKA-
3ayio cHkeHne OB JIK (BITY tun B) 1 moBeimenne GLS
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JI2K (BITY tum A u B). [1pn 3TOM y TTallMEHTOB C TIPaBO-
ctopoHHUM pacrionoxkenreM I IT2KC manHbIe ToKa3aTean
OBLTN HITKE, 9eM B KOHTPOJIbHOI Tpytie. Cpeny maieH-
ToB ¢ paBoctopoHHUMU JTTKC y 14 maumeHTOB OBLUIO
BBISIBJICHO TIapaJOKCaJIbHOE IBMKCHME 0a3aJIbHOTO Cer-
meHTa M2KIT oTHOCHTENTBHO IPYyTUX CTEHOK, y 13 Tmamm-
eHToB — ucronueane MXII. Emgé 10 maumentam ¢ BITY
tun B Obu1 moctasneH auarao3 JKMII. B panHem mo-
cJIeoIepalliOHHOM TIeproae HaOMI0IaI0Ch HOPMATH3aIIHsT
®B JIXK (¢ 57,1%£9,1% no 63,5%2,4%, p<0,001) u GLS
JK (¢ -18,7£2,2% no -21,1+0,8, p<0,001), a cmoycra
3 Mec. mocie onepanun mokaszateau @B JIK 1 GLS JIK
3HAYNMO HE OTIMYAJINCh OT MoKa3aTeeit KOHTPOIbHOM
rpynnsl [7]. B npyrom mcciaenoBaHUM aBTOPHI MOJY4YH-
JIU TOJIbKO YIy4IIeHWEe TIPOMOJIbHON Aecdhopmaiu OT-
JIeTTbHBIX CETMEHTOB, pacriojaraBmmxcd Boymsu JIIT2KC
(ot -7,6% no -18,4%, p=0,0001) u ®B JIK (ot 58% no
63%, p=0,003) 6e3 nHopmanusauuu GLS (ot -16,9%
1o -17,6%, p=0,722). Ho B maHHOM HCCJIE€OOBAaHUM HE
OBLUTO TIPOBEICHO OTHAJICHHOE IPOCIICKTUBHOE HAOII0-
JIeHUe 3a manueHTaMu [6].

BayTpucepnedHoe 371eKTpO(PU3N0TIOTHIISCKOE UCCTIe-
IIOBaHME OCTAeTCs 30JI0THIM CTAHIAPTOM I OIIperieiie-
Hug nokanmsauyu JTTOKC. JoomepanmnoHHOE ompene-
neaune gokammsarun JTT2KC mponcxomuT mpu ITOMOIIHN
OKIT [16]. B HacTos11Iee BpeMST pa3HBIMU aBTOPaMU TIPEN-
JIOXKEHBI KiTacCU(pUKAINK, OTOOpaKaroIIe aHaTOMMIUe-
ckoe pacrionoxenne JITXKC (Anderson R. H., Cosio S.,
Gallagher J., Arruda M. S., MmomuduIIMpoBaHHBII aaTro-
putMm Arruda u np.). [lpumenenmne metomukm Speckle-
tracking 9xoKI" MOXeT BBIIBUTH PETHOHATIBHYIO TUCHYHK-
muto JIZK, accoumnpoBaHHYIO ¢ (PyHKIMOHUPOBAHUEM
JTITXKC. D10 cBA3aHO ¢ TeM, YTO B CETMEHTAaX MHOKap-
Ia, KoTopsle pacnonaratorces psgom ¢ JITXKC, wmu B co-
CEMHUX CETMEHTaX HaOJIogaeTCsl TTOBBIIICHIE TTOKA3aTes
GLS JIZK. B maHHBIX cerMeHTax TaKXKe PEeruCcTpUpPYETCs
Ooiree paHHMIT TTHMK AcdOpMaIINK, TTOCKOIbKY UMITYIIh-
CHI TIPUXOMST K 3TUM CeTMEHTaM paHbIIle, BBI3bIBast paH-
HIOIO TIMKOBYIO AcOpMAIINIO IO CPABHEHUIO C IPYTUMU
cerMeHTaMH. TeopeTWUeCKW WCIIOJIb30BAaHMUE METOIM-
kn Speckle-tracking DxoKI' mo ormepaumy moMoxXeT Mc-
XOMHO ormpenenutsb Jokanuzanuio A ITXKC, uto mpusenet
K CHIDKCHHIO PEHTTEHOJIOTMIECKOIT HAarpy3KM Ha TallieH-
Ta. OgHAaKO KIIMHWYECKas pOJib HEMHBA3MBHOM TMArHOC-
tiku Jokanm3amuu JATTXKC ¢ momomnbsio Speckle-tracking
OxoKI ocraercs orpaHMYEHHOI, T.K. OHA HE U3MEHSIET
IUiaH JeyeHus, a nposeneHue PYA ocymecTsisiercs mo-
cJie BBITIOJTHEHUS] BHYTPUCEPICYHOTO SJIEKTPOPU3NOTI0-
rMYecKoro uccienoBanust [6]. Tem He MeHee IpencTaB-
JICHHBIC PE3yIbTaThl JEMOHCTPUPYIOT BO3MOXHOCTH TO-
mryeckoit auarHoctuku JIT2KC ¢ momMompio METOOTUKHA
Speckle-tracking DxoKI TmocpencTBOM OLIEHKM MpPECH-
CTOJIMIECKUX COKPAIICHUIN W MPOIXOJIbHON medopMalnm
IIJIST OTOCTBHBIX CETMEHTOB.

PemonenupoBanue muokapaa JI2K B pesynbrate (pyHK-
muonupoBanug JIT2KC mmeer oOpaTUMBI XapakTep.

HopwmanpHas 251eKTpodu3noIorus cepama BOCCTaHABII-
Baetcs rtociie ipoBeneHns PYA JITT2KC. BoccranoBiieHue
cepneuHoit ¢pyuknum nocie PYA HAITXKC npowcxomut
B Pa3IMIHBIC CPOKU: OT HECKOIBKMX JHEH, 10 HECKOIBKIX
qet [9, 12]. [To maHHBIM JTUTEpPATypPHl OMMCAHBI CIyJau,
Koraa Ha BoccTaHoBiieHue ¢pyHkuuu JI2K nmorpedoBanoch
6omee 3 met [9]. K dakTopamM, KoTopble KOPPEIUPYIOT CO
BpPEMEHEM U CTeNeHbl0 BoccTaHOBIeHUST yHKuuM JI2K
nocyie PYA, oTHOCST cTeneHb MCXOOHOW AUCQPYHKIUU
JIK (tsoxemass CH), a Takoke BO3pacT IammeHTa (cTapiie
6 jet) [9]. B nturepaType onucaHbl KIMHUYECKUE Cydan
nanueHToB ¢ ¢eHomeHom BITY m JIKMII, y KoTopbix
MIPOM3OIIJIO SCTECTBEHHOE MpeKpalleHne (PYHKIIMOHM-
poBanus AITXKC ¢ manpHelimeir Hopmanusamnueit OxoKI
mokasarenei [5, 9, 17]. Haxuume nipesk3utannm Ha DK,
a TakKe 00paTHOE PeMOIETNPOBaHNE M BOCCTAHOBJICHUE
¢dyukmun JIK mocne PYUA JTTKC otnmnuaeT nuchyHK-
muto JIK, cBsI3aHHYIO ¢ IMCCUHXPOHUEH, OT MIUOIIATH -
yeckoit JJKMIT [9].

PYA JITT2KC gBisgeTcst METOIOM BBIOOpA TS JIEUSHUS
cunnpoma BITY. Onnako npnmenenue PYA B neTckoit
MONYJISILUKA OCTAeTCsl CIIOPHBIM BOMPOCOM, OCOOEHHO
9TO KacaeTcsl BO3paCTHOI KaTerOpUM AETeil ¢ BECOM Me-
Hee 15 k. CooO1IeHns, AeMOHCTPUPYIOIINE YIIydIlIeHre
¢dynknun JIZK mocite PYA y malimeHTOB ¢ aCMMIITOMHBIM
BIIY u guccuHXpoHMEl, CIiocOOCTBOBAIM IIEPECMOTPY
nokazanuii K PYA u tpanchopmamum Kiacca I1B B ITA
(ypoBeHb B), B T.U. y nmereit ¢ Maccoii Teja MeHee 15 Kr
(yposens B) [18].

B nmutepaType omrcaHbI CIydyan UCITOIh30BAHMS M-
KaMEHTO3HOM aHTHAPUTMHUUYECKOIT Tepanuu (aMHIOIapoH,
drexanHmm, porracdeHOoH) KaK aTbTepHATUBHOTO CITOCO-
0a BeeHUs MaJIeHbKUX JIeTel, MoKa MalueHT He TOCTUT-
HET ONTUMAJIbHBIX TTOKa3aTeiell (pM3MIECKOTO Pa3BUTHS
s nipoBeneHust PYA JITXKC. OgHako MeqnKaMeHTO3-
HasT TepaIms TOJBKO BPEMEHHO IIPEPBIBACT IIPOBEICHUE
o JATT2KC v B manbpHeMIIeM TaKUM MallieHTaM Heo0X0-
numo tipoBeneHure PYA [19-24]. Hecmotps Ha cimyvyamn
s dekTIBHOTO TpUMeHEHNS (hIcKanHUAA y aeTeit ¢ de-
HoMmeHoM BITY u guccuHXpoHMEl, UMEIOTCS OTACIbHBIC
COOOIIEHNS O CIIyYasiX TepeIo3NPOBKH TaHHBIM ITIpera-
patoM. [IpuunrHOI Tepeno3upoBKuU (aeKauHuaa MOXET
OBITh HE TOJIBKO OIIMOKM B pacyeTe HeOOXOMMMOM J031-
pOBKU (Y3KUIi TepaIlleBTUUCCKMIT TaTIa30H) WM CIIydaii-
HBIIT TIpHeM TIperiapara, HO M B3aUMOICHCTBIE TIperapa-
Ta C APYTrMMMU JIEKAPCTBEHHBIMU U MUILEBBIMUA MPOAYKTA-
MM, 0COOCHHO ¢ MOJIOYHBIMY ITPOAYKTaMHU (YMEHBIIICHIE
o0beMa MOJIOKA 0e3 KOpPpeKIINKM HO3UPOBKH ITIpeIiapara
MOXET IPUBECTH K YCHIJICHWIO BCACBhIBAaHMSI TIpeIiapara
B kuieyHuke). [ToatoMy ¢ 0co60i1 OCTOPOXKHOCTBIO CTO-
WUT Ha3HAYaTh JAHHBII IIperapar AeTsIM, KOTOpPhIC HaXo0-
IATCS HA TPYOTHOM BCKapMIMBaHUM [25].

YUuTHIBasI HU3KYIO OCBEIOMJICHHOCTh O BO3SMOXHOCTH
pa3BUTUS cUCTOJIMYeCcKOM nuchyHkumu JIZK y nmaimeHToB
¢ ¢penomeH BITY, B HacTos1iee BpeMs 4acToTa BCTpevae-
MOCTH TAHHOTO SIBJICHUS Hen3BecTHA. OTCYTCTBHE TOYHBIX
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MAHHBIX O PACIPOCTPAHEHHOCTU TAHHOTO 3a00JIeBaHUSI
HEKOTOPHIC aBTOPBI CBSI3BIBAIOT C TEM, UTO YACTH TTAlIECH-
TOB BBITIOJTHEHA ycrenTHas PYA 10 pa3BUTHSI KapauOMUO-
IMaTUH, a HEKOTOPhIC MAIlMeHTHl HAOMIOOAI0TCS C OCHOB-
HbIM nuarHo3oMm JAKMII u comyrcTByrommM — ¢peHOMEH
BI1Y, u riojy4aroT COOTBETCTBYIOIIYIO MEIUKAMEHTO3HYIO
teparuio [12, 26]. HekoTopble U3 3TUX IeTeil HAXOmATCS
B JIMICTE OXXMAAHUS Ha TPAHCIIAHTAIIMIO CEpAIla C IMATHO-
3o0M IKMII unu uM Obla poBeAeHa UMITJIAHTALIUS XKe-
JIyIOYKOBOI BcrioMmorarenbHoit cuctemsl (LVAD/RVAD/
BiVAD) [9, 27]. B 2018 aMepnKaHCKIMU KapaIHOJIOTaMH
OBLT ONMYOJMKOBAH KIMHWYECKUIA cirydait 20-MecsayHOoit
IIEBOYKHU C 3apeTUCTPUPOBAHHBIM (heHOMEHOM IIpexKIe-
BPEMEHHOTO BO30YKICHMS XKEITyI0UYKOB, 00YCIOBICHHOTO
¢dyHKUIMOHUpOoBaHueM npaBoctoponHero AITKC, n k-
HUuKoOI Tsokenoii CH. YuuTeIBast TsKeioe COCTOSTHUE TTa-
meHTky, mpoBect PUA JITT2KC ynanoch TOJBKO MOCTe
WMITIAaHTAIIUY OMBEHTPUKYISIPHOM KeJTyI0YKOBOIT BCTIO-
MoraTtenbHoit cuctemsbl (BiVAD). Ilocie ycremHo mpo-
BeneHHO PYA cocTosiHMe maireHTKUA OBICTPO YIy4Ilir-
JIOCh, IpUYEM TICPBOHAYAIBHOE VIYUIICHHE 110 TaHHBIM
DxoKTI OBIIIO0 0OTMEUEHO YKe yepe3 48 9 rmocie abiamum.
B ¢Bs131 ¢ TOJTHBIM BOCCTaHOBJICHUEM CEpACUYHOI (PYyHK-
mun, yepe3 30 et mocitie PYA JITI2KC, sToit manmeHT-
Ke OBLTa IMpoBeneHa SKCIUIAaHTALIMS JKeJTyI0IYKOBOI BCTIO-
MoOTaTeIbHOM cucTeMbI [27].

B HacrosIIee BpeMst HeT eIMHOTO OIIpeIeIeHNs, KOTO-
poe TI03BOJIMIIO OBl CMCTEMAaTU3UPOBATh IMTOTOOHBIC KITH-
HUYECKHUE CIydyad. DTO IPUBEIIO K MOSIBICHUIO Pa3HBIX
HOBBIX TTOHSITHIT: "KapIMOMUOIIATHS, MHIYIIMPOBAHHAS
mpesk3uTanmeit” (preexcitation induced cardiomyopathy),
"CMMIITOMHBIN MaHUDecTupyoomuit deHomen BITY"
(symptomatic manifesting WPW phenomenon) [9, 26].
B 2013r 6bu1a paspadotana KinaccuuKamms KapanoMuo-
matuii — MOGE (S), commacHO KOTOpoii X CllemyeT Kilac-
CU(GUIIMPOBATH IO HECKOIBKNAM ITpHU3HAKaM: MOPGhOPYyHK-
IMOHAIBHBIA (PEHOTHUII, BOBJICUCHHE APYTHX OPTaHOB
U CHCTeM, TCHeTUUICCKUI MIM CeMEHBII XapaKTep Hace-
IOBAaHMS W 3TUOJIOTUH (TEHEeTUIECKOM YUTM HEe TCHEeTHYe-
CKOI1), ¥ OTAEIHLHO YKA3bIBACTCSI NOMTOIHUTEIbHAS MH(DOP-
Mars (PYHKIMOHATBHBIN KiIacc, HAJTMIUe HaPYIICHMS
puTMa cepaia u ap.). MophopyHKIIMOHAIBHBINA (DEHOTHII,
SIBJISISICH BBICIIICH KaTerOprei B TIPEMIOXKEHHOM KIacCu-
duKamn, COOepPXUT 0003HAYCHMS TOJIBKO IS 5 BUIOB
kapauomuonatuii: JIKMII, rutteprpodudeckast, peCTpuK-
TUBHAsI KApIMOMHUOIIATUN, apUTMOTeHHAsI KapIMOMHIOTIa -
s [TK n HekommakTHEBIN Muokapa JIK [28]. B mannHoii
KIaccu(UKAIIMM HET YKa3aHWU Ha KapIUOMMOIIATHM,
CBSI3aHHBIC C HapyIIeHWEM pUTMa cepamna. Bo3MoxkHO
TOJIbKO AOIOJIHUTh MOP(MO(GYHKINOHAIBHBINA (DEHOTUII
COITYTCTBYIOIIIMM HapyIIeHWEeM pUTMa cepara, B T.9. e-
HoMeH/cuHapoM BITY [29]. B 20191 AMeprKaHCKas KO-
JIeTUsI KapauoJI0oToB/AMeprKaHCKash acCOIIMAIINs cepama
(ACC/AHA) npemmoxuiia COOCTBEHHYIO KJIaCCU(DUKAITIIO
KapIMOMUONIATUI y IeTei. B oTmenpHYI0 IpymiTy BEIIEIe-
Hbl KApAMOMMOTIATUU, aCCOLIMMPOBAHHBIE C HAPYILLIEHUEM

putMa cepaua (cardiomyopathy associated with arrhythmia
substrate). K maHHOI TpyIme OTHECEHBI: apuTMOTeHHAS
JKEeJTyI0YKOBasT KapaIuOMUOIIATHS (TIpEeAbIayIice Ha3BaHHE
apuTMoreHHast nucriasusa [12K), kapmmoMuonaTus, BeI-
3BaHHAs KaHAJIOMIATUSIMK (CUHIPOM YIUIMHEHHOTO/YKOPO-
yeHHoro nHTepBaia QT, cuHapom bpyrama, kaTtexoaamu-
HepruyecKas moJImMopdHas KeIyI0UKOBask TAXUKaPIUS,
o6one3Hb JleBa-JleHerpa), a Takxke TaXUUHIYLMPOBAH-
Has U meiicMeiikep-THAYIIpOBaHHAS KapIUOMUOIIATHI
(tachycardia- and pacing-induced cardiomyopathy) [30].

James T. N. nazBan cuagpom BITY "Po3erTckum Kam-
HEeM dJIeKTpoKapauorpacdun’”, MTOCKOJIbKY MOJTHOE TTOHM -
MaHHe BCEX €ro OCOOCHHOCTEH M MX BO3MOXKHBIX MeXa-
HU3MOB BKJTIOYAET B Cce0ST MHOXECTBO (hyHIAMEHTAJIBHO
BaXXKHBIX TTpUHIUTIOB [31].

3aknioueHne

Omnucanue cuHapoMa BITY oTkpbwlTo Tiaza Kapauo-
JIoraM | 3JIeKTpo(U3N0IIoraM BCero MUpa Ha ITaToreHe3
TaxUapuTMUI Ha HAIXKEITYIOYKOBOM U KEJyJOYKOBOM
ypoBHe. Jlo "otkpbiTust” cunapoma BITY untepnperanmst
COOTBETCTBYIOIINX SIBJICHUI ObIJIa CPOTHN YTCHUIO NEPO-
ITU(UIESCKAX 3HAKOB, a YeTKOE ITOHMMaHMe TTaTo(Pu3no-
JIOTWIU ¥ OTIpeNeIeHIE MMPaKTHIeCKOM KIIMHNYECKOM 3Ha-
YUMOCTH OBUIM HeBO3MOXHEL. [ToaTomy paboty L. Wolff,
J. Parkinson, P.D. White, pe3yibsraToM KOTOpPOIi cTaja
3IIEKTPO(PU3NOTOTUICCKN TIPpaBUIIbHAS WHTEPIIPETAIIHS
pacIpocTpaHeHHUS BO30OYKICHMS 10 MEXaHU3MY Ie-entry
KaK TIPUYIMHBI TTapOKCU3MAJIBHBIX TaXHAPUTMUMN, MOXHO
CPaBHUTH C pacInpOBKON MEPOTTMPUICCKOTO TTHChMA
[ammonsoHoM B 1822r ¢ moMoripio Po3erTckoro kaMHs.
Ecnu aputMoreHHasT, TaXUMHIYIIMPOBAHHAS KapIHOMHO-
maTus — 3TO JOCTATOYHO M3y4YeHHasT ImpobjieMa B JET-
CKOI KapAanoJIOTUH, TO TIPUIMHHO-CIICACTBEHHAs CBSI3b
mexny dyuknuonupoBanneM JAIT2XKC u pasButuem auc-
CUHXPOHUYECKOI KapIMOMHUOIIAaTU! — OTHOCHUTEIHLHO HO-
Basi TeMa, KOTopasl MpOIOJKaeT pa3BUBATbCSl B HACTO-
gmee BpeMs. [IpemcTtaBicHHBIC HaHHBIC ITOATBEPXKIA-
FOT HCOOXOMMMOCTD U3YICHUSI TaHHOM TeMBI. YUUTHIBAS
pacIpoCTpaHEHHOCTh TaHHOTO HAPYIICHUS pUTMa y JIe-
Teil, a TakKe HECIMeIU(UIHOCTh MPUINH ITOSBICHUSI
TUCCUHXPOHMYECKOIT KapIHMOMUOIIATUH (IIPaBOCTOPOH-
Hasa nokamusanus JTT2KC, Bo3pact go 3 yer, pacmmpe-
He KoMmIuiekca QRS 3a cuér mpesK3nuTanmn), CymecTBy-
€T HeOOXOMMMOCTD B TTIOMCKE JOTIOTHUTETbHBIX TPUINH-
HBIX (haKTOpOB pa3BuTus nucdyHkmuu JIK y mammeHToB
¢ ¢penomernom BITY. O60061eHe onbITa B 3TOI 00J1acTH
OyIeT CrrocoOCTBOBATH OIPEICIICHUIO IIPETUKTOPOB (pop-
MUPOBaHUSI HapylIeHUsI cucTonmueckoin ¢pyHkuuu JI2K
W OUCCHUHXPOHMYECKON KapIMOMUOIIATHH Y TAllMEHTOB
¢ BITY u pa3paborke onTUMabHBIX TTOKA3aHUIA JIJIsI TIPO-
Benenust PUA JITXKC y nmereii.

OTHOmeEHHS W AeSITeJbHOCTh: BCC aBTOPHI 3asBIISTIOT
00 OTCYTCTBMU ITOTCHIINAIEHOTO KOH(MINKTAa MHTEPECOB,
TpeOYIOIIETO PACKPBITHASI B TAHHOM CTaThe.
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