OuccnHxpoHunyeckas» Kapguomuonatusi y naumeHtToB ¢ deHomeHoM Bonbda-
MapknHcoHa-YauTa: pelleHHble U HepelleHHble Npobnemsbl

KapTtodenesa E. O., CsuHuosa Jl1. U., xadpdaposa O. tO., Akumosa E. B.

B cratbe npeacTtaBneH 0030p AaHHbIX, KacaloLuxcs OPMUPOBaHUSA KapauvoMuonatum € AvnataumMoHHbIM
¢eHOTMNOM Y NauneHToB ¢ peHoMeHoM Bornbda-MNapkuHcoHa-YanTa. NokasaHo, y geTen paHHero Bospacta C
deHomeHoM Bonbda-lNapkMHcoHa-Yarta, Hanbornee BbipaXXeHHOW NPEe3K3UTaLMEeN Ha 3reKkTpokapanorpaMmve u
npaBoW cenTanbHOW WNM npaBol OOKOBOW nokanusaumen [AONOSHUTENbHBIX MNpPeacepaHO-XenyaovKoBbIX
COEOVHEHUIN, MOXET BO3HWKHYTb MMOTPOMUS N OUCKMHE3NS MEXOKENYO0YKOBOW MEeperopoaky, ¢ nocrneayowmm
pasBuTMEM aunatauum u  aucyHKUMM neBoro xemnygodka. OpgHako faHHble akTopbl He  SIBNSAKTCA
crneumdpudHble U opMmMpoBaHUE KapauomuonaTum BO3MOXHO Yy naumeHToB ntoboro Bo3pacta u npu Apyrux
nokanmsauuax OOMNOMHUTENbHbIX npoBoaswmx nyten. Kpome TOro, B [OEeNCTBYHOLIMX Kraccudumkaumsax
KapavoMuonaTtum y AeTen, HeT MOHATUSA, KOTOpOe BKIMYaeT AaHHOE COCTOsSIHME, a Takke HeT KpuTepueB Ans
NMOCTaHOBKM 3TOro AnarHo3a.
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Dyssynchrony cardiomyopathy in patients with Wolff-Parkinson-White syndrome:
solved and unsolved problems

Kartofeleva E. O., Svintsova L. |., 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-Parkinson-White syndrome, the most pronounced pre-excitation on
the electrocardiogram and the right septal or right lateral location of accessory atrioventricular pathways,
hypotrophy and dyskinesia of the interventricular septum may occur, with subsequent left ventricular dilation and



dysfunction. However, these factors are not specific and cardiomyopathy development is possible in patients of
any age and with other locations of additional conduction pathways. In addition, the current classifications 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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Knro4yeBble MOMEHTbI

o [lnarHocTka «ANCCUHXPOHMYECKOM» KapauvomuonaTum y naumeHToB ¢ dpeHoMeHom Bonbda-lNapkuHcoHa-
Yanta (Bl1Y) TpaguuuoHHO OCHOBaHa Ha [aHHbIX CTaHOapTHOrO MPOTOKOMa  TpaHCTopakanbHOW
axokapauorpadumn ¢ onpegeneHnem obbeMOB U pasmepoB kKamep cepaua u dpakumm Bblbpoca neBoro
Xenyaouka.

e [losiBneHve pesynbTaToB HOBbLIX WUCCIeoBaHWUiA Nokasano ponb rnobanbHoi NpoaonbHOW AedopMaumm no
OaHHbIM Speckle tracking B AnarHOCTUKE OUCCUHXPOHUU U «CYBKMUHUYECKUX» HaPYLUEHWA KOHTPaKTUMbHOCTU
MUOKapAa.

e (O6o06LieHne onbiTa B aTOM obractu OyaeT crnocoOCTBOBaThb OMNpedeneHnto npegukTopoB hopMmnpoBaHus
HapyLleHWs1 CUCTONMMYECKON (OYHKLMMK FEBOrO Xenygoyka y nauueHToB ¢ deHomeHoMm BIMY wn paspaboTtke
ONTMManbHbIX MNOKa3aHWM AN NPoBedeHUs paamodacToTHOW abnauum  OONOSHUTENBHOTO NPeACcepAHO-
)Kenyao4KOBOro COeaUHEHUS y AeTeNn.

Key messages

« Diagnosis of dyssynchrony cardiomyopathy in patients with the Wolff-Parkinson-White (WPW) syndrome is
traditionally based on the data of the standard transthoracic echocardiography with determination 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 dysfunction in
patients with the WPW syndrome and optimal indications for radiofrequency ablation of accessory atrioventricular
pathways in children.

NcTtopusa nsydeHns cungpoma Bonbda-MNapkuHcoHa-Yanta (BIY) HacunTbiBaeT 6onee
COTHM neT. BnepBble anekTpokapanorpaduyeckmin oeHoMeH npenBo3byXaeHNs Xenyao4ykos
obin onucan A.Hoffman B 1909r. [Janee nocnegoBan psag nyonuvkaumn oTaenbHbIX
KnuHn4yeckmx cnydaes: A. Cohn n F. Fraser (1913r), F.Wilson (1915r), A. Wedd (1921r), A.
Gilchrist (1926r), S. Levine n A. Curtiss (1926r), F. Bach (1929r), W. Hamburger (1929r) [1].
OpHako WMpPOKY MONyNApHOCTL nosiydmna craTtbd, HanucaHHasa L. Wolff, J. Parkinson n P.
White B 1930 r. ABTOpbl Ha OCHOBaHWN NHTepNpeTauumn anekTpokapguorpamm (3Kl onucanm
CvHAPOM (PyHKUMOHanNbHOM 6nokadbl HOXKM nyyka [Mca u KopoTkoro uHTepBana P-R,
KOTOpbIN OHW Habnwgann y 11 monoabix, pu3n4eckn 340pOBbIX NOAEN, CTpagarolmnx oOT
NPUCTYNOB Taxukapann nnu pmnbpunnauumn npeacepann [2].



Ha momeHT nepsbix nybnukauun 3KI ¢ dpeHOMEHOM NpeaBo30yKaeHMEM KenyaouvKoB,
cUMTanocb, YTO NPUYNHOM NOAOBHLIX n3meHeHnn komnnekca QRS aBnseTca 6nokaga HOXKK
nyyka [uca. Ho pOokasatenbCTBa CyLeCTBOBAHWA  [AOMNOSHUTENbHbLIX NpeacepaHo-
xenynoudkoBbix coeanHeHun (OMKC) npuBenu K NosiBNEHNIO MUOTEHHOW TEOPUM BPOXOEHHOIO
npoucxoxaeHuns cuHgpoma BI1Y. OMKC — 310 akcTpaHodarbHble NyTU (MbIEYHbIE MYYKNn),
npoxoasiumne BHe aTpMOBEHTPUKYNsSpHOro y3na (ABY) n coeguHsiowime mnokapg npegcepaumn
n xenygoykoB. OKOHYaTenbHOE nMpu3HaHWe 3TOW TeopwuM MPOU3OLLNO MOCre YCMeLwHOo
NpoBeAEHHbIX XMPYPruyecknx onepauun, korga npu paspywenun OIMKC ncyesanu npusHakm
npenBo3byxaeHus xenygovkos Ha KT [3].

OduumanbHo TepMuH «cmHapom Bonbda-IMapkuHcoHa-Yantay, KOTopbii B HacTosiLee
BpeMs Mcnonb3yeTca B npaktuke, 6bin npegnoxeH B 1941r S.A. Levin n R.B. Beenson. Mo
Mepe HaKonneHnsa CcBedeHWn O [aHHOM 3aboneBaHuuW, cTanu BblAENATb [[Ba MNOHATUSA
«peHomMeH» n «cuHgpomy». lNog deHomeHom BI1Y nogpasymeBaloT Hanuume xapakTepHbIX
aneKkTpokapauorpauU4ecknx NpU3HaKoB NpenBo3byXaeHUs XenyaoykoB, BO3HMKaWLWMe 3a
cyeT aHTerpagHoro nposefeHna Bo3OyxaeHua no OIMKC, 6e3 KNUMHW4YEeCKUX NposABreHUi
(napokcuambl cynpaBeHTpukynspHon Taxukapgum (CBT)). Ona cuHgpoma BIY xapaktepHo
BO3HUKHOBEHWE MNPUCTYNOB aTPUOBEHTPUKYNAPHOM peuunpokHon Taxukapaun (ABPT).
BoamoxHOCTb BO3HMKHOBEHMs1 napokcuamoB CBT obycnoeneHa cnocobHocteio LAIMKC
peTporpagHo NpoBoAMTb BO30YXOeHUe 13 xenyaoyka B npeacepave.

Mpexnae Bcero, 3Ha4YMMocTb cuHapoma BITY obycnoBneHa puckom pasBUTUSA BHE3arHOM
cmepTu, koTopas BapbupyeT ot 0,15 go 0,39%. ABPT c y4actuem AIMKC 3aHumaroT nepsoe
MecTo B cTpykType CBT y nmaumeHToB BCeX BO3pPACTHLIX rpynn. Tak y naunMeHToB B BO3pacTe
no 1 roga gpona ABPT cocraensiet oo 80%, B 6onee ctapwem Bo3pacte — 60-70% [4]. 3Tum
oOycnoBneHo onpefeneHne TakTUKA BedeHUs naumeHToB C¢ deHoMmeHoMm/cuHapomom BITY.
YuunTbiBag pyCK BO3MOXHbIX OCIIOXXHEHUI B AETCKOM BO3pacTe, NpoBeeHne pagmoyvacToTHOM
abnaumm (PYA) B nepByt o4epedb NOKA3aHO nauueHTam, Yy KOTOpbIX  Obinu
3aperncTpupoBaHbl ann3oabl ABPT nnu ann3onbl OCTaHOBKM KpoBOOOpaLLeHUA.

C 2004r B nuTepaTtype Ha4anu nosiBnAaTbCA Nybnvkaumm, onucbiBatoLwme opmmpoBaHme
aunataumoHHon kapguomwumonatum (OKMI) y yeTbipex nauMeHTOB [LETCKOro Bo3pacTta C
npenBo3byxgeHmeMm xenyaoykos [5]. ABTopbl NpeanonaratoT, YTo Y NaumeHToB ¢ heHOMEHOM
BIMY HapyweHue xoaa Bo3byxaeHus B pesynbtaTte yHKumoHnpoBaHua AIMKC npusogut K
HapyLLUEHUIO CUCTONO-AnacTonuyeckon QyHKUMN cepaua W aBnseTca  (pakTopom pucka
pasBuUTUS KapguomuonaTum ¢ gunaTaumoHHbIM (OEHOTUMNOM.

Mpun Hanuunn B cepaue OMKC, Bo3byxaeHne Xenyao4ykoB NPONCXOANT NO ABYM MyTSM:
HopMmarnbHoe npoBefeHue umnynbca no ABY u cucrteme [uca-llypknHbe v napannensHo
yepes [OIMKC. Onektpuyeckas U MexaHU4Yeckass IKCLEHTpUYecKas akTMBauusa XerygoukoB
yepe3 MAIMKC npmBoauT K paHHEW akTmBauum B OasanbHOM 4YacTu MeXKernynoyKoBOW
neperopogkn (MXI1) ¢ OTHOCUTENBLHO CUHXPOHHOM akTUBaUMEW OCTaNbHOMO MWoKapaa.
MockonbKy 4acTb cTeHkn MXKI, Haxogawunca B COCTOSIHUM paHHero BO36yXaeHus,
COBeEpLUaeT CUCTONMYECKOE [ABMXEHMEe OO TOro, Kak ocTaflbHOM MuoKapd MOSIHOCTbIO
paccrnabutcs, npefBapuTenbHas Harpyska Ha CTEHKy »Kenygoyka W COnpoTUBIEHME
CepOeyHOMYy COKpalleHUI0 YMeHbLlaeTcd. 3OTO MNPUMBOAUT K CHWKEHUKD KOPOHapHOro
KpOBOCHabXeHUs, MCTOHYEHUO M NapagokcanbHomy aswxeHuto MXKI1. [Mpu npoBeneHumn
axokapaunorpadum (3xoKI) Busyanuanpyetca aHeBpu3Ma U cermeHTapHas guckuHesna MXKTI.
MposeneHue Bo3byxaeHus no AIMKC npmesoauT Kk oTknoHeHnto MXKIT BO Bpems cokpalleHus
B CTOpPOHY npasoro xenygoudka (IMK), Tem cambim MXKIT yyactByeT B cokpaieHun XK. 31o
npuBoguT K 6oree 6bICTPOMY MOBbIWEHUIO AaBneHuss B 1K n OTHOCUTENBHO paHHEMY
OTKPbITUIO KranaHa neroyHon aptepun. B npoTMBONOMOXHOCTL 3TOMY NneBbin xenyaodek (J1K)
He ycneBaeT HaMnoNHUTbCA B MOMHOM OObeme, 4YTO NPUBOOMT K 3adepxKe OTKpPbITUS
aopTanbHOro knanaHa. BosHukaeT paHHee cokpauieHue K ¢ nocrneayowmm cokpalleHnem
JDK, dbopmupyeTcsa NopoYHbIA KPyr Mexay HOpMasibHbIM OBUMXEHUEM CTEHOK XeSlyJO04YKOB U



MXKI1, 4TOo yckopsieT HapyweHue QyHKuMnm Muokapga. AHomanbHoe aswxkeHue MXKI B
AaHHbIX CUTyaumnsax HanoOMWHaeT KapTuUHY, BO3HMKAIOLLYH NMpu 6nokage neBOW HOXKM Myyka
'Mca nnmn NOCTOsIHHOM NPaBOXeNy404YKOBOM KapAnocTumynauum [6-8).

Cuutaetcs, 4YTo (bopMmMpoBaHue kapamoMmmonaTum HabngaeTcs vale y AeTen paHHero
Bo3pacta ¢ peHomeHoM BITY, ¢ Hambonee BblpaxkeHHOW npeak3uTaunen Ha K[ n npason
centanbHon unn npason 6okoson nokanusaunen AIMKC [9]. OgHako AaHHoOe CcoCcTosiHMe
MOXeT BO3HMKHYTb M y B3pocnbix. Kpome Toro, apyrune nokanusaumm OIMKC He uckniovaioT
BO3MOXHOCTb pasBUTUS KapauvomuonaTtuum, Ho BeTpedatoTes pexe [10]. Abdelmohsen G. et al.
(2023) obbsAcHaANM 9TO Tem, 4YTO M3-3a Bonee NPOLOMKUTENBHOrO BPEMEHW NPOBEAEHMS
UMnynbca OT CUHYCOBOrO y3fna K NeBoMy npeacepauvio Bkrnag nesoctopoHHero OIMKC B
cokpalleHne wmuokapga JDK HesHaunteneH [6]. CokpaweHue JIXK B Takux crnyydasx
npeMmyLLEeCcTBEHHO nponcxoanT Yyepes ABY no HopmarbHbIM MPOBOAALLMM MYTAM.

lMpenMmyLlecTBEHHO nuTepaTypa NoO [AaHHOW npobneme npeacTaBreHa oOnucaHueM
OTAENbHbIX KNMHMYEecknx cnyyaeB. Miyazaki A. et al. (2021) onybnukoBanu 0630p
KNMUHUYECKMX CNyyYaeB MNauUMEHTOB C >KENYAOYKOBOW [OUCCUHXPOHMERN, 06ycrnoBneHHON
dyHKumoHnposaHuem OIMKC [9]. MNMpoeeasa aHanu3 nutepaTypbl, aBTopamu ObinNn BblAEMNEHbI
63 naumeHTa ¢ peHoMeHOM (67%) n cuHgpomom (32%) BITY, cooTBeTCTBYIOLLMX KPUTEPUAM
kapgmomuonaTtun. CpegHun BO3pacCT Yy [AaHHbIX MNaUWMEeHTOB Ha MOMEHT BbISIBIIEHMUS
3aboneBaHusa coctaenan 4 (0,1-59) roga. bonblas YacTb NpeAacTaBrneHHbIX NALUNEHTOB — 3TO
aetn (87%, n=55), B Tom uucne 16 peten B Bo3pacte o 1 roga (25%). [OuarHos
«KapanoMmnonaTtus, MHAYLUMpOBaHHasA npeakanTaunen» Obisi NOCTaBNeH Ha OCHOBAHUWN JAHHbIX
axokapanorpadudeckoro nccnegoanus (ppakums soidbpoca (PB) JIK <55%, dS JTXK <25%) n
KNUHUYECKMX NPOSBNEHUN cepaeyHon HegoctaTtodHocTn (CH).

OpgHako He y BCex NaumMeHToB, UMelLWwmMx KivHuky CH, Hanuyme CuUCTONMYeckon
ANCKYHKUMN MOXHO AnarHocTupoBaTtb Nno cHuxkeHuto ®B JDK. lNpexae Bcero, 310 CBA3aHO C
OCOBEHHOCTSIMU CTPOEeHUs CTeHKn Muokapaa. OCHOBHOW Bknag B BenuuuHy nokasatens ®B
JDK BHOCUT cpegHuMi cnon Muokapaa, KOTopbi obecnedmBaeT COKpalleHue cepgua no
KopoTKon nornepeyHon ocu. OQHAKO nepBOHaYanbHO MOBpeXAeHue Muokapda 3aTparvsaer
Hanbonee 4yBCTBUTESNbHbIE HAPYXXHbIAW W BHYTPEHHUW (3NM- M 3HOOKapAuarbHble) Criou
MUOKapa, OTBETCTBEHHbIE 3a NPOLOSIbHOE YKOPOYEeHNe 1 poTaLMOHHOE ABWXKEeHue cepaua u
He conpoBoXxaatowumecs cHmkeHnem OB JDK. [danbHenwee nporpeccupoBaHne 3abonesaHuns
NPUBOOMT K HapyLUEHUIO COKpalleHUs Muokapda no [AfWMHHOW OCU U KOMMEHCATOPHO
NPOUCXOANT YCUNEHNE COKpaLLEHNS MO KOPOTKOW OCK, KOTOpoe obecnevnBaeTcs «340POBbIM»
CpeaHMM MbllweYHbIM crioem. Taknm obpasom, opueHTupyscb Tonbko Ha ®B JIK He Bceraa
MOXHO BbISIBUTb paHHWe ctaguu pa3sutua CH. C TOYKM 3peHnsa KNMHUYECKOW 3HaYMMOCTU
AaHHbIX COObITUI, CTOUT CKa3aTb, YTO MO [aHHbIM nuUTepaTtypbl NPorHo3 6onbHbix ¢ CH n
HopmanbHbiM 3HavyeHnem OB JDK moxeT ObiTb Tak ke HebnaronpusaTHbiM, Kak U npn CH n
CHWXEHHbIM 3HayeHnem OB. Kpome TOro, Hamuyue y nauueHta OUCCUHXPOHUM, MOXeT
NPUBECTM K OLLIMBKam nNpun namepeHnn aHadeHna eB [11].

CHwmxenne rnobanbHon pedopmaumm JIK B npogonbHom Hanpasnenun (GLS J1K),
BbisiBNeHHOe no  AaHHbiM  Speckle-tracking 3OxoKl, obnagaetr ©Gonee  BbICOKOM
YyBCTBUTESNBHOCTLIO B OTHOLLEHUM ANArHOCTUKK cuctonuyeckon ancdyHkumm JIK, yem @B n
NO3BOSISIET BbISABUTb «CYOKITMHUYECKNEY» HaPYLLUEHUA KOHTPaKTUIbHOCTU MMokapaa [12-15]. K
npeumywiecteam Speckle-tracking 9OxoKIT OTHOCAT BO3MOXHOCTb HeLOornfepoBCKOro, Yron-
HEe3aBMCMMOIO U3MEPEHUS1 OOBLEKTUBHOM  KONMWUYECTBEHHOW Aedopmaumn  Muokapaa,
CUCTONUYEeCcKoM WM puactonuyeckon cyHkumm JDK, Gnarogaps 4emy BO3MOXHA He TOSbKO
BMU3yaribHasi, HO 1 KONIMYeCTBEHHAs OLEeHKa cokpaTtumocTy muokapaa JIK [13]. GLS JTXK 6onee
BOCNpou3BoanMa, YyemMm apyrve oopmMbl gedopmMauun (Mo OKPYXHOCTU, paguanbHas). Kpome
TOro, aHanua npoaorbHOM AedopMauun Tenepb AOCTYNeH U BCTPOEH B OONbLUMHCTBO
COBPEMEHHbIX 3XOoKapauorpaguyeckmx annapaTtoB, U ero MOXHO M3MepPATb Hanpsamyto, 6e3



nepegayn n3obpakeHuin B KOMMbIOTEPHOE MNporpammHoe obecneyeHve Ansi aBTOHOMHOMO
aHanusa.

B nccneposanue Cheng Z et al. (2023) 6bin1o BkntoyeHo 55 naumeHToB ¢ (heHOMEHOM
BIMY un 50 3goposbix geten. Y 20 4enoBek M3 OCHOBHOM rpynnbl 6bin anarHoctuposaH BITY
Tmn A, o6ycnoBneHHbIN yHKUNMOHNpoBaHMeM nesoctopoHHero AIMKC, y 35 yenosek — tun B,
ANs KOTOpOro xapaktepeH npaBocTopoHHui [OIMKC. lMpegonepaunoHHoe ynbTpa3ByKoOBOE
nccneposaHve nokasano cHmxkeHnve ®B JDK (BIMTY tun B) n nosbiwenne GLS JDK (BITY tnn A
n B). MNMpu atom y nauMeHToB C NpPaBOCTOPOHHMM pacnonoxexHvem [LOIMKC, paHHble
rnokasartenu GbIn HWXKe, YeM B KOHTporbHoW rpynne. Cpean naumMeHToB C NPaBOCTOPOHHUMMU
AOMKC y 14 nauyneHToB 6bINO BbISBEHO NapagokcanbHoe ABwkeHue GasanbHOro cermeHTa
MXKIT oTHocuTenbHO Opyrux CcTeHoK, y 13 naumeHToB — ucToHYeHne MXKI. Eweé 10
naumeHtam ¢ BIY tun B 6bin noctaBneH AwarHo3 AunaTtauMoHHOM Kapauomwuonatvn. B
paHHeM nocneonepauMoHHOM nepuoge Habntoganock Hopmanudauua OB JIK (¢ 57,1+9,1%
no 63,5+2,4%, p<0,001) n GLS JIXK (c 518,7+2,2% po =21,1+0,8, p<0,001), a cnycta 3 mec.
nocne onepauun nokasatenn ®B JK n GLS JDK 3Ha4MMO He OoTnuyanucb OT nokasaTternemn
KOHTpOnbHOW rpynnbl [7]. B gpyrom uccrnegoBaHum aBToOpbl MOMYYMAM TOSbKO yryylleHue
npodonbHOM AedopMaumm OTAeNbHbIX CEerMeHTOB, pacnonaraswwuxca B6nuan AMKC (o1 =
7,6% po =18,4%, p=0,0001) n ®B JIXK (o1 58% po 63%, p=0,003) 6e3 Hopmanusauumn GLS (ot
216,9% po #17,6%, p=0,722). Ho B AaHHOM mnccnegoBaHMM He GbINo NpPoBeAEHO OTAareHHoe
npocnekTMBHoe HabngeHve 3a nauneHTamu [6].

BHyTpucepoeyHoe anekTpodmsmnonormyeckoe uccnegoBaHMe OCTaeTcsd  30M0TbiM
cTaHgapToMm ana onpegenexHna nokanusaumn [OIMKC. [HoonepauuoHHoe onpegeneHue
nokanusaumn OIMKC npoucxoant npu nomowm IKI [16]. B HacTosiuee Bpems pasHbiMU
aBToOpamMn NpeanoXeHbl Krnaccudukaumm, otobpakawuwme aHaTOMUYECKoe pacnorioXeHune
AMKC (Anderson R.H., Cosio S., Gallagher J., Arruda M.S., MmoaMvLnpoBaHHbIN anropuTm
Arruda wn pgp.). [llpumeHeHve wmetToamkm Speckle-tracking 3OxoKIT MoXeT BbISBUTb
pervoHanbHyto ancdyHkumo JIXK, accoummpoBaHHyto € dyHKUmMoHupoBaHuem [OIMKC. 3to
CBSI3aHO C TEeM, YTO B CerMeHTax Muokapaa, Kotopble pacrnonaratTcs pagom ¢ AMKC, nnu B
cocegHUX cermeHTax Habntogaetca nosbileHne nokasatena GLS JIK. B gaHHbIX cermeHTax
TaKke pernctpupyetcs bonee paHHUN NUK gedopMaunn, NOCKONbKY UMMYNbCbl NPUXOAAT K
3TUM CerMeHTam paHblle, Bbi3blBad pPaHHIOW MUKOBYHD Aedopmauuio No CpPaBHEHUO C
apyrmmmn cermeHtamn. TeopeTunyeckn mcnornb3oBaHue metoauku Speckle-tracking 3xoKlI oo
onepaumm, NOMOXeT UCXoAHO onpeaenuTb nokanusaumo OIMKC, yTo NnpuBeaeT K CHUXEHUIO
PEHTreHoNorM4eckon Harpyskm Ha nauueHta. OgHako KNMHUYeckas poflb HEMHBa3VBHOM
anarHoctnkn  nokanmsauun  OIMKC ¢  nomowpbto  Speckle-tracking 3OxoKIm  octaetcs
OrpaHMYeHHON, TaK KaKk OHa He N3MEHSIET MnaH nedyeHus, a nposegeHne PYA ocyuwectensetca
nocre BbIMOSIHEHUS BHYTPUCEPLAEYHOIO ANEKTPOM3NONOrMYeCKoro nccrnegosanus [6]. Tem He
MeHee, npeaCTaBleHHble pe3yrnbTaTbl  AEMOHCTPUPYIOT  BO3MOXHOCTb  TOMUYECKOMU
anarHoctnkn OIMKC ¢ nomowbio Metogukn Speckle-tracking 3xoKIT nocpeactBom OLEHKM
NPECUCTONTNYECKUX COKpALLEHMI U NPOAOSbHON Aedopmaumn Ona OTAENbHbIX CEFMEHTOB.

PemogenunpoBsaHne muokapga JIXK B pesynbtate dyHkumoHupoBaHus [OIMKC wnmeet
obpatnmbIn xapaktep. HopmanbHasa anekTpogunsnonornsa cepgua BOCCTaHaBNMBaETCA nocne
nposegexHns PYA [OIMKC. BoccrtaHoBneHue cepageyvHon yHkumm nocne PYA [OMKC
NPOUCXOAUT B pasfUYHble CPOKN: OT HECKOSTbKNX AHEN, OO0 HecKornbkux net [9, 12]. o agaHHbIM
nuTepaTypbl OMUCaHbl Cryyaun, Korga Ha BoccTaHoBneHue dyHkumn JDK notpeboBanoch
6onee 3 net [9]. K caktopam, KOTOpble KOPPENMpPYylT CO BPEMEHEM U CTEMNEHbIo
BoccTaHoBneHna gyHkummn JIK nocne PYA, OTHOCAT cTeneHb ucxogHou AucyHkummn JIDK
(Tskenas cepgevHad HeOOCTaTOYHOCTb), @ Takke BO3pacT nauueHTa (ctapwe 6 net) [9]. B
nuTepaTtype OonucaHbl KAWMHWYECKne criydam naumeHtoB ¢ eHomeHom BITY wn OKMII, y
KOTOPbIX MPOU30LLSIO eCTECTBEHHOE npekpalleHe dyHkumoHnposaHusa OIMKC ¢ ganbHenwen
Hopmanuaaumen IOxoKIT nokasatenen [5, 9, 17]. Hannune npeak3ntaumm Ha IKI, a Takke



obpaTHoe pemogenvpoBaHue u BocctaHoBnenune yHkumm JK nocne PYA OIMKC otnuyaer
anccyHkumio JIK, cBa3aHHy0 ¢ AUCCUHXPOHKUEN, OT nanonaTtudeckon AKMIT [9].

PYA LOIMKC sasnsetca meTtonoMm Bbibopa gns nedvenus cuHgpoma BI1Y. OpgHako
npumeHeHne PYA B geTckon nonynsuumM ocTaeTcs CnopHbIM BOMPOCOM, OCOBEHHO 3TO
KacaeTca BO3pacTHOW KkaTeropum pnetem c Becom MeHee 15 «kr. CoobuieHus,
AeMoHCTpupylowme ynydwenue dyHkumm JDK nocne PYA y naumeHToB ¢ acMMnTOMHbIM BITY
N OUCCUHXPOHMEN cnocobcTBoBanmn nepecMoTpy nokasaHum k PYA n TpaHcopmaummn Knacca
IIB B IIA, (ypoBeHb B), B TOM yucne y geten ¢ maccom tena meHee 15 kr (yposeHb B) [18].

B nutepaType onucaHbl criydam MCNofb3oBaHNA MeaUKaMeHTO3HOW aHTUapUTMUYECKOn
Tepanun (ammogapoH, nekanHua, nponadeHoH), Kak anbTepHaTMBHOro crnocoba BBeaeHUs
MarneHbKUX OeTen, noka nauueHT He AOCTUrHeT OnTUMarbHbIX Mokasatenen uU3ny4eckoro
passutna ana nposegeHuss PYA [OIMKC. OpgHako MeaoMkamMeHTO3Hasi Tepanusi TONMbKO
BpeMeHHO npepbiBaeT nposedgeHne no AMKC wn B panbHenwem TakuMm naumeHTam
Heobxogmumo nposeaeHne PYA [19-24]. HecmoTps Ha cnyyvyam 9¢dEeKTMBHOMO NpUMEHEHUS
drnekavHnga y pgeten ¢ deHomeHom BITY ©“  AUCCUHXPOHMEN. UMEKTCA OTAeNbHble
coobuleHns o cnyvaax nepenosvpoBKM AaHHbIM npenapaTtoM. [lpuymMHOM nepeao3npoBKm
dnekanHnga MoxeT OblTb He TOMbKO OWMOKM B pacyeTe HeobXxoaMMOn O03MPOBKU (Y3KWIA
TepaneBTMYECKUA OuanasoH) unM CcryYamHbli nNpuemMm npenapaTta, HO M B3auMOLENCTBUE
npenaparta ¢ ApyrMMu fieKapCTBEHHbIMU N NULLIEBLIMU NMPOAYKTaMN, OCOBEHHO C MOSIOYHbIMU
npogykramu (ymeHblleHne obbemMa Morioka 6e3 Koppekuun [O3MPOBKM MnpenapaTa, MOXeT
NPpMBECTU K YCWUNEHWI0 BCacbiBaHWs npenapata B KuwedHuke). [Moatomy ¢ ocobon
OCTOPOXKHOCTbIO CTOUT Ha3Ha4yaTb JaHHbLIWM NpenapaT AeTaM, KOTOpble HaXOAsaATCA Ha rpygHOM
BCKapMnuBaHum [25].

YuntblBasg HU3KYI0 OCBEOOMJSIEHHOCTb O BO3MOXHOCTM pPa3BUTUA CUCTONNYECKON
ancopyHkumm JIK y naumeHToB ¢ doeHoMeH BI1Y, B HacTosLee BpemMs YacToTa BCTpeYyaeMoCTu
AaHHOro ABneHns He nssectHa. OTCYTCTBME TOYHbIX JAaHHbLIX O PAcnpOCTPaHEHHOCTU JAaHHOIo
3aboneBaHns HeEKOTOpble aBTOPbl CBA3bIBAOT C TEM, YTO Y4YacTU MAUMEHTOB BbIMOSIHEHA
ycnewHasa pagnodactotTHas abnauunsa 4o pasBUTUS KapaMoMMonaTumn, a HEKOTOpPbIE NaLMeHTbI
Habngaetca € OCHOBHbIM AuarHodom [OKMIT u conytctByrowmmMm — eHomeH BITY, un
nosly4aroT COOTBETCTBYIOLLYKD MeOMKaMeHTO3Hy Tepanuio [12, 26]. HekoTopble u3 3TUX
AeTen HaxoOaTcda B INCTe OXXMOaHUSA Ha TpaHcnnaHTauuto cepaua ¢ agnarHosom OKMIT nnn vm
Obina npoeeaeHa nMnaaHTaums XernynoykoBom BCriomoraTtesibHom CUCTEMDI
(LVAD/RVAD/BIVAD) [9, 27]. B 2018r amepukaHCKMMun kKapguonoramu 6bin onyGnmnkoBaH
KNuUHuYecknn cnydam 20-MeCsaYHOW [OeBOYKM C  3aperncTpupoBaHHbIM - (DEHOMEHOM
NPexXaeBpeMEHHOro  BO30YXAEHUS XEeNnyao4vkoB, OOYCMNOBNEHHOro YHKLMOHNPOBAHNEM
npasoctopoHHero [OIMKC, wn knuHukon Tsbkenon CH. YuutbiBaa TaXenoe CcoOCTosiHUE
nauueHTkun, nposectn PYA [OIMKC yganock TonbKo nocne mMmnnaHTaumm GMBEHTPUKYNSIPHOrO
XernygodkoBon BcrnomoratensHon cuctembl (BIVAD). [Mocne ycnewHo npoBegeHHoun PYA
COCTOSIHME MaUMEHTKM ObICTPO YNyYWWUIIOCb, MPUYEM MepBOHAYanbHOE ynydlleHne no
AaHHbIM OXOKIT ObIno oTMedeHO yxe uyepe3d 48 4 nocne abnauun. B cBS3M C NOMHbIM
BOCCTaHOBNeHMeEM cepaeyvHon dyHkuum, Yyepes 30 gHen nocne PYA OIMKC, aTton naumeHTke
Oblna NnpoBeAeHa aKCNaHTauus Xenyao4koBOM BCNOMOraTenlbHON cucTembl [27].

B HacTosiwee BpemMsi HeT eguHOro onpegernieHusi, KoTopoe no3Bonuno  Obl
cucTemMaTuanpoBaTtb MOAOOHbIE KIMHMYECKME criydan. OTO NPUBENO K MOSIBNEHUIO pasHbIX
HOBbIX MOHATUI: «KapaMoMuonaTus, MHAyUMpoBaHHAA npeak3uTaunen» (preexcitation induced
cardiomyopathy), «cMMNTOMHbIN ~ MaHuecTupyowmnn deHomeH BlTY»  (symptomatic
manifesting WPW phenomenon) [9, 26]. B 2013r 6bina paspaboTaHa knaccudukaums
kapguommnonatum — MOGE (S), cormacHo koTopon wux cnegyeT KnaccuguuuposaTb MO
HECKOJTbKUM MNpu3Hakam: MopdOoyHKLMOHAmNbHbIA (DEHOTUM, BOBMEYEeHne ApYrnx opraHos u
CUCTEM, FTEHETUYECKUN UMK CEMEWHbIN XapakTep HacnegoBaHUs U 3TUOMOIMMKU (reHeTU4ecKom
WX  He TreHeTUYeCKoW), W OTAENbHO YyKasbiBaeTCA [LOMOMHUTENbHas uMHpopmaums



(cbyHKUMOHANBHBIN Knacc, Hanu4mne HapyLleHus puTMa cepaua " ap.).
MopdopyHKUNOHANbHLIN  (PEeHOTUN, SABMNAACH BbICLLIEW KaTeropuen B NpeanoXeHHou
Knaccudgukaumm cogepXkmnt obosHauyeHuss Tonbko ansa 5 BuaoB kapauomuonatuin: OKMIT,
rmnepTpoduryeckasi, peCTpUKTUBHaAA KapaMoMuonaTum, aputMmoreHHast kapguommonatuns MK um
HekoMnakTHbIn  Muokapg JDK [28]. B paHHOM knaccudukauun HeT ykasaHuM Ha
KapavomuonaTuu, CBsA3aHHblE C HapylleHMeM puTMa cepgua. Bo3MOXHO TOMbKO OOMNOMAHUTL
MOPOMYHKUMOHANbHLIM  (PEeHOTUN COMNYTCTBYIOLWUM HapylleHnemM putMa cepgua, B TOM
yucne deHoMeH/cnHapOoMm By [29]. B 2019r  AmepukaHckas Konnerus
kapaunonoros/AmepukaHckass accoumauma cepgua (ACC/AHA) npeanoxuna cobGCTBEHHYHO
Knaccuukaumio  Kkapgumomuonatuim y  geten. B oTaenbHywo  rpynny  BblOeneHbl
KapgunomuonaTun, accouMMpoBaHHbleE C HapyweHuem puTma cepgua (cardiomyopathy
associated with arrhythmia substrate). K pgaHHom rpynne oOTHeceHbl: apuTMOreHHas
XernygodkoBasa kapguomuonatusa (npefblayllee HasBaHue aputmoreHHas agucnnasua 1K),
KapauomuonaTusi, BbI3BaHHasi KaHanonatusiMm  (CMHOPOM  YANMHEHHOro/yKOPOYEHHOro
nHTepsana QT, cuHgpom bBpyraga, karexonamuHepruyeckas nonmmopdHas XernygodkoBas
Taxukapgusi, 6bonesHb JleBa-JleHerpa), a Takke TaxuMHOYUMPOBAHHAs W nNencmenkep-
nHOyuupoBaHHas kapanomuonaTtum (tachycardia- and pacing-induced cardiomyopathy) [30].

James TN HasBan cuHgpom BI1Y «Po3eTTtckum KaMHeM anekTpokapanorpadounmny,
MOCKOSNbKY MOSIHOE MOHMMaHMe BCEX €ero OCODEHHOCTEM U MX BO3MOXHbIX MEXaHM3MOB
BKMNtoYaeT B cebst MHOXeCTBO pyHAAMEHTanbHO BaXKHbIX NpuHumnos [31].

3aknroyeHue

Onucanne cuHgpoma BITY OTKpbINo rnasa kapauonoram n anekTpoduanonoram BCEro
MMpa Ha naToreHe3 TaxMapuUTMUKA Ha HaKenygo4vykOBOM UM >KenygoykoBoM ypoBHe. [o
"oTKpbITMA" cuHapoma BI1Y wuHTepnpeTtaumss COOTBETCTBYHOLUMX SBMEHUN Obina CpoaHu
YTEHUIO MepOornNU@UYEcKMX 3HaKOB, a YeTKOe MOHUMaHWe naTodu3nonorun u ornpegereHve
NPaKTUYECKON KIMHUYECKON 3HAYMMOCTU Oblfin HEBO3MOXHbI. [loatomy paboty L. Wolff, J.
Parkinson, P.D. White, pe3ynbTaToMm KOTOpPOM CTana 3nekTpoduU3nNonornyeckn npasurbHas
WHTepnpeTaumsa pacnpocTpaHeHusi BO3BYyXOEHUs MO MexaHu3Mmy re-entry, Kak MNpUYMHbI
NnapoKcM3MaribHbIX TaxuMapuUTMUK, MOXHO CpPaBHUTb C PacLIMPOBKOM MepOrrMuy4eckoro
nucbema LWamnonboHom B 1822r ¢ nomouwlbto Po3eTTtckoro kamHsa. Ecnn aputmoreHHas,
TaxMMHAyUMpOBaHHAsa KapanomuonaTna — 9TO JOCTATOYHO M3y4YyeHHasd npobnema B OeTCKOoW
Kapaumonornn, TO NPUYUHHO-CRIEACTBEHHAs CBA3b Mexay QyHKumoHmpoBaHnem [OIMKC wu
pasBUTUEM OUCCUHXPOHUYECKOW KapAuoMmonaTum OTHOCUTESNIbHO HOBas Tema, KoTopas
npoLosKaeT pas3BMBaTbCA B HacToslee BpeMs. [NpencrtaBneHHble AaHHble MOATBEpPXOatoT
HeOOXOAMMOCTb M3YyYEeHUs] [OaHHOW TeMbl. YYuTbiBas pPacnpoOCTPaHEHHOCTb AaHHOro
HapylweHMss putMa Yy [JeTen, a Takke HecneumduyHoCTb MNPUYUH  MOSBIEHMUS
ANCCUHXPOHNYECKON KapauomuonaTtum (NpaBoCTOPOHHAS nokanusauna OIMKC, sospact oo 3
net, pacwupeHne komnnekca QRS 3a cYET npeak3utauum), cywectsyeT HeobXxoauMoCTb B
noucke AOMNOMHUTENbBHbLIX MPUYMHHBIX (PaKTOPOB pasBuUTUA AncdyHkummn JIXK y nauyneHToB C
deHomeHom BITY. O6o6LeHne onbiTa B 3TOM obnactu byaeTt cnocobcTBoBaThL ONpeaeneHmto
npeguKkTopoB dopmmpoBaHms HapyLleHus CUCTONNYECKOM dyHKUMN JOK n
ANCCUHXPOHNYECKON KapguomuonaTtum y nauueHTtoB ¢ BIMY wn paspaboTke onTuMarnbHbIX
nokasaHun anga nposegeHua PYHA OIMXC y geten.

OTHOLWeHMA N AeATeNbHOCTb: BCE aBTOpPbI 3aABAOT 06 OTCYTCTBUU NOTEHUMNAITIbHOIO

KOH(pNMKTa MHTEepecoB, TpebyHoLLEero packpbiTUs B JAHHOW CTaTbe.
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