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XKenynouykoBasi 3KCTpacUCTONUSA Y AeTen: Knaccudomkaums, NPUHUMUNDI
Hab6/1I0 oeHUs U NieyeHus

T. K. KpyuuHa, E. C. BacuykuHa, K. b. Anekceesa, I". A. HoBuk

Xenynoukosas akctpacuctonus (XX3C) — 3710 0oHO 13 Hanbonee yacTbix HApPYLWEHWUIA pUTMa cepaLa BO BCEX BO3PACTHbIX
rpynnax aetei, ocobeHHo y noapoctkoB. OnHako Yactas XIC v ee «CNoxXHble» popMbl: BUreMuHus, napHas,
nonumopcHas X3C, npobexku HeYCTONYMBOMN XeNyLOYKOBOW Taxmkapaum (oo 3 komnnekcos QRS) BcTpevatoTcs penko
[1-3].

XenynouykoBasi aKCTpacucTona — 370 NPeXAEeBPEMEHHOE MO OTHOLEHUIO K OCHOBHOMY X ey L0YKOBOMY PUTMY
BO36yXAeHMe cephLa, UCXOAsLee N3 NCTOYHMUKA, PACNONOXEHHOro HUXE pasBeTBNeHNs nyyka Muca (Hoxku nyyka lMica,
BONOKHa lMypkrHbe, M1Mokapa, Xenynoukos). XenyLo4koBas aKCTPACUCTONNSA — 3TO MNOBTOPSIOWMECS XeNyL0YKOBbIE
9KCTPaCUCTONbI.

KO MO MKB-10: 149.3 lMpexaeBpeMeHHas aenonsapusaums Xenynoykos.

Knaccudomkaumsa X3C cTponTcs Ha OCHOBaHUW Pa3/INYHBIX XapakKTEPUCTUK XeNya04YKOBbIX 9KCTPACUCTON, B NMEPBYIO
oyepenb ANeKTPOKapAMOrpagnUYecknx, KOTopble UCMOMb3YIOTCS B (DOPMMPOBaHNM AMarHo3a:

1. Mo Hanuuuio 3abonesaHuin cepaua:

1.1. OpraHuueckas.
1.2. Wononatuyeckas.

2. Mo vacTore:

2.1. Penkas.
2.2. Yacras.

3. Mo umpkanHoii NpeaCTaBNEeHHOCTHU:

3.1. IHeBHas.
3.2. HouHas.
3.3. CMellaHHas.

4. o NNoTHOCTK:

4.1. OgnHoYHas.
4.2. [NapHas (cnapeHHas).
4.3. Tpy noopsa (HeycToAunBas XenynovykoBas Taxvkapaus).

5. Mo nepmnoanyHocTU:

5.1. Cnopanunyeckas.
5.2. PerynsipHas, annoputMusi (bureMmHns — aKCTpacucTona noce Kax,aoro OCHOBHOIO KOMMeKca, TPUreMmnHust —
3KCTpacMCcTona Nocne Kaxabix ABYX OCHOBHbIX KOMMIEKCOB, KBAAPUreMUHNSA — MOC/E KaXAblX TPex 1 T. 4.).

6. No cpopme komnnekca QRS:

6.1. MoHoMOpdHas (oaHOM GOOPMbI).
6.2. MonutonHas (pasHon opMbl).

7. o konn4yecTBy 04aroB BO3HUKHOBEHUS:

7.1. MoHoTOMHAsA (M3 O4HOIO UCTOYHKKA).
7.2. MonntonHas (M3 HECKONbKMX UCTOYHUKOB).

8. o BpeMeHu nosiBNeHns skCTpacucTon B guacrtone:

8.1. CBepxpaHHsia (Bocxoasiliee koneHo 3ybua T).
8.2. PaHHsAs (Hucxogsiee KoneHo 3ybua T).
8.3. MNo3aHsia (3a 3ybuom T).

9. 0 OTHOLWEHNIO K OCHOBHOMY PUTMY:



9.1. C nonHoi KOMNEeHCcaTopHOW Nay30i.
9.2. C HEMOMHON KOMNEHCATOPHOW Nay30iA.
9.3. C yrHeTeHvneM CMHYCcOBOro y3na.

9.4. VIHTepnonnpoBaHHas (BCTaBo4Has).

10. Mo aHaTOMMYECKON noKkannsaumm NCToOYHUKA:

10.1. MNpaBoxenyno4kosas (M3 BLIXOAHOIO TPakTa, BEPXYyLWKMW, CBOOOAHON CTEHKN U T. 4.).

10.2. JleBo>xenynoykoBsas.
10.3. CybaHpokapamanbHas.
10.4. CybanukapamanbHas.

Tabnuua
Knaccucnkauyus M3c

Ipapauna Mo B. Lown, M. Wolf (1971) Mo B. Lown, M. Wolf,
(knacesi) B mofupukayun M. Ryan (1975)
0 OTCyTCTEME 30 OTCyTCTEME HKIC
1 Mowomoppras X30 go 30 8 vac Moxomopmuad A0 no 30 e vac
2 Monomopouan #aC conee 30 8 yac Monomopras #3C Gonee 30 B yac
3 Monumopduan Xac Monumopmyan XKac
44 Napuan AK3c Moxomopras napHan Xac
4b Aenynoykopan TaxuKapaua MonMMoppHaA NapHan Kac
(3 v Gonee nonpan Kac)
5 Pauuan KIC (R uaT) HEenyaoykoBaRA TaxMKapana
(3 n Gonee nogpag Xac)

Y DeTeli paHHero BospacTa cnenyeT oueHmsatb 4acTtoTy X3C B NnpoueHTax 0T CYyTOYHOro puTMa 13-3a BbICOKOM 4acTOThl
cepleyHblx cokpaleHuii 6a30BOro pUTMa, y NoApPOCTKOB KONMYeCcTBEHHas oueHka X OC npMMepHo coOTBETCTBYET
MPOLIEHTHOW COCTaBNSAOWEN OT CYyTOYHOro putMa. YacToin XX3C cumTaloT npeacTaBneHHOCTb apuMTMUM Ha YpoBHe Bonee
5—7% o1 cyTo4HOro putma. B 6onblumHcTBe cnyyaes y aetein XI3C He cBA3aHa ¢ 3abonesBaHnsiMu cepaua, T. €. ABNSeTCs
«mamonartmyeckon». Kputepmsamm xopowero nporHo3a knuHuyeckoro teveHns XOC y aeten sBnaoTCs: OTCyTCTBUE
opraHuuyeckumx 3abonesaHuit cepaua, OTCYyTCTBME CNyYaeB BHE3aMHON cepaeyHoi cmepTtu (BCC) B ceMbe, OTCyTCTBME
xanob, penkas X3C, MoHoMopgHas X3C, ncyesHoseHne XIC Ha gooHe puanyeckoit Harpyasku. Mpu Hannymm y
pebeHka ¢ XXOC cTpyKTypHbIX aHoManuii cepaua v 3abonesaHuii MMokapaa nporHo3 3Ha4YMTesbHO yxyawaeTcs. Y netei ¢
nanonatuyeckon X3C He pokasaH pyCK BO3HNKHOBEHNS Xenynoykosor Taxvkapamm (XT) n puck BCC, paxe npw
Hanuuum «CnoxHeix» gpopm XIC. OOHAKO HE UCKIOYEHO N3HAYanbHOe COBMeCTHoe cylecTBoBaHme XOC n XT,
Mo3TOMYy OJHWM U3 BaXHbIX MOMEHTOB 06cnenoBaHmust peberka ¢ X 3C siBnsieTca ncknoyeHne Hanuyms XT, ocobeHHO y
neTei ¢ Takumm xanobamu, Kak BHe3arnHoe yxylWeHne caMo4yBCTBIS, 3MM304bl FON0BOKPYXEHUS, 0OMOPOKU.

B knuHnyeckol npakTuke 4acto ucnonbaytoTt knaccmdgomkaumio X3C, npeanoxeHHyto B. Lown n M. Wolf B 1971 .
CnepnyeT yuntbiBaTth, YTO AaHHas rpagaums XOC 6bina paspaboTaHa Ansg nauneHToB ¢ OCTPLIM MHAAPKTOM MMoKapaa.
Monpasymesanoch, 4To YeM Bbilwe knacc XI3C, TeM Bbile PUCK BO3HUKHOBEHNS haTasbHbIX Xenya0o4YKOBbIX apuTMUi y
JaHHbIX NaUMEHTOB, NO3TOMY Camoli onacHoi 6bina npuaHaHa paHHsas X3C, cnocobHas BoizsaTh XT v conbpunnsumio
XenynoykoB B OCTPOM nepuoae nHdpapkta mmokapa. Jns naumeHtos 6e3 ocTpol nwemnm mmokapaa, Tem 6onee y netei
¢ nanonaTtuyeckon X3C, paHHME XeNnya04YKOBble 3KCTPACUCTONbI HE UMEIOT CTOMb BaXHOr0 NPOrHOCTUYECKOro
3HaueHus. [MoaTomy ans netei 6onee NPeLNOYTUTENBHON BLIFNSANT MOAMUKALNS faHHOW knaccudomkauum no M. Ryan
(1975).

Monxonbl k neveHnto pebeHka ¢ XIOC cTpoATCs Ha OLEHKE OMACHOCTU HapyLeHWs pUTMa CepaLa U UMEtLWMXCs Xanob
naumneHTa. [letn paxe c yactoit X3C penko xanytoTcs Ha nepebon B paboTe cepaua. Bpay oTMevaeT HeperynsipHbii
nynbC U apMTMUIO Npu ayckynbtauum cepaua. XOC HapywaeT npaBuUnbHOCTb CEPAEYHOro puTMa ns3-3a
npexneBpemMeHHOCTH COKpaLI.leHI/II71 KenynoykoB M NMOCTIKCTPACUCTONMNYECKNX Nay3.

CepbesHoii yrposoii yactomn namonatmnyeckoin XX3OC cumtaeTcs BO3MOXHOCTb PasBUTUS apuTMOrEHHOM KapAmoMuonaTuu,
yTO HabnofaeTcs KpaiiHe peako. AuHammueckoe HabnogeHne 3a getbMu ¢ XK 3C, NnpoBeneHNe KOHTPONbHOM
axokapauorpadun 1-2 pasa B rof no3sonsoT KOHTPONIMPOBATL U3MEHEHNS PA3MEPOB CepaLa U cokpaTuTenbHON
CnocobHOCTM M1OKapaa, BOBPEMS Ha3Ha4aTb NedeHre. MNprymHamm passuTrs apMTMOreHHoN KapamoMmonatuu,
cBszaHHoi ¢ X 3OC, MoxeT 6bITb psf DakTOPOB: reModnHamMmyeckas HenonHoueHHocTb XKOC u3-3a yKopoyeHUst BpeEMEHU
LNACTONNYECKOro HaNONHEHNS XEeNyA0YKOB, CHUXEHNS YAAPHOro 06 bemMa U HapyLWweHns nepdy3nn Mmokapaa,
XenynoykoBasi IMCCUHXPOHUS 13-3a HENPaBUNbHOW NOCNeL0BATENBHOCTU BO36Y X AEHUS MOKapaa, PEMOLENUPOBaHME
cepiua B pe3ynbTaTe HapylWeHns NOHHOro obmeHa B kapanomuounTtax [4-5]. Yrposa passBuTus apMTMOreHHoM
KapavnomuonaTum nosblwaeTcs npy o4eHb Yactorn XXIOC, korna ee npencTaBneHHOCTb npesbiwaet 20—25% 0T CyTOYHOro
puUTMa, KOraa UMEelTCs «CNOXHble» (DOPMbl AAHHOW apUTMUK, HanpuUMep, AAUTeNbHas BUreMnHmns, Yactole NPobexku
HeycTomnymeom XT.

B 6onblwmrHcTBE cnyyaes nanonatmndeckas XIC He TpebyeT HasdHayeHus aHTuaputMmdeckoin Tepanun (AAT). PebeHok ¢



X3C HyxhaeTcs B nepByto odepenb B HabNoaeHUN, Ne4YeHnmn XpoHmndeckux 3abonesanHunii, B 0CO6EHHOCTM NaTonorum
XenynoyYyHo-kuweyHoro tpakTa, JIOP-opraHoB, HEpBHOI CMCTEMbI, ONOPHO-ABUraTeNnbHoro annapara. Heobxoommo
HOpPManM3oBaTb PeXWM OHS, CHa, OTAbIXa pebeHKa, UCKMIYMTb CTUMYNSTOPLI (KPEnKuii Yaii, kogoe, SHepreTukn u 1. 4.).
Mpw runokanuemmnn xopoLwnii 3 EKT MOXHO 0XuKaaTb OT npenapartoB kanus. lNokazaHa BUTaMUHOTEPANUS C Makpo- 1
MWKPO3NIEMEHTAMMU.

Mo Hawemy onbITy, Hanbonee YacTo aHTMapuTMMYeckas Tepanus TpebyeTcs AeTsM ¢ yacTol namonatudeckoi X3C
(06bl4HO 6onee 20% B CyTKM) C BbISIBNEHHLIMY NMPU3HAKaMUN CHUXEHUSI COKPATUTEIbHOM CNOCOBHOCTU MoKapha n/mnnm
pacwupeHus kamep cepaua, T. €. C Ha4anbHbIMM NPU3HaKamMm apuTMOreHHo kapavnommonatuu. MNMpu ycTonunsom
xapakTtepe X3C, HeadhdbekTuBHOCTU AAT paccMaTprBaeTCs BONPOC O NPoBeaeHMN paanoyacToTHoi abnauum (PYA)
uctoyHmnka X3C. Takoe npeacTaBneHne COOTBETCTBYET HALMOHANBHBLIM 1 MEXAYHAPOAHbIM pekoMeHaaumsm [1, 6, 7]. B
noapo6HOM OOKYMEHTE O NeYeHUN XenynoykoBbIX apuTMuil y netei 6e3 3abonesaHuii cepaua, paspaboTaHHOM
coBMecCTHO crieumanuctamy OblecTBa OeTCKOW U BPOXAEHHON anekTpoduanonorum (Pediatric and
congenitalelectrophysiology society, PACES) n ObwecTsa HapyweHwuit cepaedHoro putma (Heart Rhythm Society, HRS),
onobpeHHoM AMepukaHckuM konneaxem kapavonoros (American College of Cardiology, ACC) n AMepukaHcKo
akapemveli negnatpun (American Academy of Pediatrics, AAP), npeanoxeH cnenytowumin anroput™ Belbopa meToaa
neyexus [6]:

MokaszaHuns knacca I:

1. MauwmeHTbl ¢ 6eccumnToMHoOR YacToin XOC MM yCKOPEHHbIM MANOBEHTPUKYNSPHBIM PUTMOM, C HOPManbHOW
COKpaTMTENbHON CNOCOBHOCTbLIO MMOKapAa Hy X 4AlTCS B NPOBEAEHMN KOMMIEKCHOro 06cneaoBaHus, B
MelVKaMeHTO3HOM Tepanun He Hy XaalTcs.

2. Y peteii ¢ yacToi XX3C, 0CNOXHEHHON pasBUTNEM apUTMOrEeHHON ANCPYHKUMEN MMOKapaa, cnelyeT paccMOTpeTh
Bonpoc 06 AAT nnn PYA.

Moka3aHns knacca llA:

Mpy HanMuuK y nauneHTa CMMNTOMOB 3a60NEBaHUS, KOTOPbIE KOPPEMPYHOT ¢ YacToi XIC unum yckopeHHbIM nano-
BEHTPWKYNSPHLIM PUTMOM, CNEAyeT PacCMOTPETbL BONPOC 06 aHTMapUTMMYeckoi Tepanun B-agpeHobnokatopamu unu
nposeneHnn PYA nctouHuka aputmumn.

VimMeeTcs psag npvHUMIManbHbIX MOMEHTOB Npu HasHadeHun AAT y peTeid. HasHadveHve npenapaTta, noabop 4o3bl
ocywecTensatoTca non koHTponem K. AAT cuntaeTcs agpPeKTUBHOW NPW yMeHblueHUn npeacTasneHHoctn X3C 6onee
yeM Ha 50%, napHoit XXIC bonee 4eM Ha 90%, oTcyTcTBMM Npobexek XT. MpenapatoM nepBol NMHUK SBASIETCS
nponpaHoson, oH Hambonee acpdpekT1BeH Npu AHeBHo XIOC, 0coBeHHO CBS3aHHOM C (ON3MYECKOI Harpy3KOiA.
MpenapaTtamy BTOPO NMHMK siBnsitoTcs Bnokatopbl HaTpueBkbix kKaHanos IC knacca (NponadeHoH, annanvHuH), ux
HasHa4YaTb PEKOMEHAYETCS TOMbKO B CTaLMOHape U3-3a BO3MOXXHOr0 NpoapuTMOreHHOro agpgoekTa. AnnanuHuH MoxeT
6bITb BbIOpaH nNpu covetaHun 6panmkapanm n X3C. AMrmoaapoH aetsim ¢ nauonatundeckoin X3C obblYHO He
pekomeHayeTcsl, npw Bolbope MeXxay AaHHbIM npenapaToM Il knacca n Bo3aMoXXHoCTbio npoBeaeHus PYA 60nbWNHCTBO
CNeLmnanncToB B HacTosILEee BpeMsi BbIBUpaloT MHTEPBEHUMOHHbIN BapuaHT NevyeHust Kak paaukanbHolii u 6onee
adopekTuBHbINA, 4eM AAT. MNpun HasHavyeHun AAT cnepyeT NOMHUTb, YTO NOBOYHBIE Y NPOAPUTMOrEHHbIE 3D EKTHI
npenapaTtoB MoryT 6biTb 3HaYNTENbHO onacHel, yem X 3C, NoaToMy NieYeHne OoJIKHO NPOBOAUTLCSA CTPOro Mo
UMELoWMMCS) PEKOMEHAaLnsIM.

lMpenapatel n go3eil ons AAT y oetein ¢ XOC:

¢ [ponpaHonon (MHaepan, AHanpunux, O63naaH), HecenekTUBHbLIA B-appeHobnokaTop (Il knacc aHTapUTMUYECKUX
npenapatos). CyTo4yHas nosa — 1—4 mMr/kr/cyT (2—4 pasa B AeHb).

e [ponageHoH (PutmMoHopM, MponaHopm), 6nokatop HaTpueBbix kaHanos (IC knacc). CyToyHas gosa — 7—-15
Mr/kr/cyT (3 pasa B O€eHb).

e AnnanuHuH (IC knacc). CyToyHas aosa — 1 Mr/kr/cyT (3 pasa B AeHb).

e AmmopnapoH, 6nokaTop kanvesbix kaHanos (Il knacc). CyToyHas nosa: nosa HacblweHus — 10 Mr/kr/cyT (2 pasa B
neHb) — 10 gHen. MNopoepxusatrowas nosa — 5 mMr/kr/cyT.

e Cortanon (Cotanekc) (lll knacc). CytoyHaa nosa — 1—4 Mr/kr/cyT (2 pasa B AeHb).

Y neteit ¢ X3C Ha choHe naTtonorum cepaLa nokasaHo nevyeHne 0CHOBHOro 3abonesaHuns, koppekums MmeTabonnyeckmx
HapyweHwuii B Mmokapae. INMpu yacton X3C, pedppaktepHoi kK AAT, 0CTOXHEHHON Pa3BUTMEM apUTMOT€HHOW
KapavomuonaTuu, LenecoobpasHo paccMoTpeTb Bonpoc o nposeneHun PYA. UMetoTcs cnenytowme Mex ayHapoaHble
pekomeHdauum no nposeneHuio PYA y neteli ¢ XXenyno4ykoBbIMU apuTMmsamun [6]:

MNMokaszaHuns knacca I:

Hanunuve apmTMoreHHoi oMcyHKLMM Mrnokapaa, passuslueiics Ha dpoHe YacTtorn X3C. PYA moxeT BbiTb NpoBeLeHa npu
HeadodoekTuBHOCTU AAT nMBo MOXET OblTb NEPBOW NMHUER TepanuN.



Moka3aHuns knacca llA:

Hanunune cumntomoB 3aboneBaHus, KOTopble KOPPENMPYIOT ¢ YacToi XIC nnm yCKOPEHHbLIM UANOBEHTPUKY NSPHBIM
pPUTMOM.

Knacc lll (npotnBonoka3saHus):

1. BeccumnToMHas X3C, korna He NPoOrHO3MpPyeTCs pas3BuTe apUTMOreHHON OUCKYHKLMM MMoKapaa.
2. X3C, obycnosneHHas NPexoaswymMm NpuyYMHaMn: OCTPbIA MAOKaPANUT, TOKCMYECKOE BIMSIHUE MeaVKaMEHTOB U T. 4.

Takum 06pas3oM, B 6ONbWMHCTBE Cy4aEB nanonaTnyeckas XenynoykoBas aKCTPacucTonus y netei umeet
6naronpusiTHoe Te4YeHve n He TpebyeT aHTUapPUTMUYECKO Tepanuun. B Tex peakmx cnyyasx, Korga yactas Xenynoykosas
3KCTPACUCTONMNSI HOCUT YCTOMYMBLIA XapakTep, NioXo NepeHocnTcs pebeHKoM v NpUMBOANT K PasBUTUIO apUTMOrEeHHOM
KapavomuonaTtum, NpuxoanTcs npuberatb K HA3HAYEHUIO aHTMapMTMUYECKOR Tepanun, KoTopas TpebyeT
HaCTOPOXEHHOCTU Bpaya B OTHOLWEHWMN NOBOYHBbIX U NPOapUTMOreHHbIX 3dpdpekToB npenapatos. Ewe B 6onee peakux
cnyyasx OeTsaM C XenynodyKoBOi aKcTpacucTonvein TpebyeTcsi NpoBefeHe paanodyacToTHOM abnaumnm MCToYHMKa
apuTMuu, 4To siBnsieTcs 6onee aPPEKTUBHBIM METOLOM IEYEHUS, YEM aHTUAPUTMMYECKas Tepanusi, HO UMEKTCS PUCK
OCNOXXHEHUIA N3-3a MHBA3MBHOCTMW NPOLLEAYPbl M BO3PACTHbIE OrPaHNYeHNs NO NPOBEAEHMNIO Y AETEN NEPBbIX NET XU3HW.
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