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AHOManua d6wTenHa
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Kapauonormnyeckoe obLecTBo», Bcepoccuickasn obLiecTBeHHas opraHmsauums “Accoumnanmsa oeTckux kapamonoros Poccmmn®

AHoManuns Q6L TenHa — BPOXAEHHbIM MOPOK NMpaBbiX OTAEN0B CEPALLa C annKanbHbIM CMELLEHMEM CTBOPOK
TPVKYCMMAANbLHOr O KNanaHa, aTpuanvaaumeit YacTy NpaBoro Xenyaoyka v TPUKYCNAansHON
HeOoCTaTOUYHOCTbIO. [MaBHOE B pekoMeHaaLLMmM — NOATBEPAUTb AnarHo3 no OxoKr, akTMBHO UCKaTb apUTMUK 1
BOBPEMS HaNPaBNATb NaLMEHTOB C TSHXXENOW perypruTaumen, auchyHkumern MX unm cHUXeHneM ToNepaHTHOCTH K
Harpyske Ha XMpYpruyeckyio KOppPeKLMIo.

FnaBHOe

» [narHocTnyeckun npmusHak A3: anukanbHOe CMeLLeHWe CenTanbHOoM CTBOPKM TPUKYCNUAANBbHOMO KnanaHa =8 mm/
M2 MnoLaam NOBEePXHOCTM Tena OTHOCUTENBHO GUBPO3HOMO KOMbLLA MUTPAbHOMO KarnaHa rno TpaHCcTopakanbHOM
OxoKI™ B anukanbHOM 4-KaMepHOM MO3nLLIMK.

KnuHWKa BapbupyeT 0T 6€CCUMMNTOMHOIO TeUYEHWS A0 TSXKENOM CEPAEYHON HeJOCTaTOYHOCTHN Y HOBOPOXAEHHDIX;
YyacTble NPOSIBNEHNS — OblLLKa, ObICTPas yTOMNSEMOCTb, MPUCTYMbl CEPALEONEHNS, MPU BbIPAXKEHHON
TPUKYCNAanbHOM HeAOCTaTOYHOCTM 1 MEXTNPeaCcepPAHOM COOBLLEHWN — LMaHO3.

CynpaBeHTPUKYNAPHbIE TaxmMKapanu npu A3 BCTPEYatoTCH YacTo; OOMOMHUTENbHbIE NPEACEPAHO-XEMyA04KOBbIE
nyTu BoigBnaoTCA y 10-45% nauneHToB, MHOrAa MHOXECTBEeHHbIE. [1py Npu3Hakax NpeaBo30yXaeHNS Xenyo04KoB
KaTeTepHas abnaumg nokasaHa B brnvmxanLimne CpoKu U3-3a pUcka reMoanHaMU4eck HECTabuNbHbIX TaXMKapani U
GUBPUNIALNM XENYyA0UKOB.

OxoKI™ — koyeBor MeTO NOATBEPXAEHUA ANArHO3a 1 OLLEHKU THXECTU: OLLeHUBAKOT MOPdONOrmio CTBOPOK TK,
CTeneHb peryprutauum, pasmepbl @yHKLIMOHANBHOW 1 aTpuann3oBaHHoM YyacTen MX, npasoe npeacepane,
cenTanbHble AedekTbl, GyHKUMo DK 1 apyrue knanaHel. EOK/PKO I C, YYPC, YOO 5.

MeavkaMeHTO3Has Tepanms He yCTpaHAET aHaTOMUYECKYIO MPUYMHY MOPOKa; Mpu npasoxenynoydkoson XCH
MCMONb3YIOT NeTNEBbIe ANYPETUKM B COMETaHUM C aHTarOHNMCTaMu afibA0CTEPOHa/ APy MK KanmncoeperatoLmmm
CPeACcTBaMu, HO OCHOBHbIM METOOM NedYeHns 1 npodunaktTuku CH ocTaeTcsa xmpyprudeckas koppekuums. EOK/PKO
IC,YYPC, YOOS.

OnepaLmsa nokasaHa npu TAXeNon TPUKyCnuaanbHOW peryprutaLmm ¢ cepaeyHon HeLOCTaTOUHOCTbIO,

CHWXEHWEM TONEePaHTHOCTU K Harpy3ke no 06beKTUBHbLIM TECTaM UK NPOrPECCUPYIOLLEN CUCTONNYECKON
ancoyHkumen MK no OxoKr/MPT. EOK/PKO I C, YYP C, YOO 5.

OunarHocTuka

1. CHavana cobpaTb Xanobbl 1 aHaMHe3: OfblILLKa B MOKOE UMW NPW Harpy3ke, NpUCTynbl cepaLebveHns, y neten —
YyacTble pecrnvpaTopHble 3abonesBaHus, Nnoxas npubaBka Macehl, NOTAMBOCTL NPW KOPMNEHWW, OTKa3 OT rpyau;
YTOUHUTL AaHHbIE NpeHaTanbHoW anarHocTuky BIC. EOK/PKO I C, YYP C, YOO 4.

2.Tpy OCMOTpPE OLLEHUTL reMOAMHAMKKY U NMPU3HaKM MPaBOXeNyd04KOBOW HEAOCTAaTOUYHOCTU: TaXMKapAMo, OAbILLKY,
renaTtoMerasnuio, LIMaHo3, yCUneHHyto nynbcaumio spemHbix BeH. EOK/PKO I C, YYP C, vO4 5.

3. AyckynbTauums: LUKPOKOe pacluenneHne | ToHa, CUCTONUYECKUI LWYM TPUKYCNMAANIbHOM HeOCTaTOUHOCTN 2-3/6 Y
OCHOBaHWS MEYEBNOHOIO OTPOCTKA U NeBee K BEPXYLLKE, BO3SMOXEH paHHWUI AinacTonudeckui wym. EOK/PKO I C,
YYPC,yOOos.

4. BoinonHuTb OKI 12 0TBEAEHUI BCEM NaUMEHTaM C NOA03PeEHMEM Ha AD 1 NpU HABNOEHUW: ULLYT HapyLWeHUS
pyTMa 1 MPOBOAMMOCTH, rMnepTpoduio/neperpy3sky MX, HM3knn BonbTax 1 Aedopmaumio QRS B nNpaBbIX FPYOHbIX
oTBefeHusx, aensta-sonHy npy WPW. EOK/PKO I C, YYP C, YO 4.

5. Mpv Noao3peHUn Ha apUTMUIO, U3BECTHOW apUTMUU MU AN OLLEHKM aHTUAPUTMUYECKOM Tepanum BbiMONMHUTb
XONTEPOBCKOE MOHUTOPUPOBAaHNE: NaPOKCU3MasbHbIE CyNPaBEHTPUKYNAPHbIE TaxuapuTMum, @I, TpeneTaHwe
npeacepaun. EOK/PKO I C, YYPC, vOO 4.

6. MNpoBecTu TpaHcTopakanbHyo OXOoKI™ ¢ LBETOBbIM AOMMIEPOM BCEM NaLLMEHTaM C NoJo3peHnemM Ha AS:

NOATBEPANTL CMELLEHME CTBOPOK, OLLEHUTb TPMKYCMMAAMBHYIO PEryprTaLImio, NpaBble OTAENb cepaua, QyHKUMIO
MX/TTK 1 Hanuume OMMN/OMXTT. EOK/PKO I C, YYP C, YOO 5.
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7. Ecnn OxoKI™ HejocTaTOUHO MHPOPMATMBHA, MCMOMb30BaTh YpecnuiesoaHyo OxoKT, KT cepaua ¢
KOHTpacTupoBaHneM nnv MPT cepaua 1 MarnctpanbHbix cocynos; MPT yka3aHa Kak 30N10ToW CTaHAapT ANS
oLLeHKkn obbeMa 1 dyHKumn X npu gocTynHocTn MeToaa. EOK/PKO lla C, YYP C, YOO 5.

NeueHue

« [pu npaBoxenynoykoson XCH Ha3HayatoT neTnesble ANYPEeTUKM C aHTaroHMCTaMu anbAoCTePOHa U APYrMM
KanmncoeperarLmmMm CpeacTeamm; CNMPOHONaKTOH MPOTUBOMOKa3aH A0 3 NeT, annepeHoH — Ao 18 net. [Mpu
He[OoCTaTOUYHOM addeKTe y AeTen cTapLle 3 NeT U B3POC/bIX BO3MOXHO f06aBuTb aleTazonamui. EOK/PKO I C,
YYPC,yOA5.

®ypocemu Ons B/B UNn B/M BBEAeHUS y AeTel: HavanbHasa pa3oBas 4o3a 1 Mr/Kr/cyT, BO3MOXHO yBenuyeHue 4o
20 Mr/kricyr.

[NroKCuH NPUMEHSIOT B3BELLEHHO, NpeanoYTuTensHO npu Tsxenon CH -1V OK, ®B JTX <25% v TeHaeHumm K
rMNOTOHWK; NoAAepXMBatoLas 4o3a y B3pochnbix 0,125-0,5 mricyT, y aeten ¢ 3 neT 0,08-0,1 Mr/Kr/cyT, C KOHTPOEM
KOHLLEHTPALLMK B KPOBU, 3MEKTPONUTOB, GYHKLMM Nodek n KT

AMMOLAPOH Yy B3pOCbIX C AS MOXET MCMONb30BaTLCA ANF KOHTPOMA PUTMa, HO HE NOAXOAUT ANA ANUTENBHOrO
NeYeHNs HapyLLeHWn puTMa n3-3a NnobouHbIX addekToB. Ha3HaveHne ana koHTpona putMa: EOK/PKO IIb C, YYP C,
YOO 5; anutensHoe nederne He pekomeHposaHo: EOK/PKONIIC, YYP C, yYOA 5.

BeTa-anpeHobnokaTopbl Ha3HaYaloT NPU PELIUMANBUPYIOLLMX QOKYCHbIX TaxmMKapamax Unv TpeneTaHnm
npepcepani, ecnv PYA HeBo3aMoxHa nnn HeaddekTreHa. EOK/PKO lla C, YYP C, YO 5.

OparbHble aHTUKOarynsHTbl Moka3aHbl naumeHTamM ¢ AD Npv napagokcanbHbiX aMbonusax nnm ® s aHamHese. Y
B3POC/IbIX MOCe BHYTPUCEPLEUYHOM KOPPEKLMM U1V NPU LIMAHO3€E aHTUKOAarynaHTbl Ha3HadatoT npu @r,
TpeneTaHun Npeacepamn unu npegcepaHomn re-entry taxvkapamn. EOK/PKO 1CullaC, YYPC, YOO 5.

Mpw Npu3Hakax NpeaBo3byxaeHns xenynoukos Ha KM/ OOU BbINONHWTL PHA apyTMOreHHbIX 30H B 6mxaniumne
cpoku. [Npn 6eccnMnToMHOM NpenBo36yxaeHnn PYA nokasaHa, ecnv no 30K shortest pre-excited RR =250 mc,
OPM A =250 Mmc, ecTb MHOXecTBeHHble AN unu nHayumpyetces Alr-accoumnmpoBaHHas Taxukapans. EOK/PKO |
C/IB, YYPC,yOO5.

Mpy XMpYpruyeckom KoppekLmm No BO3IMOXHOCTU BbIMOMHSAIOT MNNaCTUKY TPMKYCNNAANbHOrO KnanaHa B yCrnoBusax

WK; nnacTuka npednoyTuTenbHee NpoTe3anpoBaHud. MpoTeanpoBaHme TK BbiNOMHAIOT, ECM BOCCTaHOBUTb
DYHKUMIO KNanaHa npwv nepsBruYHON UM NOBTOPHOM NNacTuke HeBo3MoxHO. EOK/PKO I C, YYP C, YOO 5.

Korpa HanpaBuTb U Kak HaénoaaTb
« [TnaHoBas rocnuTanM3awumsa nokasaHa npu TpUKyCcnvaanbHOM HeAOCTaTOUHOCTU 3-4 CTEeNneHW, cepaeyHom
HepocTatouHocTy -1V OK mnu ang nnaHoBOro onepaTnBHOrO BMELLATENbCTBA.

. SKCTpeHHaFI rocnmTann3aund nokadaHa npu npuctynax HauxenynquOBoM Taxrkapanmn, pe3nCTeHTHbIX K
AHTUaPUTMUYECKM NpenapaTam.

« HoBopoOXaeHHble ¢ AD 1 aTpe3nen NeroyHon apTepum, GyHKLMOHaNbHOW aTpesnen 1A Ha GoHe OTKPLITOro
apTepuanbHOro NPOTOKa v NapoKCM3MarnbHOM TaxMKapanen MOryT NOCTynaTh 3KCTPEHHO Cpa3sy nocne
poXAEHWSA.

+ Bce nauneHTbl ¢ AS 1 nocne Koppekuum Nopoka HyX4atTCs B NOXM3HEHHOM HabnoaeHun: 40 18 neT y AeTCKOro
Kapauonora, nocne 18 neT — y kKapavonora, Bpada obLien npakTnkm nnv tepanesta. EOK/PKO I C, YYP C, YOO 5.

- [epBbIt OCMOTp NOCNe onepaunm — yepes 2-4 Hefenu nocne Buinncky ¢ OxoKT; ecriv He BbINOMHEHbI NMPY BbINUCKE,
nenatoT OKI™ 1 peHTreHorpaduio rpyaHon knetku, npu npotese TK onpegenaioT MHO. EOK/PKO I C, YYP C, YOO 5.

YacTble BOnpochl
Kakown OxoKI-kputepuin oTnmyaeT aHoManuio S6WTenHa OT ApyrMxX aHOManum TpuKycnuaanbHOro knanaHa?

KrntoueBow KpuTepuin — anvkanbHOe CMeLLEeHWe cenTanbHOM CTBOPKK TK =8 MM/M2 noLaam NnoBepxXHOCTH Tena
OTHOCUTENBHO GPUBPO3HOIO KOMbLLa MUTPaNbHOMO KranaHa B annkanbHOW 4-KaMepHOW NO3nLmm.

Kakne aputMmmn Hanbonee BaxkHbl Npu aHomManum 36wTtenHa?

Y NaumMeHTOB YaCTO BCTPEYAIOTCH CYNpPaBeHTPUKYNAPHbIE Taxnkapanu, AB re-entry Taxmkapaum Ha poHe

OOMONHUTENBHLIX NyTen, Ol v TpeneTaHwe Npeacepani; XenyaouKoBble apuTMUKM Pefiki, HO BO3MOXHbI Npu
OMCOYHKLUMM NpaBbix 0TAeNoB. MNpeaBo3byxaeHne Ha KT TpebyeT akTUBHOM TakTukm ¢ SOU 1 abnaumen.
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Korpa nauneHTy c AQ noka3saHa onepaums?

OnepaLus nokasaHa rnpuy TaXenom TpUKyCcrnvaansHoW peryprutaumm ¢ cepaeyHon HeJOCTaTOUYHOCTBIO, CHUXEHUEM
TONMEPaHTHOCTU K Harpy3Ke v NPorpeccupyoLwen CucTonmyeckom aucdyHkumen MX. Takxe xmpypruyeckoe
neyeHne NokasaHo Nnpu TSHXeNon perypruTaLmm ¢ NporpeccupyoLwen Annataumen npasbiX OTAENO0B UK CHUXEHNEM
®YyHKUMKM MK faxke 6e3 CUMNTOMOB.

Hy>HO N1 BceM naumeHTaMm BbINOMHATb KaTeTepu3aLmio cepaLa Ao onepauumn?
HeT. YpesBeHo3Has kaTeTepn3aLmsa cepaLa u aHrmokapavorpadus He pekoMeHOYIoTCS Anst Py TUHHOM OLLeHKM

reMoAvHaMWKV 10 OMnepaLmn; MeToA PeAKO HyXeH, HO MOXET BbITb Mone3eH OTAENbHbBIM NaLmeHTaM 13 rpynmbl prcka
na cTpaTndukaLmm pucka.

Kak HabntogaTb 6€CCUMNTOMHOIO NaLUMeHTa C Nerkon TpukycnmaanbHoOW peryprutaumnen?

MNpu nerxkom peryprutaumm 6e3 aunataumm v ACHyHKLUMmn MX n 6e3 neroyHom runepTeH3nmn BO3MOXeH 0CMOTpP 1pas B
roa. ExerogHas OxoKI™ He obs3aTenbHa, €CNn HET KIIMHUYECKMUX NPU3HAKOB NPOrpeccMpoBaHns perypruTaLmm.

Bbik1MKa cienaHa no TeKCTy pekOMeHAaLIMM 1 He 3aMeHseT ero. MonHbIN oduumanbHbIV TEKCT, KanbKynaTopbl 1 COKPaLLEHHas BepCHs:
https://iukonacedeHoBa.pd/cr/92-anomaliya-ebshtejna. OdpuumanbHbin CTOUHKK: https://cr.minzdrav.gov.ru/preview-cr/92_2

LLikona CeyeHoBa - LWkonaceveHoBa.pd/cr/92 - ydyebHas BbIXXMMKA, CBEPSANTECH C 0dULIManbHbIM TEKCTOM KP 313



	Аномалия Эбштейна
	Главное
	Диагностика
	Лечение
	Когда направить и как наблюдать
	Частые вопросы


