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HapyLienusa putma cepaua — vactas KnMHuYeckas cutyaums
y Aetew nepuoaa HosopoxaeHHocTH (1-2% Bcex 6epemeHHoCTeN),
BO3HMKalLLAs!, KaKk NPaBWIo, B NepBble TPU [AHSI XKWU3HU U OTpa-
XaroLLas Kak kapavarnbHble, Tak U BHeECepAeYHble NaTonornyeckme
npoueccbl. Henb3s 3abbiBaTb, 4TO Aaxe HEGOMbLUME OTKIOHEHNS
B pUTMe cepALa y HOBOPOXAeHHOro pebeHka MoryT GbITe CUMNTO-
MOM TSKeSIoro opraHM4eckoro nopaxenus cepaua. Hapyienns
puTMa cepgua MoryT npotekaTb 6e3 KMMHUYECKUX CMMMNTOMOB
1 MaHNEeCTMPOBATbL TSXKENOW cepaeyHO HeAOCTaTOYHOCTbLIO UMK
OKaHYMBaOTCA BHE3aMHON cepeyHoi cMepTbio. B cBA3n ¢ aTum
6onblUoe 3HaYeHNe NMEET CKPUHUHIOBOE arekTpokapamorpagu-
Yeckoe obcrenoBaHue.

NEQUATPUA

BmecTe ¢ TeM BaXXHO MOMHWTbL, YTO HapyLUEeHWs putMa cepaua
B Mepuos HOBOPOXAEHHOCTM YacTO HOCAT TPaH3UTOPHLIN Xapak-
Tep, HO MPUBOAAT K (DOPMUPOBAHMIO CTOWKOFO MaTONOMM4Yeckoro
npouecca. B yactHocTu, B uccnegosanun, nposegeHHom Southall
et al. [1], Ha BbIGOpke 13 134 300pPOBbLIX HOBOPOXAEHHbIX AeTen
nepsbix 10 AHEN XM3HKU ObINO NOKa3aHo, YTO Y MHOTUX U3 HUX 00-
HapyXvMBanuch anekTpokapanorpadnyeckme NSMeHeHNs!, KOTopble
B Gornee crapLleM Bo3pacTe TpakTOBanuCh Kak naTonornyeckme:
109 mnageHueB nmMenu cMHycoByto Gpagukapauto, y 25 neten
onpeaenanucb 3KTONUYECKUe aTPUOBEHTUPKYNSIPHbIE PUTMBI,
y 33 geten — murpaumsa sogutens putma, ay 19 — npegcepaHole
3KCTPacUCTONbI.
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B npaktunuyeckon paboTte Bpaya HeobGXoAMMO BblAENSATb He-
CKOMNbKO rpynn NpuYMH, NPUBOASLLMX K HAPYLLEHWIO puTMa cepaua
y HOBOpOXaeHHoro pebeHka [6, 71:

@ opraHuyeckoe nopaxeHue cepaua (BpoxaeHHbIe NOPokU pas-
BuTuA (BMNC), BocnanuTenbHble 1 aereHepatuBHble 3aboneBaHnst
MuoKapAaa, onyxonu cepaua);

® veTabonunyeckvie CABUMM (HapyLUeHUsi BOOHO-3MEKTPOSIUTHOTO
obmMeHa — runo-/runepkanbuuemMmsi, MarHueMusi, Kanmemusi; Tu-
PEOTOKCKKO3; AENCTBME NEKAPCTBEHHbIX NMPenapaTos; rmno- unu
rmnepTepmums);

® cucTeMHble 3a6oneBaHna Matepu 1 nNrnofa (ayToMMMYHHbIe
3aboneBaHns coeaMHUTENBHOM TKaHU MaTepu, caxapHbli Anaber,
naTonorvs LWMTOBUAHON Xenesbl);

® 3360MneBaHNs LieHTpanbHOW 1 BereTaTuBHON HEPBHOW CUCTEM
Ha boHe PoAOBOV TPaBMbl, BHYTPUYTPOOHOW rMNOKCHU.

CornacHo knaccu4eckon knaccudukaumm, OCHOBaHHOW Ha
HapyLLeHUW TON U MHON PyHKLUMM cepaua, BbIAENSIOT cneayto-
Lme Buabl aputmui [2]:

Hapyuienua aBTomatmama

— HomoTtonHble (BoanTens putMa — B CMHYCOBOM Yy3rie) — Ci-
HycoBasi Taxmkapaus, cuHycoBasi 6pagukapamns, CMHycoBasi apuT-
MU, cuHapom cnaboctu cuHycosoro yana (CCCY).

— leTepoTonHble (BOAMTENb PUTMa — BHE CUHYCOBOTO y3rna) —
HWXHenpeacepaHbli, aTPUOBEHTPUKYNSAPHBIA U UOMOBEHTPUKY-
NSAPHbIA PUTM.

Hapywienuns Bo3byanmocTtu
1. OkcTpacucTonuu:

Mo MCTOYHMKY: NpeacepAHble, aTPUOBEHTPUKYNSIPHbIE, Xe-
1yOo4KoBbIe

Mo Konu4yecTBY MCTOYHMKOB: MOHOTOMHbIE, MOMUTOMHbIE

Mo BpemeHM BO3HMKHOBEHUA: paHHWE, MHTEPMONMPOBaHHbIE,
nosaHve

Mo yacToTe: eanHMYHbIE (00 5 B MUHYTY), MHOXECTBEHHbIE
(6ornee 5 B MUHYTY), NapHble, rpynnoBble

Mo ynopsaao4eHHOCTU: HEYNOPSiAoYeHHbIe, annoaputMmm (u-
reMWUHWSA, TPUrEMUHWS, KBaZPUreMUHUS)

2. MapokcmamarnbHble Taxvkapauv (npeacepaHasi, aTpuoBeH-
TPUKYNsSIpHast, Xenyao4koBast)

Hapyuienusa nposoanMoctu

1. YckopeHnue nposogumocTtn (WPW cuHgpom).

2. 3amepneHne npoBoanmMocTu (briokaabl: CMHOAYPUKYNsipHas,
BHyTpMNpeacepaHasi, aTpYoBEHTPUKYNsipHast, Griokafia HOXeK Myy-
ka nca).

CmMmellaHHble (TpeneTaHue/mMmepLaHne npeacepann/xenynod-
KOB)

OCHOBHOW MeToA AWAarHOCTUKU apUTMUIN — 3MEKTpoKapamo-
rpamma (3KI), B T.4. OKI nnoga, peructpupyemast ¢ xvBoTa ma-
Tepu. KayecTBo 3anuvcu, kak npaBuio, Hu3koe, 6e3 BO3MOXHOCTM
oueHkn 3ybua P. C aTow xe Lenbio MOXET NPOBOAUTLCA MarHUTo-
kapavorpadus nnopa, kKotopasi No3BonseT ynyylnTb KayecTBo
oTBefleH1s, 0OfHaKO 3TO BECbMa AOPOroCTOSILLNIA METOA.

Momumo aToro, Ans AMarHOCTUKN apuUTMUIA UCMONb3YyeTCs Cy-
To4yHoe MoHuTopupoBaHue K no XonTtepy, YpecnueBofHoe
anekTpoduanonornyeckoe nccrnegosaHve. bonee nponoHrMpo-
BaHHbIM METOAOM ANMTENbHOW perucTpauuy cepaeyHoro putma
ABNSIETCA PEBUI — MMMMAHTUPYEMbI perucTpaTop, KOTopblii Mo-
xeT dukcnposaTb IKI™ 4O HECKONBKMX NET (A0 pa3BuUTMSA anu3ona
apuTMun). BecnomoratenbHoe 3HayeHne MMELT yrbTpa3ByKoBbIE
mMeToAbl 06cnefoBaHNs HOBOpOXAeHHOro pebeHka.

deTanbHasa axokapauorpagus no3sonsieT BbiiBUTb Hanmune
aTPUOBEHTPUKYNAPHbIX 6nokag (AV-6nokan), oueHUTb Tvn Ta-
XUKapaum (CUHYCOBBIN, CYNPaBeHTPUKYNSAPHbIN, Xenya04KOBbIN)
M YyCTaHOBUTb fOKanuaauuio SKToMMYeckoro ovara. Ansa arto-

ro ucnomnb3yeTcs BepxylleyHas 4veTblpexkamepHas no3uuus
B M-pexume.

PaccmoTpum HekoTopble Hanbornee YacTble BapuaHTbl apUTMUIA
y AeTel neprofa HOBOPOXAEHHOCTY.

1. CuHycoBas TaxMkapamsa — aHoMaslbHO NOBbILLEHHAs YacTo-
Ta cepaeyHblx cokpaweHun (HCC) CMHYCOBOrO NPOUCXOXOEHWS.
Taxvkapgmnen y HOBOPOXAEHHbIX cumTaercst ysennyeHme YCC 6o-
nee 170 B muHyTy 6onee 10 cekyHz [5]. CuHycoBas Taxvmkapaums
MOXeT oTMevaTbes 6onee yem y 40% 300pOBbIX HOBOPOXAEHHbBIX U
ObITb CBA3aHHON C NOBbILLIEHWEM aBTOMaTU3Ma CUHYCOBOrO y3na.

MpUYMHBI CUHYCOBOW TaxmMKapauy y HOBOPOXKAEHHbBIX:

dusnonornyeckme: ocMoTp, nerneHaHme, 6ecnokoncTeo, nepe-
rpes, peakumnst Ha 6onb.

MaTtonornyeckme: nepuHartanbHoe nopaxexHune LIHC, mwuo-
KapauThbl, cepaedHast He[oCTaTOMHOCTb, TUPEOTOKCMKO3, aHEMUS,
rMNOrMUKeMMs, aunaos.

BakHbIM npusHakom dmanonornyeckon Taxukapammn Ha KT aB-
NSeTCs ero apuTMUYHOCTb, Ha 10-15% cBsidaHHas € AblxaTenbHbIM
LMKIOM, B TO BPEMS Kak naTonormyeckas Taxmkapavs (Hanpumep,
npu MuoKapanTe, cepaevHon HegoCTaTOMHOCTU 1 ApP.) XapakTepu-
3yeTcs purnaHocTbio putma. lMpu oveHb Yactom putme 3ybeu P
cnuBaetca ¢ 3ybuom T («P Ha T»); B TakMx Criydasix CUHYCOBbIW
XapakTep Taxvkapamm MOXeT OblTb COMHUTENEH [4]. AnuTenbHas
(6ornee 3 yacoB, B TeYEHNE HECKOMbKMX CYTOK) CUHYCOBas Taxu-
kapausa 6onee 180 ygapoB B MUHYTY MOXET CTaTb NPUYNHON Ha-
pyLweHns metabonuama Mmuokapaa 3a CHeT yKOpoveHus AnacTonbl
N CHMKEHUS KOPOHApPHOro KpoBoToka. B Takom cnyvae Ha OKI
perncTpupyoTcs nameHenus 3ybua T u cermenTa ST.

XoTSa B LIENoM CMHYcOBas Taxvkapams y HOBOPOXAEHHbIX CO-
CTosiHMe AobpokayecTBEHHOe, OAHAaKO, eCrn OHa ANUTENbHO He
KynupyeTtcs (B TedeHue cyTok u 6omnee), aTO MOXET NpuMBECTU
K pa3BUTUIO cepaevHon HegocTaTtoqyHoCTU. MNoaTomy B MOAOGHBLIX
CryYasx CYHYCOBYIO Taxmkapamo HeobxoamMmo KynmpoBaTb:

® B nepBylo ovepenb MCMONb3YHOTCA BarycHble npobbl. He-
06X0aMMO 3HaTb, YTO BarycHble nNpobbl, apdekTmBHbIE Yy Oonee
B3pocCnbIx Aeten (npoba AwwHepa, BanbcanBsbl, pasgpakeHne KopHsi
A3blKa, AaBneHne Ha 06nacTb CONHEYHOrO CMETEHNS ), Y HOBOPOX-
AeHHbIX HeadhdeKTUBHBI 1 LiernecoobpasHo UCNonNb30BaTh TOMbKO
annnvkaumio nbaa Ha rybsl 1 nogbopoaokK Unm NorpyXeHne rornosbl
B pesepByap C fniegsHon Bogon Ha 4-6 cekyHa,. BeposTHble ocnoxHe-
HMSA 3TUX NPOLEAYpP — anHo3, acnupaums, XonoaoBble HEKPO3bI.

® [1pn HeapPEKTUBHOCTM BarycHbIX Npob Ha3HavaeTcsa ageHo-
3uH (AT®) BHyTpMBEHHO, 6OMNOCHO, MakcMarbHO BbICTPO (C Lenbto
CO34aH1sA BbICOKON KOHLEHTpauMmn npenapata o4HOMOMEHTHO)
B fgose 0,05-0,1 mr/kr. MNMpn HeadPEKTUBHOCTM NEepBOro BBEAE-
HWS Heobxoaumo BTOpOe BBeAeHue, NpuyeM [o3a MOXeT 6biTb
yBennyeHa Ha 0,05 mr/kr oo makcumansHow 0,25 mr/kr. Boamox-
Hble OCMNOoXHeHns oT BBeaeHusa AT®: 6poHxocna3m, bpagukapanst
(BNNOTL A0 acMcTonum), rofioBHbIE 60K, OAbILLKA, FONIOBOKPYXXEHME
1 TowHoTa [4].

® B HekoTOpbIX Criyyasx AnuTenbHas CUHYcoBas Taxukapaus
C pasBUTUEM THXKENOoW cepAeyHON HeadOCTaTOMHOCTN MOXET Mo-
TpeboBaTb Ha3Ha4YeHUs1 CepAEYHbIX MMKO3MAoB [3] — AMIOKCUH
B CTaHOapTHOM [o3upoBke nog koHTponem YCC (cM. Huxe).

2. [IpyrMm yacTblM HOMOTOMHBLIM HapyLLEHWEM pUTMa SBMSIETCS
CUHycoBas 6bpagukapausa — nartornornyeckoe ypexenne YCC
CUHYCOBOTO Npoucxoxaenusi. Kputepmem crHycoBoi 6pagvkapamm
y HoBopoxzaeHHoro cuntaetca YCC meHee 100 B MuHyTy Gonee
10 c. AIBHO naTtonornyeckMm xapaktep Gpagukapaumn cumTaeTca
npyn YCC meHee 90 — y HegoHOLWEHHbIX, N MeHee 80 — y fo-
HOLLEHHbIX AETEN.

MpuunHamu crHycoBol GpaankapamMmn y HOBOPOXAEHHbIX MOTyT
ObITb:

NEQUATPUA
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1. dusmonornyeckme NpUYMHbL: NepeoxnaxaeHne, ronof, CoH.

2. BHekapamnanbHble MPUYUHBL: MepuHaTanbHas rUMnoKcus,
BHyTpMUYepenHas rmnepTeH3nsi, NpeaoTek U OTeKk Mo3ra, BHYTPU-
YyepenHble U BHYTPWXENYAOoYKOBbIe KPOBOU3MUSAHUS, CUHAPOM
AbIXaTenbHbIX PaccTPONCTB, MeTabonuyeckne HapyLleHus (runo-
IIMKEMUS, HapyLUEHUS MUHeparbHOro obmeHa), NoBoYHbIM addhekT
NeKkapCTBEHHbIN cpeacTB (MMUKO3uabl HAaNepcTAHKK, B-6nokaTtopsl
1 GriokaTopbl KanbLMEBbLIX KAHAMNOB).

3. KapamanbHble NpuymHbI: KapauT, CUHAPOM CnabocTy CUHYCO-
BOrO y3na, npsimoe HebnaronpusaTHoe Bo3aeCTBNE Ha CUHYCOBBI
y3en MHMEKLUM, TOKCUHOB, TMMOKCUM.

OnutenbHasa cuHycoBas 6paavkapaus ¢ YHCC meHee 80 ynapos
B MUHYTY NpUBOAWT K HeadeKBaTHON nepdy3nu, YTOo KIMUHUYECKU
BblpaXaeTcsl B CUHKOMAaIbHbIX COCTOSIHUSIX (SKBUBANEHTbl — pes-
kas 6negHocTb, cnabocTb, «3acTbiBaHNe» pebeHka, cyaoporu),
anu3ogax anHoa.

B cny4yae cuHycoBow GpaguMkapaun y HOBOPOXAEHHbIX
Bpavy Heo6xoauMmo:

® NpOBECTM OLIEHKY yXo[a 3a pebeHKoM (nepeoxnaxaeHue);

® NPOBECTY CKPMHMHIOBLIE MCCNEOBaHMS: SNEKTPONUTbI (Kasb-
LI, Kanun, MarHni), rmokosa, QyHKUMS LWUTOBUOHON Xenesbl;

® OLIEHNTb HEBPOSIOrMYECKUNIA CTaTYC;

® yicKNtounTL 3aboneBaHns cepaua (BPOXXaEHHbIN MOpOK cepa-
ua, kapaur).

[anbHelwas TakTUKa BeeHUs1 HOBOPOXAeHHOro pebeHka ¢
CVHyCcOBOV Opaavkapaven nogpasymeBaeT:

® BeieHNe HeNpPepPbIBHOIO MOHUTOPUHIa 3a GObHBIM;

® Hafmyme NoCTOSIHHOMO BHYTPUBEHHOIO AOCTYNA;

® BBeJeHVe aTponuHa B pa3oBou fose 40-240 mkr/kr — ans
KyMMpOBaHWs reMoanuHaMUYeckn 3HauMmon Gpagukapanm;

@ fieyeHne OCHOBHOrO 3aboreBaHus Ans YCTPaHeHUs MPUYMHbI
Opagukapgun.

3. Hanbonee yacTtbiM BapnmaHTOM HapyLleHusi BO30yaMMOCTH
SBMNSIIOTCS AKCTPACUCTONUMN — MNPEXAEBPEMEHHbBIE MO OTHOLLE-
HUIO K OCHOBHOMY PUTMY BHEOYepeHble COKpaLleHns cepaua, Bbl-
3BaHHbIE 3KTOMUYECKUM MMMYNbCOM, BO3HUKLLUM BHE CUHYCOBOIO
y3na. OKCTpacuCToMbl pernctpupytotes y 7-25% peten n moryT
ObITb [8]:

® HekapauoreHHow atuonoruu (natonorua LHC, cuHgpom
AbIXaTernbHbIX PAacCTPONCTB, BHYTPUYTPOGHOE MHMMLUMPOBaHNME,
MeTabonuyeckme HapyLleHus);

@ KapAMOreHHOM 3TUOMNOrMK (XpoHuyeckas BHyTpuyTpobHas
rMnokcus, ¢ hopMMpoBaHNEM o4ara NnercMenkepHoOm akTUBHOCTH
B MVOKapae, BPOXAEHHbIe NOPOKM cepaLa, Npy 3TOM NPOUCXOAUT
Heopa3BuTVE NPOBOASILLEN CMCTEMbI cepaLa).

OKcTpacucTorbl, kKak MPaBuUo, He MMEKT CaMOCTOSITENBHOTO re-
MOAMHAMUYECKOro 3HaYEHNS, HE MPUBOAST K CEPbE3HbIM HapyLLe-
HUsIM KpoBoobpalleHusi. KnuHuyeckoe 3Ha4yeHne aKCTpacucTorbl
npuobpeTatoT B TOM cryvae, eCriv CBsidaHbl C NOBPEXAEHNEM MUO-
kappa. Takke BblOENSIOT «HeGnaronpusTHbIE» 3KCTPACMCTONUK,
KOTOpble NoTeHUManbHO MOryT OblTb MYCKOBbIMW MeXaHu3Mamu
napoKcM3MarsbHbIX TaxuKapauii.

MpWHATO BbIAENSTH ABa BapMaHTa 9KCTPaACUCTONMI C LUMPOKMM
n y3kum komnrnekcom QRS, yto B obLiem Buae COOTBETCTBYET
pasfeneHunio 3KCTPacuCToNuiA Ha CynpaBeHTPUKYNsipHble (npea-
cepAHble U CynpaBeHTPUKYNsPHbIE) U xenyaoyukoBble. MpuHUK-
nuanbHbIM SIBNSIETCS BblAENEHNEe TONUKM SKCTpacucTonbl (Mpaeo-
1 neBonpeacepaHasi, SKCTPacucTomnbl U3 1eBOro, NPaBoro Xerny-
[04Ka, BEPXYLUKM cepaua Unm MexokenynoqkoBov neperopoaku),
a Takke 4acToTbl 9KCTpacucTonbl (bu-, Tpu-, TeTparemuHns). [ise
3KCTPaCUCTOMbI, CrieaytoLime Apyr 3a ApYroM, HasbliBaloTCs rpyn-
NMOBOW 3KCTPACUCTONMEN, a TPy — NPOBEXKOM NapoKcu3marnbHOn

NEQUATPUSA
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Taxukapaun. lameHerne SKIT KpuTepueB aKCTpacucTonbl (Hanpu-
mMep, HeognHakosas dopma QRS 1 pasHble nped- 1 NOCTIKTONU-
Yeckune MHTepBarbl) YKasbiBaeT Ha ee MOMUTONHOCTb (HECKOMNbKO
SKTOMUYECKNX O4aroB).

KnuHUumCTy HeobxoanMo 3HaTb KPUTEPUU Tak Ha3biBaeMbIiX
HebnaronpuUATHLIX 3KCTPACUCTON Y HOBOPOXAEHHbIX, KOTOpble
MoryT 6bITb nMoka3saTtenem nMbo opraHudeckoro npouecca, néo
CMYXUTb TpUrrepamy NapokCuaManbHON TaxXnKapanm:

® paHHue («R Ha T»);

® yacTble;

©® NonNMMopgHbIE;

® rpynnoBble;

©® C1MMNaTO3aBMCUMMbIE IKCTPACUCTONbI;

® IeBOXENyA04KOBbIE 3KCTPACUCTOMbI;

@ 3KCTPaCUCTOMbI MO TUMY annopUTMUN.

B cnyyae nonMmopHbIX 3KCTPAcUCTON C pa3HbiM UHTepPBanoM
CLeNsIeHnsl BaXXHO OTNNYaTh UX OT NapacucTon, A5l KOTOPbIX Xa-
pakTepHa perucTpaums AByX HE3aBUCUMbIX APYr OT Apyra pUTMOB,
KTONUYECKUIA PUTM (MAPACTONUYECKUIA?) CXOX C SKCTPACUCTONMEN,
HO MHTepBan cLuenmneHus (PaccTosiHue OT NpeAblAyLLEro HopMarb-
HOro KOMMmeKca A0 3KCTPacUCTOrbl) MOCTOSIHHO MeHsieTcs. Pac-
CTOSIHUA MeXIY OTAENbHLIMU MapacUCTONMYECKMMUN COKpaLLEeHNSI-
MW KpaTHbl HaMMeHbLLIEMY PacCTOSIHUIO MeXAy napacucTonamu.
Mpy coBnageHnn CUHYCOBOTO U 3KTOMWYECKOrO PUTMOB BO3HMKa-
IOT CIIMBHbIE COKPALLEHUsI C HanM4mMeM nonoxuTensHoro 3ybua P
nepen XenygoykoBbiM KoMnnekcoM. Mapacuctonsbl, Tak xe kak
3KCTPacUCTOMbI, B LEMOM HE UMEIT OTAENbHOIO KIIMHUYECKOrO
3HayeHus1, MoryT 6blTb kKak 4OBpOKa4YeCTBEHHbIM, TaK 1 3roKaye-
CTBEHHbIM MPU3HAKOM W [OMKHbl OLEHUBATLCSI MO COBOKYMHOWN
KMUHUYECKON KapTUHE.

4. MapokcuamanbHasa TaxMKapAaua — 3TO BHE3anHO BO3HU-
KaloLLMI 1 NpekpaLLaoLLMica NPUCTYN TaXnKkapamm SKTONNYECKO-
ro npoucxoxaneHusi. MexaHuam napokcuMamarnbHOW Taxvkapauu
B obLiem Buae TOXAECTBEHEH C MEXaHW3MOM 3KCTPacUCTONUK,
npyu 3TOM MCXOAHasi TOYKa BO3HUKHOBEHMWS OAMHaKoBa Ans 3KC-
TPacucToNuM 1 NapokcMamarnbHo Taxukapauu. MNapokcuamanbsHas
TaxvKapaus — 3TO BCerfa rpo3Hoe COCTOsIHME, KOTOPOE MOXET
noTeHUManbHO NPUBECTU K OCTPOI CepAeYHON HeOCTaTOYHOCTH.
BblgensioT Hagkenyao4KOoBYHO U XXENyA0HKOBYHO MapoKCU3MarbHYo
TaxvKapauio.

4.1. Hanbonee yactbiMy Npu4MHaMn HagXKenyno4KoBOM na-
pokcuamanbHon Taxukapaum (HXIT) asnstotcs:

® cuHopom WPW,;

@ opraHuyeckMe U3MeHeHVs B MPOBOAsILLEN cucteme cepaua
(BMNC, kapauTbl, Kapgnomuonatun);

® (pyHKLUMOHamNbHbIE M3MEHEHUs1 B MUOKapae Ha hoHe Hekap-
OnanbHbiX 3aboneBaHuin: BHYTPUYTPOOHAsA rMnokcusi, acqukcus
nnoja — HenpoBereTaTUBHbIE HAPYLLEHWS!.

[na HOBOPOXAEHHbIX AeTell HexapaKTepHa sipkasi KnuHuye-
cKkas KapTuHa, Kak y Aetel 6onee cTapLuero Bo3pacTa, KopoTkue
NMapoKCU3Mbl, Kak NpaBumo, KMMHUYECKN «HeMblex». [nuTensHas
napokcuamanbHas Taxukapaums (12-24-36 4acoB) MOXET NpUBECTN
K hopMUpOBaHUIO CEPAEYHOW HEeOCTaTOYHOCTM: C MNOsSIBNEHNEM
paHHMX NPU3HaKoB — nerkasi 6reaHOCTb/LMaH03, CePOCTb KOXHbIX
MOKPOBOB, TaxuMHo3, cnabocTk, 6ecnokoncTBo pebeHka, 1 KoHYas
dopMMpoOBaHNEM 3aCTOMHOWN CepaeyHon HeaocTaTovHocTw. Mpu
ANUTENBHOM NPUCTYMNe OTMEeYaloTCs NPU3HakK rmnonepdysnm —
3HUedanonaTns, HeKPOTUYECKUIN IHTEPOKONUT. B AanbHenwem
MOXeT (hOPMUPOBATLCS OpraHNYeckoe nopaxeHue cepaua — Kap-
anomuonatus ¢ runepTpoduert n pmbposmpoBaHneM Muokapga
[9].

HXTT moxeT 6biTb 1 y Nnoaa, BHyTpUyTpobHO. [narHos Bbi-
CTaBnsieTcsa Mo ynbTpPa3BykoOBOMY MccrnedoBaHuo nnopa. Onu-
TenbHble NapoKCUM3Mbl MPUBOAST K BHYTPUYTPOOHOWN 3aCTOMHON
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cepAeYHoN HeloCTaTO4HOCTY ¢ (HOPMMPOBaHUEM BOASIHKM Noaa,
BEPOSATHBIM MEPTBOPOXAEHNEM U BHYTPUYTPOBHON rmbenu. Biico-
KW pUCK Pa3BUTUS BOASHKM Mofa OTMeYaeTcsi Npyu Taxvkapauv
6onee 220 B MnHyTY Oonee 12 4yacoB Ha Cpoke rectauumn meHee 35
Hegenb. OnpaBAaHHON TaKTUKOW B TaKUX Cryvasix CHATaETCs:

® MOHUTOPUHT puTma (Yactoe OxoKC);

® HasHayeHue TpaHcnnaLeHTapHoON Tepanum AUrokcuHom, 6eta-
©GnokaTtopamu;

® 6o paHHee KecapeBo CeveHue.

Kynuposanue HXXIT y pebeHka neproga HOBOPOXOEHHOCTU:

HaunHaeTcs ¢ BarycHbIx Npob ¢ annnukauuen nbaa v norpyxe-
HVYEM nuLa B XONOAHYIO BOAY.

Mpn coxpaHeHne HXMT ucnonb3dyetca AT®, kak onucaHo
BbILLE.

Mpun HeadhpekTmBHOCTU ATP npenapaTtom Beibopa Npu 0CTpOM
neyveHun HXMT asnsetca Bepanamun (bnokatop KanbLMeBbIX
KaHanoB), KOTOpbIV Takke obnagaet AV-6nokupyowmmm cBon-
ctBamu. PasoBasi fo3a Bepanamuna ans rpyaHbix AeTen npy B/B
BBeaeHun — 0,75-2 mr, BBOOUTCS KanenbHO, co ckopocTbto 0,05-
0,1 mr/kr/yac.

XpoHunyeckasa Tepanus HXIT nogpasymeBaeT HasHayeHune
AWIOKCMHA B CTaHAapTHbIX J03MPOBKax: Ao3a HacbiweHus — 20
Mmr/kr/cyT B 4 npvema n nogaepxusatowian gosa 10 mr/kr/cyT B 2
npvema. BaxxHo noMHUTb, 4TO Y AeTen ¢ cuHapomom WPW aurok-
CWH He HasHavaeTcs, Tak kak OH obrneryaeT paboTy AONONHUTENb-
HbIX NyTen npoBefeHusi. HasHayeHne AUrokcuHa npu cUHApome
WPW — ogHa 13 Hanbonee 4acTbIX NPUYNH CMEPTU AETEN C 3TUM
3abonesaHnem!

CrienytoLLyM 3Tanom XpoHUYECKOWM aHTUapTUMUYECKON Tepanum
ABNSIETCA HAa3HaYeHe XPOHNYECKOW aHTUapUTMUYECKON Tepanmm
npenapatamu | u Il knaccos:

| knacc — nponadeHoH (nponadeHoH, NPoNaHopM, pUTMO-
HOpM, puTmon), donekamHug (Tambokop). MNponadeHoH 1 nekan-
HWA UCNonb3YHTCs NPU cTabunbHOM remognHaMuke, B OTCYTCTBUE
OpraHn4yeckoro nopaxeHus mMuokapga (0cobeHHO nponadeHoH),
ahbdhekTUBHOCTL B NnaHe KoHTpons peunanso HXT nyyiwe, yem
npy UCMonb30BaHUK OUTOKCHHA.

® dnekanHua HasHa4vaeTcs B Ao3e 2 Mmr/kr B/B B TedeHne 10
MUHYT, Npy peunamsupoBaHun HXXIMT noBTOpHO He BBOAMTCSA

® [IponadpeHoH HasHavaeTca no 10-20 mr/kr/cyT. B 3-4 npue-
Ma, BHyTpuBeHHO 0,5 Mr/Kr, ¢ nocneayowmmM ysenuyeHnem oo 1-2
Mr/KF, CO CKOPOCTbIO 1 MI/MUH.

Ill knacc — amunopapoH (KopaapoH, MNaueHop).

AMunogapoH ucnonb3yetcs npy pedpakTepHOCTU KO BCEM ApY-
rMM npenapaTtam, Mo MHCTPYKLMU OH 3anpeLleH AeTsmM Ao 3 neT.
HarpysoyHast go3a obbliyHO coctasnsieT 5-10 mr/kr macchl Tena
60MbHOro 1 BBOAMTCS TONbKO B pacTBOpe rMioko3bl OT 20 MUHYT
00 2 yacoB. BBegeHne MoxHO NoBTOpSATL 2-3 pa3a B TeveHune 24
Yyacos.

MoMUMO UCTUHHBIX aHTUAPUTMUKOB PsiA UCcrenoBaTenei npea-
naratoT Mcnonb3oBaTb HelpoMeTabonuyeckue npenapatbl —
duHnencuH (10 mr/kr/cyT B 2-3 npuema), peHnbyT, rnyTaMmmHoBas
kmcnoTa. HeBO3MOXHOCTb MeAMKaMeHTO3HOrO KynMpOBaHWs Taxu-
Kapamu y HOBOPOXAEHHOro pebeHka ¢ pa3BUTHEM CepaeyHO Hefo-
CTaTOYHOCTU — MOKa3aHWe K NPOBeAeHUI0 3NeKTPOoKapAnoBepCHm,
npoLeaypa conpoBOXAAETCS CUIbHbIM 6GoneBbIM CUHAPOMOM [3,
4, 5].

CoBpemeHHbIM MeTofom kynuposaHus HXKIMT asnseTcs pagmo-
yacTtoTHasa abnauma (PYA) sakTonuyeckoro ovara. B otnuuune ot
MeAMKaMeHTO3HOM Tepanuu, koTopasi, kak NpaBumno, adpdekTMBHa
TOMbKO Moka npogorkaetcs, PYA aBnsieTcs pagukanbHbIM MeTo-
aom. MNMpouenypa NpoBoAMTCS B YCIOBUSIX PEHTreHonepaLoHHON
(HLUCCX nm. A.H. Bakynesa, . Mocksa). lNNokasaHusi K NpoBeAeHNI0
PYA:

HXXIT ¢ crHKonanbHbIMU COCTOSIHUAMMN

HenpepbiBHO peunamsupytoee TedeHne HXMNT

HapyLueHve aesiTenbHOCTU NEBOrO Xenyao4ka

HeaddekTMBHOCTb aHTUapUTMUYECKOW Tepannm

4.2. NMapokcuamanbHas xenyaovkoBas Taxukapama (MXKT) —
rpo3HOE HapyLUeHVe pUTMa, CBUAETENbCTBYOLLEE O TSXKENOoW kap-
AnanbHOW UNu HekapamanbHou natonorun. Betpeyaetcs ropasno
pexe HXIT v npakTuyecku Bcerga (3a UCKMoYeHnemM namonatuye-
ckon XKT) aBnsieTcs NpU3HaKoM TSXENOro OpraHN4ecKoro npolec-
ca. Ha OKI™ mopdhonorus »xenynovkoBbIX KOMMNIEKCOB aHanornyHa
TaKOBbIM MPU Xenyao4KOBbIX SKCTPAcUcTonax, NapokcmaMm umeeT
BHEe3anHoe Hayano v KoHeLl. Y HOBOPOXAeHHbIX KT moxeT He
conpoBoxgaarbcs paclumpernem QRS 6onee 0,1 c., 4To 3aTpyaHSAET
€ro AMarHoCTKKy. YacTbl Takke UeMUYeckme HapyLLeHNs — Nogb-
eMm cermeHTa ST, gedopmauus 3ybua T. 3ybeu P moxeT Bu3yanu-
3mpoBaTtbcs B cO6CTBEHHOM puTMe 6e3 cBsan ¢ QRS.

[Mpuumnbl KT y aetent nepvoga HOBOPOXAEHHOCTMU:

® KapgnanbHble: kapguT, Muokapguonatum, BIC, coctosHne
nocne onepatueHou koppekuun BIC.

® HekapguanbHble: natonoruns LIHC, runeptupeos y matepu.

® Hepepku cnydan namonatudeckon MXKT (no ceBegeHnsim He-
KoTOopbIX aBTOpOB, A0 50% Bcex criyyaes IMKT).

Kynupoeanue MKT y HOBOPOXAEHHbIX:

® HauynHaeTcs ¢ MCnonbL3oBaHWsa nuaokanHa — 6ontoc 1 mr/kr
(BO3MOXHa apTepuanbHas rmnoteHsus!).

® [py HeadhHEKTUBHOCTM UCMONb3YETCS HOBOKAMHAMWMA, KOTO-
pbIi Takke Ha3HavaeTca 6ontocHo B fose 15 Mr/kr.

® [py HeahbdheKTMBHOCTY STUX Mep UCMONb3ylTcs Apyrue
CXeMmbl: C ucnonb3oBaHveM kopgapoHa (10-20 mr/kr/cyT.) nnm ¢
ncnonb3oBaHueM nponpaxHonona 1-2 mr/kr/cyT., nponacgeHoHa 13
Mr/Kr/CyT.

MpoTuBonokasaHo UcNonb30BaHNe cepAeYHbIX MUKO3UA0B
Npu Xenyao4yKoBOW Taxukapamm (Taxmkapaum c wupokum QRS)!

MporHo3 MKT 3aBMCKMT OT OCHOBHOro 3aboneBaHus, Npu Mano-
natudecknx doopmax, kak npasuno, bnaronpuateH [12].

5. Hanbonee yacTblii BapyvaHT HapyLLleHWs NPOBOAMMOCTH
Yy HOBOPOXAEHHbIX — aTPUOBEHTPUKYIsipHble 6nokaabl (AB-
o6nokagbl).

AB-6nokabl 1-11 cTeneHn xapakTepusytTcs YanIMHEHNEM UH-
TepBana PQ 6onee 0,08-0,14 cek, B Bo3pacte 1 mec. 1 ron —
0,09-0,16 cek.

AB-6riokaabl 2-1n cTeneHn — noMmMmo yanuHeHns PQ xapak-
Tepu3yoTcs neprognyeckum BoinageHnemM komnnekca QRS. Mpu
3TOM BO3MOXHO [iBa BapuaHTa putma:

® pytM MobuTua | — nocteneHHoe HapacTaHwe AnWHbI UH-
Tepsana PQ ¢ nocneayowum BbiNnageHeM Xenyno4koBoro KoM-
nnekca;

® putm MobuTua |l — BbinageHne Xenygo4koBOro KoMmnekca
©e3 nocTeneHHOro HapacTaHusa AnNnHbl HTepeana PQ.
Putm MobuTua | — kak npaBuno, yHKUMOHANBHOIO Npouc-

XOXAeHUs, B TO BpeMsi kak putm Mobutua |l moxeT nmetb opra-
Hu4eckyto npupofy, 6onee HebnaronpusiTeH.

AB-6nokaaa 1-# v 2-i cteneHmn BcTpeyatoTcs yacTo, Ao 10-13%
Aetelt MOryT UMeTb Takue HapylleHusi putMa. OHM He NpuBoasT
K HapyLUeHW0 reMoaMHaMUKK, YacTo BbIBalOT TPAH3UTOPHBLIMU 1
nocne ucknoyeHus 3abonesaHuii MMokapaa moryt Tpe6oBaTb
TOnNbKo HabnogeHus [11].

AB-6nokaga 3-# cteneHn — nonepeyHas bnokaaa cepgua, npu
KOTOPOW >Kenyao4ky u npeacepams 6blotcst B CO6CTBEHHOM pUTME,
3y6ubl P 1 komnnekcbl QRS He cBazaHbl Mexay cobou. MpuynHbl
nonepeyHol bnokaabl cepaua MoryT 6biTe CrneayroWwmnmMm:

— BINC (koppermpoBaHHas Tpacnosvumsa MarmctTpanbHbIX CO-
Cy[0B, OOLLMIA aTPUOBEHTPUKYISIPHBIN KaHan)

— CocTosiHMSA nocrne onepauuy Ha cepaue

— Tsxenas acukeuns, pogosast Tpasma LIHC

NEQUATPUA
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— VIHdeKUMOHHO-TOKCMYeckme Bo3aencTems Ha AB-ysen.

— AyTOMMMYHHbIE 3a6oneBaHNsi COeQUHUTENBbHOW TKaHU
y MaTepu — cUCTEMHasi KpacHas BonvaHka, cuHapom Llerpena,
peBMaTouAaHbIn apTpuT. Mmetowmecs npu atux 3aboneBaHusix
ayToaHTMTena aTakyloT NMpOoBOAsLLY CUCTEMY cepAua nroaa.
XKeHwpmHa MOXET He UMETb KIMUHUYECKM MaHUGECTHbIX Npu3Ha-
KoB 3abonesaHusi, kpome yckopeHns COD 1 NONOXUTENbHbIX Ce-
PONOrMyecKnx peakumi.

KnuHnyeckne Hapylwexus npyu AB-6nokage 3- ctenexu Bknio-
YatoT B cebs [5]:

® bpaavikapaus: kputnyeckoe 3HadeHme YCC (kpanHe BbiCOoka
BEPOSITHOCTb apUTMOreHHOM cMepTn) MeHee 55 B MUH.

©® CuHKone: BO3HWKAET npu acuctonum bonee 2 c.

® Kapavomeranusi — pa3BrBaeTCcs kak KOMMEHCATOPHBbIA reMo-
AVHaMUYECKUIA MeXaHU3M.

@ [Nay3bl pUTMa: KpUTMYECKoe 3HayeHve (KpaviHe BblCOKa Be-
POSITHOCTb apuUTMOreHHon cmepTu) bonee 3 c.

® YanuHeHue nHtepsana QT 6onee 50 Mcek OT HOPMbl — He-
3aBMCMMbIV (DAKTOP pUCKa BHE3AMHOW CMEPTH.

TakTuka BegeHus npu AB-bnokage 3-# ctenenu:

® [1ns ocTporo KynupoBaHus AB-6nokagpl 3- cTenexHu mc-
nosib3yeTcst aTPoOnyH.

® liMnnaHTauus anekTpokapAnoCcTMMynsaTopa: BO3MOXHa
C CaMOro paHHero Bo3pacTta (Co 2-ro AHs Xu3Hn). Beigensiiot cne-
ayoume nokasanus kK umnnantauum 9KC [3]:

— AB-6nokaga c cepieqHon HeJOCTaTO4YHOCTbHO.

— AB-6nokapa B codetaHue ¢ BIC.

— AB-6nokaga c kapguomeranuen.

— CpepgHsia gHeBHas xenygoykosast HCC meHee 55 B MUH.

— [JAuctanbHas dopma 6nokaabl — ywupernne QRS 6Gonee
0,1c.

— YanuHeHve nHtepsana QT 6onee 50 Mc OT HOPMBbI.

— [May3bl putma 2 ¢ 1 Gonee.

— YacTble nonvMopdHble XenyaodKoBble 9KCTPacUCTOsbI.

[MpodmnakTrka pa3suTns nonepeyvHon Grnokagbl cepaua: npu
Hanuuun y matepu pebeHka ayToMMMYHHbIX 3aboneBaHuii ¢ Aoka-
3aHHbIM TUTPOM aHTUAAEpPHbIX ayToaHTuTen (Ro (SSA) n La (SSB)
pekoMeHayeTcst IpodunakTuyeckoe TpaHcnmaleHTapHoe neyeHne
[ekcameTa3oHOM HadunHas ¢ 12-11 Hegenu rectauuu.

Kpome onuncaHHbIX apuTMuiA, BbIAENSIOT NePBUYHbIE SMEKTPU-
Yeckne 3aboneaHus cepgua, Hanbonee pacnpoCTpaHEHHbIM U3
KOTOpbIX SIBMSIETCS CUHAPOM YANMHEHHOro uHTepBana QT. 3T1o
HacnencTBeHHoe 3aboneBaHve cepAua, CBA3aHHOe C AedeKTOM
WOHHbIX KaHanos, npueogsillee K yanuHeHuto nHtepeana QT 3a
CYET HECUHXPOHHOW penonspu3aunm xenynoyko. 3abonesaHve
npeacTaBnseT cobol onacHOCTb B MNaHe pas3BUTUS XKU3HEYTpo-
XKaroLWwmx apuTMUn (KeNyLo4YKOBOW Taxmkapaun Tuna «nupyaT»).
CvHapoMm yanuHeHHoro uHTepsana QT — a1o Hanbonee yactas
KapAauoreHHas npyvYnHa BHe3anHow MrageH4eckon cmeptu. Ckpu-
HVIHT, NMPOBOAUMBIV B NEpBble AHW XWU3HU, ManonHdopMaTMBeH
B OTHOLLEHVE BbISIBNIEHWS MNaAeHLEB ¢ 3TuM 3aboneBaHunem, Tak
Kak B paHHeM HeoHaTanbHOM nepuoge oTMeyaetcst 6onbluoe Ko-

NMYeCTBO Cny4aeB TPaH3UTOPHOIO yANMUHEHNA QT:

® BHyTpuyTpoGHas runokcus.

® [lepyHaTtanbHoe nopaxeHue LIHC.

® HapylueHusi romeocTasa (runokanvemMusi, rmnokanbumemMusi,
rMnomMarHMeMusi, TMnornuKeMUsl, TMNepriukeMus).

® Jliobasa apyrasa Tsbkenasa natonorus (cuHgpom OBC, BHyTpuy-
Tpo6Hasi MTHEBMOHUS!, CUHAPOM AbIXaTENbHbIX PACCTPOWCTB).

Kputepun gnarHosa cuHgpomMa yanMHeHHoro nHtepsana QT:

® YanuHeHnne QT 6onee 300 mc Ha QKT nokos.

® KoppurmpoBaHHbIii nHTepean QT (QTc) 6onee 400 mc.

©® Onu3oabl XXenyaoyYKoBOW TaxvMKapaum TMuna «nmpyaT», KOTo-
pble MOryT COMPOBOXAATbCS CUHKOME 1 CyAopOoramMu.

NEQUATPUSA
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® Hanuuue npu3HakoB aToro 3aboneBaHusi cCpeam PoACTBEH-
HVKOB.

® OTtcyTcTBMe cokpaweHus QT Ha dpoHe MOCMHAPOMHON Te-
panuu.

JleyeHve cvHapoma yanuHeHHoro nHtepsana QT npoBoauTcs
C Ucnonb3oBaHWeM 6eTa-6rnokaTopoB NOXM3HEHHO (HECMOTPS Ha
Hannune y Takmx 6onbHbIX bpagukapamm). BaxHo 3HaTb, YTO Bbl-
paxeHHoe BTOpUYHOe yanuHeHwe uHtepsana QT Takke MOXeT
ObITb MPUYMHOW Pa3BUTKA XKenynoukoBow Taxukapgum [10].

Takvnm 06pa3om, Bpay, KypypyLLUii HOBOPOXAEHHOIO pebeHka
(6yob TO HeoHaTONOr UMK NeAMaTp), AOMKEH UCKMYNTL Lienbli
psia 3aboneBaHuii, CBSI3aHHbIX C HapyLUeHVem puTma cepaua.
CrOXHOCTb 3aKM4YaeTcs B TOM, YTO BbISIBMSiEMble HapyLUEeHWS
MOryT HECTU HeomnpeaerneHHoe KNMHUYecKoe 3HayeHve, To ecTb
6bITb kak BnaronpuUATHLIMK, TPAH3UTOPHBLIMU, Tak U KpaiHe onac-
HbIMW. CnegoBaTenbHO, BeaeHne aTux 6onbHbix TpebyeT ocobon
TLLATENBHOCTM B MHTEPMPETaLMN NONMYYEHHbIX AaHHbIX 1 YMEHUS
KMUHUYECKM OLEHUTb HOBOPOXAEHHOMO pebeHka B LieNnom.

JNIMTEPATYPA

1. Southall D.P., Richards J., Mitchell P. et al. Study of cardiac
rhythm in healthy newborn infants // Br Heart J., 1980, 43: 14-20.

2. benokoHb H.A., Kybeprep M.B. BonesHu cepaua v cocynos
y peten. — M, 1987; 2: 136-197.

3. benosepos KO.M. [etckas kapguonorusa. — M.: ME[npecc-
nHpopm, 2004. — 628 c.

4. WapbiknH A.C. MNepuHaTanbHasa kapguonorus. PykoBoacTBo
ONa negvaTpos, KapAavonoros, HeoHaTtonoros. — M.: Tepemok, 2007;
347.

5. TlMpaxo. A. B. HeoHaTanbHas kapanonorusi / A.B. MNpaxos. A3a.
opraHusaumst «BoeHHo-MeamumHekuin MHeTuTyT ®CB PO». — H. HoB-
ropog: HmkIMA, 2008. — 388 c.

6. LkonbHukoBa M.A. YKusHeyrpoxatowime aputMmmm y aeten. —
M., 1999. — 229 c.

7. [Oomapesa T.A., Aubik [B. HapyweHusa cepgeyHoro putma
Y HOBOPOXAEHHbIX AETEN C NepuHaTanbHbIM MOPaXXeHUeM LieHTparibHOMN
HepBHOW cucTtemsbl // Bonpockl coBpeMeHHon neguatpumn, 2003. —
Ne 1. — C. 29-33.

8. CwumoHoBa J1.B., Kotnykosa H.I1., Managykosa H.B. n ap. Moctru-
rokcuyeckas AMsagantaumsi cepaeqHO-COCyAMCTON CUCTEMbI Y HOBO-
pOXOEHHbIX AeTel // Poccuinckuia BECTHUK NeprHATONOMn U neamaTtpun,
2001. — Ne 2. — C. 8-12.

9. [Howmapea T.A., Aubik [B. HapyweHusa cepgeyHoro putma
Y HOBOPOXAEHHBIX AETEN C NepuHaTarnbHbIM MOPaXeHUeM LieHTparibHoOMN
HepBHOW cucTtemsbl // Bonpockl coBpeMeHHon negunatpumn, 2003. —
Ne 1. — C. 29-33.

10. WkonbHukoBa M., BepesHuukas B., Makapos J1. n ap. MNonumop-
hr3M BPOXAEHHOIO CMHAPOMA YANUHeHHoro nHTepsana QT: dhakTopbl
pucka CUHKOMe 1 BHe3anHow cepaeyvHor cmeptu // MNpakTuyeckuin Bpad,
2000. — Ne 20. — C. 19-26.

11. Angpwuanos A.B., Eropos [1.®., BopoHuos V.M. n ap. KnuHuko-
aneKTpokapauorpaduyeckas xapakTepucTka aTproBEHTPUKYIISIPHBIX
6rnokag nepBoWi cteneHn y aeten // BectHuk aputmonoruu, 2001. — 22:
20-25.

12. Bbokepus I1.A., Peeuwsunu A.LLl., Apgawes A.B., Koyosnd [1.3.
YKenypoukosble aputmun. — M.: Megnpaktuka-M, 2002. — 272 c.



