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Axmyanvrocmo. [lavuernmoi ¢ 8poxcdentvim nopokom cepoua (BIIC) xapaxkmepusyomcst 8vICOKUM PUCKOM apummut,
KOMopble A67AI0MCS OCHOBHOU NPUMUHOLL 20CHUMATUSAUUU U CMEPIHOCIU. Pumm cepoya onpedensiemcsi 6 OCHOBHOM
ge2ermamueHoti (A8MoHOMHOTL) HepeHoLL cucmemotl. JTucaymoHoMus Npueooum K paseumuio 3710Ka4ectneeHHbLxX
apummuii u nosviueHHomy pucky cmepmu npu BIIC, npuuem oucaymoHomus ¢ HapyuieHuem pumma cepoua
peaucmpupyemcs 0axce y 6Heure 6nazononyurvix demeii ¢ BIIC.
Lenv — onpedenumv sapuabenvrocmo pumma cepoua (BPC) 6 omoanerrom nepuode Ha npumepe 00H020 U3 Haubosee
uacmoix BIIC - koapxmauuu aopmut y Oemeil, 0NepUpoOBaHHbIX 6 nepeble Mpu MeCcSua HU3HU.

Mamepuan u memoodvt. O6cnedosanu 14 demeti (Me so3pacma — 8,5 200a) 6 omoanerHom nepuode nocse oneparnueHozo
JleeHUst Koapkmavuu aopmol. Konmponvhas spynna, copmuposantas no muny «Cayuati — KOHmMposb», COCosna

u3 14 demeii (Me so3pacma — 8,6 200a). BPC onpedensnu nocne 0ecAmumuHymHozo npedbléaHust 6 NonoxeHun

JIexHa HA CNUHe ¢ UCNOZIb308AHUEM NATMUMUHYMHOLL NOBEPXHOCHOLL d7eKmpoKapouoepammvl. Cramucmu4eckyro
SHAYUMOCTb PASTIUMULL NOTIYHEHHbIX noKazamerneti onpedensinu no kpumepuio Cmotoderma (t).

Pesynvmamot. B omoanenrom nepuode y Oemeti ¢ 0nepuposaHHoti Koapkmauueii aopmol 6biA67AACH

PA3HO00pA3HAS NAMOTIOUS, 8 MOM HUCTIe ¢ NPUSHAKAMU BecemamueHoli oucmonuu. Kax nposenenue cucmemroti
NAamonozu COeOUHUMeNbHOL MKaHU Obliu HepeOKU HAPYUIEHUS OCAHKU, GHOMAIUU NPUKYCA U POCIA 3Y606,

epowicu, degpopmavuu cmon. ITo OanHwbim KapououHmepesanozpagpuu, 6 cpeorem demu ¢ BITC umenu 60nee HU3Kuti
noxasamenv sapuabenvtocmu (SD) onumenvrocmu unmepeana RR 6 noxoe: cmanoapmHoe OmKoHeHUe UHIMEpP6asios
RR cocmasnsno 61 + 24 mc npomus 94 + 22 mc 8 konmponvHoii epynne (p < 0,01). Imo ceudemenvcmnsosano

0 8e2emMamueHoLi OUCHYHKUUL, HIMO 6NOTTHE COOTNBENCINBO8AII0 KIUHUYECKUM NPOS6IeHUAM (2unepeuopos, 3anop,
HApyuieHue cHa, OUCNIA3US COEOUHUMENVHOU MKAHU).
3axmouenue. BIIC, 8 uacmuocmu Koapxmauus aopmol, conpososcoaemcsi Hapyuieruem BPC Oasice cnycms onumenvHoe
8pems Nocie onepamueHotl Koppekuuu. Hawiu pesynomamot Mozym CLy#umv 0cHO8aHuem 07151 6osiee KpynHovix
JIOH2UMYOUHATIDHBIX NPOCNEKNUBHDIX UCCTIE008aHULL ¢ 60TbLLeTE BbIO0PKOLL C UeTIbt0 NOOMBEPHOEHUS NPOZHOCUECKOTE
uenHocmu oueHku BPC u onpedenenust makmuxu 8e0eHust nayueHmos.

Knrouesvie cnosa: secemamusHast HepsHas cucmema, KoapKmauus aopmeol, 6&pud6€ﬂbHOCI’l’lb pumma cepbua
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AKTyanbHoCTb

YacroTa CpefHeTsKeNIbIX U TXKeNbIX GOpM BPOXK-
meHHBIX MOpokoB cepaua (BIIC) cocraBnsier okomo
6-9 Ha 1000 >xuBopoxaeHHbIX. [Ipn ABycTBOpYaTOM
K/IallaHe A0pThI, IIOTEHLMAIbHOM CEPbe3HOM COCTO-
aany, yactota BIIC mocturaer 19 Ha 1000 >xuBOpoO-
KpeHHbIX. Yacrora Bcex ¢opm BIIC yBennunBaercs 1o
75 Ha 1000 >XMBOPOXX/J€HHBIX, €C/IM B CTAaTUCTUKY BKIIIO-

YT BCe aHOMA/IMN CEePALIA ¥ MaTMCTPAIbHBIX COCYHOB
(HampyMep, MYIHMMAaJIbHBI IeeKT MeXOKeTyT0YKOBO
IIeperoponKY B MBILIEYHOI YacTy). [Joka3aTe/IbCcTB pas-
JIMYNI B 9acToTe 3a060/IeBaEMOCTH B CTPaHaX MU B pas-
Hble MePUOJibl BPEMEHU C Y4EeTOM IIPUYUH Bapualnit
BIIC me cymectsyet [1-3]. Panee BIIC acconymposancs
¢ IUIOXVM IIPOTHO30M. brarogaps coBpeMeHHBIM BO3-
MOXXHOCTSIM JVAarHOCTUKM U JiedeHus 6onee 9% Hocu-
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Tejiell CpeHeTsIKeNbIX U TsoKenbix BapuanTos BIIC mo-
CTUTAIOT COBepIIeHHONMeTrs [4]. 3HaunTeHO BO3POCIIO
YJIC/IO TOJPOCTKOB M B3POCIbIX, PaHee OllepMPOBaHHBIX
o mosopy BIIC. ITpo6nema BIIC mepectaet 6pITh 3ana-
Yeil VICK/IIOYNTENTbHO KapAUOXUPYPIoB ¥ KapAyOIOTroB,
YTO KOPEHHBIM 00pa3oM MeHsAeT TpeOOBaHUA KO BCell
cucTeMe 3apaBooxpaHeHusa. ObecredeHye nanyueHTaM
MaKCHMAa/IbHO IIPMEMIEMOTO KaueCTBa XKM3HY HelOCTH-
KUMO 0e3 MHTeTpaabHbIX MCCIELOBAHNUIT COCTOSHIS
37J0pOBbA B OTATIEHHOM IIOC/Ie0NepallIOHHOM IIepHO/ie.
[ToMrMO mpOYMX OTHATEHHBIX COCTOSHMII MALVEHTHI
¢ BIIC xapaKTepusyoTCcs BBICOKMM PUCKOM apUTMMUIA,
BCETO CIEKTpa MpeJCePAHbIX M Y3/IOBBIX TaXMKapAuIi,
OpafuapuTMUN 1 SKeTy[LOYKOBBIX apUTMMUIL, KOTOPbIE
CYMTAIOTCA OCHOBHOJV INPUYMHON TOCHMUTANN3AL NN
n cmeptHocTU. Kak crefcTBue, B MOMYIALIMN TTaLIMEH-
toB ¢ BIIC o 40% Bcex cMepTell ABIAIOTCA BHe3all-
HBIMIU cepedHbIMH [5, 6]. Putm cepaua onpepernsercs
B OCHOBHOM BereTaTMBHOI (aBTOHOMHOIT) HEPBHOIT CHC-
TeMoit. [I1cayTOHOMMS IPUBOINT K PasBUTHIO 3/I0Kade-
CTBEHHBIX aPUTMMUII V1 TOBBIIIEHHOMY PYCKY CMEPTI IIPK
BIIC [7]. B pa6orte R. Igbal [8] mokasaHo, 4To mucayro-
HOMMA C HapyIlIeHMeM pUTMa Cepflia perucTpupyeTcs
flaxke y BHellIHe 6/1aromnony4Hsix fereii ¢ BIIC.
Vismepennue BapuabenpHocTr cepgedroro purma (BCP) -
HEeMHBa3VBHBIN, OOIIEe[OCTYIHBI U IIPOCTON METO
OLICHKY BeTeTaTyBHON pyHKImu cepaua [9, 10]. BCP onn-
CbIBAaeT KOJebaHVsi HOPMA/IbHBIX MHTEPBAJIOB CEPIEIHBIX
COKpallleHMiI 10 pe3y/lIbTaTaM 3JeKTpoKappuorpabum
(9KI'). Camwxenne BCP (purnpgHOCTh pUTMa) CIYXKUT
IIPeIMKTOPOM HebIaronpyusATHOro nporuosa [11]. Oxxaxo
uccnenosannit BCP B monynAuum ferteit ¢ onepupoBaH-
HBIMM IIOPOKaMU Cepfilia HEOCTATOYHO.

Ifenv - onpepenutb BCP B oTHa/IeHHOM TIepuoie Ha Ipu-
Mepe ogHOro 13 Hambomnee yacteix BIIC - xoapkranuu
AOPTBHI Y fAeTeil, OllepMpPOBaHHbBIX B IIEPBble TPY Mecsla
JKU3HIL.

Matepuan n metoabl

O6cnemoBanbl 14 meteit (6 MambuMKOB U 8 IEBOYEK) B OT-
[laJIeHHOM IIepMOfie IOCTIe ONIePaTHUBHOTO JIe4eHN s Koap-
KTanuy aopTbl. MepguaHna Bospacta — 8,5 roga (mpene-
bl Konmebaumit — 2-13 7et). Bce omepaiuy BIIIOTHEHBI
C peseKIjyell MaTOTOrMYecKOro y9acTKa aopThl M pela-
paiiueit «KoHeIl B KOHell». [loceomnepariioHHbII eprofy
mpoTeKan 6e3 ocobeHHoOcTell. B 06cmegoBanHoOI rpymnme
He OBIIO MAIVEHTOB C UMIUIAHTUPOBAHHBIMU Kapayo-
crumynsatopamu. [To mokasaHMsM B Ipoljecce HabI0-
JeHNs MPOBOAVMINCH KIMHVKO-UHCTPYMEHTAaJIbHbIE
n maboparopHbie 00CIeTOBaHs, IPU HEOOXOAUMOCTH —
KOHCY/IbTAL[My CIllelanucToB. KoHTponpHas rpymmna,
chopMupoBaHHasI [0 TUITY «CITy4art — KOHTPOIb», COCTO-
sina u3 14 mereit (MenyaHa Bo3pacTa — 8,6 TOfIa; Ipefierbl
KojeOaHumit — 2—13 jIeT) ¢ aHAJIOTMYHBIM COOTHOLIEHUEM
MajbuMKOB U JieBodek. BPC ompepernsnm nocne fgecatn-
MJHYTHOTO TIpeObIBaHsI B IOIOXKEHNN JIeKA Ha CINHE
C UCIIONIb30BAHMEM IIATUMUHYTHOM IIOBEPXHOCTHOI
9KT [12]. CraTucTU4ecKy0 3HAYMMOCTD pasIN4nii Ho-
JTy4eHHBIX ITOKa3aTelleil OIpefe/ Iy Ha OCHOBaHNUY KpU-
tepusi CrprofeHTa (t).

Kapawuonorua u aHruonoria

KnuHuyeckue nccnenosaning

Pe3ynbratbl

Cpeny 00c/e0BaHHbIX eTell IpeBanupOBaIy AeBOYKY
(8 : 6). bepemeHHOCTDb BO BCex 14 cmydasx mpoTekasna
Heb/IaronpuaTHO, C yrposoit mpepbiBanus. Koapkra-
LU A0PThl COYETATIACh C APpyruMy mopokamu (11/14):
IBYCTBOPYATBHIM KIallaHOM aOPTHI C YMEPEHHbIM Hapy-
LIeHeM reMofrHaMuku (4/14), 4eThIpexCTBOPYATHIM
KJIaIraHoM aopThI (1/14), nedekTaMu eperopoyiok cep-
1a (5/14), OTKPBITBIM apTepHaNbHbIM IPOTOKOM (4/14).
B psjie ciry4aeB 3aperncTpupoOBaHO COYeTaHNe IOPOKOB.
B oTpaneHHOM Ilepuofie BBIABIANIACH PasHOOOpa3Hasd
[IaTOJIOTMsA, B TOM YJC/Ie C IPU3HAKaMy BereTaTUBHOM
AUCTOHUM. MHOTO Hmpo6IeM [IeTAM M UX PORMUTEIAM
IOCTAaBJIANN HEYCUFINBOCTD, TPYSHOCTU C YCBOEHUEM
IIKOJIBHOII IIPOrPaMMbl, HapyIlleHNus cHa (1 = 5), HeBpo-
THYecKue peakumu. Kax pesynbrar HapylleHKUsS BHY-
TPUYTPOOHOTO PasBUTHUA U IMPEXK/IEBPEMEHHBIX POJIOB,
C/IO)KHOCTel! BCKapM/IMBAHMS OTMEYanuch Xenesofe-
¢dunutHas anemus (n = 3), nHGaHTUIbHAS AHOPEKCHS
(n = 2). YacTo nMenyu MecTo anjaeprudyeckue peaxium,
6011b B >XMBOTe, 3a10p (n = 3), racTpoasodareanbHbIi
pedmokc (n = 2), runepruapos (n = 4), sHypes (n = 3).
Hepenko permcTpupoBanuch ciydayu CUCTEMHOI IIa-
TOJIOTUY COEJUHNTENbHON TKAHU: HAPYIIEHNE OCAHKM,
QHOMAaJINM IIPUKYCa U POCTa 3y0OB, IPbIKA, Aedopmarys
CTOIL

[To maHHBIM KapIMOMHTEpBanOrpaduu, B CpeHEM JIeTH
¢ BIIC umenu 6omee HUSKuUII MoKa3aTenb BapuabenbHO-
ctu (SD) pnmrenpHocTy uHTepBana RR B mokoe: craH-
JapTHOE OTKNIOHeHMe nHTepBanoB RR - 61 + 24 mc npo-
TUB 94 * 22 MC B KOHTpO/nbHOM rpymne (p < 0,01). Ito
CBUJICTETTbCTBOBAJIO O BETeTATUBHON JVCHYHKIUN, YTO
BIIOJIHE COOTBETCTBOBA/IO KIMHIYECKUM HPOSIBIICHNUAM
(rMneprunpos, 3arophl, HApYLIEHN CHA).

06cyxpeHne

[TporHo3upoBaHue M jedeHUe HApPYLUIEHUN pUTMaA —
Ba)KHas 3ajiavya NPy AMHAMUYECKOM HabIIOmeHMM 3a
manuentamu ¢ BIIC. ITo HamuM HaOMOmEeHNAM, TeTI
C KOoapKTalueil a0pThl XapaKTepU3YIOTCA SABHBIM IMC-
6aTaHCOM BereTaTMBHON HEPBHOI CUCTEMBI, YTO BIOJ-
He COOTHOCUTCS C BBICOKOJI 4aCTOTOI IIPU3HAKOB JMIC-
IJIa3MY COeMHUTENbHOM TKaHU. COITAaCHO JaHHBIM
nurepaTypsl [13], AuchyHKIUA cepedHO-COCYAUCTON
CUCTeMBI 3a CYeT HapyLIeHUs BereTaTUBHON peryJs-
LMM OTMEYAeTCsl Y HOBOPOXKJEHHBIX C KOApKTaLlMeil.
IucayToHOMNUSI OOHApY)XMBAETCs yXKe Ha dTalre BHY-
TPUYTPOOHOTO Pa3BUTH, B OLpPENE/NEHHON CTEIeHN
Koppenupys ¢ Tshxectbio BIIC [14] u cBUpeTeNbCTBYSA
OIZHOBPEMEHHO O IOpaKeHuy Mosra [15].

3aKknioyeHue

BIIC, B 4aCTHOCTHM KOAPKTallMs a0PThI, COIIPOBOXK/AET-
cs1 HapymenneM BCP pake cycTs pnuTenbHOe BpeMs
1I0C/Ie OIIePATUBHO KOPPEeKLMY TOPOKa.

Hamm pesynapTaThl MOTYT CIY>KUTb OCHOBAaHMEM [/A
60/ee KPYHHBIX JIOHTUTYAMHANTbHBIX HPOCIEKTHB-
HBIX MCCIEJOBAHNUI C GOblIeil BEIGOPKOI C IebI0
NIOATBEP>KeHNs IIPOTHOCTUYECKOI LIeHHOCTY OLIeHKU
BCP u onpepenenns TakTUKY BefleHNUs [TALIMIEHTOB.
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Relevance. Patients with congenital heart defects (CHD) are at high risk of arrhythmias, which are a leading cause

of hospitalization and mortality. Heart rhythm is determined mainly by the autonomic nervous system. Dysautonomia leads

to malignant arrhythmias and an increased risk of death in congenital heart disease, and dysautonomia with cardiac arrhythmia
is recorded even in apparently healthy children with congenital heart disease.

Purpose. To determine heart rate variability (HRV) in the long-term period using the example of one of the most common
congenital heart defects (coarctation of the aorta), operated on in the first 3 months of life.

Material and methods. We examined 14 children (Me, age 8.5 years) in the long-term period after surgical treatment

of coarctation of the aorta. The control group (case-control) consisted of 14 children (Me age 8.6 years). HRV was determined
after a 10-minute stay in the supine position using a 5-minute surface ECG. The statistical significance of the differences

in the obtained indicators was determined using the Student's test (t).

Results. In the long-term period, a variety of pathologies were detected in children with operated coarctation of the aorta,

including signs of vegetative dystonia. As a manifestation of systemic connective tissue pathology, postural disorders, malocclusions
and dental growth, hernias, and foot deformities were not uncommon. According to cardiointervalography, on average, children
with congenital heart disease had a lower variability (SD) of the duration of the RR interval at rest: the standard deviation of the RR
intervals was 61 + 24 ms versus 94 + 22 ms in the control group (p < 0.01). This indicated autonomic dysfunction, which was quite
consistent with the clinical manifestations (hyperhidrosis, constipation, sleep disturbances, connective tissue dysplasia).

Conclusion. Congenital heart disease, in particular coarctation of the aorta, is accompanied by impaired HRV even long

after surgical correction. Our results can serve as a basis for larger longitudinal prospective studies with a larger number of patients
to confirm the prognostic value of HRV assessment and guide patient management.

Keywords: autonomic nervous system, coarctation of the aorta, heart rate variability
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