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OnbIT KOHCEPBATNBHOIO 1EYEHNS

HOBOPOXOEHHbIX C aHOMannen 36

TelHa

B YCI0BMAX MHTEHCUBHOW Tepanui

Tapaan M.B." - likapnHa H.B." « E¢pemos E.C.'

AKTyanbHOoCTb. HOBOpoOXf[eHHble C aHoManwuei
J6wWTeiHa MOryT MpPeACTaBfATb CHAOKHOCTM AfiA
nepcoHana HeoHaTasbHbIX PeaH MaLMii Mo NpuYu-
He JUHAMMNYHO MEHSAIOLLEeNCA KIMHNYECKOW CUMMTO-
MaTvKku. lopaep)kaHne apeKBaTHOrO CepAeYHOro
BbIOpOCa B YCNIOBUAX KapAVIOMErannm, BblpaXKeHHO-
ro LMaHo3a, BbICOKOrO JIErOYHOrO COMPOTUBIEHUS,
HapyLIeHN puTMa — CIoXHaA 3agava. Llenb - npo-
[IEMOHCTPUPOBaTb BO3MOXXHOCTW KOHCEPBATUBHOW
Tepanuu, a TaKXKe KJIMHUKO-MHCTPYMEHTaslbHble
KpPUTEPUM OLIEHKN HOBOPOMAEHHbIX C aHOManuemn
J6wWTeHa MpPU HanMuuy apTepriasibHON TUMOK-
cemmn 1 Kapguomeranuu. Matepuan u merogbl.
YeTBepo HOBOPOXAEHHbIX B BO3pacTe OT 3 A0 8 fHeN
6bINY rOCNUTaNM3NPOBaHbI B OTAENEHNE NHTEHCMB-
HOW Tepanuu No NPUYMHE CTONKOW apTepranbHON
rmnokcemmn (Sa0,<90%) 1 3aBUCMMOCTM OT KUC-
nopoga. KapavotopakanbHblii MHAEKC Koneban-
cA oT 55 §o 75% 1 6bin Bbile y HOBOPOXKAEHHbIX
C NCXOLHO BbICOKOW CTEMEHbI0 TPUKYCNyAanbHOM

HoMasus DburertHa (AD) - penkast maTo-

JIOTUSI TIPABOTO  ATPUOBEHTPUKY/ISIPHOTO

KJIallaHa Cepylia, COUYeTaIIast B cebe CIiu-

pasieBUHOE CMeIleHe 3a/{Heil U CeNTab-
HOI1 CTBOPOK B ITO/IOCTD IIPABOTO XKEMTY/JOUKa C afiresy-
el MIX K SH/JOKap/Y, I[PV 9TOM I1aPYCOBI/IHAS ITePeHLI
CTBOPKa, KaK IIPaBWIO, MMeeT M3ObITOYHYIO IIIO-
maznp [1]. Boepsble mopok omucan yaeHuk Pygonbga
Bupxosa Bunmbrensm J61ureits B 1866 I. Ha ayTOIICHM
[eBSITHA/ILIATM/IETHETO IOHOIIN, CTpPAafiaBLIEro Ijua-
HO30M ¥ ofplmKoi [2]. Bcrpeyaemocts 3abornesa-
HIuA Bappupyer oT 1 1o 5 Ha 200 ThIC. HOBOPOXK/IEH-
HBIX 11 COCTAB/IsIET 1% OT BCeX BPOXKICHHBIX IOPOKOB
cepaua [3]. B mpeo6magaroiiem OGOMBIIMHCTBE CIIy-
yaeB AD coueraercs ¢ JleeKTOM MeXIIpeCcepIHOi
HeperopofKu. B cydasx KOHKOPHAHTHBIX IIpefceph-
HO->Ke/Ty/J0YKOBBIX COEMHEHNII [PYTIe BPOXK/IeHHbIE
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HeaocTaTouHocTn (3—-4-s cteneHb). Great Ormond
Street Echocardiography (GOSE) score >1 6bin oT-
MeueH y IByX HOBOPOXXAEHHbIX, AEMOHCTPUPYIOLLMX
KIMHUKY TAKENOW CepAeyvyHoN HefoCTaTOUYHOCTU,
apTepurasibHyI0 TUMOKCEMUIO U KapAuOMeranuio.
Pesynbtatbl. []Boe HOBOPOXAEHHbIX 5 1 6 AHen
XKM3HU OblNV MepeBefeHbl Ha 2-i1 3Tan BbIXaXKMBa-
HVA B TeyeHue mocnepyowmx 3—-4 CyTOK B CBA3M
C OTCYTCTBMEM KJIMHMKWN HEJOCTaTOYHOCTN KPOBOO-
OpalleHna 1 TAXKeNon runokcemmn. B aByx apyrux
HabnogeHNsAX NoTpeboBanocb NPOBefeHNe UHTEH-
CUBHOW Tepanuu: KaTexoNlaMUHOBas MoAfepKa,
WHranAaums Kucnopoga, MHOY3uA npocTarnaHaun-
Ha E1, a Takke aHTMapUTMMYecKas Tepanus, 4To
MO3BOJSINNO CTabMNIN3MPOBaTb COCTOAHNE HOBOPO-
XKOEHHbIX, He Mpuberas K XMPYPrnyecknum TexXHOo-
norvam. 3akntoueHmne. bonbLNHCTBO CUMNTOMHbIX
HOBOPOXIEHHbIX C aHoManueln S6LTenHa MOryT
6bITb CTAaObUNM3MPOBAHbI NPU YCIOBUY NPaBUIbHO
nofobpaHHON KOHCEPBATVBHOW Tepanuu, OfHAKO

HEKOTOpbIE 13 HUX TPEBYIOT KOHBEPCUY MEANKAMEH-
TO3HOTO JIeYEHVIS B OMPEAENeHHble XVpypruyeckune
TexHonornn. Takue KIUHWYECKME U WHCTPYMEH-
TanbHble KpuTepuu, Kak Sa0,, KapanoTopakanbHbIi
nHAeKc, GOSE score, ABNAIOTCA OCHOBHbIMU NPenK-
TOpamy Npu BbIGOpe KOHCEPBATVBHOW WA XUPYpP-
FMYECKO TaKTUKI NIeYEeHUS.

KnioueBble cnoBa: BpOXKAEHHbIE MOPOKM cepALa,
naTosiorns KnamaHoB CepAaLa, HOBOPOXKAEHHbIe,
aHoManua J6LwTeriHa

Ana uutupoBaHuaA: TapaaH MB, llkapuHa HB,
Edpemos EC. OnbIT KOHCEPBATUBHOMO NEYEHUA HO-
BOPOX/EHHbIX C aHOManuneln J6LWTelHa B YCIOBUAX
MHTEHCMBHOW Tepanuu. AbMaHax KIMHUYECKON Me-
anumrHbl. 2018;46(2):194-9. doi: 10.18786/2072-0505-
2018-46-2-194-199.
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MOPOKM cepAilla mpu AD [MarHOCTUPYIOTCA PENKO
[4]. V GonbuuHCTBA MALIMEHTOB KIMHUYECKAS CUM-
IITOMATHKa HA4YMHAET MPOABIATHCA C 1-2-11 JeKajbl
JKM3HU B BUJE IPOTPeCCUPYIOIET0 LMAHO3a, CHU-
JKEHNUSA TONEPAaHTHOCTM K (M3MYECKUM HarpysKaw,
HapyueHuit putma ceppua [5]. Hanbonpuie crnox-
HOCTM IPENCTABIAIT HOBOPOXX/IEHHDIE, IEMOHCTPH-
pyolye ¢ IepBBIX AHEN >KM3HY DIYyOOKWUII 1MaHO3,
SABJIEHUA TAXKETION CepAedHOl He[OCTATOYHOCTHU. ITO
00YC/IOBIEHO He TONMBKO 6o/lee BBIPaXKEeHHBIMU MOP-
domorndeckuMy M3MEHEHMAMY TPUKYCIMAANTBHOTO
KJIallaHa, HO ¥ HajIM41eM M3MOIOTYeCKY BBICOKOTO
JIETOYHO-COCYAMCTOTO CONPOTUB/IEHNUS, YCYTIyOIsiio-
IIero TPUKYCHNJJANbHYIO PerypruTaniuio, a CiefoBa-
Te/IbHO, ¥ TIPOSABJEHMS HENOCTaTOUYHOCTU IPaBOTO
CepALa, YTO HepeKo codeTaeTcs ¢ PyHKINOHAIBHOM
VIV QHATOMMYECKOII aTpe3ielt IeroOYHot apTepun [6].
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XapakTeprcTika 60MbHbIX C aHOManviein J0LWTeiHa

Mapametp MaymneHT 1 MayuneHT 2 MaunenT 3 MayweHT 4
Bo3spacr, oHu 8 3 5 6

OK no Ross \% i I Il

Sa0,, % 83 78 90 920

GOSE score 1(1,2) 1 (1,3) 11(0,9) 1(0,5)
CTeneHb TPUKYCNAANbHOWN HeJOCTaTOYHOCTH 4 4 3 2

KTW, % 75 65 60 55
®eHomeHn WPW + + - -

COI'IyTCTByIOLLLI/Ie BPOXAEHHDbIE MOPOKK cepaua

[ledeKT MmexKenyfouKoBoi
neperopoaku

LedeKT mexnpencepaHomn
neperopopkm

HedekT mexnpencepaHon Hert
neperopopkun

DK - GyHKLMOHANbHbIN KNAacC XPOHMNYeCKol cepAeyHoii HegocTaTouHocTH, GOSE — Great Ormond Street Echocardiography, KTU - kapavoTopakanbHblii UHAEKC,

WPW - Bonbda - MapkuHcoHa - YaiTta

HecMmoTpst Ha MHOXXECTBO METOJMK XUPYyprude-
CKOJ KOPPEKLMY IIOPOKA, YETKME aITOPUTMBI JIede-
HUs HOBOPOXXIEHHBIX ¢ AD ellle He pa3paboTaHBbl,
4TO KpaliHe 3aTPyHHsET BefleH1e NOfOOHbBIX Mally-
€HTOB B YCJIOBMAX HeIPOMUIbHBIX HEOHATaIbHBIX
HOJ|pasfie/IeHNIl, 0COOeHHO B CIy4asXx HeoOXomu-
MOCTU KOHBEPCHUM ME[IMKAMEHTO3HOTO JI€4eHNA
B XUPYprudeckue TeXHOMOruu. JJannasa crarbsa oT-
pa’kaeT Haul HeGOIBLION OIBIT BeJEeHNUs HOBOPO-
JKIEHHBIX ¢ AD B YCTIOBMAX HEOHATaJbHOV MHTEH-
CUBHON T€PaIuN.

OnucaHwne cepnn KnMHnYyeCcknx |-|a6mo;|e|-|v||7|

C pexabps 2014 no uionp 2015 1. B OT/ie/IeHNN [leT-
ckoit peanmmanun OI'BY «HI3[d» Mwunsgpasa
Poccnn 656110 ITpojiedeHo 4eTBepO HOBOPOXKJEHHBIX
¢ AD B Bo3pacre oT 3 1o 8 gHeit xxu3HNU. Bo Bcex cny-
JasIX JMArHO3 OBUI YCTAHOB/IEH B HEOHATA/IbHBIX Pea-
HYMAIUAX POAMIbHBIX TOMOB MOCKOBCKOI 06/macTu
[P CKPUHUHTOBOII 9x0Kapanorpadun (3xoKT'), Bb-
MIOTHEHHOJI 10 NMPUYMHE MaTOMTOTMYeCKO ayCKYIIb-
TaTMBHOI KapTMHBI, a TaKXe B CBA3M C Ha/lM4uMeM
IIPM3HAKOB CTONMKOJ QapTEepMANIbHON TMIIOKCEMUN
(Sa0,<90%) 60mee 3 cyTok nocne poxxpeHus. Y 2 fe-
Tell peryprutanys Ha TPUKYCHMUJATbHOM KiIalla-
He ObLa 4-J1 CTeNeHN, y 2 APYIUX — 2-3-i1 CTeNeHN.
CoueTaHHBII BPOXX/CHHBIIT IIOPOK cepAla — fedexT
MEXOKETTYJOYKOBOJ IIePeropoiKy — OBUI AVarHo-
CTUPOBaH y 1 HOBOpOX/IeHHOTO. B paHHeM HeoHa-
TaJIbHOM IIepyofie y 2 IMalMeHTOB MaHMU(ecTIpoBa
cunppom Bonbda - Tlapkuucona — Yaitta (WPW)
B BIJe IIAPOKCHM3MOB CYIIPaBEeHTPUKY/IAPHOI TaXu-
Kapauu fo 220 ynapos B MUHYTY (Tabnuua). Ha mo-
MEHT IOCTYIIJIEHN I B Ia/IaTy MHT€HCUBHON Tepannm

TapasH M.B., lLkapuHa H.B., Egppemog E.C. OnbIT KOHCEPBATUBHOTO NevueHns HOBOPOXKAEHHbBIX C aHOManver J6WwTeliHa B yCNOBUAX MHTEHCUBHOM Tepanum
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He MMeIU TPU3HAKOB CepleyHOil HeZOCTaTOYHO-
CTU U IMaHo3a 2 manueHTa. KapgnoTopakamabHBIN
uHpekc (KTH) y 3TuX HOBOPOXX/IEHHBIX He IIPEBBI-
man 0,65, a mokasarens Sa0, B KalMI/LApHOI Tpobe
6611>90% (puc. 1).

[To marHbIM IX0KT MHEKC CMeleHUs CenTallb-
HOJ CTBOPKM TPUKYCHNMAAIBHOTO KIalaHa COCTa-
BUI 1,2 m 1 cM/M?, 1IpU 3TOM PerucTpupoBanach
TPUKYyCIINfIalbHas HEJOCTaTOYHOCTb 2-3-11 cTeme-
Hu (puc. 2). Great Ormond Street Echocardiography
(GOSE) score [7] y 9Tux M/IafieHI|eB COCTaBIAN < 1
(cM. Tabmuny). VIx crabuiapHOe KIMHUYECKOE CO-
CTOsiHMe He Tpeb6OBaI0 MPOBeREHNsT NHTEHCUBHOIM
Kap/iMaabHOI Tepaluy, U MaleHThl ObUIN BbIIIMCA-
HBI U3 KIVMHUKA Ha 12-i1 IeHb B YHOBJIETBOPUTE/Ib-
HOM cocTosiHMM 6e3 KappmaapHOI Tepanuu. J[Boe
OPYTUX HOBOPOXXJEHHBIX IOCTYNNIM B OTHAENeHNe
peaHMManuM U MHTEHCUBHON Tepanuu C sIBICHU-
AMU CepfieYHO} HeJOCTaTOYHOCTHU, apTepuanbHO
runokcemun Sa0, 78-82%, HapylleHUAMMU PUTMa
IO TUIy HAapOKCH3MalIbHON CYIpPaBEeHTPUKYIAP-
Hoit TaxuKapauy. OfHOMY pe6eHKY mOTpe6oBanoch
npoBeneHue HasanbHO CPAP-mogpepxku. Y fmas-
Hpix manyueHToB KTV 6pin Beinte 0,75 (puc. 3), Ha
9xoKI' perncrpumpoBanach TpUKyCIMjaabHas He-
nocTaTouHoCTh 4-71 crenenu, GOSE score Obint 1,2
n 1,3. VIngexc cMeleHns cenTanbHOM CTBOPKY TPU-
KYCHUJAAbHOTO KJallaHa Yy CUMITOMHBIX HallMeH-
TOB cocTaBua 1,3 u 1,2 cM/M? COOTBETCTBEHHO, YTO
3aMeTHO YBe/IMYNJIO Pa3Mepbl IPABOTO Npeficepams
U aTpUaNM30BaHHON YacTM INIPABOTrO KelyfodKa
(puc. 4).

Y opHOro M3 MajeHIleB MMEJCS MBIIIeYHBIN
TedeKT MeXOKeTy[JO4YKOBON Ieperopofku 6 MM
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Puc. 1.PeHTreHorpamma 6eCCMMNTOMHOTO HOBOPOXAEHHOTO
C aHoManveit J6LTeNHa, KapAMoTOPaKanbHbI nHaeKc 0,6

Puc. 3. PeHTreHOrpamMma CMMATOMHOMO HOBOPOMXAEHHOIO
C aHoManveit J6LTeNHa, KapAYoTOPaKanbHbI nHaeKc 0,75

B AyaMeTpe. DTUM MalMieHTaM IIpoBefieHa NHPY3us
npocrarnauguHa E1 (0,01 MKI/KT/MWUH), KApAUOTOHN-
Yyeckas mojjiep>Kka (gomaMuu 3-5 MKI/KI/MuH), ju-
ypetudeckas tepanus (pypocemmpn 1-2 Mr/xr/cyT),
a TaK>ke IIOCTOsAHHAA MHQY3UA aMUOJapOHa B 03¢
10-15 MI/KT/CyT B CBA3M C HApOKCU3MaMU CyTIpaBeH-
TPUKY/LSIPHON TaXMKapAuu, OOYCIOBIEHHON CUH-
npomom WPW. IlpennpunaTtas MeguKaMeHTO3HasA
Tepanus OKasajach YCIIELIHON, ) MAIVIEHThl ObUIN
BBINMCAHBI U3 KIVHUKYU Ha 27-e CyTKU 0e3 HeobXo-
AVMOCTY BBINIOJTHEHVA HEOHATa/lbHBIX XUPYPriu-
4yeckux npouenyp. Ha MOMeHT BBIIMCKY U3 CTaLU-
OHapa CHUMIITOMHbIE HOBOPOXKIE€HHbIE IOTYYayn
KapAMaabHyIo Tepanuio: pypoceMnn 1-2 MI/Kr/cyT,
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Puc. 2. Sxokapanorpadua. Mpoekuma no ANMHHOM OCK NPaBOro
Xenynouka 6ecCMMNTOMHOIO HOBOPOXAEHHOIO C aHOManMen
S6wTenHa; RV — npasbil xkenygouek, TV — TpukycnmaanbHblii
KnanaH, aRV — atpranvsosaHHad 4aCTb NPaBOro Xesy[oyKka,

RA — npaBsoe npepfcepane

Puc. 4. Oxokapanorpadus. YeTolpexkamepHas npoekums
CMMNTOMHOTO HOBOPOXAEHHOIO C aHOManune J6LTeHa;

RV — npaBbit xenyaoyek, aRV — aTprann3oBaHHas YacTb NPaBoro
xenynouka, RA — npasoe npeacepane

aHTUAPUTMUYECKME TIpenapaTbl — MPOIPaHOION
0,5 Mr/Kr/cyTy manuenTa 2 ¥ aMMofiapoH 15 Mr/kr/cyT
B C/Iy4ae nanueHra 1.

06¢cyxpeHne

CuMnTOMHBIE HOBOPOXJEeHHbIe ¢ AD mpefcTaBA-
10T 6OJIbIIME CITOXHOCTH [i/Is1 IEPCOHAIA MHTEHCUB-
HOJI IETCKOM KapAMONIOTUM IO IIPWYNMHE JMHAMUY-
HO MEHSIONIENCsT HeOHATaJbHOM TI'eMOOUHAMUKIN.
[Mopnep>xaHue ajleKBaTHOTO CeprevyHOro BbIOpoOCa
B YCTIOBMAX KapiuoMerannu, IIyOOKOro IjuaHo3a,
BBICOKOTO JIETOYHOTO CONPOTUBJIEHNMA ¥ BO3MOX-
HBIX CJIOKHBIX HapylueHmit putMma [7, 8] — TpynHas
3ajjaya. Hanmume TOTa/nbHON HENOCTATOYHOCTU Ha
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TPUKYCHUZAJIbHOM KJIAllaHe B COYETaHWUM C BBICO-
KOJI JIETOYHO TMIIEPTEH3Mell HOBOPOXKEHHbIX MO-
TYT OPUBOAUTH K IIOJIHOMY OTCYTCTBUIO aHTerpaj-
HOTO KPOBOTOKA B JIETOYHYIO apTEPUI0, 4TO TpedyeT
KBaInUUVPOBAHHON AYAaTrHOCTHKY, [IO3BOJIAIOIIE
OT/IMYUTD QYHKIMOHATBHYIO aTPe3NI0 JIeTOYHOI ap-
TepUM OT aHATOMMYECKON. B MOmOOHBIX TeMofMHa-
MUYECKUX YCTIOBUAX NPaBMIBHO BBICTPOEHHAsA MH-
TEHCMBHAsI Tepamnus MO3BOJSET CTaOMIM3MPOBATh
COCTOsIHVME HOBOPOXKJEHHOTO ¢ AD U OIpelennTb
majpHermuii nporuos [9]. Ilo zaHHBIM IUTEpaTyphI,
oT 38 1o 60% CMMIOTOMHBIX HOBOPOXKJEHHBIX C AD
MOTYT OBITH CTAOMIM3MPOBAHBI U He HYXXJAIOTCS
B XUPYPIMYECKUX MHTEPBEHUMAX B HEOHATA/IbHOM
mepuope [10]. OxHaKo Te >Ke aBTOPBI COOOIIAOT: JIe-
TAJTBHOCTD CpefiM IAIMeHTOB, KOTOpble He IIOofiBep-
ITINCh XMPYPIMUYECKMM BMeIIaTe/lbCTBAM B Iepu-
ofle HOBOPOXKX/IEHHOCTY IO INPUYMHE KaXKyIerocs
KJIMHUYIECKOTO OJIaroIoNyunst ¥ MeHee BbIPaXKeH-
HBIX aHaTOMUYECKUX VI3MEHEHUII CO CTOPOHBI TPU-
KyCIMATbHOTO KJIalaHa, coctaBuma 22% [10]. Otu
(dbakTBl TOBOPAT O TOM, KaK CIOXHO MpefcKasarh,
KaKye U3 NalMeHTOB IIePe>KMBYT HEOHATAIbHBII ITe-
puop 6e3 OIpefie/IeHHBIX XMPYPIUIeCKUX TeXHOJIO-
TUIT, KOTOpbIE, B CBOIO OYepelb, XapaKTepUsyoTCcs
He MEHbIIIel], a IIPK Psifie BMEIIATe/IbCTB U GOIbliei
TOCHNTANbHON JIeTaIbHOCTHI0. B 2011 T. ¢ moMoIIbI0
ceBepoaMmeprkaHcKoit 6a3er ganHbx PHIS (Pediatric
Health Information System) psp wnccnepmopaterneii
npoaHanuaupoBanu 464 caydasd HOBOPOXK/IEHHBIX
neteit ¢ A9, sapeructpupoBaHHbIX ¢ 2003 1o 2007 .
TocnimranpHasi J1eTaIbHOCTD CPefil HUX COCTaBUIIA
24%. IlepBMYHYIO JBYX>KENTY[LOYKOBYI0 KOPPEKIINIO
npoBenu 16 peTsMm, matepo u3 Hux (31%) morubnu;
36 manyenTam 6bUta BbINONMHEHa orepanus CrapHca,
IpeAIonaraioumas OgHOXeNTy/JOYKOBYI0 T'eMOJHa-
Muky [11-13], meTanbHOCTD B 3TOJ I'PYIIe COCTABH-
na 36%. Cpeny manMeHToB, HOTY4YNBIINX B Ka4eCTBe
UCTOYHIKA JIETOYHOTO KPOBOTOKA IO K/TIOUNIHO-TIe-
TOYHBI/I QHACTOMO3, He MEePeXWIN TOCIUTAIbHBIN
nepuop 27% [14]. bonee onTMMMCTUYIHBIMK BBITISA-
IAT HaHHBIE, OIYONIMKOBaHHBIE TPYIIIION aBTOPOB 13
OK/TaXOMBI: UM Ya/I0Ch JOOUTHCs 78% BBDKIBAEMO-
CTV B HEOHATAJIbHOM IIepHOJie TP IBY X KEeNTyJOIKO-
BOIT Koppexiuu [15].

B mocnegHee BpeMsA cpefy XUPYPTrUYECKNMX Me-
TORMK Koppekuuy AD mpuobperaeT HOIYISIPHOCTD
KOHYCHasl peKOHCTpyKIuA [16, 17], 4T0 00ycnoB/IeHO
HEe TOJbKO IOMHBIM BOCCTAaHOBJIEHMEM aHATOMUYe-
CKMX CBf3eil CTBOPOK TPMKYCHUAAIbHOTO KJIama-
Ha [0 MepUMETPY UCTUHHOTO (HMOPO3HOrO KONbLA,
HO U OOHAfeXMBAIOI[UMU pe3yIbTaTaMu B OIu-
XKajilleM U OTHajeHHOM Iepuogax [18, 19]. Bmecrte
C TeM aJalTHPOBATD 3Ty TEXHUKY A/IA CHMITOMHBIX

HOBOPOXK/IEHHBIX C BBIpa’KeHHON KappyoMerasuei,
3aBUCUMBIX OT MH]Yysuu npocrarmanpguHa El, He
IpefiCTaBAAeTCA ONpPAaBJAHHBIM. B Takmx crydaax
OIITMMAaJIbHBIM pellleHVeM BUIUTCA KOHCepBaT/BHAS
Tepanus Uiy, Ipu ee HedaPpPeKTUBHOCTY, KOHBEPCHS
B OJIHOXKETTYOYKOBYI0 reMoinHaMuky [20]. Msbr He
CTaBMIM Hepen co00ll 3ajayy HMpOaHaIU3UPOBATH
BCe MMEIOLIMeCs CerofiHA XMpYyprudeckue MeTOLU-
KIM, CKOpee, ONCany KIVMHUKO-MHCTPYMEHTaTIbHbIe
KPUTepUM, KOTOPBIMY MBI IIO/Ib30BaINCh IIPY OIpe-
TeNeHUN TAaKTUKM BeJieH ITallMieHTOB.

JecaTypauma cBA3aHa ¢ HEJOCTATOYHBIM IIO-
CTYIUIEHMEM KpOBM B JIETOYHYIO apTepuio, Mps-
MBIM COPOCOM KPOBM B JIEBBIE OTHETBI Yepe3 NedeKT
MeXXIIpeCepIHOI IePeropofiKy, CIaBJIeHNeM 1eT0Y-
HOJI TKaHY M JIEBOTO >KeTyAOYKa OOJIbIINMY IIPaBbl-
Mu orfenamm ceppua. ITocrmemHme pexoMeHpanuu
YKa3bIBalOT Ha IIPOTHOCTMYECKM HeOIaronpusr-
HBIIl MCXOJ NpM HUSKOM YPOBHe caTypaiuy (Huxe
85%), nporpeccusHoM ysemuyenun KTV Boime 0,8.
Omnmucans cnyvyan ysenuuenus KTV po 1, 4to B an-
[IMIICKOTL IUTEpaType MOy 4nIo Ha3BaHue “wall-to-
wall heart” [21]. [IBoe HaIIMX MAIMEHTOB HE VIMEIN
BBIPA)KEHHOW apTEPUA/IbHON TUIIOKCEMUMU, U CEPH-
Ile Ha PEeHTTeHOIPAMMe BBIITIAJENI0 KOMIIAKTHBIM.
B mByx apyrux cnyyasax KTH 6si1 60mbiie 60%, npu
3TOM nokasaTtenb Sa0, Konebancs oT 76 5o 87%, 4To
Tpe6oBaso MOCTOSHHON KMCIOPOZOTEPANNY U UH-
¢ysun npocrarmanansa El Ha mpoTsokenun 1,5 cy-
TOK.

Ixokappguorpadusi - MeTOA Bblbopa NI Be-
pudmkanuyu  MarHosa, IMpUILENIbHOTO  U3yde-
HUSA MOPQONIOrUM TPUKYCHMAATBHOTO KIIAIaHa.
IxokappuorpaduyeckuM KpuTepyueM IIOCTaHOB-
KM [uarHo3a AD ABIAETCA CMeIeHNUe CENTaIbHOM
CTBOPKM TPMKYCINMJATbHOTO KJIallaHa B CTOPO-
HY BepXyLIKM IpPaBOro emygodka Ha 0,8 cm/m>.
B 1992 r. D.S. Celermajer u coaBt. paspaborann
IIKa/ly MPOTHOCTUYECKON OLIEHKM BbDKMBAEMOCTU
IJIs1 HOBOPOXXIEHHBIX ¢ AD: OTHOILIEHME CYyMM IIJIO-
majeil IpaBoOro IpefcepAyusa U aTpUaaN30BAHHON
YaCTY NIPaBOTo >KeMYHOUYKa K IUIOMIAZAM OCTATbHbBIX
kamep ceppua — GOSE score. ITpn ero snauenun 0,5
u MeHee (- cTemeHb) aBTOpPaMU IIPOTHO3UPYET-
cs HyneBas JeTajabHOCTb. IIpu mokasareme ot 0,5
zo 0,99 (2-1 cremeHb) IPOTHO3 HeOIArONpPUITEH
mist 10% manmenTos, a oT 1 mo 1,49 (3-s cremensp) -
nnsa 44%. Ecnum nmnomanb mpaBoro mpefcepaus
U aTPUAIM30BaHHOIO IIPABOTO JKeMy[o4uKa B 1,5 pasa
6onblre (QYHKIMOHMPYIOIEH YacTU IIPaBOTO >Ke-
JIY[IOYKa, JIeBOTO IIPefiCephysa U JIEBOTO >KeTyHOouKa
(4-s1 cTemeHb), MeTANbHBIN UCXOJ, CIEAYeT OXUAATH
B 100% cnyuaes [7]. B Hamleii rpymme manyeHTOB
y KnmHUdYeckn 6maromonydHbix gereit GOSE score

TapasH M.B., lLkapuHa H.B., Egppemog E.C. OnbIT KOHCEPBATUBHOTO NevueHns HOBOPOXKAEHHbBIX C aHOManver J6WwTeliHa B yCNOBUAX MHTEHCUBHOM Tepanum 1 97
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ObL1 B mpefenax 1, a y CUMITOMHBIX HOBOPOXX/IEH-
HBIX C IBJICHMAMY TMIIOKCeMIM Y KapMOMeTaImnen —
6omnbie 1. CrefyeT OTMETUTD, YTO y MAL{MEeHTa 1 Ipu
KTU 76% GOSE score 6b11 orjeHen Kak 1,2. Kpome
TOTO, B 9TOM HaOJII0feHNy ObIT BBILIE ¥ IIOKA3aTeNb
Sa0,. bonpune pasmepsl cepplia Npy MEHbIIEM II0-
kasarene GOSE score Mbl OOBACHMIM HanMM4meM
medexTa MeX KenyJO4YKOBOI IePeropofKy, KOTO-
PBIiT 171 JAaHHOTO MAIVIeHTa IOCTYXKI/I HaTeXHbIM
MCTOYHMKOM JIETOYHOTO KPOBOTOKA U MIpeIHATPY3KA
Ha JIeBBIII JKeNy04eK KaK aHaJIoT MOAKIIYNIHO-JIe-
TrOYHOro aHacTtomo3a. OJHaKO KIMHUYECKU ITOT
HalyeHT uMes 60/lee BbIpa>keHHble IIPU3HAKY HeJlo-
CTaTOYHOCTM KPOBOOOpAIeHMs, 4eM APYTOil CUM-
IITOMHBI HOBOPOXXI€HHBII.
CympaBeHTPUKY/ISpHas  Taxukappus,  o6y-
cinoBneHHass cuxppomMoM WPW, ob6HapyxmBaeTcs
y 15-20% mnanuenTtoB ¢ AD. XapaKTepHble 3J€K-
TpodU3NONOrudecKe KpuTepuu - [geabTa BOMHA
IpeRBO30YXJIEHNS — PETUCTPUPYIOTCSA TONBKO IIPU
HOPMAJIbBHOM CHHYCOBOM PHUTMe, 4TO ¥ ObIZIO 06-
Hapy>keHO y JBYX HammX manyueHToB. CormacHo
JNaHHBIM JUTEPATypbl, CYNPaBeHTPUKYIApHasA Ta-
XUKapAuA pefko MaHU(peCTUpyeT B HeOHAaTa/JbHOM
nepuope [22]. Uro xacaeTcsi HOBOPOXKEHHBIX ¢ AD,
MMEIMNX MapOKCU3MBbl  CYNPaBeHTPUKY/IAPHON
TaXMKapAUM, CBEJEHMA O IOLOOHBIX NalieHTaX
orpaHmueHbpl. KoHcepBaTUBHas MeJuKaMEHTO3HasA
Tepalys NpU3HaHa METOLOM BBIOOpa I MajieHb-
KUX JeTell C CyNPaBEeHTPUKYIAPHON TaXUKapHu-
eil. VlHBa3uBHble TeXHONMOIUM (pafyMoOYacTOTHAs
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ab/IAINsI) UCIOMB3YIOTCST KpaiiHe PefKO B JaHHOIL
HONYAIMY TIALIMEHTOB, TONbKO IIPY Pe3UCTEHT-
HBIX K MEJMKAMEHTO3HOJ Tepanuy TaXMapUTMuAX,
OJIHAKO PUCK OC/IOXXHEHMII IIPY NMPOBeJEeHUN TOf00-
HBIX IIPOLIEAYpP OCTaeTCsA BBICOKUM [23]. AMuopapoH
ObLI IIperapaToM BbIOOpa B KYIMPOBAHUY U IIPERY-
HpeXIeHN) IApOKCU3MOB CyIpaBeHTPUKY/IAPHON
TaXVMKapAuy y ABYX HAIINX nanyeHToB. Ha MoMeHT
BBINIMCKY M3 CTAIIMOHApa B Ka4eCTBe IIOCTOSHHOI aH-
TUAPUTMIYECKON TepaNNy OFVIH MIa ieHel] IOy das
HOPOIIKY aMUOfIJApOHA B CYTOYHOIN Ho3e 15 MKI/KT,
IpyToii — mpompaHonon B fose 0,5-1 MI/Kr/cyT.

3aKknyeHune

HoBopoxxzeHHsble ¢ aHOManueit JOiTeliHa, JeMOH-
CTpUpYIOIYie B paHHEM HEOHATa/JbHOM IIepuofie
ABJIEHNUA CEPAEeYHONl He[OCTaTOYHOCTH, apTepuaib-
HOJI TMIIOKCEeMMM VI BO3MOXKHbIE HAPYLIEHN PUTMa,
HY>XJAIOTCS B HaOMIONEHUN U JIeYeHUN B YCTIOBUAX
MHTEHCUBHOI Tepamuu. [Ipy mpaBuIbHO BHIOpaH-
HOJ MeJVIKAMEHTO3HOI Tepanuy GONbLUIMHCTBO 110-
HZOOHBIX MAIIMEHTOB MOTYT OBITh CTAOMIN3MPOBAHDIL.
B cnydasx orcyrctBus addexTa OT HPOBOAMMOIL
MeIVKAMEHTO3HOM Tepanny HeoOXoauma CITenm-
anu3MpOBaHHAaA KapAMOXUPYpruieckas IMOMOIIb.
ITockonbKy npeficTaBIeHHbII HAMI MaTepuasl He CO-
IepP>KUT JOCTATOYHOTO YKCIIa HabMoieH i1, 0cobeH-
HO B OTHOIIEHMM MAI[MEHTOB, KOTOPBIM ITOTpeboBa-
JIUCh XUPYPrUYecKre TEXHONIOTMY B HEOHATaJTbHOM
nepuose, MpeACTaBIseTcs IienecooOpasHbIM Iajb-
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Experience of medical treatment of neonates
with Ebstein anomaly in the intensive care unit

M.V.Tarayan' « N.V. Shkarina' « E.S. Efremov!

Background: Neonates with Ebstein anomaly
may remain a challenge for neonatal intensive
care units due to continuously changing clinical
manifestations. Maintaining an adequate cardiac
output in the presence of cardiomegaly, severe
cyanosis, high pulmonary vascular resistance, and
rhythm disorders is a difficult task. Aim: To demon-
strate the possibility of conservative management,
as well as clinical and instrumental criteria of as-
sessment of neonates with Ebstein anomaly and
arterial hypoxemia and cardiomegaly. Materials
and methods: Four neonates aged from 3 to
8 days of life were admitted to the neonate inten-
sive care unit due to persistent arterial hypoxemia
(Sa0,<90%) and O,-dependence. Their cardio-
thoracic ratios ranged from 55 to 75% and were
higher in the neonate with initial severe tricuspi-
dal insufficiency (stage 3-4). Great Ormond Street
Echocardiography (GOSE) score>1 was found in
2 neonates with clinical manifestation of severe
heart failure, arterial hypoxemia and cardiomega-
ly. Results: During the following 3 to 4 days, two
neonates (aged 5 and 6 days) were transferred to
the 2" stage of care due to the absence of clini-
cal manifestations of heart failure and severe

hypoxemia. In the other two cases, intensive man-
agement was necessary, with catecholamine sup-
port, oxygen therapy, infusion of prostaglandin E1,
anti-arrhythmic agents, with no surgical interven-
tion. Conclusion: The majority of symptomatic
neonates with Ebstein anomaly can be stabilized
in the settings of adequate conservative man-
agement. However, some of them would require
transition from conservative treatment to surgical
intervention. Such clinical and instrumental crite-
ria, as Sa0,, cardiothoracic ratio, and GOSE are the
main benchmarks to choose between conserva-
tive and surgical strategy.

Key words: congenital heart disease, valve heart
disease, neonate, Ebstein anomaly
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