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Pestome. [Ipoarnanizoeano ocobausocmi nepebicy peanima-
yitino2o nepiody nicas kopexyii BBC y 39 nosonapodocenux
3 excmpaxapoianbHolo namoaozicto. JocaiodicenHs nokazano,
WO HOBOHAPOOIHCEHI 3 2eHEMUYUHOI0 NATNONLO2IEI0 CKAAOAIOMb
2PYNY 8UCOKO20 PUUKY 0 Xipypeiunoeo nikyeanns BBC.
Ypaxyeanus écix anamomo-@izionoziunux ocobaugocmeti

excmpaxkapoiaibHUX 840 € 8ANCIUBOIO NepedyMOB80I0 epek-
MmugHo2o xipypeiunoezo aikysanus BBC y nogonapoooicenux,
wWo 003601UMb CNPOSHO3YEAMU, NONEPEOUMU ThA 3MEHWUTNU
KiIbKicmb YCKIAOHEHb 8 NiCAA0NepayitiHomy nepiooi.

BcTyn

HalimomupeHIMUMU BPOMKEHUMH aHOMAaNlis-
MH y AiTeit € Bpomkeni Bagu cepus (BBC), ski
3ycTpivaroThcs 3 yactoTo 5-10 BumaakiB Ha
1000 memoBnsAT, mo Hapoxuaucs xuBumu [1].
AconiiioBaHi 3 eKcTpakapAialbHUMH aHOMalli-
AMH PO3BHUTKY Baiu cepus ckiagaioTs 25-30%
Bix Bciel kimbkocti mited i3 BBC [2,3,4,6,7].
[IpoTokonu KapaioXipypriuHoi KOpekiii y Takux
NalieHTIB HE BiAPI3HATHCA BijJl aHAJNOTIYHUX Y
xBopux 0e3 mo3acepueBUX aHOManill, oJHAK ma-
nientu 3 BBC i cynyTHiMu ekcTpakapaialbHUMU
aHOMAaJiAMH PO3BUTKY CKJIaalTh 3HAYHY IPyMy
PHU3HKY ISl PO3BUTKY cenupiuHUX YCKIaAHEHb
1 NeTaJpHOTrO HACHiJKy Ha BCiX eTamax TOCHi-
TaJBHOTO MEPioay, 0 3yMOBIEHE AaHATOMIYHUMH
0c0o0MMBOCTAMHU BaJgu Cepls Ta eKCTpakapaiaib-
Hol aHoMalii. BpaxoBytoun cyyacHUH pO3BUTOK
IuTA40i Kapaioxipyprii i kapaioanecTesionorii,
KU N03BOJSE BUNPABIATH HalcknanHimi BBC
BXE B HEPIUi TOAMHY XUTTS, 10 BUIIE HaBEJEHUX
aHATOMIYHUX O0cCOONMBOCTEH, Ha Hamly OyMKY,
Tpeba nomaTu i BIKOBUH YMHHHUK — MEepiog HOBO-
HapokeHocTi [3,5,6,8].

Meta po60Tu - mnpoananizyBatu mnepedir
peanimauiiinoro nepiony micas xkopekuii BBC y
HOBOHAPOJKEHUX 3 EKCTpaKapAialbHOIO NATOJO-
riero.

MaTtepian i meToan gocnigXeHHs

Kniniuauit MaTepian gociijkeHHs ckmanu 39
HOBOHAPOJKEHUX 3 EKCTpakapAialbHUMH aHO-
MaJisMH PO3BUTKY, sAKki cranoBuau 9,4% Big BCcix

(n=414) mamieHTiB 3 eKcTpakapAialbHOI Ta-
TOJIOTi€10, AKI MPOHMINTM XipypriuHe JNiKyBaHHS
BBC B 1YV «<HIIMIUJAKK» B mepiox 3 2007 p. mo
2011 p.

Ha mMoMeHT omepanii MeniaHa BiKy Halli€HTiB
nociimkyBanoi rpymu cknana 0,3 micsui (Bix
0,03 mo 0,9). Meniana Baru ckmana 3,1 xr (Bin
1,7 no 4,5). MauientiB vogosivoi crtati Oyino
68%, a xinouoi — 32%.

Bcim mamieHTam Ha pi3HHX eTamax rocHiTalb-
HOTO MNEepioAy NPOBOJMIMCA 3aralbHOKIiHIUHI,
¢i3ikanpHi, nabopaTOpHi Ta IHCTPYMEHTANbHI
METOIU JOCIIIIKEHH.

CrenianbHi MeETOAM MJOCIHIJKEHHS EKCTpa-
KapAialbHUX aHOMANil BKJIIOYANU. NiarHOCTUKY
Iu3MOppidYHUX 0COOIUBOCTEH, YIBTPa3BYKO-
Be 00CTEXEHHS TOJOBHOTO MO3KY i BHYTPINIHIX
OpTaHiB, pagioNoOTi4HI METOAM JOCHiIKEeHHS
TOJIOBHOTO MO3KY 1 BHYTPIIIHIX OpraHiB, Meau-
KO-T€HETHYHE KOHCYJIbTYBaHHS Ta MOJEKYIAp-
HO-F€HETHYH]I METOAM MOCIHiKEHHSI. MeIuKo-
TeHeTUYHE KOHCYNbTYBaHHS IIPOBOAMIOCH Ha
PI3HUX TOCIITallbHUX eTamaX BCiM JiTIM 000X
rpyn i uneHam ix poxuH. BoHo 3xilicHIOBamo-
c1 Ha 6a3i Menuko-reHernunoro meHTtpy Ha-
MiOHAJTbHOI cIelnianizoBaHol AMTAYOI JiKapHi
«OXMATAUT» MO3 VYkpainu Ta cTanioHapHUX
nigposxainis HIIMIJJIKK 3 BukopuctaHHsIM CHH-
IPOMANTBHOTO MiXO0NY Y KOXKHOMY KOHKPETHOMY
Bunagky BBC. 3a mokaszamu, ki BHU3HAYAIHCA
TiKapeM-T€HETHKOM, TalieHTaM BHUKOHYBalIH
[UTOTEHETUYHE JOCHiIKEHHS, y T.4. 3 BUKOPHUC-
TaHHAM MOJEKYISIPHO-IUTOTEHETHIHOTO METOY
(FISH).
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Vei Bugu xipypriunoi xopekuii Oymo mpose-
JIEHO Y BiJMOBiJHOCTI 0 MPOTOKOJIB KapJioxXi-
PYpPriuHOTO JiKyBaHHS, HE3aleKHO BiJ THUIY Te-
HETHYHOTO CHHIPOMY.

Hnst cratuctuuHoi 00poOKK AaHux Oynu BH-
KOPHUCTAHI HemapaMeTPU4YHi METOAU OLiHKH Bif-
MIiHHOCTEH MiX BUOipKaMmu, mpejAcTaBIeHI B ma-
keTi SPSS Statistics 14.0.

Pe3ynbTtati Ta ix 06roBopeHHs

Bpomxeni Bagum cepus y HOBOHApOIKEHHX
Oyau TpencTaBIeHI WHUPOKUM CIEKTPOM aHO-
Maniif, a came: koapkramiew aoptu — 7 (1,7%),
KOApKTaIlli€l0 aopTH 3 HAAKIANAaHUM CTEHO30M
A0OpTH Ta CTEHO30M KiamaHa JereHeBoi aprepii
- 1(0,24%), xoapkTalicr aopTH 3 aTPiOBEHTPH-
KyJnsipHOto KoMmyHikamiero — 1(0,24%), koapkra-
i€ aopTH 3 AePeKTOM MIKIITYHOUKOBOI mepe-
tunku — 1(0,24%), koapkTramiero aopTu 3 TpaH-
cnosuniero MaricrpansHux cyaun — 1(0,24%),
nepepusom ayru aoptu — 2(0,5%), arpesiero
nereneBoi aprepii — 5(1,2%), cTeHo30M Kkiama-
Ha jereneBoi aprepii — 1(0,24%), s3aranpHuM
mrynoukom cepus — 1(0,24%), 3aranbHum miy-
HOYKOM ceplus 3 arpe3i€lo jereHeBoi aprepii —
1(0,24%), ToTanbHUM aHOMAIbHUM JAPCHAKEM
nereHeBux BeH — 4(1%), TpaHcmo3uIier0 Mari-
crpanpuux cynud — 1(0,24%), terpamoto dai-
10 — 7(1,7%), 3aranpHUM apTepialbHUM CTOB-
oypom — 3(0,72%), nedekToM MiNKIITYHOYKOBOT
neperuakn — 2(0,5%), cTeHO30M a0pTaIBHOTO
knanany — 1(0,24%). Takum gunom, 3 39 HOBO-
HapoukeHux cknagHi BBC (pasom 3 aykTycsa-
nexHumu Bagamu) manu 82,0% (n=32) memoB-
ast. Y 92,0% (n=35) miteit 6yno 1iarHoCcTOBaHO
kputuuai BBC, micng yoro xBopum Oyna npose-
JeHa KOPEeKIis Baayu cepls B ypreHTHOMY HOps /-
ky. [lepBuHHA pajgukanbHa KOPEKIis Bagd Mpo-
segena 44,0% (n=17) mamienram, 3 Hux 65,0%
(n=11) omepauiii BUKOHAHI B yMOBax WLITY4YHOTO
KpoBooOiry. [laniaTuBHa reMmoguHaMi4Ha KOpEK-
is Bagud BHUKOoHaHa y Oimpmrocti 56,0% (n=22)
namientis, 3 Hux 45,0% (n=9) omepauiii Oyiu
CHJ0BACKYISIPHUMH BTPYYaHHAMH. YCi BUAH KO-
pekIii 0yxo mpoBeNeHO y BiAMOBIAHOCTI 10 WpoO-
TOKOJIIB KapJioXipypriuHoro JNiKyBaHHS, He3a-
JIEKHO BiJl THIY TEHETUYHOTO CHHAPOMY.

[To3acepueBi anoMaii pO3BUTKY B HOBOHAPO-
JkeHux Oynu npencrtasieni y 51,0% (n=19) su-
NajKiB BEJIMKMMH €KCTpaKapIialbHUMU BajaMH,
3 AKUX HAWHOINBII MOMMUPEHUMH OyIW aHOMANii
cedoBUBIAHOT cucTeMu (MigKOBOMOAIOHA HUPKA,
areHe3iss HUPKHU, YPOTEHITaNbHUH CUHYC, TeMaH-
riomMa ce4oBOro Mixypa), Baau HITYHKOBO-KHII-
KOBOTO TpakTy (CTeHO3 KHIICYHHKA, aHOMalii
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KOBUOBMBIJIHUX NLISAXIB, HE3aBEPUICHUH MOBO-
pOT KHINEYHHKA), BaK PO3BUTKY TUXaIbHOI CHC-
TeMu (TpaxealbHHH OPOHX Ta areHesis JereHi),
Bagu po3Butky IIHC (amomamis J[lennui-Yoke-
pa, Mikpomedanis, momimikporepis), KicTKOBO-
M's30B01 (BOpOHKOMOAiOHA TpyaHa KIITHHA,
pPO3IIETUIEHHS M'SKOTO 1 TBEpPAOTO MigHEOiHHA,
po3IeTUIeHHS MiHEeOiHHS i TyOu, KIMHOBUIHI Ta
METEeTUKOMOAi0H1 XpeOIi, MoMJaKTUIis, annasis
Ta TMOJBOEHHS MajibIliB, BaldbTycHa Aedopmaris
CTOIH, MaX0Ba Ta MyMKOBA KUIIH).

VY nedkux Mami€HTiB MU CIMOCTEPIiTaxd KOMII-
JTeKC 3 JCKITbKOX eKCTpakKapAialbHUX aHOMATiiH,
TOMY 3arajibHa KilbKiCTh BUSBICHUX BEIHKHX
aHOMaIlill mepeBUIY€E KiNbKICTh MAMIEHTIB.

Y 4oTHpPHOX MAli€HTIB KJIiHIYHO He Oyno mia-
THOCTOBAHO €KCTpakapaialbHUX BajJ PO3BUTKY,
ajme BOHW Oynu BUABIEHI MiA Yac ayToTNCii: mia-
KOBOMONiOHA HUpKA, aHOMAaJii PO3BUTKY JKOBYO-
BUBIJHUX MPOTOKIB, CTEHO3W TOHKOTO KHIIEUYHH-
Ka, TeMaHTioMa Ce40BOT0 Mixypa.

VY {HImUX HOBOHAPOKEHUX MU CHOCTEpiraiu
Maji aHomainii po3BUTKY (TpH Ta Oinble CTUTM
nuszeMOpiorenesy).

[licas BcTaHOBIEHHS CHHApPOMAIbHUX (GOpM
BBC, xpoMmocoMHa maTonoris cepex HOBOHA-
pomxkennx ckaana 39,0% (n=15). Boua Oyna
nmpencTaBieHa CHUHIPOMaMH KIiNBKiICHHX mepe-
OyI0B COMATHYHHX XpPOMOCOM (MOHOCOMIi€TO
21 xpomocomu — 2,6%, Tpucomiero 21 xpomo-
comu — 5,1%, mikpoxaeneniero 22 XpOMOCOMHU —
23,0%, mikpoxeneuieto 7 xpomocomu — 5,1% i
cunapomom Illepemesckoro — 2,6%). Hexpowmo-
comHa matonoris ckmana 13,0% (n=5) sumankis
1 Oyna mpencraBinena cuaapomamu: [I'epa-Pobe-
Ha — B OJJHOMY BHMAaJKy, T€TEPOTAKCIl — y JABOX
Bunaakax, lonsnenxapa ta Ilpyne-bena — mo ox-
HOMY crocTepexenHo. CuHApOM HexupepeHIi-
HOBaHUX MHOXWHHHUX BPOJIKCHUX BaJ PO3BUTKY
cknaB 49,0% (n=19) Bumankis.

Peanimaniiinuit mepion micna xopekuii BBC
y HOBOHapOI)KEHHX MaIlli€HTIB 3 eKCTpaKapaiaib-
HAMHM aHOMAallisIMH PO3BUTKY BiJpi3HSABCSA BHCO-
KM BiJICOTKOM 3aXBOPIOBAHOCTI 1 CMEPTHOCTI.
Meniana gacy niKyBaHHS y BiAiTeHHI IHTEH-
cuBroi Tepamii (BIT) ckmama 12 xi6 (Big 1 mo
210). Y nepebyBautui 6inpme 10 1i6 y BIT manu
notpeby 56,4% (n=22) namnientis. Mexiana gacy
mrty4Hoi BeHTunsanii nerenis (IIBJI) B wiit rpy-
mi mamienTiB ckmana 72 roguuu (Big 0 mo 5040
rogun). Y IIBJI 6inpin Hixk 72 TOAMHE MalHd I0-
Tpedy 36,0% (n=14) namientis. [HoTpONHY mix-
TpUMKY (10TMiH Ta/ab0 100yTaMiH) OTPUMYBAJIH
84,0% (n=33) auTHHH, a IHOTPONHY MIATPUMKY
Oinpme 72 rogun 62,0% (n=24) mamieHris.
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VcxknagHeHuid mepebir micnsomepauniiHo-
ro nmepioay Biamivanu y 84,6% (n=33) xBopux.
Haii0inpm momupeHUMH YCKIagHEHHAMH Oynu
cepueBo-cyanMHHa HegocTaTHicTh — 38,4%, cen-
cuc — 20,5%, nuxanbpHa HegocTatHicTh — 18,0%,
nHeBMoOHig — 15,4%, a Takox ypaXeHHS IeH-
TpanbHO{ HEPBOBOI CHCTEMH, PO3TaaU EHTEPAIb-
HOTO TOJyBaHHs, Koaryinonarii.

JleTanbHICTh cepel HOBOHAPOIKEHUX TMali€H-
tiB cknana 46,0% (n=18). Ilicna engoBackynsp-
HuX npoueayp nomepno 28,0% (n=5) HoBonapo-
IUKeHHX, a micid Xipypriuaux BTpydanb — 72,0%
(n=13). 3 18 momepaux HoBOHapomkeHux 39,0%
nagientie nepedysanu y BIT Ginpme 30 gid.

Y 6 momepnux AiTel ekcTpakapaialbHi aHO-
Majii po3BUTKY cTalu 0e3mocepeaHbO0 MPUYH-
HOI0 YCKJaZHEHb, 0 NpU3Bean N0 cMepTi. Taxk,
rocTpa HUPKOBAa HEJOCTATHICTH PO3BHUHYNACH Y
JIBOX JiTel 3 BaJaMu PO3BHTKY HHPOK (areHe-
31 HUpPKH, NiJKoBomoAiOHa HHpka). JuTHHA 3
TpaxeaJbHUM OPOHXOM 1 pPO3IIEIICHHAM MigHE-
OiHHA moMepJia Bij CENCHUCY, IO PO3BUHYBCS HA
Ti acmipaniiinoi nueBMoHii. Bixg rocTpoi nevin-
KOBOT HEJJOCTATHOCTI MOMEPJIO JBOE MALI€HTIB 3
aTpe3i€lo )KOBYHUX NPOTOKIB; y XBOPOTO 3 He3a-
BEpILICHUM MOBOPOTOM KHULIEYHHKA PO3BUHYBCSH
HEKpPOTUYHIN eHTepokomiT IV cTynento 3 nepdo-
pauiero TOBCTOI KUIIKM Ta meputoHiTom. OnHa
IUTHHA 3 MHOKHHHUMH CTE€HO3aMH KHLICUHHKA
noMmepia BiJ cemcucy Ha THi KMIIEYHOI Hempo-
xigHocTi. [TonmiopranHa HETOCTATHICTH, IO PO3-
BUHYJNAaCh Ha TIi CHHAPOMY J€CEMiHOBAHOTO
BHYTPIIUHbOCYAMHHOTO 3TOPTaHHS KPOBi, SKHUH
CIOHYKala KpOBOTE€Ya 3 TeMaHTiOMH CEY0BOTO
MiXypa, cTalla IPUYMHOI CMEPTI e OJHOTO He-
MOBJISITH.

TaxuM uyMHOM, Hame AOCHIAXEHHS MOKa3a-
70, 110 HOBOHAPOJKEHI MALi€HTU 3 TEHETUYHOIO
[ATOJIOTI€I0 CKJIAAAITh IPYNY BHCOKOTO PU3UKY
anst xipypriunoro nikysanHs BBC. Lle 3ymoBie-
HO HACTYIHUMHU YNHHUKAMH:

o Cknagaumu BBC y 6inbm Hik 80% Bumaz-
KiB, sKi MPaKTUYHO Yy BCiX IUX HEMOBIAT Oynu
KPUTUYHUMH 1 BUMAarajiu HEBIAKIAIHOI Kapnio-
xipypriunoi gomomoru (mpoOTArOoM MEPUIMX TO-
IUH Micas rocuiramizamii).

o Haijiyactime y HoBoHapomxeHux 3 BBC
NiarHOCTYBaldW TEHETHUYHI CUHIpoMHU Hexude-
penniioBanux MBBP, mikpomenenii 22q11.2 i
retepoTraxcii, aKi Bipi3HANUCS CKIAJHOK BEpH-

NMiTepartypa

¢dikamiero Ta HalOINBI yCKIATHEHUM MiciusoIe-
paniiaum nepebdirom. HeoOxigHicTh y TepMiHO-
Bifl XipypriuHiil 10mMOMO31 y I[i€i Tpynu NamieHTiB
HE 3aJMIIa€e JOCTATHHOIO Yacy Ha BHUABIEHHSA
eKCTpakapAialbHUX aHOMAaNid 1 OCTAaTO4YHy mia-
THOCTHKY T'€HETUYHOI MaToJOTii, [0 3yMOBIIOE
BiJICYyTHICTh CIENHU(IYHOTO JNIKyBaHHS 3 ypaxy-
BAaHHSAM KOHKPETHOTO CHHAPOMY. SICKpaBUM HpH-
KJaJ0M € Mali€HTH 3 NAaTOJIOTI€I0 PO3BUTKY KOB-
YOBHUBIJHUX MPOTOKIB.

e BrnacHe mepiogom HOBOHapomkeHOCTi. Be-
JTMKa KiTbKicTh yckaaaueHb (O0inpime 80%) B mii
TpyTi MamieHTiB, HE MOB'A3aHUX 0e3MocepenNHbo
3 Xipypriewo, 3yMOBIeHI aHaTOMO-(]i310T0OTiIYHH-
MH ocoOiMBOCTAMU HOBOHapomkeHux. Lli oco-
OnuBOCTI BKIIOYAOTh (YHKIIOHATBHUN CTaH
MioKapay i #oTo 4yTIUBicTh A0 Aii IHOTPOMHHUX
nmpemnapariB, JeTeHEeBy TiIepTEeH31l0 HOBOHApO-
IKeHHX 1 cxuiabHicTh a0 po3Butky PJ[C. Oco-
OnuBe Micme 3aiiMalTh BiKOBAa HEIOCTATHICThH
yCiX BHJIB IMYHITETY 1 CTaH NEPBUHHOTO iMY-
HomepimuTy mpHW AEAKUX CHHAPOMAX, a TaKOX
(GyHKIis HHPOK, MIIYHKOBO-KHIIKOBOTO TPAaKTy,
00MiHY €JIeKTpPOJIiTIB TOMIO.

e Bucokwuii piBeHb 3aXBOPIOBAHOCTI Ta TpUBa-
nuit mepion mikyBauHsa y BIT cnpuse Bucokomy
piBHIO netanpHOCTi — 46%. Tak, BCi mamieHTH,
axi mikyBanucs B BIT 6inpme 30 ni6, momepnu
BHACIIIOK PO3BUTKY HO30KOMianpHOI iHGDekmii
(cemcuc, MHEBMOHIA).
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I'Y «Hay4yHo-npakTHYeCKH MeJUIUHCKHUIl HEeHTp
AeTCKOH KapAHOJOIruu U Kapauoxupypruu M3
Ykpaunbr»

(r. KueB, Ykpauna)

Pesome. IIpoananu3mpoBaHo OCOOEHHOCTH Te-
YEeHHUSl pEaHUMAlMOHHOTO MEePUOoJa MOCIEe KOPEKIUHUHU
BIIC y 39 HOBOpPOXIEHHBIX € JKCTpakapAHalbHON
MaToJIOTHUEH . UccnenoBanue rnmoxasaro, 4TO
HOBOPOXJEHHbIE C TEHETUYECKOW MaTOJIOTHEH CO-
CTaBJISIIOT TPYNINY BUCOKOTO PHCKA JJISI XUPypruuec-
koro jeyenus BIIC. CpoeBpeMeHHass KOMIJIEKCHAas
JNIUArHOCTUKA dKCTpaKapAualbHUX NOPOKOB Pa3BUTHUS
SBJISETCS BaXHBIM yCIOBHEM 3(P(PEKTUBHOTO XHPYP-
ruyeckoro sedyeHuss BIIC y HOBOpOXAEHHBIX, TTO3BO-
JS01asi CIPOTHO3UPOBATh U YMEHBIIUTh KOJIUUYECTBO
OCJIO)KHEHUN B MOCIEONEPALUOHHOM EPHOJIE.

KarwueBble caoBa: BpOXIEHHBIH MOPOK cepAla,
HOBOPOXJ€HHbIE, OKCTpakapAualbHas MaTOJOTHUS,
MEAUKO-T€HETUUECKOE KOHCYJIbTUPOBAHUE.

ANALYSIS OF THE REANIMATION
PERIOD AFTER CORRECTION OF
CONGENITAL HEART DEFECTS
NEONATAL PATIENTS
WITH NONCARDIAC ANOMALIES
OF DEVELOPMENT

R.V. Kalashnikova, N.M. Rudenko, V.0. Galagan,
.M. Yemets

Scientific and Practical Medical Center of
Pediatric Cardiology
and Cardiac Surgery
(Kiev, Ukraine)

Summary. An nalysis of the current intensiv care
period after surgical treatment of congenital heart
defects in 39 infants with extra cardiac pathology.
Research has shown that infants with genetic
disorders are at high risk for surgical treatment of
congenital heart defects. Timely and comprehensive
diagnosis of extra cardiac pathology is an important
prerequisite for effective treatment congenital heart
defects.

Keywords: congenital heart defects, infants, extra
cardiac pathology, genetic consultation.
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