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PE3IOME

B crartbe mpencraBieHbl JaHHbBIE Pe3yIbTaTOB PAaOOTHI ABYX MEXPETHOHATIBHBIX [EHTPOB — FEHETHYECKOr0 U KapAHOXHPYPrHYEeCcKOro,
[0 OKa3aHHIO CIELUATH3UPOBAHHON TOMOILH AETAM C CHHAPOMOM JlayHa. MeMKO-reHeTHYeCKOe KOHCY/IbTHPOBAHHE U 00CIe10BaHNE
IpoBeaeHo y 78 HoBopoXkAeHHBIX I. Kuesa, pogusmuxcs B 2008 — 2009rT. [IpoBeneH aHanu3 pe3yabTaToB XUPYPrUUECKOTO JICUEHUS
BPOXKICHHBIX TOPOKOB cepua y 99 nereit ¢ cuaapomoM JlayHa, oxapakTepH3oBaHa CTPYKTypa ITOPOKOB CepAla.

KuarwueBsle ciioBa: A€TH, BPOKICHHBbIC MOPOKH cepala, TMArHoCTUKA, JICHCHHUE.

SUMMARY

In the article are presented results of gsial of work of the medical genetics é@nand the cardio surgeon center on priogjdf the
specialized help children with Down syndrome. Medical genadiunseling and checkup is conducted for 78 newborn children from
Kiev which was born in 2008-2009. The analysi®ffective surgical treatment congehhaart diseases is realized for 99ldtgn with
Down syndrome. The structure of congenital heart diseases is characterized.
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Bpomxeni Baau cepust (BBC), sik HaiOiIbII MOMTHPEHI
nedekTu cepen Baa PO3BUTKY Y JiTeH paHHBOTO BiKYy, 3a-
CIIyTOBYIOTH YBarW Ta BHBYEHHS ETIOJOTiYHUX (PaKTOpiB,
METOJIIB JIarHOCTUKH, XipypriuHOi KOpeKLii 1 peadimiTarii.

3a nannmu peectpiB EUROCAT uacrora BBC 3Haxo-
muThes B Mexax 59 sumankiB Ha 10000kuBOHAPOIKEHHX,
BUnaakiB ¢eranbHol cMepti micns 20 THXKHIB recraiii, a
TaKOX 1HJIYKOBaHMX 3a MEAMYHHUMHM ITOKa3aHHSIMH IUIOJIB,
siki 06yMoBIIIOKOTH Ointst 40%1eprHaTanbHIX BTPAT [1].

AKTyaJ'll)HICTb npobiemn 06yMOBIIEHA TAKOXK 1 THM, 1o
y BIKOBI# CTPYKTYpi CMEPTHOCTI BiJl BPOJDKEHUX aHOMalliil
CEepLEBO-CYJMHHOI CHUCTEMH MEPEBAXAIOTh TITH TEPLIOTO
POKY KHUTT, cepen skux Oinsg 50% —HoBoHapomkeHi [2].

OpnuM i3 erionorigaux ¢akropisB BBC € xpomocomua
MATOJIOTis, 10 BKa3y€ HAa HEOOXIMHICTh MPOBEACHHS MEIIH-
KO-TeHeTHYHOTo KoHCy IbpTyBanHs (MI'K) ycix miteit 3 cep-
LEBO-CyIMHHUMH BaJiaMU. BpaxoByrouu HasBHICTb Pi3HHX
dopm BBC y miTeii , He3ane:KHO Bi €TiONOTIYHOTO (haKTo-
py (TEeHHOTO YK XPOMOCOMHOTO MOXOKEHHS), aKTYAIbHUM
€ BH3HAUeHHs HEOOXITHOCTI OINEepaTUBHOTO BTPyYaHHS,
fforo 00’ eMy Ta TepMiHiB BUKOHAHHS .

3a JaHUMU OCOOMCTHUX AOCHIIKEHb IUTOMAa Bara Baj
ceplsl y HOBOHAPOKEHNX 3 MHOKUHHUMHM BaJaMu Ta CHH-
apomom JlayHa ckmamae Tperio dactuHy (32,76% Ta
38,14% BinmnoBigHO), BU3HAUCHHS CTPYKTYpPH Ta €TiONOTii
SKHX MOTpeOy€e BUKOPUCTAHHS CKJIQJHUX METOMIB JiarHocC-
THUKH Ta CHHAPOMOJIOTIYHOTO MiAXOAY MiJ 9ac MPOBEICHHS
MTIK [3].

Ha cporomHi cremianizoBaHa JOMOMOTa JIiTSM Pi3HOTO
Biky 3 BBC mpezncraBieHa mMUPOKHAM Jialla30HOM JIiKapiB
TAaKoro Mpo(duI K. yIbTPa3BYKOBa, Mpe- Ta MOCTHATAIb-
HOI JTIarTHOCTHKA, TEHETHKA, KapIioJIOTis Ta KapioXipypris,
aHecTe310JIoTis Ta iH., CyMiCHAa [is SKUX HaIpaBleHa Ha
PaHHIO AIarHOCTHUKY Ta JIIKYBaHHS.

Mera ngaHoro JAOCHIJDKEHHS HonsArajga y HpOBEAEHHI
aHaJi3y MOKa3HHWKIB POOOTH MEIUKO-TEHETHYHOTO LEHTPY
(MI'L) ra 1V HaykoBo-npakTH4HOro MEAMYHOTO LEHTPY
JUTST90T Kapaiosorii i Kapzuox1pypr11 cay HHMH}IKK)
1010 HaJaHHS CIENiani3oBaHOi AOMOMOTH IITSIM 3 CHHI-
pomoM JlayHa.

Jlist mOoCSTHEHHsI TOCTaBJICHOT METH BHpIIIYBalW Taki
3aa4i;

- BU3HAYEHHs 4acTOTH cuHApoMy JlayHa cepel HOBOHa-
pomxenux M. Kuesa,

- BU3HaUeHHs mUTOMOI Baru Ta cTpykrypu BBC cepen
nitel 3 cunapomom JlayHa;

- anani3 ganux crpykrypu BBC y niteii 3 cunapomom
JayHa, SKMM TIpOBENIEHO XipypridHe JTiKyBaHHS.

Po6ora BukoHyBanachk Ha 6a3i MI'L] HamionansHol qu-
TA401 crerianizoBanoi gikapui «OXMATAUT» (HIACIH) i
AY HIIMIJKK MO3 Vkpainu 3a nepiog 2008 — 2009p.

MATEPIAJI Il METOIU

MI'K Ha OCHOBI MPOCHEKTUBHUX JIOCITIDKEHb Ta 0OCTE)KECHHS Oy MpoBe-
neHi y 78 aiTell B HEOHATaIBHOMY Tepioni 3 cuHapoMoM JlayHa, siki Hapoau-
ncst B M. Kuesi 3a nepiog 2008 — 2009p. [poananizoBano ctpykrypy BBCy
99 niteit 3 pisHUX oOnactell Ykpainu 3 cuHapoMoM JlayHa, y SIKUX OyJio mpo-
BeZIeHO Xipypriune JikyBanHs 3a nepiog 2008 — 2009p. Bikosa ctpykrypa
MPOONEPOBAHKX JIiTel 3HAXOIMIach B MeKax Bii 3 MicsuiB 10 11 pokis.

B poGori OynM BMKOpUCTaHi SIK TeHETHYHI METOJHM, a came, KIiHIKO-
reHeaqorivHui, IMTOreHeTHYHHM, TaK 1 MapakIiHiYHi Ta IHCTPYMEHTAJbHI.
MI'K npoBoaunocsi moeramnHo: monoropui OyauHok, MI'L[ no i micis
0OCTeXEeHHS, B T.4. B KapAioueHTpi. [[UTOreHeTH4Hi JOCIiPKEHHS BUKO-
HyBaJIMCs 3a CTaHAapTHOW Metoaukoro (G-meron audepenuiiinoro ap-
OyBaHHs xpomocom) [4].

Jns oOcTexeHHs aiTe, B T.4. AiarHocTHKH BBC, BUKOPHUCTOBYBAIOCH
00J1a/IHaHHS eKCrepT-Kiacy:

- yIBTPa3ByKOBE JOCIIKEHHs poBOoAMIoCh Ha anaparax SONOS 5500
i 7500 (Philips);

- KoMI'foTepHa ToMorpadis 3 KOHTpacTHOW anriorpadicro Somatom
sensation (Simens);

- MarsiTHoO-pe3oHaHcHa Tomorpadis Magneton Avanto (Simens);

- LIMTOTeHETHYHE JOCIIDKEHHS 32 JOIIOMOTO0 CBITJIOBOIO MiKPOCKOITY
Nikon Eclips E 400.

PE3VJIbTATU TA X OBTOBOPEHHS

BpaxoByroun JiTepaTypHi JaHi Ta pe3yJibTaTH Iomnepe-
JTHIX JTOCITIPKEHb, BBAYKAJH 32 JIOIIbHE BU3HAYHTH YacTO-
Ty cuHIpoMy JlayHa cepen moImyismii HOBOHAPOIKCHUX M.
Kuera. 3a naHuMu OCOOMCTHX MOMEPEIHIX AOCHTIIKEHb
gactoTa cuHApoMy JlayHa cepen HOBOHapomkeHNX M. Kue-
Ba 3a nepiox 2003 — 2006p. ckmana B cepenapomy 1,1 :
1000 [4].3a nepion mocmimkenus 2008 — 2009p. yactora
JTAHOTO CHHIPOMY Ccepell JKUBO HapoikeHHX M. Kuepa
ckiana 1 : 1000.Caix 3a3Ha4UTH, 10 MEAUKO-TEHETUYHUM
KOHCYJIbTYBaHHM Oynio oxoruieHo 98% Bij ycix aiteid 3
cunnpomoM JlayHa, siki HAPOIWIIUCS B MOJIOTOBHUX CTAIlio-
Hapax M. KueBa. BigCyTHICTE CTaTUCTHYHO TOCTOBIpHHX
3MiH MOKa3HHWKa YaCTOTH 3a OCTaHHI CiM POKIB BKa3zye Ha
HEOoOXiHICTE 000B’I3KOBOTO MPOBEJIECHHS IMpPEHATATEHUX
CKPHHYIOUHX TpOTpaM Cepel BariTHUX Ta HAJaHHSA iM
CBOEYACHOT MEIMKO-TeHETHYHOI JO0MOMOrd. Y MiATBep-
JOKCHHST BHINECKA3aHOTO T'OBOPUTH BIKOBa CTPYKTypa XKi-
HOK, sIKi HApOJWIIN IUTUHY 3 cuHApoMoM JlayHa. 3a mepion
JOCTIKCHHST TUTOMAa Bara BiKy JKIHOK MpoOaHaa B MeKax
18-34 pokiB Bimmosinana B cepeqabomy 64%, To6TO OilTb-
IITa TIOJIOBHMHA 3 HUX 32 BIKOM HE 3HaXOIWJIACs B TPYIi pH-
3uky. l{omo crati mpobaHma, cimi BKa3aTh Ha HE3HAYHY
nepeBary xJjonuukiB: B 2008 pori ix nuroma Bara ckiana
60%,B 2009pomi — 52%Bix ycix mamieHTiB.
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B MI'L] uuToreneTndHi o6cTeXeHHs MPOOaHIIB MpOBe-
neHi B 75% punajkis. Y iHmmMX gitedt 3 cuaapoMoM JlayHa
(25%) kapioTun OyB BH3HAYECHHH B iHIIMX JIarHOCTHYHUX
3aKiIaaax.

Bepuoikanis ycix BBC y niteli 3 cunapomom [layHa
NPOBOJMIIACS JIIKApSIMH-KapAiojgoraMd SIK B TOJOTOBOMY
OyIOHMHKY, B pa3i TSHKKOCTI CTaHy ITUTHHH, Tak i Ha 6a3i Y
HIIMI/JIKK 3 BHKOpHCTaHHSIM CydacHOro oOnanaHaHHs. B
2008 pomi mutoma Bara BBC y HOBOHapOMKEHHUX 3 CHHI-
pomom Jlayna Bigmoimana 35,6%, 8 2009 p. — 33,3%.
OTprMaHi pe3ysibTaTd MOXKYTh OyTH OOYMOBJIEHI HasiBHiC-
Tio BBC, sKki miarHOCTyroThCSl B OibII cTapmioMy Billi.
Haii6inpmry kinekicTs cepen ycix BBC y marienTiB ckinana
aTpio—BeHTpHKyIsipHa komyHikalis (ABK), 36anancoBaHa
thopma — 57%,110 BinnoBiga€e faHUM IHIIMX aBTOPIB [2], Ta
nedext MixknutyHoukoBoi niepetraku (JIMILIT) — 30 %.

Ha 6a3i 1Y HIIMIIJIKK MO3 VYkpaiuu 3a nepiog 2008
— 2009 pp. xipypriuHe JiKyBaHHS BPOIKEHHX BaJ CEpIs
BuKoHaHo 99 iTsM 3 cuHapoMoM JlayHa BikoM Bin 3 micsi-
uiB 10 11 pokis, 3 Macoro Tina Bix 4 o 35kr, ski moctyna-
1M 3 ycix obnacteit Ykpainu. Oci6 dosnoBivoi crari 6yno 55
(55,6%), xinouoi — 44 (44,4%)Ocunoaa BBC, sika Gyna
JarHOCTOBaHO y ILIbOTO KOHTHHI'CHTY XBOPHX 1€ IMOBHA
ABK — 50 Bunazkis (50,5%,) ,npu yomy y 2 gireii Baga
Mo€eIHYyBanacs 3 koapkraiiero aoptu. Y 23 923,2%0niteit
Busisienuit JIMILIII 3 BUCOKOO JIETEHEBOIO TiMEPTEH3IED, ¥
10 (10,1%) -werpana Panno (TD), B T.4. y 2 B IO€AHAHHI 3
nosHoro ABK, y 9 (9,1%) 6yno mosBiiiHe BiaXOmKeHHS
MarictTpanbHUX CyIHH Bif mpaBoro nutyHouka ([IBMC Bin
[11) 3 nereneBolo rinepreHsiero, y 1 XBoporo Takox B 1O-
enHaHHi 3 moBHOIO ABK. 3HauHoO piamie y mamieHTiB 3 CHH-
npomoM JlayHa 3ycTpivdanacs BiIKpUTa apTepialibHa MpOTo-
ka (BAII), nume y 5 (5,1%) xBopux; aTpesis jereHeBoi
aprepii (AJIA) 3 IMIIIT —y 1 (1%), BropuHHHi AepeKT
mixnepencepanoi neperuaku (AMIII) —y 1 (1%).

99 xBopuM Oyino BUKOHaHO 112 omepaTWBHUX BTpY-
vaHb, 69 (61,6%) 3 mryanuM kpoBoobirom, 43 (38,4%) —
IO ,,3aKPUTIK” MeTouIi. PamukanbHa Kopekilis Baau Oyiia
nposenena 72 (72,7%)xBopum, B T.4. 59 naiienram — nep-
BUHHA! pajiMKajbHa Kopekiis nosHoi ABK — 25, IMIIIT —
17, IBMC gig I — 4, T® — 5, AMIIIT — 1, BAII — 5,
iHIm — 2; 13XBOpUM — paJivKajgbHa KOPEKIlis MicTs Mmaiia-
THUBHHUX BTPYYaHb, TaKUX SK 3BY>KYBaHH: JiereHeBoi aprepii
, HaKJIaJlaHHs CHCTEMHO-JIereHeBUX aHacTomo3iB. Cepen 38
MaNTiaTUBHUX BTPY4YaHb IO ,3aKpUTIH” METONWII Haifgac-
Tillle BUKOHYBAJIOCh 3BY)KYBaHHS JiereHeBoi aprepii —y 32
XBOpHX, B T.4. y 2 IPOBOIWJIACH LIE 1 MIaCTUKA KOApKTallii
A0pTH, HAKJIAJaHHS CUCTEMHO-JIETEHEBIX aHACTOMO3IB y 6
nauieHTtis. Kpim Toro, 2 xBopum Oysia BUKOHaHa MOBTOpHA
IUIaCTHKA MiTpajibHOro KiamaHa udepe3 1 1 3 poku micis
panukanbHOT Kopekii moBHoi ABK.
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OTpuMaHi TIO3UTHBHI pe3yJbTaTH XipyPridHOTO JIKY-
BanHs1 BBC y nireii 3 cunapomom Jlayna. He nuensiunch Ha
CKJIAJHICTh BaJl y OIEPOBAHOTO KOHTHHIEHTY XBOPHX, B
micnsgonepainiifHomy mepioni momepna 1 mgutmnHa. Ilicms-
omepaniifHa neranpHicTh ckiana 1%. [puuuHoto cmepTi
Oyna muxajibHa HEJOCTATHICTh, 3yMOBJICHA ITHEBMOHIEIO.

OpHak, mity 3 cuHApPoMoM JlayHa Ta BagaMu pO3BUTKY
CEepLEBO-CYTUHHOT CUCTEMH MarOTh OCOOJMBOCTI Ha BCIX
eTarax HaJaHHsA KapaioXipypri4HOI TOTIOMOTH i BUMAaralTh
JTOTPUMaHHS TEBHUX MPOTOKOJIB aHECTE310JI0TiYHOro 3a-
Oe3nedeHHs Ta NepHoNepaliifHOro BeIeHHSI.

BHCHOBKU

1. Yactora cunapomy [layHa cepes >KMBOHApPOIKEHUX
M. Kuesa 3a nepion nociimpkenns 2008 — 2009p. cknana
1:1000.

2. [Mutoma Bara BBC y HOBOHapOIIKEHHUX 3 CHHAPOMOM
Jayna B cepennbomy ckiana 34% i Bkazye Ha HeoOXia-
HICTh TIPOBEJICHHS €XOKapAiorpadiuHuX MOCTIIKEHb Y Ta-
KUX JIiTeH 1 micysl HEOHATAILHOTO TEPIoy.

3. B crpykrypi BBC y HOBOHapOm»KEHUX 3 CHHIPOMOM
Hayna nepeBaxxae ABK — 57%ta JIMIIIT — 30 %.Cepen
NpOOIEPOBAHUX MPOOAHIIB Pi3HOTO BiKy muToma Bara ABK
cknana 50%, IMILIT — 23%;orpumani gaHi moTpeOyrOTh
MOJABIIOr0 BUBYEHHS B Yaci.

4. Jitsim 3 cuaapomom JlayHa B OIbIIOCTI BHIAIKIB
MOXJIMBE TPOBeleHHs paaukanbHoi kopekuii BBC (72%)
Mpyu HEOOXiTHOMY MOTPUMaHHI IIEBHUX IPOTOKOJIB aHeCTe-
310JI0TYHOrO 3a0€e3MeUYeHHs] Ta MEePUONeEpPaLiifHOr0 BeleH-
HSl.
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MPEMMYIIECTBA PAHHETO SHTEPAJIBHOI'O IIUTAHUS ¥V IETEM 0 1 TOJA
MOCJIE XUPYPTHUYECKOM KOPPEKIIMU BIIC

H.C. fAmyxk, C.H. Boiixo, A.C. I'onoBenko, S1.I1. Tpy6a, B.B. JIazopumunen

Iy «HNCCX um. Amocosa» AMH YkpauHbi

PE3IOME

VYcnemnoe pa3BUTHE KapAHOXHPYPTHU M BO3PAcTaloONIasl CIOKHOCTh ONEPAaTUBHBIX BMEUIATENbCTB Yy KapAHOXUPYPTHUECKHX OOIBHBIX
CTaBUT OIpesieNieHHbIe TpeOOoBaHNs K pa3pabOTKe COOTBETCTBYIOIIETO PEAHUMAIIMOHHOTO U PAaHHETO MOCJIEONePaioHHOT0 Tepruosia ¢
LENIbIO MOBbILICHNS 3(Q()EKTUBHOCTH MHTEHCUBHOMN Tepanuu. OCHOBHO# npo061eMoil B OT/IEIeHUN peaHUMALlii U NHTEHCHBHOI Tepanuu
(OPUT) B mocieonepalioHHOM IEPHOAE SIBISETCS COCTOSIHUE THIepKaTadoin3mMa, 00yCIOBICHHOE ONEpPaTHBHBIM BMELIATEILCTBOM,
CHHIPOMOM Hu3Koro cepaedHoro Beiopoca (CHCB) B paHHEM MOC/IeonepaioHHOM Meprojie U NprcoeanHuBIIeiics napekune. Crox-
HOCTH IlepeBojia 60JIbHBIX Ha aHA0OIMYECKUH MyTh MeTabo/IM3Ma 3aK/II04aeTCs B HEBO3MOXKHOCTH MOJTHOLIEHHOIO SHTEPaIbHOIo MHUTa-
HHS B pPaHHEM IIOC/IEONePallMOHHOM NepHOje, CBA3aHHbIE ¢ HIIeMUEeH U OTeKOM CIM3HCTON MOCcie OMepaluy ¢ HCKYyCCTBEHHBIM KPOBO-





