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Ponb deTtanbHOI exokappgiorpadii
Y BU3HA4YEeHHi NPOrHo3y AJsig nnoaa
3 NOBHOIO aTPIOBEHTPUKYNISAPHOIO KOMYHIKaLIEIO

Y «HaykoBO-npakTU4HWI MeOn4HWIA LeHTp anTaYoi kapaionorii Ta kapgioxipyprii MO3 Ykpainu», M. Kuis, VkpaiHa
SOVREMENNAYA PEDIATRIYA.2019.2(98):12-17; doi 10.15574/SP.2019.98.12

ArpioBeHTprKynapHa komyHikauis (ABK) 06'efHye rpyny BpOMKeHUX BaZ CepLA 3i CMinbHUM aTpioBEHTPUKYNAPHUM (AB) 3'€AHAHHAM BHACNiAOK aHOMANIbHOMO
PO3BUTKY CTPYKTYP, LLO € NOXISHUMU Bif eHAOKAPAIaNbHUX NOAYLLIEYOK Nif Yac eMOpioHanbHOro po3BuUTKyY cepus. [laHa Bafa xapakTepuayeTbCsi aHOMasbHOI0
6yn0BOt0 AB-neperopofKu BULLE i HUXKYE PiBHA po3TallyBaHHs AB-KnanaHis.

[peHatanbHa giarHoctuka ABK € ay)xe BaXNMBOK, OCKINbKYM NPW AaHiA Bafi 4acTo 3ycTpiqaloTbcsd XPOMOCOMHI aHomanii. Kpim Toro, moxnuea acoujauis 3
iHLUIMMK CepLieBUMI Ta NO3acepLIeBUMI Bajamu PO3BUTKY.

MeTta — BU3HA4UTK 4aCTOTY NOEJHAHHA XPOMOCOMHUX, AOAATKOBMX CEPLEBMX Ta M03acepuesnx aHoManin y nnofis 3 giarHozom ABK Ta npoananiaysatu
iX BMAWB Ha KNiHiYHWA nepe6ir Bagu y npe- Ta NOCTHATalbHOMY Nnepiogi.

Marepianu i metoam. I3 ciuHs 2014 p. no rpyaeHs 2017 p. y BiaAineHHi npeHatanbHoi giarHoctuku «Y HIMUOKK MO3 Ykpainu» 06cTexeHo 4343 BariTHuX.
[ig vac npoBefeHHs (heTanbHOi exokapaiorpadii y 1247 nnogis AiarHoCToBaHO BPOKeHi Baau cepus, 215 (17,2%) 3 akux manu ABK. MpoananizoBaHo AaHi
thetanbHoi exokapgiorpadii y nnogis 3 ABK 3 nopiBHAHHAM Niogis 3 aHeynnoigieto 1a 6e3 Hei.

Pesynbtatu. ABK piarHoctoBana y 215 nnopgis Ta nigtepmxeHa y 120 HoBoHapomkeHux. CepefHiii Bik matepi cknaB 29,9+5,4 poky (gianasoH 17-46).
CepepHiit nepiog rectauii ctaHoBuB 24,7+4,9 TvxHa (gianasoH 17-39). Kapiotun nnoga Ha MOMEHT NepPBUHHOI KOHCYnbTauii 6yB Bigomnin y 45 (20,9%)
BUNAAKax, aHeynnoigis giarHoctosaHa y 30 (14%) nnogis. ABK 6e3 6yab-skux iHWNX BHYTPIlIHbOCEPLEBUX BaL po3BuTky 6yna y 111 (51,6%) nnogis.
Mo3acepuesi adomanii 6ynu Bussneni y 104 (48,3%) nnogis. Y 87 (40,5%) sunapkax Bigbynocs nepepusanua BaritHocti. 120 (55,8%) BaritHocTeit
3aKIHYMANCb CTPOKOBUMMI nonoramu T1a 8 (3,7%) — BHYTPILLHBbOYTPOOHOL 3arnbennio nnoda. I3 BoCbMW BUNAAKIB BHYTPILLHLOYTPOOHOI 3armbeni nnofa
y 4oTupbox 6yna piarHoctoBaHa Kom6iHoBaHa ABK, y pewrtn — izonboBaHa ABK. 13 120 HapomxeHux >xusumn 63(28,8%) HemMOBNAT nomepnu
B HeOHaTanbHOMY nepiodi 6e3 Xipypri4Horo BTpy4aHHs. [lOCTOBIPHO BCTAHOBAEHO, WO nuwe 57 (26,5%) nauieHTam NpOBEAEHO XipypriYHe NiKyBaHHA
(p=0,001). 3 215 nnogis 3 npeHatanbHo AiarHocToBaHol ABK xpomocomHa natonoris BussneHa y 66 (30,7%) HoBoHapomkeHux, 63 (29,3%) 3 AKux manm
cuHapom [layHa, Lo € cTaTUCTUYHO JoCToBipHMM (p=0,001).

3aranbHa BWKMBAHICTb MPOTArOM TPUPIYHOrO Mepiody CNOCTEPEXEHHA CKnana Ang nauieHTis 3 i30n1b0BaHo0 ABK 27,9%, Ans nauieHTiB 3 kOM6iHOBaHO0
ABK — 15,4%.

BucHOBKN. Po3ymiHHA BNANBY eKCTpakapAiaibHNX Ta XPOMOCOMHMX aHoManii Ha cpisionorito nnoga 3 ABK, 3HaHHS pu3nky [0AaTKOBUX CEpLEBWX Bag AnA
AKOCTI XNTTA QUTUHM NICNA HAPOKEHHS Ta BOSMOAIHHA MOXIIMBMM MOTEHLaNOM iX YCYHEHHS 3HAYHO MiABMLLYIOTb e(DEKTUBHICTb NPEHaTanbHOi fiarHOCTUKM
Yy BU3HA4EHHI NpOrHo3y Ans nnoga 3 ABK.

Kntoyosi cnosa: aTpioBeHTPUKYNApHA KOMYHiKaLif, NpeHaTaibHa AiarHoCcTuka, detanbHa exokapaiorpadis.

The Role of Fetal Echocardiography in Determining the Prognosis for the Fetus
with Complete Atrioventricular Septal Defect

LA. Shapoval, AK. Kurkevich

PI «Scientific-practical medical center for pediatric cardiology and cardio surgery» Ministry of health of Ukraine

Atrioventricular septal defect (AVSD) combines a group of congenital heart defects with a common atrioventricular (AV) junction due to the abnormal devel-
opment of structures that derive from endocardial cushions during embryonic development of the heart. This defect is characterized by abnormal structure
of the AV-septation above and below the level of the AV-valves location.

Prenatal diagnosis of AVSD is very important, since in case of such defects chromosomal abnormalities are very common. In addition, a possible association
with other cardiac and extracardiac anomalies is possible.

The aim is to determine the frequency of the combination of chromosomal, additional cardiac and extracardiac anomalies in fetuses diagnosed with AVSD;
and to analyze their impact on the clinical outcome of defects in the pre- and postnatal period.

Materials and methods. 4,343 pregnant women were examined in the department of prenatal diagnostics of the State Institution «Scientific and Practical
Medical Center of Pediatric Cardiology and Cardiac Surgery of the Ministry of Health of Ukraine» from January 2014 to December 2017. During fetal echocar-
diography 1,247 fetuses were diagnosed with congenital heart defects, 215 (17.2%) of which had AVSD. The data of fetal echocardiography have been ana-
lyzed in fetuses with AVSD in comparison with that of fetuses with and without aneuploidy.

Results. AVSD was diagnosed in 215 (17.2%) fetuses and confirmed in 120 (55.8%) newborns. The average age of mothers was 29.9+5.4 years (in range
of 17-46 years). The average gestation period was 24.7+4.9 weeks (in range of 17-39 weeks). Fetal cariotype was known in 45 (20.9%) cases, aneuploidy
was diagnosed in 30 (14%) of fetuses at the time of primary consultation. AVSD without any other intracardiac abnormalities was found in 111 (51.6%)
fetuses. Extracardiac abnormalities were found in 104 (48.3%) fetuses. In 87 (40.5%) cases abortion took place. 120 (55.8%) of pregnancies ended
in childbirth and 8 (3.7%) in intrauterine fetal death. Out of the eight cases of intrauterine fetal death, in four cases combined AVSD was diagnosed,
in other four cases — isolated AVSD. Out of 120 newborns born alive, 63(28.8%) newborns died during the neonatal period without surgical intervention.
It was established that only 57 (26.5%) patients underwent surgery (p=0.001). Out of the 215 fetuses with prenatally diagnosed AVSD, chromosomal pathol-
ogy was found in 66 (30.7%) newborns, 63 (29.3%) of which had Down syndrome, which is statistically significant (p=0.001).

The overall survival rate during the three year follow-up period was 27.9% for patients with isolated AVSD, and 15.4% for patients with combined AVSD.
Conclusions. Understanding the influence of extracardiac and chromosomal abnormalities on fetal physiology with AVSD, awareness of the risk of additional
cardiac defects and their impact on the quality of life of the child after birth, as well as of the potential for their elimination, both significantly increase the effi-
ciency of prenatal diagnosis in determining the prognosis for the fetus with AVSD.

Key words: atrioventricular septal defect; prenatal diagnosis; fetal echocardiography.
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Ponb ¢petanbHOM axokapanorpadnm B COCTaB/IEHUM NPOrHo3a

AN naoAa ¢ NOJIHOM aTPUOBEHTPUKYISIPHOW KOMMYHUKaUuen

J1A. Wanosan, AK. Kypkesuy

'Y «Hay4HO-NpakTU4ecKnii MeANLNHCKNIA LEHTP AETCKON Kapauonoruu n kapavuoxupyprun M3 YkpauHsi», 1. Kues, YkpanHa

ATPMOBEHTPUKYNAPHAA KOMMYHUKauns (ABK) 00bEAMHAET rpynny BPOXAEHHbIX MOPOKOB CepAua ¢ O6LMM aTpUOBEHTPUKYNAPHLIM (AB) coefuHeHWEM
BCNE/ICTBIE aHOMAsbHOrO Pa3BUTIS CTPYKTYP, MPOM3BOAHBIX OT 3HAOKAPANANbHBIX MOAYLLIEYEK BO BpEMS IMOPUOHANBHOTO pa3BnTus cepaua. [aHHbIin nopok
XapaKTepu3yeTcs aHOManbHbIM CTPOeHUeM AB-neperopofiku BbiLLe 1 HIDKE YPOBHSA pa3meleHuns AB-knanaos.

lMpeHatanbHas guarHoctuka ABK 04eHb BaXKHa, MOCKOSbKY MPW JaHHOM MOPOKE 4acTo BCTPEYATCS XPOMOCOMHble aHOManuu. Kpome TOro, BO3MOXHa
accounaumns ¢ ApyruMi CepaeyHbIMM 1 BHECEPLEYHbIMI NOPOKAMM Pa3BUTHS.

Llenb — onpefenntb 4actoTy COYETAHWS XPOMOCOMHbIX, LOMONHWUTENbHbIX CEPAEYHbIX W BHECEPLEYHbIX aHOManWii y NnoAoB C AuarHozom ABK
11 NPOaHanM3NpoBaTh X BAUSAHNE HA KIIMHUYECKOE Te4YeHMe NOPOKa B Npe- 1 NOCTHATa/IbHOM Nepuoge.

Marepuanbl u metofbl. C aHBaps 2014 r. no geka6pb 2017 r. B otAeneHnn npeHatanbHoi anarHoctukn MY «HINMUIOKK M3 YkpauHbi» o6cnenoBanbl 4343
6epemeHHble. Bo Bpems npoBefeHus peTanbHOW 3xokapauorpaduv y 1247 nnofoB AMarHOCTUPOBAHbI BPOXAEHHble MOPoKM ceppua, 215 (17,2%)
13 KoTopbix Umenu ABK. MpoaHanuanpoBaHbl AaHHble deTanbHOM axokapauorpadum y nnogos ¢ ABK B cpaBHeHMM C NiofaMu ¢ aHeynnouauei u 6es Hee.

PesynbTatbl. ABK gnarHoctuposana y 215 nnofos v noarsepxaeHa y 120 HoBopoxaeHHbIX. CpeaHuii Bo3pacT matepu coctasun 29,9+5,4 rofa (ananasoH
17-46). CpenHuii nepuog rectaumu coctasun 24,7+4,9 nepenu (Ananasod 17-39). Kapuotun nnoja Ha MOMEHT NepBUYHOI KOHCYNbTaLMKU OblN U3BECTEH
B 45 (20,9%) cnyyasx, aHeynnougus auardoctuposana y 30 (14%) nnofos. ABK 6e3 Kakux-n6o Apyrux BHyTPUCEPAE4HbIX MOPOKOB pa3sutus Gbinay 111
(51,6%) nnopoB. BHeceppeyuHble aHomanuu 06HapyxeHbl y 104 (48,3%) nnogos. B 87 (40,5%) cnyyasx npomsoLuno npepbisanne 6epemerHoctun. 120 (55,8%)
6epemMeHHOCTEN 3aKOHYUICh POSAMK B CPOK 1 8 (3,7%) — BHYTPUYTPOOHON rnbenbio nnoga. /13 BocbMu cnyyaes BHyTPUYTPOGHON rm6en nnofa B YeTbipex
Oblna AMArHoCTUPOBaHa KOMOWHMPOBaHHAA ABK, B ocTanbHblx — u30nupoBaHHas ABK. 13 120 xuBopoxieHHbIx 63 (28,8%) mnageHua ymepnu B
HeOoHaTanbHOM nepuofe 6e3 XMpYpruyeckoro BMeLlaTenbCTBa. [JOCTOBEPHO YCTAHOBMEHO, YTO TONbKO 57 (26,5%) nauueHTam NpoBeLEHO XMPYpPru4eckoe
neyenue (p=0,001). 3 215 nnoaos ¢ npeHatanbHoO AuarHocTuposanHon ABK xpomocomHas natonorus BbisisneHa y 66 (30,7%) HOBOPOXAEHHbIX, 63 (29,3%)
13 KOTOPbIX UMenu cuHApoM [layHa, 4To CTaTucTu4eckn JoctosepHo (p=0,001).

06Lwwas BbDKMBAEMOCTb B TEYEHMEe TPEX/eTHEro nepuoda HabniofeHus COCTaBWUNa AN MaUMeHTOB C u3onupoBaHHoW ABK 27,9%, mns nauueHToB
¢ KoM6uHMpoBaHHON ABK — 15,4%.

BbiBofbl. [OHUMaHWe BAVAHNA 3KCTPAKApAUAmbHbIX 1 XDOMOCOMHbIX aHOManui Ha douanonoruto nnoga ¢ ABK, 3HaHue pucka LONOMHUTENbHbIX CEpLEYHbIX
NOPOKOB [/151 KA4eCTBA XM3HN pebeHKa Nocne POXAEHNS W BNafeHne BO3MOXHbIM NMOTEHLUANOM UX YCTPAHEHUS 3HAYUTENBHO NOBbILAIOT 3PHEKTUBHOCTL

npeHaTanbHON ANarHOCTMKN B ONPeAeneHn nporHo3a ans nnoga ¢ ABK.

KntoyeBble cnoBa: aTpUOBEHTPUKYNSPHAS KOMMYHUKALNS, NPeHaTaibHas AMArHoCTuKa, dhetanbHas axokapamorpadus.

Beryn

ATpiOBeHTpI/IKyJIHpHa komysikaiisi (ABK)

00'elHy€E TPYIy BPOIKEHUX BaJ CEPILst
(BBC) 3i crisibauM arpioBeHTpUKyAsspHUM (AB)
3'€IHAaHHSIM BHACHIIOK AaHOMAJbHOTO PO3BUTKY
CTPYKTYP, IO € TOXITHUMHU BiJl €HJIOKAp/iaTbHUX
MO/LYTIIEYOK, TiJ[ Yac eMOPiOHATBLHOTO PO3BUTKY
cepug. /[lama Bama xapaKTepu3yeTbCS aHO-
MaJibHOIO Oya0BOI0 AB-meperopojku  Buile
i HI)KYe piBHA po3TamyBaHHsS AB-kmananis.
HacuigkoMm Taknx aHaTOMIYHUX 3MIH € HE TIIBKA
MOPYIIEHHS I[IJIICHOCTI TEePeropoyiok, ajie W
HernpaBuibHe (popmyBaHHa AB-kiamnaHiB Ta reo-
MeTpii IMJIYHOUKIB [4].

ATpioBEHTPUKYJISIPHA KOMYHIKAIlig 3ycTpiva-
eTbest 3 yactororo Bix 0,33 1o 0,51 na 1000 Hapo-
JUKEHUX JKUBUMU [ 5], TpoTe € OiHIEI0 3 HANOITBII
nomuperux BBC, mo agiarHOCTYEThCS TIpeHa-
tasnbHo. Y pocuimkenti Evelina fetal ABK cxirana
16% y cepii npenaranpHo AiarHoctoBannx BBC
3a octanHi 10 poxis.

OcnoBuuM kputepieM piarHoctuku ABK mif
yac mpoBeieHHs (petanbHOi Exo-KI' € anomanbhe
4-kamepHe 300paKeHHsT CepIlst Y BUTJISI CITJIBHO-
ro AB-3'ennanns ta crisibHOoro AB-kianana.

[Ipenatanpua pgiarmoctuka ABK e myxe
Ba)KJIMUBOIO, OCKIJIBKW TPU JaHili Baji 4acTo
3yCTPIYalOThCA XPOMOCOMHI aHOMAaJTi1, CEpPeT IKUX

ISSN 1992-5913 Cospemennas neauatpus 2(98)/2019

curzapom Jlayna ctanoButh Maiike 50% BUTIAJIKIB
[3]. Kpim Toro, MoxiauBa acoliaimisi 3 iHITUMUA
CEepIIeBUMU Ta M03aCEPIIEBUMU BaJlaMH PO3BUTKY
[1,4].

Mema po6oTii — BUBHAUNTH YaCTOTY TTOEAHAH-
HST XPOMOCOMHUX, /I0/IATKOBUX CEPIIEBUX Ta M03a-
cepIieBUX aHOMAJIiil y TIOAIB 3 fmiarHo3om ABK ta
IpoaHa/li3yBaTh iX BIUIMB Ha KJIIHIYHUN repebir
Ba/IM y TIpe- Ta MOCTHATATIBHOMY TEPiojIax.

Marepias i METOIM JOCTIIZKEHHS

I3 ciuns 2014 p. o rpysens 2017 p. y BiisieH-
Hi npeHaTaabHoi giarnoctuku <Y HIIMIIIKK
MO3 Vkpainu» obctexkeno 4343 BariTHUX.
[Tig gac nmpoBenenns deranpuoi Exo-KI'y 1247
mwioaiB aiarnocroBano BBC, 215 (17,2%) 3 skux
marn ABK. Mu nipoanasnizyBanu gasi detanbHOL
Exo-KTI' y mnonis 3 ABK, mopiBHO0OUN 1171011
3 aHeyIIoigiero Ta 6e3 Hel.

Kommiekcue Tpancabaominanbie Y 3/] cepiist
Ta BEJIUKHUX CYAWH Yy TIJIOMAIB TPOBOAWJIMN Ha
Y 3-amaparax ¢ipmu Philips (Philips Ultrasound,
Bothell, WA) i U22 ta EPIQ 7 3a momomoroio
kouBekcHUX naruynkiB C5-1 abo C9-2, 3 vacToToio
1-5 MTI'1y abo 2—9 MT'1i. Komiuiekcue tpancropa-
kaibHe ExoKT-o6cTeskeHHs aiTeii mpoBOANIMA Ha
V3-anaparax Philips TE33 i3 3actocyBanHsM
y HOBOHAPO/KeHNX (Pa30BaHUX CEKTOPHUX JaT-
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yukiB S12-10 3 gactororo 10-12 MIm, y miteit
crapuie Micsst — S8-3, 3 wactoroio 3—8 M.

YciMm mmozam 6yJsio MPOBEAEHO JABOBUMIPHY,
KOJIBOPOBY Ta iIMITYJIbCHY ZloNTLIEePiBCbKy Exo-KIT.
M-pesxxum nBoBumipHoi Exo-KI' BuxopuctoBy-
BN Yy BUMAJKaX TOPYIIEHb CEPIIEBOTO PUTMY
y 1J10/1a.

Jliarno3 ABK BcTaHoOB/IIOBaJiM 3a HasIBHOCTI
Hactynaux Exo-KI-kputepiis:

1. Bigyaumizatisi cnimbHoro AB-3'eqHanbg
Yy BUIJISA/AI BEJIUKOTO OTBOPY MOCEPEANHI Cepiid
Ta BIiJICYTHICTH TaK 3BaHOTO <«XpecTay» cepisd
y 4-KaMepHiil MPOeKITii.

2. Jlinitine (HemudepeHiliiioBaHe) po3Tallly-
BaHHA AB-kiamnaHiB y 4-KaMepHiil TIPOeKILii.

3. Bigyasmizaris crinbHoro AB-kiamnana y mpo-
eKl1lii mo koporkiii oci JIIII.

4. HagBuicTh mpuTigHOrO AeeKTy MiXKILITY-
HOYKOBOI I1ePEropo/IKK Ta BiJICYTHICTh TIEPBUHHOI
MIKIIepeJICePAHOI TEePeropojiIku y 4-KamepHii
IIPOEKIIii.

5. 3006pakeHHsT TOJOBKEHOTO Ta 3BY/KEHOTO
BUXi/IHOTO TPAKTY JIiBOTO MIJIYHOUYKA Y 4-KaMepHilt
MPOEKIIil BHACJIIJJOK aHOMAJIbHOTO PO3TalllyBaHHS
KOPEHS a0PTH.

Kowmb6inosanoio ABK BBakaim B TUX BUIIAIKH,
KOJIU JlaHa Ba/la y IJ10/Ia TOE€IHYBAJIACh 3 J10/JaTKO-
BUMM BajlaMU Ceplid i CyAuH, 32 1X BiJICYTHOCTI
ABK BusHavamach sik i30/1b0BaHUl BapiaHT 1aTo-

ny. [Ipn nesbanancosaniit ABK 3 nominyBammsm
MPaBoOro MIIYHOYKA BU3HAYABCI ICTOTHO MEHIIUN
pPO3MIp JIIBOTO MIJIYHOYKA, a MPU JOMIHYyBaHHI
JIIBOTO MIJYyHOUKA PO3MIpH TIPABOTO IIIYHOUKA
Oysi  3HauyHO MeHmmmu. JliBomepeacepaHuii
i30MepU3M J[iarHOCTYBaJIM Ha IiJICTaBi NepepuBy
HUKHDBOI MTOPOKHUCTOI BEHM 3 1i TTPOJIOBAKEHHIM
y HalliBHeNapHy BeHy Ta/ab0 32 HasIBHOCTI MTOBHOI
AB-6sokaau y ioga 3 ABK Ta Biciiepokapaiaib-
HOI0O TeTepoTakcielo (IMIJIYHOK PO3TallOBaAHUN
KOHTpJIaTepaibHO BEPXIBIli ceplis, Mevinka moce-
penvHi). XapakTepHUMM O3HAKaMM ITpaBolepe/l-
CEepIHOTO i30Mepu3My OyJia CKJagHa KoMOiHaIlis
BHYTPIITHbOCEPIIEBUX BaJl PO3BUTKY 3 TIOBHOIO
ABK Ta BiciiepokapiaabHOIO FeTePOTaKCIEIO.
OcobmBocTi aHaTomii cepiist Oy BU3HAYEH]
3a JAaHWUMW TIpeHATAJTbHUX Ta IMOCTHATAJbHUX
Exo-KTI'-gocuizkens. [l migTBep/KeHHsT CUH-
JIPOMY TeTepOTaKcCii Icasd HapOKeHHS MUTUHU
nonatkoBo BukoHyBamu KT na 16-3pizoBomMy
tomorpadi Siemens Somatom Sensation. Iloza-
cepiieBi aHOMaJIIT Ta CUHAPOMMU OYJIN [iarHOCTOBa-
Hi a60 TATBEPIKEHI CYMIKHUMU CIIelliaicTaMu
(muTsAunii Xipypr, IUTSYNN HEBPOJIOT, TEHETHK ).
KapiotumyBauHs noa peKOMEHIyBaau TPO-
BOJIUTH B YCiX BUIIA/IKAX, /i€ BiH OYB HEBiIOMMIT Ha
MOMEHT TE€PBUHHOI KOHCYJIbTAllil, aKIEeHTYIOUYN
yBary Ha TOMY, NIO HasgBHICTh MHOXWHHUX Bajl

Jiorii. Y BUMAKax 3 Bi/[THOCHO PIBHUMHU PO3MipaMu . . . Tabnuys 3
. . CynyTHi BHYTpilWWHbOCEpPLEBi aHOMaJii
MIJIYHOYKIB Baxy Kiaacu(ikyBagu sik 30aaHCcOBa- y nnoaa 3 ABK (n=104)
Tabnuys 1 KinbkicTb
AemorpadiyHi aaHi 06¢cTexxeHnx BaritTHux (n=215) CepueBa aHoManis BUMNaZKIB, %
- abc.
i K
Mnia Hopman::;;mn :::ﬂ:nbwﬁ [opaTkoBa niBa BEPXHA NOPOXHMCTA
XapakTtepucTuka 15 (7%) 30 (14%) ig:g;,;ﬁiﬁg i%gfcbcg B postperui % 26,0
CepepHin — :
MaTepUHCbKMI 30,6+7,0 26,5+2,3 31,6+3,5 |_|O,E|,BII/IHMI./I BXIA 3 NPasoro inyrotka 54 25,1
: KoapkTauist aoptu 39 18,1
BiK (poKw)
CepeaHilt Tetpapa danno _ 26 12,1
TepMiH 24,7+4.2 22,724 21,4121 TpaHcnoauLlis Benukux apTepir + B
recTavii (TUXHi) ATtpesis nerexesoi apTepii + TotanbHWi 23 9,8
aHOManbHWA JpeHax nereHesunx BeH
n Tabauys 2 MpaBOCTOPOHHS Jyra aopTu 14 6,5
OKa3aHHS ong npoeegeHHs T w
deTanbHoi exokapaiorpadii (n=215) Artpesis ngreHesm aprepii 12 5,6
- - MHOXWHHI BedekTu
[DNani nonepeaHix o6¢cTexeHb Aéc. % MIXLLITYHOYKOBOT MeperopozKy 8 3,7
AHOManbHWiA 4-KamepHWiA 3pi3 cepus 98 45,6 TlepepvB HIXHBOI MOPOXHNCTOT BeHN 6 o8
TeTpaga Panno 31 14,4 3 Ti NPOLOBXEHHsAM Y HaniBHenapHy BeHy ’
CwvHgpowm rinonnagii niBux Bigainis cepus 28 13,0 ToTanbHWi1 aHOManbHIM JpeHax 5 03
Bucokuin pu3nK XxpOMOCOMHOI nereHeBux BeH ’
naTonorii y nnoaa nig Yac npoBeaeHHs 24 11,2 [ekcTtpakappis 5 2,3
NEPLLIOro CKPUHIHTY CT1eHo3 (aTpesis) aopTanbHOro knanaHa 3 1,4
lNo3acepuesa naronorisa y nnoga 22 10,2 IHBEpCIs LUNYHOYKIB 3 1,4
CimeitHa icTopis BBC 8 37 YacTKOBMIA aHOMabHMIA 5 0.9
Llykposwii fiabeT y matepi 4 1,9 LpeHax IereHeBnx BeH ’
Pazom 215 100 CypnvHHe Kinbue 2 0,9
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Tabnuys 4
MosacepueBi aHomanii, acouiioBaHi 3 ABK (n=80)
AHomanis A6e. | %
LeHtpansh | AHomanii po3BUTKY 3afHbOi
a HepBoOBa YyepenHoi AMKK: 3 |14
cucrtema o Manbgopmaduia JeHpi—Yokepa 3 |14
e rinonnasisa Mo3o4ka 5 123
e apaxHoiganbHa Kicta 1 10,46
¢ KicTa Kapamana—bneiika
2 109
BeHTpuvkynomeranis 2 109
AreHesisi MO30IMCTOro Tina 4 (1,8
KicT xopuoifHOro CrnneTeHHs
3aranbHa KinbKicTb 20 | 9,3
Kvwkogo- ATtpesia cTpaBoxony 1 10,46
wnyHkosuin | [lyoneHansHa atpesis 4 11,9
TpakT ATtpesis aHyca 1 10,46
JiacbparmansHa kuna 1 10,46
3aranbHa KinbKicTb 7 |32
AHomanii KnuHopakTunis 3 |14
KiHL{iBOK BapycHa pechopmadis ctonm 4 119
KopoTka nne4oBa kicTka 1105
3aranbHa KinbKictb 8 |38
Jnuesi Mikpodransmis 3 |14
aHomanii Mnockui npoghinb 06aM44s 14 | 6,5
3MeHLLEeHi po3mipy HOCOBOI KicTkn | 23 10,7
PosLuenneHHs TBepaoro 4 11,9
nigHebiHHA
3aranbHa KinbKicTb 44 |20,5
HupkoBa [1BOCTOPOHHIN rigpoHedpo3 HUPOK 8 |37
cucrtema
BinateparnbHa MynsTULMCTO3HA 1 10,46
ZMCnNasis HUPOK
3aranbHa KinbKicTtb 9 |42
THWi BogsaHka nnopa 7 |33
aHomanii €avHa apTepis NynoBuHU 12 | 5,6
Manoeopzas 3 |14
BaraTtoBopngs 14 | 6,5
MHOXWHHI rinepexoreHHi gokycu 22 10,2
AHomanbsHe poarallyBaHHs 7 |33
BEHO3HOI MPOTOKM 1 10,46
KicTo3Ho-ageHomaTo3Ha Bafa
PO3BUTKY HUXHbBOT YacTKu NiBOT
nereHi
3aranbHa KinbKicTb 66 (30,7

PO3BUTKY 200 XPOMOCOMHA MATOJIOTisI MAIOTh He-
CIIPUATIUBUN Bijgjaseduii nporuos. JKiHku,
SKI BUPIIIAIN IPOAOBKUTH BariTHICTh, 00CTEXY-
BAJICh TIOBTOPHO Y TePMiHi 32 THIKHI TeCTartii /715
BUPIIIEHHST TIEPUHATAIBHOI TAKTUKU. Y BUIAIKAX
BUSBJIEHHS O3HAaK CepIEeBOl HEJO0CTAaTHOCTI
y IJI0/1a, BOJSIHKY I1JI0/Ia, & TAKOK IIPU TIOPYIIIEeH-
HSAX PUTMY CepIs TIofia OOCTEKEHHs BariTHUX
MIPOBO/IAJIN YacCTilIe.

Mireii 3 isonboBanoo ABK obcresxyBaiu mic/s
HApOJUKEeHHs Y Billi ofiHOTO Micati. [Tpu noeiHanHi
ABK 3 ipoTOKO3a/Ie;KHIM JIeTeHEBUM 200 CHUCTEM-
HUM KPOBOTOKOM OOCTEKEHHsI HOBOHAPO/UKEHUX
MPOBOJINJIN B TIEPITT TOMMHU a00 [THI KUTTSI.

Hocaimxennsa BUKOHAHI BiZIMOBIHO JI0 TPUH-
nutiB ['erbcinenbkoi [dexmapartii. [TpoTokost gocri-
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JUKeHHS yxBajieHni JIOKaJibHUM €TUYHUM KOMi-
terom (JIEK) Bcix 3a3HaueHuX y poOOTi yCTaHOB.
Ha mpoBezieHHs1 10C/IiKeHb 0YJI0 OTPUMAHO TIPO-
iHdopMoBaHy 3roy 6aThKiB IiTell.

Y mporieci 1ocaipKeHHS aHaTi3yBaIu BUTIA/IKN
acoIliioOBaHUX CEPIIEBUX Ta I103aCEPIEeBUX Bajl
PO3BUTKY, iX 3B'430K i3 XPOMOCOMHOTO MATOJIOTIE
i BU3HAYaJIM iX BILTUB Ha MMPeHaTaJbHUI Ta aHTe-
HaTaJbHUHI TTepPiojl.

Jluig ctaTCTUYHOTO aHami3y BUKOPHUCTOBYBa-
gack nporpama SPSS Statistics. IlopiBusuHS
YaCcTOT SKICHUX MOKA3HUKIB y IPyIax MPOBOJIUIN
HIISIXOM 1100Y/10BU TabJIHIb CHOTy4eHoCTi 2X2 i3
3aCTOCYBaHHSIM KPUTEPItO Xi-KBajpar abo TOTHOTO
merony Dimepa. Pisenb mocrosipHocTi p OyB
JABOOIYHKMM, KPUTEPIEM CTATUCTHYHOI JOCTOBIPHO-
cri 6yB p<0,05, 110 BBa)kaBCsI CTATHCTUYHO 3HA-
YYIITIM.

PesybraTd JOCTIZKEHHS Ta iX 00rOBOPEHHS

ATpPIOBEHTPUKYJISIPHA KOMYHIKAIlisl 1iaTHOCTO-
BaHa y 215 mioxis. ITepeBaskna OisblricTh Barit-
HocTell OyJia OJHOILIAHOI0. Y TPbOX BHUIALKaX
BaritHicTh Oysa aBoMa miogamu. I3 215 mmoxis
sxuBnmu Hapoauaucs 120 (55,8%) mireit. Indop-
Mallito PO TMepepuBaHHS BariTHOCTI, BUIAJKN
BHYTPINTHBOYTPOOHOI 3arnbeJi Tro/1a Ta BUMAKN
HeoHaTaJbHOI CMepPTi OTPHUMAHO IIiji 4ac OIHU-
TyBaHHS JKiHOK 1o Tesedony. B ycix iHmmx
BUIIQ/IKaX JiarHO3 MiATBEPKEHO Tl 9ac TOCT-
HaTa’abHOTO ObGcTexeHus. /lemorpadiuni mani
HaBesieni y Tabm. 1. Kapiotun mioga Ha MOMEHT
HepBUHHOI KOHCyJbTallili OyB Bimomuil y 45
(20,9%) Bumagkax. XpomMocoMHi anomasii Gyin
y 30 (14%) tnomis: y 27 (12,6%) Bumaakax OyJia
BusiBiiena tpucomis 21, B 1 (0,46%) — Tpucomis
13,81 (0,46%) — Tpucomis 18,8 1 (0,46%) noma
6yB miarHocroBaumii cuapom li-/[sKopski.

OcHoBHi 1MokasaHHs 710 IpoBeeHHs (heTaTbHOI
Exo-KT' HaBemeni y Tabu. 2. AHOMaJbHUI
4-kaMepHUI 3pi3 OyB HAMYACTIIIOW IPUIMHOIO
ckepyBanns (98, a6o 46,2% moniB) Ha MIPOBEIEH-
Ha deTanbHOI exokapaiorpadii. ATpioBeHTPUKY-
JIIpHA KOMYHIKaIlisl $IK i30TbOBaHA Bajla CepIist
Oysra miarHoctoBana y 111 (51,6%) Bumajkax.

CynyTHi BHYTpIilTHbOCEPIIEBI aHOMaJil GyJI0
Bussiaeno y 104 (48,3%) sumagkax. [leranbHy
indopMatlito o KOXHIM CyHmyTHINl aHoMaJii
HasezieHo y tabur. 3. OHa 101aTKOBa BHY TPITITHbO-
cepieBa BajJa PO3BUTKY OyJa aiarHOCTOBaHA
y 15 (7%) mnnopis, aBi nomatkoBi aHomasmii —
y 10 (4,7%) Bunankax. ¥ 78 (36,3%) Bumnamkax
BUSIBJIEHO OlJIbIIE JBOX BHYTPIIIHbOCEPIEBUX Bajl
PO3BUTKY, TOMY 3arajibHa KiJbKiCTh CYIMyTHBOI
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Tabruys 5
Bunapkuv BHYTPIiLLHbOYTPOOHOT 3arnbeni nnoga (n=8)
FecTauiliHuii . .
Ne . u Dopartkosi Dopatkosi
3/n BIK Ha MOMEHT Tun cepuesi nosacepuesi KapioTtun
BHYTPILLIHbOYTPOOHOT ABK - e
. . aHomaill aHomaill
3arnbeni (TWXHi)
. BuvpasHa H TaTHICTb cninbHoro AB-knanaH HasbH .
1 38 Kom6iHoBaHa pasHa HE[l0CTATHICTb CMINBHOTO nanara Ryone anoha HopmanbHuit
Ta C-M retepoTakcii (npaemi izomepuam) arpesisa
. BupasHa HepgocTaTHicTb cninbHoro AB-knanaHa . . o
2 32 Komb6iHoBaHa P BigcyTHi HopmanbHuit
Ta C-M retepoTakcii (nisui isomepunam) Acy P
3 37 |30nb0BaHa BupasHa HepocTaTHicTb cninbHoro AB-knanaHa BogsHka nnopa | Tpucowmia 21
Atpesis
4 34 I3onboBaHa BupasHa HegocTaTHicTb cninbHoro AB-knanaHa cTpasoxogy Ta | Tpwucomia 21
BOASHKaA nroga

5 27 Kom6iHoBaHa AB-6nokafa Ta nisuit isoMepuam BigcyTHi HopmanbHwit
6 31 KombiHoBaHa BupasHa HepocTaTHicTb cninbHoro AB-knanaHa BogsHka nnopa |  Tpucowmia 21
7 35 I3onboBaHa BupasHa HefocTaTHicTb crinbHoro AB-knanaHa BigcyTHi HopmanbHun
8 38 I3onboBaHa BupasHa HefocTaTHicTb crinbHoro AB-knanaHa BigcyTHi HopmanbHwit

BHYTPIIITHbOCEPIIEBOI MATOJIOTIi 3HAYHO TIEPeBU-
TIy€ KiJTbKicTh BUTIAKIB. I3 29 mmoiB, y SKkux mpe-
HATAJIbHO JIIAaTHOCTOBAHO CHUHPOM TeTEPOTAKCii,
23 (10,7%) masu mpaBoriepecepaHIiT 130MePU3M
i6(2,8%) — niBonepencepaHmii.

Y 80 (37,2%) nnonis ABK moennyBaiach
3 TI03acepiieBUMM BasiaM# po3BUTKY. CIieKTp aHo-
MaJliil BKJIIOUaB MATOJIOTII0 1eHTPabHOI HEPBOBOI
CHUCTEMU, KHUIIKOBO-TIIIYHKOBOTO TPAKTy, KiHIi-
BOK, 00JTMYYsI Ta iHINUX OpraHiB i cucreM (Tabir. 4).

Y 32 (14,9%) nnopiB crioctepirain KOMILJIEKC
aHOMaJili PO3BUTKY B JIEKIJTbKOX CUCTEMaX opra-
HiB, TOMY IX 3arajibHa KiJIbKICTb TaKOX 3HAYHO
MePeBUIIYE KiTbKICTh BUTIA/IKIB.

Y 87 (40,5%) 3 215 Bumnajkis BaritHicTh OyJia
nepepara. Y 120 (55,8%) Bunaakax BariTHiCTb
3akinumiach mosioramu. Y 8 (3,7%) Bumagkax
BariTHiCTh 3aKiHYMJIACh BHYTPIIIHBOYTPOOHOIO
3arubesIo wIoa, 3 HUX y 4 OyJja giarHocToBaHa
koMmbinosana ABK, B inmmx 4 — izonpoBana ABK,
MIO MiITBEP/PKEHO Pe3yabTaTaMy MaTOJOTOAHATO-
MiYHOTO JOoCTiKeH s (Tabir. 5).

AHaJi3 TpyIl IJIOAIB 3 1301bOBAHOIO Ta KOMOi-
HOoBaHOIO ABK He BUSBUB CTATUCTUYHO TOCTOBIp-
HOI pPI3HUII y 4acTOTi MepepUBaHHS BariTHOCTI 3a
HAsSIBHOCTI i30J1b0BaHoOl maTtosiorii cepiist (43,2%)
MOPIBHSTHO 3 TUMU, XTO MaB OLJIBII CKJTaJIHy aHATO-
mito  (35,6%). Ilpore xpomocomui amomauii
Ta CYNYyTHS TI03aceplieBa TaTOJIOTis YacTilne
3ycrpivasick y rpyri isonboBanoi ABK (ta6m. 6).

I3 120 napomxenux xuBumu 63 (28,8%)
MQJIIOKM IIOMEPJIN IIPOTSATOM IepIINX MicsIliB
JKUTTS, He OTPUMABIIM KapioXipypriuHol J0T0-
moru. [IpuunHOO cMepTi y GiJIbIIOCTI BUITAIKIB
OyJI0 TOEHAHHS BajJu CEPIsl 3 IM03aCEPIIEBOTO
Ta,/ab0 XPOMOCOMHOIO MATOJIOTIEI0, 110 TPU3BEJIO
JI0 BUHUKHEHHSI TI0JIIOpTaHHO1 HEeJIOCTaTHOCTI, SIK
Ha eTari ajanTaiii JUTUHU Y PAaHHbOMY HEOHa-
TaJbHOMY TIepiofli, Tak 1 Ha eTami JiKyBaHHHI
CYIYyTHBOI TIATOJIOTI.

Jlume 57 (26,5%) maiieHTaM IPOBEAEHO
XipypriuHe JikyBaHHS. 3arajbHa BUKUBAHICTDH
MPOTITOM TPUPIYHOTO TEPIONY CIOCTEPEKEH-
HS CKJaja JJs TAIi€HTIB 3 130JbOBAHOIO

Tabruys 6

MopiBHANbHaA XapakTepucTuKa NAoAiB 3 i30N1boBaHOI0 Ta koMGiHoBaHo ABK (n=215)

MapameTtpu IsonboBana ABK (n=111) KombiHoBaHa ABK (n=104) P

CepepHil BiK (poku) 30,6+7,0 30,5+5,9 0,859
CepepHiit TepMiH rectauii (TvHI) 24155 25,1+5,9 0,208
ExcTtpakapgiansHi aHomanii (%) 49 (44,1%) 31 (29,8%) 0,030*
XpomocomHi aHomarnii (%) 24 (21,6%) 6 (5,7%) 0,001*
MepepuBaHHs BariTHOCTI (%) 48 (43,2%) 39 (37,5%) 0,251
BHyTpiLLHBbOYTPO6Ha 3arvnbens nnoga (%) 4 (3,6%) 4 (3,8%) 0,945
HapopxeHi xusumn (%) 59 (53,1%) 61 (58,7%) 0,945
XpoMOCOMHI aHoMarnii, giarHoCToBaHi .
i C:I%% on )feHOHﬂa(%B”a ocrosa 49 (44,1%) 17 (16,3%) 0,001
Otpumanu kapgioxipypridHy gonomory (%) 37 (33,3%) 20 (19,2%) 0,001*
3aranbHa BWXVBaHICTb MPOTArOM TPUPIYHOrO

nepiofly CrnocTepeXeHHs (F?’/o) PP 31 (27.9%) 16 (15,4%) 0,237

IIpumimra: * — pi3HUISA CTATUCTUYHO 3HAYYIIIA.
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ABK 279%, nna nmamieHTiB 3 KOMOIHOBAHOIO
ABK — 15,4%. Cepenniii Bik BHJKMBaHHS CKJIAB
28,4+5 3 micq.

I3 215 moxiB 3 nMpeHaTaaIbHO [iarHOCTOBAHOIO
ABK xpomocomua matoJsioria BusiBieHa y 66
(30,7%) noBonapomxkenunx, 63 (29,3%) 3 skux
Masii cuHzipom JlayHa.

[Iporros ans moma 3 ABK 3anexuts Bin
CYIYTHBOI MaTOJIOTIi, SIK CepIleBoi, TaK i mo3acep-
11eBO1, TTPY HE3MiHHI{ YacTOTi MPUITMHEHHS BariT-
HOCTI Ta CMepTi HOBOHApoKeHuX [1,2].

Y mamomy crnocrepexenni 87 (40,5%) cimeit
BUPIIINJIN TIepePBaTU BaTiTHICTD: y 23% BUIIAKAX
ABK 0yu1a i3osboBanoo i y 18% moenrysamacst 3
IHIIMMU BHYTPINTHbOCEPIIEBUMU Ba/laMU PO3BUT-
Ky. I3 128 mposionroBanux BaritHocTteli 120 3akin-
YUJIMCh HAPO/PKEHHAM AuTuHU. Ko Mu BUKJIIO-
YAEMO IepepUBaHHsI BariTHOCTI, BUSKUBAHHS JIJIsT
IJIO/IB 3 130JThOBAHOI0 Ta KoMOiHoBaHOi ABK
cranoButh 53,1% Tta 58,7% BiAIOBiAHO.

Bucnosxku

Y nHamomy JA0CHiJKEHHI XPOMOCOMHA I1aTo-
Jorig, acornifioana 3 ABK, miarnocroBana y
66 (30,7%) HoBOHapomKeHnx, 63 (29,3%) 3 sAKUX

JITEPATYPA

Masnu cuHzapoM /layHa, 10 € CTAaTUCTUYHO 0CTO-
BipauM (p=0,001). [HmIi cepiieBi Bajim PO3BUTKY
Ta Io3acepiieBa IaToJOTis BusBieHi y 48,3%
ta 37,2% Bunaakis BigmosigHo. BcraHosieHo,
1110 XPOMOCOMHI aHOMaJIil Ta CyIyTHS T03acepiie-
Ba MATOJIOTid 4YacTilie 3yCcTpivajuch y Tpymi 3
isompboBanoo ABK. BwxuBanicTh 1 TI0OMIB
3 i3osp0BaHOI0 Ta KoMOiHOBaHO ABK craHOBHTS
53,1% Ta 58,7%. I3 120 HapomKeHUX KUBUMMU
28,8% HEMOBIAT TOMEPJU TIPOTATOM IEPIINX
MicsIiB KUTTs. JJocTOBIPHO BCTaHOBJIEHO, 1110 Kap-
mioxXipypriune JIiKyBaHHSI TIPOBe/IeHO Jiniiie 26,5%
nartieatam (p=0,001). 3ararpHa BUKUBaHICTD TIPO-
TSTOM TPUPIYHOTO TTEPIOJIy CITOCTEPEKEHHS CKIIaIa
UL marienTis 3 isospoBanor ABK 27.9%, mia
naiienTis 3 kombinosanoio ABK — 15,4%.

Posyminns BIJIUBY eKcTpakapAiaIbHUX Ta XPO-
MOCOMHUX aHoMmaJtiit Ha giziosoriio mnoxa 3 ABK,
3HAHHS PU3UKY IOAATKOBUX CEPIIEBUX BAJI JIJIST STKO-
CTi JKUTTS AUTUHU TTiCJ HAPOJKEHHS T BOJIOJIH-
HSI MOKJIMBUM IIOTEHIiaJIoM iX YCYHEHHSI 3HauHO
MiBUIIYE e(heKTUBHICTD TIPEHATAILHOI JIIarHOCTH-
KM y BU3HAUeHHi porHoady s mnoza 3 ABK.
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