2019

i )XypHan cepueBo-CyaMHHOI Xipyprii =

B YKpaiHCbKu

74 BpoaxeHi Bagu cepus
https://doi.org/10.30702/ujcvs/19.3505/043074-081
YOK 616.12-07; 611.127
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SIKk METOA NPOrHO3yBaHHSA pe3ynbTaTy XipypriYHOro nikyBaHHs Baam
nicns HApOMKEHHS AUTUHM

lanosan J1. A, Kypkesuy A. K., PyneHko H. M.%:2 Emeup |. M.!

1Y «HaykoBO-NpaKTUUYHMIA MEAUYHMIA LEHTpP AMTAYOT Kapaionorii Ta kapaioxipyprii MO3 Ykpainus», M. KuiB, YkpaiHa
’HauioHanbHa MeaMyHa akageMis nicnsamnnomHoi ocsiti iMeni M. J1. Lynuka, M. Kuis, YkpaiHa

Pe3stome. AtpioBeHTpuKyIsipHa KomyHikailisi (ABK) € ogHiero 3 HaiinmommpeHimmx BpomkeHux Ban cepiist (BBC),
10 iarHOCTYEThCS MpeHaTaibHO [1—5]. 3a maHuMU pi3HUX JOCHimXKeHb, cepen ycix BBC, miarHocToBaHuX TIif
yac BHYTPITHbOYTPOOHOTO XUTTA Tiona, ABK cranoButh 17 % [1]. [lepepuBaHHs BariTHOCTI Ta BHYTPIilIHbO-
yTpoOHa 3arubeb IJ104a 3HaYHO BIUIMBAIOTh Ha 1€l ITOKa3HUK, TaK SIK cepell YCi€l BPOMKEeHOI CepLeBOI MaTOJIOTi1
B HapomkeHux xkuBumu ABK cknanmae mumie 4—5 % [2, 4, 5]. IcHye 6GaraTo aHaTOMiYHUX BapiaHTiB Baau. A JacTe
MOEIHAHHS Baayu 3 JOJATKOBUMU CEPLEBUMU, MO3aCEPLIEBUMU Ta XPOMOCOMHUMHU aHOMAJTiSIMU CYTTEBO BILJIMBA€E
SIK Ha TIpoTHO3 s T1o1a 3 ABK, Tak i Ha pe3ynbraT XipyprivHOTO JIiKyBaHHS Baau ITic/isl HAPOIKEHHS TUTUHH [5].

Merta. [IpoananizyBatu CrieKTp BUMAAKiB MpeHaTabHO AiarHocToBaHoi ABK y mona it oniHuTH nonasnelimii pe-
3yJIbTaT XipyprivYHOrO JiKyBaHHS 3aJeXHO Bill aHATOMIYHUX OCOOJIMBOCTEI Baay Ta aCOLiMOBaHUX 3 HEIO JOJATKO-
BMX CEPLIEBUX, [103aCEPLEBUX i XPOMOCOMHUX aHOMAJTIMA.

Marepiamm i meronu. I3 ciunst 2014 poky no rpyaeHb 2017 poky y BimlieHHi npeHataabHOi miarHocTuku 1Y
«HIIMII IKK MO3 VYkpainu» oocrexxeHo 4343 BaritHux. [lig yac npoBeneHHs1 deTanbHOI exokapaiorpadii y
1247 nnonis giarHoctoBaHo BBC, y 215 (17,2 %) 3 skux — ABK. Mu npoaHanisyBajiu naHi ¢eTajabHOI eXOKapaio-
rpadii y mioxais 3 ABK Ta MopiBHSUIY iX 3 MOCTHATAJIbHUMU JAaHUMM.

Pesyabratn. ABK nmiarHocroBana y 215 moniB ta minTeepmkeHa y 120 HoBoHapomkeHux. CepenHiit Bik MaTepi
ckiaB 29,9 + 5,4 poky (mianazoH 17—46). CepenHiii mepion rectarii cranoBuB 24,7 + 4,9 TvxHs (miarma3oH 17—39).
KapioTur miona Ha MOMEHT MIepBMHHOI KOHCYJIBTallii 6yB Bimomuii y 45 (20,9 %) Bumangkax, XxpOMOCOMHi aHOMaUtii
BusiBieHiy 30 (14 %) mnonis. ABK 6e3 Oyab-sK1X iHITUX BHYTPIITHBOCEPIIEBMX BaJl PO3BUTKY Bin3Hauanachy 111
(51,6 %) onis. Ilo3acepiieBi aHoMautii Oyiu BusiBieHi B 104 (48,3 %) rionis. Y 87 (40,5 %) Bunanakax Big0Oyiocs
nepepuBaHHs BaritHOCTi. 120 (55,8 %) BariTHOCTE 3aKiHUMIUCH CTPOKOBMMM TojioramMu Ta 8 (3,7 %) — BHYTpillI-
HBOYTPOOHOIO 3arubesutio Tuiofa. 3 8 BUMNAAKIB BHYTPIIIHLOYTPOOHOI 3armbeni mioaa B 4 Bunaakax ABK Gyna
SIK 130JIbOBaHa MATOJIOTisI, B iHIIMX 4 — Yy MOEMHAHHI 3 JOJATKOBMMM BHYTPIIlIHbOCEPIIEBUMU BaJaMU PO3BUTKY.
I3 120 HapomKeHUX XMUBUMU HEMOBJISIT 63 (28,8 %) TToMepin TIPOTATOM TEPIIUX MiCSAIIB XXHUTTS, HE OTPUMAaBIITN
Kapmioxipypriunoi momomoru. Jlume 57 (26,5 %) maiieHTaMm MpoBeneHOo XipypriuHe JikKyBaHHs. 13 215 muronis 3
MpeHaTanbHoO AiarHocToBaHo ABK xpoMocomHa marostoris criocrepiranach y 66 (30,7 %) HOBOHapOmIKeHUX, y 63
(29,3 %) 3 sikux OyB BUsIBJICHUI cuHApoM JlayHa.

CrnekTp aHaToMiYHMX BapiaHTiB ABK, niarHocToBaHUX nMpeHaTaJIbHO, CYTTEBO BiIPi3HSIBCS Bill JaHUX, OTPUMaHUX
TTiCJIst HAPOIKEHHS IUTUHU, 30KpeMa 11010 OLIBIIOT YaCTOTH KOMITJIEKCHUX BHYTPILITHHOCEPIIEBUX Bajl PO3BUTKY,
BUSIBJICHUX IIiJl YaC BHYTPIIIHLOYTPOOHOTO XUTTS IIoAa. Y IocTHaTajabHoMy Tepiofi ABK wacrine Tpamisiach
sIK i30JIbOBaHMIA BapiaHT I1aTOJIOTiI.

BucHoBkn. [IpeHatanbHa exokapaiorpadisi € 3araIbHONMPUITHATUM METOIOM paHHBOI AiarHocTuku ABK 3 BucO-
KOO YYTJIUBICTIO Ta CrielMivHICTIO, 110 TO3BOJISIE OOTPYHTYBATH Ta TIJIaHYBaTU NEPUHATAJIbHY TAKTUKY BEIEHHS
BariTHOCTI Ta XipypriuHe JiKyBaHHS BaJu B ONTUMaJbHi CTPOKU. Pe3ynbTaT HallIOro JOCTiIKeHHS MTiATBEPIKY-
IOTh BEJIMKY Pi3HOMAHITHICTh CIIEKTpa aHaTOMiuyHMX BapiaHTiB ABK, BUSBIEHUX ITiI 4ac BHYTPIiIIHbOYTPOOHOTO
XKUTTA 1wioga. YacTo Bagy MOENHYIOTHCS 3 HJOJATKOBUMM BHYTPIIIIHOCEPLEBMMU BaJaMu, pilllle — MOB’s3aHi 3
XPOMOCOMHUMM ab0 Mo3acepleBUMU aHOMaJliSIMU, TIPOTE 1ie Tlependayae MEeHII CIIPUSTIIMBUN MPOTHO3 MOAAIb-
IIIOTO XipypTiYHOrO JIIKyBaHHS Yepe3 HasBHICTh JOJATKOBO1 BHYTPIllTHbOCEPIIEBOI ITATOJIOT 1.

Karouogi caosa: ampiogenmpuxyasipua KoOMyHikayis, npenamanvia diaeHocmuka, pemanvha exokapoioepagis.

Beryn. AtpioBeHTpuKy/sipHa KomyHikalis (ABK) e JIiaTHOCTOBAHMX TIif, Yac BHYTPilLIHbOYTPOOHOTO XKUTTS
OJIHi€10 3 HalinmoupeHilux BpoakeHux Baja cepisi (BBC), mnona, ABK tpamisierses i3 yactorolo 17 % [1]. I[lepepu-
110 TiarHOCTYI0Thes mpeHaTanbHO [1—5]. Cepen ycix BBC, BaHHS BariTHOCTi Ta BHYTPILLIHbOYTPOOHA 3armOeb Iioja
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3HAYHO BIUIMBAIOTh Ha 1I€¥ TOKA3HUK, OCKUIBKU CEPENT YCiX
BPOIKEHUX aHOMAJTiii cepls B AiTeil, HApOIKEHNX KUBU-
mu, ABK cxianae nmuire 4—5 % [2, 4, 5]. Icnye 6arato aHa-
TOMiIYHUX BapiaHTiB Baau. OKpiM LIbOTO, YacTe MOETHAHHS
BalIu 3 JOJaTKOBUMU CEPLIEBUMHU, TO3aCEPLIEBUMU Ta XPO-
MOCOMHUMU aHOMAaJTiIMU CYTTEBO BILJIMBAE SIK HA TIPOTHO3
st iona 3 ABK, Tak i Ha pe3ysibTaT XipypriyHoro JiKy-
BaHHS BaJy ITicJisi HAPOIXKEHHS TUTUHU.

Merta. IIpoaHaiti3yBaTv CIIEKTp BUMAAKiB MPEHATATb-
Ho giarHoctoBaHoi ABK y miona Ta ouiHUTY Togadbluni
pe3yJbTaT XipypTivHOTO JIiKyBaHHS 3aJ1eXKHO BiJl aHaTOMi4-
HUX OCOOJIMBOCTEN Balv Ta aCOLIOBAHMUX i3 HEIO JOMATKO-
BUX CEPLEBUX, TO3aCEPLIEBUX i XPOMOCOMHUX aHOMAJTilA.

Marepiaiu Ta MmeToau. 3a niepion i3 ciuns 2014 mo rpy-
neHb 2017 poky y BigjiJieHHi MpeHaTajlbHOI JiaTHOCTUKU
Y «HIMIMI AKK MO3 Ykpainu» 0ysio ooctexxeHo 4343
BariTHuX. Ilin yac npoBeneHHs (heTalbHOI exoKapaiorpa-
dii (ExoKT) y 1247 mnoniB apiarHoctoBaHo BBC, y 215
(17,2 %) 3 sxux — ABK. TlepeBaxxHa GiJIbIIICTb BariTHOC-
Teil Oyu OMHOTUTITHUMU, JIUIIIE Y TPhOX BUMAAKAX BaTiT-
HicTb O6yJa nBorutinHa. CepenHilt Bik Matepi craHoBuB 30,6
* 7,0 poky, cepenHiil TepMiH rectaliii ckiagas 24,7 *+ 4,2
TKHSL. Y 92 (42,8 %) BumaaKax niarHo3 OyB MOCTaBJICHUIA
110 22 TxHiB rectanii. 2KiHKH, 1Ki BUPIIIAIA TPOJOBXKUATHA
BariTHiICTh, 00CTEXYBAJIUCh MOBTOPHO B TEPMiHi 32 TUXHI
JUIST pO3pOOKY MEPUHATAIBHOT TAKTUKU. Y BUIAKaX SKIIIO
CIIOCTEPITAINCS 03HAKHU CEPLIeBOI HENOCTATHOCTI B IUIOAA,
BOJSTHKY TJIOJA, @ TAKOX MOPYLIEHHS PUTMY CEpIIs TUI0Ja,
00CTeXXEeHHS BariTHUX MTPOBOAWIM YaCTillle.

Hireit, y sxux ABK BHU3Havanach siK i30J1bOBaHU Ba-
piaHT MaToJIOTii, 0OCTEXYBaIM MiCAs HApPOIKEHHS y Billi
1 micaup. [1pu noenHanHi ABK 3 mpoTOKO-3aexXHUM Jie-
TEHEBUM a00 CICTEMHUM KPOBOTOKOM 0OCTEXEHHS HOBO-
HapOoKEeHWX MPOBOAWIIU B TIepIli TONUHU a00 JHi XUTTS.

KowmmnekcHe TpaHcabaomiHaabHe yabTpa3BykoBe (Y3)
00CTEeXEHHS ceplisd Ta BEJWKHWX CYIWH Y IUJIOMIB MPOBO-
nunu Ha Y3-anapatax ¢ipmu Philips (Philips Ultrasound,
Bothell, WA) iU22 ta EPIQ 7 3a n1omoMorowo KOHBEK-
cHux patuukiB C5-1 a6o C9-2 i3 vacrororo 1—5 MIir abo
2—9 MIi. KommiekcHy TpaHcTtopakaibHy ExoKI' miTsam
npoBoauau Ha Y3-amapartax Philips IE33 i3 3acTocyBaH-
HSIM Y HOBOHAPOMXEHUX (Da30BaHUX CEKTOPHUX JATYUKIB
S12-10 i3 yacrorow 10—12 MIi1, gitam crapiie Micsis —
S8-3 i3 yactotorw 3—8 MIir.

YciM miogam Oysio MpoBeAEHO JBOMipHY, KOJILOPOBY Ta
iMmynbcHy noriepiBcbkKy ExoKI. M-pexxum n1BOBUMipHOI
ExoKI' BMKOpHUCTOBYBaiv y BUIMAIKax MOPYIIEHb ceplie-
BOTO PUTMY B ILTOAA.

HiarHo3 ABK BcTaHOBIIIOBAJIM 3a HasIBHOCTI TaKMX
ExoKT'-kpurepiiB, SK:

1. Bizyanizauig criibHoro AB 3’eaHaHHS y BUTJISIAI Be-
JIMKOTO OTBOPY IMOCEPEANHi ceplisl Ta BiICYTHICTh TaK
3BaHOTO «XpecTa» Cepls B 4-KaMepHili TPOeKIlii.

2. JliniitHe (HemudepeHIlilioBaHe) posTairyBaHHS AB
KJIaTlaHiB y 4-KaMepHiil MpoeKIlii.

3. Bigyanizauis criibHoro AB kjamana B mpoexitii 1o Ko-
POTKiif oci niBoro nutyHouka (JIII).

4. HagBHicTh NPUTIYHOTO Ae(PEKTY MiXKIILUTyHOUYKOBOI Ie-
PEropoiKu Ta BiICYTHICTb MEPBUHHOI MiXIepeacep-
HOI MepEeropoiku B 4-KaMepHili MPOEKILii.

5. 300paxxeHHs MOAOBXEHOTO Ta 3BY>XKEHOTO BUXiTHOTO
tpakty JIIII y 4-kamepHiil mpoekilii BHACTiIOK aHO-
MaJIBHOTO PO3TalllyBaHHS KOPEHS a0pPTH.
Komo6inoBanow ABK BBaxanu Bunagku, KOJau 1isI Ba-

Jla B TUTOfA TTIOEAHYBAIACH i3 JOMAaTKOBUMU BaaMU CEpUs
i cyauH, y pasi ix BimcytHocTi ABK Bu3Havanace K i30-
JIbOBAaHWU BapiaHT MaToJIOTii. Y BUMAaAKax i3 BiJHOCHO
PIBHUMU PO3MipaMU IUIYHOUKIB Baay KJIacUDiKyBaau sIK
30anaHcoBaHy. IIpu HesbamaHcoBaHili ABK 3 moMiHy-
BaHHSIM TpaBoro nutyHouka (ITII) Bu3HavaBcs icTOTHO
meHmi po3Mip JILI, a mpu nominyBanHi JIII — po3mipu
I 6ynu 3HayHO MeHIIMMMU. JliBonepeacepaHuit izome-
pU3M JiaTHOCTYBaJly Ha MiACTaBi MepepUBY HUXHBOI TO-
POXHUCTOL BEHU 3 ii MPOAOBXKEHHSIM Y HalliBHETIAPHY BEHY
Ta/ab0 3a HasgBHOCTI MMOoBHOI AB 6710Kamu B uioma 3 ABK
Ta BiCLIEPO-KapAiaJIbHOIO TE€TePOTAKCi€l (IIJTYHOK pO3-
TalllOBAaHUI KOHTPJATepaIbHO BEPXiBLi cepls, MedyiHKa
CepeIMHHO). XapaKTepHUMU O3HAKaMU MpaBoMepeacepa-
HOTO i30Mepu3My OyJia cKJIamHa KOMOiHallisl BHYTPillIHbO-
cepleBUX BaJ po3BUTKY 3 MoBHOI0 ABK Ta Bicuiepo-Kapmi-
AJIbHOIO TETePOTAKCIETO.

Ocob6auBOCTI aHaTOMI1 ceplis Oy BU3HAYEHI 32 JaHU -
MU npeHaTanabHuX i moctHaTaabHUX ExoKI. [Ins minTBep-
JOKeHHSI cuHapoMy retepotakcii (CI') micis HapomKeHHS
JUTUHU goaatkoBo BukoHyBaau KT Ha 16-3pizoBoMy TO-
morpadi Siemens Somatom Sensation. ITo3acepiieBi aHo-
MaJii Ta CMHAPOMM OyJIM JiarHOCTOBAaHi UM MiATBEPIKEHi
CYMIKHAMM CTIeLiaJTiCTaM¥ (IUTSYUI Xipypr, IUTSYWA He-
BPOJIOT, TEHETHUK).

Y npolieci nociakeHHs MpoaHai3yBalu BUTTaJKH aCO-
LilOBaHUX CEPIIEBUX i MO3acCePLEBUX Ball PO3BUTKY, iXHil
3B’5130K i3 XpOMOCOMHOIO TaTOJIOTi€EI0 BU3HAYaB BILUIMB Ha
NpeHaTaTbHUI Ta aHTeHaTadbHUi mepion. OKpiM 1bOTO,
OLIHUJIM Pe3yJbTaT XipyprivyHOTO JIIKyBaHHS 3aJIEKHO Bif
AHATOMIYHUX OCOOIUBOCTEN Baau 3 ypaxyBaHHIM Mopdo-
Jiorii criyibHOTO AB KTanaHa Ta acolilioBaHUX aHOMaJTii.

s  CcTaTUCTUYHOTO aHalizy BUKOPUCTOBYBAJIACh
nporpama SPSS Statistics. [TopiBHSIHHSI 4acTOT SIKiCHUX
TMOKA3HUKIB y rpyax MPOBOIWIU ILISIXOM MOOYAOBU Ta-
OMULb CMOMYYEHOCTi 2 X 2 i3 3aCTOCYBaHHSM KpPUTEPIilO
Xi-KkBagpaT abo TouHoro metomy Mimepa. PiBeHsb mocro-
BipHOCTi p OyB IBOOIYHUIA, KPUTEPiEM CTATUCTUYHOI T0-
croBipHOCTi 6yB p < 0,05 Ta BBaXaBCd CTAaTUCTUYHO 3HA-
YYIIIM.

PesynsraTtn Ta ix o6roBopenns. I3 215 ruiomiB, y sSIKux
npeHaTaibHO niarHoctoBaHa ABK, xxuBumu Hapoauiaocs
120 (55,8 %) niteii. Indopmaliito Tpo repepuBaHHST BariT-
HOCTi, BUMTAJKN BHYTPITHBOYTPOOHOI 3aruderii mjiona ta
BUIIAJIKA HEOHATAJIbHOI CMEPTi OTPUMAHO Mil Yac Teje-
(oHHOTO ONMUTYBaHHS XiHOK. B ycix iHIIMX BUNankax aia-
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THO3 MiATBEPIKEHO TMiJl Yac MOCTHATAIBHOTO OOCTEXKEHHS.

KapioTun mioma Ha MOMEHT TTEpPBUHHOI KOHCYJIbTaLIil
oyB Bimomuii y 45 (20,9 %) Bunankax. XpoMOCOMHi aHOMa-
Jiii 6y BusiBiieHi B 30 (14 %) miiofiB i yacTilire crioctepi-
TaJIMCh y TUX BUNAnKax, 1e ABK BU3Hauanace Sk i30J160Ba-
HMIA BapiaHT martojiorii (tabmuis 1). Y 27 (12,6 %) muionis
Oyna BusiBnieHa Tpucomis 21,y 1 (0,46 %) — tpucomis 13,
y 1 (0,46 %) — tpucomis 18,y 1 (0,46 %) Bunanky Oys mia-
rHoctoBaHuil cuHapom i JIxKopaxi.

ABK 4K i301p0BaHa Bajga ceplisl OyJjia 1iarHOCTOBaHa B

111 (51,6 %) Bunankax.

CyIyTHi BHYTPIlIHbOCEPLEBI aHOMAaJTi1 OyJI0 BUSIBJIEHO

B 104 Bumankax (48,3 %). €nuHa 10JaTKOBa BHYTPILIHBO-
ceplieBa Baga PO3BUTKY Oysa miarHocroBaHa y 15 (7 %)
IJIOAiB, ABi JomaTkoBi aHoMamii — y 10 (4,7 %) Bumagkax.
VY 78 (36,3 %) BuUMangKax BUSBIEHO GiJIbIIe JBOX BHYTPIIII-
HBOCEPIIEBUX BaJl PO3BUTKY.

Cepell CymyTHiX BHYTPIlIHbOCEPLIEBUX Baj y IJIONA 3
ABK MoXyTbh 6yTH Taki aHOMaJTi, SK:

e JOATKOBA JliBa BEPXHS MOPOXHUCTA BEHA, IO JApe-
HYETbCS B PO3IIMPEHMI KOPOHApHUI CHHYC — 56
(26,0 %);

MMOABIMHMI BUXix BenmuKux cynuH i3 ITHI — 54 (25,1 %);

koapkraitist aoptu (KoAo) — 39 (18,1 %);

tetpaga @amno (TD) — 26 (12,1 %);

TPAHCTIO3ULlisI BEJIUKHUX apTepiii + arpesist JereHeBoi

apTepii + TOTabHUI aHOMAJIBHUH TpeHaX JIETEHEBUX

BeH — 23 (9,8 %);

e TIPaBOCTOPOHHS ayTa aoptu — 14 (6,5 %);

e aTpesis iereHeBoi apTepii — 12 (5,6 %);

e MHOXWHHI 1e(eKTU MiXIIITYHOYKOBOI IEPETOPOIKU —
8 (3,7 %);

e TEepepuB HIXKHBOI MOPOKHUCTOI BEHU 3 11 MPOJOBXKEH-
HSIM y HamiBHeTIapHy BeHy — 6 (2,8 %);

e TOTAJbHUI AHOMAJBHUI APEHAX JIETEHEBUX BEH —

52,3 %);
nexcrpokapmis — 5 (2,3 %);
cTeHo3 (aTpe3is) aopranbHoro kianana — 3 (1,4 %);
iHBepcis nuryHoukiB — 3 (1,4 %);

YaCTKOBMII aHOMAJIbHUI JpeHaX JIETCHEBUX BEH —

2 (0,9 %);

e cyauHHe Kinbie — 2 (0,9 %).

I3 29 mnonis, y skux nmpeHaTaabHO AiarHocToBaHO CI,
y 23 (10,7 %) BusiBIeHO IIpaBOIIEPEACEPIHMIA 130MEPU3M
iy 6 (2,8 %) — niBonepeacepaHuii. ¥ 1IoAiB i3 mpaBo-

MepencepaHUM i30MEepU3MOM 3a3BUYail cHocTepiraiach
CKJIaJHa KOMOiHallisl BHYTPIllTHbOCEPLEBUX BaJ PO3BU-
TKy 3 noBHOIO ABK. IloaBiiiHui1 BUXig BEIUMKUX CYIUH
i3 T, mansno3unisa Beaukux cynuH (MBC), atpesis
abo CTeHO3 JiereHeBOl apTepii, TOTAIbHUI aHOMAaJIbHUM
JPEHAaX JIETEHEBUX BEH — CTEKTP JAONATKOBUX BHYTPIIII-
HbOCEpLEeBUX NedeKTiB, KU BUSBISABCS B IUJIOLIB i3
npaBornepeacepaHuM izoMmepusmoM i moBHoto ABK. TTpu
JIiBOTIEpEeCepIHOMY 130MEpU3Mi dYacTillle Tparisijaach
HermoBHa ABK, mepeprB HUXXKHBOI MOPOXHUCTOI BEHU 3

il MPONOBXEHHSAM Yy HalliBHEMapHY, B OJHOMY BUITaIKy
HermoBHa ABK noegHyBanach i3 MOBHOIO aTpiOBEHTPUKY-
JIIPHOIO OJIOKA010.

VYV 80 (37,2 %) mioniB ABK moenHyBaach i3 mosacep-
LIEBUMU BagaMu po3BUTKY. CHeKTp aHOMalliil BKJIIOYaB
MaTOJIOTiI0 LEHTPATbHOI HEPBOBOI CUCTEMU, KHUIIKOBO-
LIJTYHKOBOTO TPaKTY, KiHIIIBOK, JIWUS W iHIIMX OpraHiB
i cucrem. Y 32 (14,9 %) mnomiB criocTepiraay KOMITIEKC
aHOMaJliii pO3BUTKY B AEKiJIbKOX CCTEMAaX OpraHiB.

VY 87 (40,5 %) i3 215 BunankiB BariTHicTh Oyna Tepe-
pBaHa: B 48 (43,2 %) Bunaakax ABK 0Oyia gk i30J1b0BaHMi1
BapiaHT naroJorii, y 37 (35,6 %) — B acouialii i3 104aTKO-
BUMU BHYTPIITHHOCEPLIEBUMU BallaMy PO3BUTKY.

Y 8 (3,7 %) Bumaakax BariTHICTh 3aKiHYMJIACH BHY-
TPILIHBOYTPOOHOI0 3arnbesnto rmiona: B 4 Bumnaakax ABK
Oyna i30J1bOBaHMM BapiaHTOM MATOJIOTI1, B iHIINX 4 — y TIO-
€IHAHHI i3 TOMaTKOBMMHU BHYTPIIIHHOCEPILIEBUMU BalaMU
po3BuTKy. IHdoOpMaliis miaTBepIXKeHa pe3yabTaTaMu Ta-
TOJIOTOAHATOMIYHOTO AOCITiKEHHSI.

V GinbocTi BUMAAKiB MPUUYMHOK BHYTPIIHBOYTPOO-
Hoi 3aru6eti miona OyJio MporpecyBaHHS BOISIHKY TIOAA.
3a3Buyaii 1ieit cTaH po3BUBa€EThCs B 1toga 3 ABK Ta Bupa-
>KE€HOI0 HEAOCTATHICTIO CIUJIbHOTO AB KilamaHa BHaCTig0K
CTPYKTYPHOTO ITOPYIIEHHS ¥ioro 0ynosu [35].

BonsHka mona € 310BiCHOIO 03HAKOIO, 110 HEMUHYYE
Belle 10 BHYTPIlIHbOYTPOOHOI 3arnbesni abo MocTHaTallb-
Hux BTpat [3]. B ycix BUnagkax, B KWl AiarHOCTyBajaach
BOJISIHKA TIJ10/1a, BigOyJaach MOro BHYTPILIHbOYTPOOHA 3a-
ruoeNb.

3HaYHO TIOTIpIIy€e MepUHATaTbHUI MPOTHO3 i Opaau-
KapJisd B IIOJA, 110 CIOCTepirajach B OAHOMY 3 BUMAAKIB
BHYTPITHBOYTPOOHOI 3aruberti mioga i3 CI' (iBonepen-
cepaIHUM i3omepusMoM), 3a sikoro ABK moeaHyBaiach
3 moBHOIO AB 6Giyiokanow. BHaciimok po3BUTKY cepleBoi
HEIOCTaTHOCTI, 110 0OYMOBJIEHa HU3bKHAM CEPLEBUM BU-
KHAJOM, PU3UK BHYTPIIHBOYTPOOHOI 3arubeti € AyXe BU-
COKHMM i B HAIlIOMY criocTepexxeHHi ckias 100 %.

ITpoananizyBaBIIM TPYNU IUIONIB 3 i30JIbOBAHOKO Ta
koMmbiHoBaHOO ABK, Mu He BMSIBUJIM CTaTUCTUYHO AO-
CTOBIpHOI Pi3HUIII B YaCTOTi MepepuBaHHS BariTHOCTI 3a
HassBHOCTI i30J1bOBaHOl martojiorii cepust (43,2 %) mopiB-
HSHO 3 TUMM, XTO MaB OiJIbIll CKJIamHy aHaToMiio (35,6 %)
(tabaui 1). ITpore XpoMOCOMHI aHOMaJTii Ta CYMyTHS TO-
3acepueBa MaToJIOTis YacTillle TPAIUISUIUCh Y TPYITi TUIOAIB
3 i3o;poBaHO0 ABK.

13 120 HapomKeHUX KUBUMU HEMOBIIAT 63 (28,8 %) 110-
MEpJIM TIPOTSTOM TIEPIIUX MICSIIiB XKUTTS, HE OTPUMABIIN
KapaioxipypriyHoi goromoru. ITprunHoOW© cMepTi B OiJib-
LIOCTi BUMAAKIB OyJI0 MOEAHAHHS Baau CEpLs 3 Mo3acep-
1IeBOIO0 Ta/ab0 XPOMOCOMHOIO TIAaTOJIOTIEI0, IO MPU3BETIO
J10 BAHMKHEHHS MOJIiOpraHHOI HEAOCTATHOCTI SIK Ha eTarti
ajanTallii AMTUHU B PaHHbOMY HEOHATaJbHOMY MEPiofi,
TaK i Ha eTamni JiKyBaHHS CYMyTHbOI MaTOJIOTii.

XipypriuHe JiKyBaHHSI mpoBeneHo Jmme 57 (26,5 %)
nanieHTam (pUCyHoK 1).
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Tabnuusa 1
lopisHsnbHA Xapakmepucmuka nio0is 3 i30/1b08aHo0 ma kombiHosaHow ABK (n = 215)
ABK
ABK B acouiauii 3 40AaTKOBUMU
AIK i301bOBaHMI1 BapiaHT naTonorii BHYTpilUHbOCEpLIEBMMM BaAaMH
Mapametpun (n=111) (n =104) p
CepepHin Bik MaTepi, poku 30,670 30,559 0,859
CepenHin TepMiH rectauii, TUXHI 24155 25,159 0,208
EkcTpakapgaianbHi aHomanii, % 49 (44,1 %) 31 (29,8 %) 0,030
XpoMOCOMHi aHoManii, % 24 (21,6 %) 6 (5,7 %) 0,001*
lNepepuBaHHs BaritHOCTI, % 48 (43,2 %) 37 (35,6 %) 0,251
BHyTpilWwHb0yTpO6HA 3armbens nnoaa, % 4 (3,6 %) 4 (3,8 %) 0,945
HapomxeHi xusumu, % 59 (53,1 %) 61 (58,7 %) 0,945
e napomeenin 5 49 (44.1 %) 17163 %) 001"
OTpumanu kapaioxipypriyHy gonomory, % 37 (33,3 %) 20 (19,2 %) 0,001*
3aranbHa BMXXMBAHICTb MPOTSrOM 31 27,9 %) 16 (15,4 %) 0,237

TPUPIYHOTO Nepioay CnocTepexeHHs, %

Ilpumimka. * — pi3HULS CTATUCTUYIHO 3HAYYIIA.

JIBOLIJTYHOUKOBA KOpeKIlis Baad BUKOHaHa 42 malli-
€HTaM i3 BiTHOCHO 3aJ0BiJIbHUM PE3YJIBTaTOM Y OLIbIIOC-
Ti BunaakiB. Cunapom Jlayna (CII) 6yB BusiBieHuit y 30
nauieHTiB. Y 24 Bumajakax mpoBeJeHa MepBUHHA KOPEK-
it ABK. ¥V 6 Bunaaxax i3 nmomipHolo rinoriasieto JIII
Ta B | BUnaaKy i3 momipHoro rinomaziero [T kopexitis
BaJu MPOBEACHA IiCJId 3BYXKYBaHHS JIETEHEBOi apTepii. Y
8 Bumnankax, y skux ABK nmoegHyBanach 3 moMipHOIO Ti-
nomasiero JIII, rimomia3ieto BUCXiTHOT aOPTU Ta KOApK-
Talli€el0 a0pTH, paAuKajbHa KOPEKIlisS BUKOHAHA MiCJs
3ByXyBaHHS JIA Ta ycyHeHHS KoapkTallii aopTu. TpproM
nitsM, y skux ABK moennyBanacs i3 T®, B onHOMY BU-
MnajaKy paaukaaibHa KOPEKILisi MpoBeaeHa Micist 0aJOHHOL
AHTIOMIACTUKU KJIAIIaHHOTO CTEHO3Y JIereHeBOl apTepii
(JIA), B nBOX iHIIMX — TICJsd HakJagaHHS Moaudiko-
BaHOIO CHUCTEMHO-JIETEHEBOro aHacToMmo3y bienoka —
Tayccir. V 9 Bumamkax aiarHocToBaHa He30ajlaHCOBaHa
ABK, i3 Bupaxenoto rinomnazieto I y 5 Bunmaakax i
BupaxeHoto rinomaziewo JIII y 4 Bunankax. Hemoxim-
BiCTh MPOBENECHHS IBOIILIYHOYKOBOI KOPEKIlii 00yMOB-
JIIoBajla 0OaraToeTamnHiCTh BTPYy4YaHb i3 HE3aJOBITbBHUM
pe3yJbTaTOM y TpbOX BuUMaakax. I3 27 malieHTiB, SKUM
micias HapojkeHHs OyB minTBepmxenuit CI, y 23 Bunam-
Kax 0aThbK1 HOBOHAPOIKEHUX IiTEW BiAMOBWINCS Bil 3a-
TMPOMOHOBAHOTO 1M 6araToeTanmHoOTo NajaiaTUBHOTO OTHO-
IIJTYyHOYKOBOTO IUISIXY XipypriyHOTO JiKyBaHHS. J[BOM
nauieHtam i3 CI' (mmpaBomnepeacepaHUii i3oMepusM), y
sakux ABK moennyBanach i3 moaBiiHWIT BUXOAOM BEJIM-
kux cyauH i3 TTII, MBC, Benukum aeheKToM MiXKIILTy-
HOuYKOBOi neperopoaxku (AMIIIT), rimomnasiero JILI, Be-
JUukuM BTopuHHUM JIMIIII (reMoaMHaMiyHO CHiJIbHUM
nepeacepasim) Ta TAIJIB, y nepioai HOBOHapOAXKEHHOCTI

npoBeneHa kKopekiliss TAIJIB Ta BUKOHaAHO 3BY>XXYBaHHS
JIETeHEBOi apTepii. Y momajblioMy UM AiTSM MIPOBEIECHO
OINTUMIi3allil0 JJET€HEeBOTO KPOBOTOKY IIISIXOM HaKJIagaH-
Hs1 ABOHAIPABJIEHOrO0 KaBITYJbMOHAJIBHOTO aHACTOMO3Y.
IIle onHomy mauienty 3 CI' (mpaBomnepeacepaHuit i3ome-
pusM), y sikoro ABK noenHyBajach 3 aTpesi€io JiereHeBOi
aprepii, BeIukuM BTopuHHUM JIMIIII (remoauHamiuHO
crninbHUM TiepeacepasM) Ta TAIJIB, Ha 7-mMy 100y XXUTTS
npoBeaeHa kopekiiist TAIJIB Ta onTuMizaitisi 1ereHeBOro
KPOBOTOKY 3a JOTIOMOTOI0 MOAM(}PiKOBAaHOTO CUCTEMHO-
JlereHeBOro aHactomody bienoka —Tayccir. JIuTuHa mno-
MepJia Ha 2 Micslli XXUTTS Bifl iHPEeKIiHHUX YCKIaaHEHb,
110 BUHUKJIM MiCJIsl MepeHeceHOol MHeBMOHii. HiBumHIIi
i3 CI' (1iBomepeacepAHUM i30MEPU3MOM) Ta HEMOBHOIO
ABK panukanbHa Kopekliisi mpoBeaeHa y Billi 1 poky.

VYV 7 maii€eHTiB, SKUM BUKOHaHa MBOIILIYHOYKOBA KO-
pexilisi, Ha JoorepaliitHomy eTarti 3a gonoMoro ExoKI'
OyJ11 BUSIBJIEHI IPOTHOCTUYHO HECTIPUSTIUBI OCOOJIUBOCTI
OyIOBM KJIAITAHHOTO Ta MiIKJIAITaHHOTO arapariB CIUTbHO-
ro AB knamana, a came: AedillUT TKAHUH MOCTOBUIHUX
CTYJIOK, TiMoI1a3isl JiBOi JJaTepaJibHOI CTYJIKU, BKOPOYEH-
HSI XOPJI Ta IX aHOMaJIbHE KPIiTJIEHHS A0 TPpeOeHsT MixXIILTy-
HOYKOBOI IEPETOPOJIKA, AHOMATbHE TTOJIOKEHHS ManiIsip-
Hux M’g3iB JIII. i ocoGauBOCTI CIPUYUHSIIN Pi3ZHOTO
CTYIIEHsI HEKOMIETEHTHICTh CIiibHOro AB KkiamaHa Ta 3
OiJIbIIOI0 YACTOTOIO CHOCTEPIraliMch y MaILli€EHTIB 3 HOP-
MaJIbHAM KapiOTUIIOM, piaie — npu noenHaHHi 3 CH. ¥V
nicisgonepaliifHoMy Mepioni B IMX Malli€HTIB 30epiragach
TEHIIEHIiS 10 BUHUKHEHHS MEePEeayMOB PO3BUTKY 3aJIUIII-
KOBO1 HEJOCTAaTHOCTI c(popMOBaHUX TTiJ yac Kopekuii AB
KJIalaHiB abo po3BUTKY oOcTpykiii Buxony 3 JILI i cro-
cTepirajgach y TpbOX Ta OIHOMY BUMAAKAaX BilMOBiIHO.
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Mnoaun 3 ABK
215

I3onboBana ABK 111
Kapiotun HeBigomuii 85
Tpucowmis 21 17
HopManbHuii kapiotun 8

MpopoBxeHHs BariTHOCTI 63
Kapiotun HeBigomuit 51
Tpucomis 21 4

HopmanbHuii kapiotun 8

MpunuHeHHs BariTHocTi 48
Kapiotun HeBigomuit 35
Tpucomis 21 13

BHyTpilwHbOYyTPOGHA
3arubenb nnoay 4
Tpucowmis 21 2
HopmanbHuit kapiotun 2

HapogaxkeHi xxuBumn 59
Tpucomis 21 48
HopmanbHuit kapiotnn 11

I |
Momep nicna
HapoAXXeHHs 22
Tpucomis 21 16
HopmanbHuit kapiotun 6

MpoonepoBaHi 37
Tpucomis 21 34
HopmanbHuit kapiotun 6

Komb6iHoBana ABK 104
Kapiot1n HeBigomuii 93
Tpucomis 21 5
HopmanbHuit kapiotun 6
I

[ |
MNMpoponkeHHa BariTHocTi 67
Kapiotun HeBigomuit 95
Tpucomis 21 5
HopmanbHuii kapiotun 6

I
[ ]

BHyTpilwHbOYyTPOGHA
3arubenb nnoay 4
CUHAPOM reTepoTakcii,
npasuii isomeTpism 1
CUHAPOM reTepoTakcii,
niBuii isometpiam 1
Tpucomis 21 1
HopmanbHuit kapiotun 1

MpunuHeHHs BariTHocTi 37
Kapiotun HeBigomuii 33
Tpucomia 21 1
HopmanbHuit kapiotvn 3

HapopakeHi xxusumm 63
Tpucomis 21 15

Tpucomis 18 41

Tpucomia 13 1

Cunppom [i-Oxoppxi 1
CuHApoM retepoTakcii 27
HopmanbHuii kapiotun 18

XKuBi no cboropHiwHii
AeHb 36

Tpucomis 21 33
HopManbHuit kapiotun 3

Momep nicns onepauii 1
Tpucomis 21 1

Momep nicns HapoaXkeHHs 43
Tpucomis 21 10

Tpucomis 18 1

Tpucomia 131

Cunppom Li-IOxopoxi 1
CuHApoM reTepoTakcii 23
HopManbHuii kapiotun 7

MpooneposaHi 20
HopmanbHuit kapiotun 11
Tpucomia 215

CuHApOM reTepoTakcii 4

AeHb 18

JKuBi no cboropHiwHin

HopManbHuii kapiotun 10
Tpucomis 21 5
CuHApOM reTepoTakcii 3

Momep nicnsa onepauii 2
HopmanbHuit kapiotun 1
CMHAPOM reTepoTakcii,
npasuii isomepusm 1

PucyHok 1. CmpykmypHa cxema ocmamoyHoz20 pe3yasmamy 015 naodie 3 ABK

3arajibHa BUXXMBAHICTh MPOTATOM TPUPIYHOTO TMepio-
Iy CTIOCTEpeXEeHHs CKjajia JUisl TALi€HTIB 3 130JIbOBAHOIO0
ABK 27,9 %, mig mauieHTiB 3 Kom0OiHOBaHOI0O ABK —
15,4 %.

Huni deransHa ExoKI' 103BosIsIE 1OCUTH TOYHO Adia-
rHoctyBatu Tl ABK, Mopdosorito kjianaHHoOro Ta mia-
KJallaHHOTO amapaTy chijibHoro AB kiamaHa, acouiifo-
BaHy BHYTPIllIHbOCEPLIEBY MATOJIOTII0 Ta BU3HAYUTU SIK
nporyo3 mid mwiona 3 ABK, tak i nependauyntv MOXJIUBUI
pe3yJbTaT XipypriuHOro JiKyBaHHSI Baay ITicJIsl HAPOIKEH-
HS1 AUTUHU [5].

YV HauoMy crnocTepeXkeHHi CIeKTp aHaTOMiYHMX Ba-
pianTiB ABK, niarHocTOBaHMX TIpeHaTaJlbHO, CYTTEBO
BiIpi3HSIBCS Bil JaHUX, OTPUMAHMX TIiCJAsI HApOIKEHHS
JIUTUHU, OCOOIMBO 1I0A0 OiJIbIIOI YACTOTHU KOMILJIEKCHUX

BHYTPIlTHBOCEPLIEBMX BajJ PO3BUTKY, BUSBIECHUX TiA 4ac
BHYTPillTHBOYTPOOHOTO XXUTTS TUIOJA.

Y noctHaTtansHOMYy Tiepioni ABK uacriiie Tpamisiiack
SIK 130JIbOBAaHUI BapiaHT MaToOTii (TabauLs 2).

Pesynbrar xipypriuHoro JiiKyBaHHSI JJis1 TALiEHTIB 3
ABK 3anexuTb BiJ aHaTOMiYHOTO TUITY BaJu Ta acoliifo-
BaHUX i3 HEIO NOAATKOBUX CEPLIEBUX i MO3acepLeBUX Baj
po3BUTKY [4, 5]. Y 37 (64,9 %) nauientis, 1e ABK Bu3Ha-
yajach K i30JIbOBaHUI BapiaHT MaToJorii, OyB 3aCTOCO-
BaHUU BiTHOCHO MPOCTUH XipypriyHUi Miaxin, 1o ckia-
JTaBcsl i3 3aKPUTTS CENTalbHUX Ne(heKTiB i peKOHCTPYKIILil
crninbHOoro AB knamnana. Kopexilito Baau BUKOHYBaJIM Ha
3—5 MicsuiB XUTTS 5K y nauieHTiB i3 CJI, Tak i B Malli€HTIB
i3 HOpMaJIbHUM KapioTUIIOM, JIsl 3a1100iraHHS BAHUKHEH-
HS TicasgonepauiiiHuX yCKJIaaHEHb, OB’ SI3aHUX 3 PO3BU-
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Ta6bnuusa 2

Xapakmepucmuka nayieHmis, SKUM Npo8edeHo xipypaiyHe NikysaHHs (n = 57)

ABK gk i3onboBaHa natonoris
n=37

ABK B acoujauii 3 404aTKOBMMYM BHYTPIlUHbOCEPLIEBUMM BafaMKU PO3BUTKY

n=20

CA HK

JopatkoBi BHYTpilLHbOCEPLIEBI BaaU ca HK cr

MosHa ABK 23 2 MosHa ABK KoAo

TO

KnanaHHuit cteHos JIA

=N

MopsinHM BUXiA Benunkmx cyauH 3 MLl 2

+ TAO/IB

MopBinHUIA BUXIiA,
Benukux cyamH 3 MW + rinonnaszisa JIW + AJTA 1

MopnBiviHni Buxig Bennkmnx cyauH 3 ML +
rinonnasisa JIW + MBC + TAOJIB

HenosHa ABK 7 HenosHa ABK KoAo

MpomixHa ABK 2 3 MpoMmixHa KoAo

ABK KnanaHHwuiA cTeHO3 nereHeBoi apTepii

Ilpumimka. HK — HOpMaIbHUIA KapioTHIL.

TKOM JIeTeHeBo1i rinepreHsii. Lleit Bu yckiaaHeHb yacTiliie
CIOoCTepiraBcsi B MUHYJIOMY y BUIMAaIKax i3 3aTPUMKOIO Xi-
PYPTiYHOTO JiKyBaHHS, iepeBaxHo B Aiteit i3 CII, y SKux
iCHY€ OiJbLI IBUAKA TEHAEHLSI 10 PO3BUTKY JIEr¢HEBOTO
CYIUHHOTO OOCTPYKTMBHOIO 3aXBOPIOBAHHSI MPOTSATOM
MEePIIOTO POKY KUTTS.

Mopdodoris cniiibHOro AB KjanaHa CyTTEBO BILUIMBA€E
Ha pe3yJbTaT XipypriyHoro jaikyBaHHs [4]. HeratuBHum
MPOTHOCTUYHUM (haKTOPOM BiAIaJIEHOTO XipyprivHOro
pe3yJbraTy € aHoMallbHa OyioBa crijibHoro AB kianaHa
Ta CTyMiHb ioro HegocTaTHOCTi [4, 5]. [IpoTe MOXIUBICTH
MPOBEIEHHS, BUIl XipypriYHOTO JIIKyBaHHS Ta OCTATOYHU I
MPOTHO3 BU3HAYAE caMe CYITyTHSI BHYTpilllHbOCEplIeBa Ma-
TOJIOTiSI. ¥ TakKMX BUMAAKax MepeadadyaeThes Oiabll CKIad-
HUIi XipypriyHW MiAXia, yacoM OaratoeTanHuii, 1o Mae
MEHII CIIPUSTIUBUYI TPOTHO3.

XpPOMOCOMHI aHOMaJlii TAKOX YacTO TPATUISIIUCh Y Ha-
IIMX MAUi€HTIB i HAlOLIbII MOIIMPEHOI cepel HUX Oyna
tpucoMis 21. YacroTa 1i€i acouiariii csirae 50 % y nesskux
3BiTax [2, 4]. ¥ HaniomMy cnocTepexXeHHi BiICOTOK TUIOJiB
i3 XpOMOCOMHUMMU aHOMAJTiSIMU, 110 HAPOIUJIUCS XUBU-
mu, ckiaB 30,7 %. Tpucomisa 21 crioctepiranacek y 29,7 %
BUmagkax. 13 3aranbHoi KiJibkocTi nanieHris i3 CJI B 23
(40,4 %) Bunankax Oyna miarHocroBaHa nmosHa ABK Ge3
JIOMATKOBUX BHYTPIlLIHBOCEPLEBUX Baj PO3BUTKY, 11O 10-
3BOJIUJIO TAKWM JiTSIM MPOBECTU MEPBUHHY XipypriyHy KO-
pexuito Bagu y Bili 3—5 micsuiB. HenoBHa Ta nmpomixHa
ABK yacrime miarHoctyBanmch y xopux 6e3 CII (14 % Ta
8,8 % BimmoBimHO).

Tpucomist 18 crocrepirajach y BUMAOKy MO€THAHHS
ABK 3 moaBiiHUM BiIXOIK€HHSIM BEJMKUX CYIUH Bij
T, Beaukum JIMIIIT Ta MBC. Kpim TOro, y autuHu

MHoMHHI AMLLUM 1

OyJiu BUSIBJICHI MTATOJIOTisI LIEHTPAJIbHOI HEPBOBOI CUCTEMM,
aHOMalJlii IMLOBOTO CKeJieTa Ta IBOCTOPOHHIM TigpoHed-
O3, BHACHIIIOK SIKOTO Ha 4 100y XUTTS B IUTUHU BUHUKJIA
roctpa HupkoBa HenoctaTHicTb. llle B 1 maiieHTa Oyna ai-
arHoctoBaHa TpucoMis 13. Tak caMo, §IK i B monepeaHboOMY
Bunanky, ABK noenHyBasach 3i CKJIamiHUM KOMIIJIEKCOM
BHYTPIlITHbOCEPLIEBUX NE€(DEKTIB i TSXKKOI M03aceplieBOI0
MaToJIOTi€l0, 10 MPU3BEIO J0 CMEPTi IUTUHU B PAaHHBO-
My HeoHaTajibHOMY mepioi. Ille B | BunmaaKy B nauieHTa 3
JieKcTpakapieto 0yB giarHoctoBaHuii cuHapom i JIxxop-
mxi. ABK moenHyBanach 3 aTpesi€lo jereHeBoi aprepii. I3
CYMYTHBOI MO3acepleBoi MaToJOTii B JUTUHU MOCMEPTHO
OyJia 1iarHOCTOBaHa aTpe3isl Tpaxel.

ABK Moxe OyTH 4YaCTUHOIO i iHIITUX CUHAPOMiB, TAKUX
gk Ellis — Van Creveld, VACTRL, CHARGE, Cornelia de
Lange Ta Goldenhar [2]. Y nawieHTiB, sKi 0yJ11 BKJIIOUEHi B
Hallle JOCTiIXKeHHSs, He OyJI0 BUSIBJIEHO HisIKUX CTUTM, L0
CBimYuUM 6 MPO 1li CHHAPOMMU.

YV 6araTbox nochiaxeHHsx moeaHaHHs ABK 3 ekcrpa-
KapIialbHUMU aHOMAaJisIMU MiA 4ac BHYTPIillIHbOYTPOO-
HOTO XXUTTS IJI0Ja TPATLISIETHCS 3 YacToTow Bin 13 10 72 %
Ta MOXe CBiIUYUTH PO MOXKJIUBICTb TEHETUUHUX CUHIPO-
MiB [3]. Tlo3acepuieBa matojoris Oyna BusiieHa B 37 %
HallUX BUIIQAKIB i3 OUIBIIOI0 YaCTOTOIO B TUX IUIOMIB, B
SIKAX HE CITOCTePirajJoch JOAaTKOBUX BHYTPIlIHbOCEPIIE-
BHX BaJ pO3BUTKY: 44,1 % BUMAaAKiB y IpyIli i30JbOBaHOI
ABK T1a B 29,8 % BumazakiB y rpymi kom6iHoBaHoi ABK
(p = 0,003).

VY HamoMy crnocTepekeHHi 3arajbHa BUXKMBaHICTh
MPOTSATrOM TPUPIYHOTO TMEPioAy CHOCTepeXEeHHs Oyia rip-
1010 B TpyTi M1ofiB, 1e ABK Oya B moeaHaHHi 3 0JaTKO-
BUMU BHYTPillIHbOCEPLIEBUMU BaJlaMU PO3BUTKY Ta CKJIaja
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15,4 %, y nopiBHsIHHI 3 Tpyroto 1uioniB, 1e ABK BusHa-
yajach SIK i30JIbOBAaHUI BapiaHT MATOJIOTIi Ta CTAHOBWJIA
27,9 %.

BucHoBku

IIpeHaTanbHa exokapaiorpadis € 3araibHOMPUTHITAM
METOAOM paHHbOI fAiarHocTuku ABK i3 BUCOKOIO UyT/n-
BiCTIO Ta CIELU)IYHICTIO, 11O TO3BOJISIE OOIPYHTYBATH Ta
IUTAaHYBaTU TE€pUHATAIIbHY TAKTUKY BEIEHHSI BariTHOCTI
Ta XipypriuHe JiKyBaHHS Baau B ONTUMAaJIbHi CTpOKU. Pe-
3yJIbTaTH HAILIOTO NOCHIIXEHHS MiATBePIXKYIOTh BEIUKY
PI3HOMAHITHICTh CITEKTpa aHaTOMiuHUX BapiaHTiB ABK,
BUSIBJICHUX ITiJl YaC BHYTPIlTHOYTPOOHOTO XUTTS ILJIOMA.
Yacto Baau MOEAHYIOTHCS 3 HOJATKOBUMU BHYTPIllIHBO-
CeplLIeBUMU BalaMU, Pifillie — MTOB’SI3aHi 3 XxPOMOCOMHUMU
abo mo3zaceplUeBUMM aHOMAaTisIMU, TIPOTE 1ie Mependavyae
MEHII COPUSATIUBUN MPOTHO3 MOMABIIOTO XipyprivHOTO
JIiIKyBaHHSI yepe3 HasBHICTh NOAATKOBOI BHYTPIillTHbOCEP-
eBOI IMaTOJIOTII.

CnucoK BUKOPHCTAHUX JKEPe
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Abstract. Atrioventricular communication (AVC) is one of the most common heart diseases diagnosed prenatally (1-5).
According to various studies, among all of congeninal heart diseases diagnosed in fetus, AVC accounts for 17 %. Abortion
and fetal death significantly affect this indicator, as among all the congenital cardiac abnormalities AVC accounts for only
4—5 % in live births (4, 6). There are many anatomical variants of the defect. And frequent combination of the defect with
additional cardiac, extracardiac and chromosomal abnormalities significantly impacts both the prognosis for the fetus with
AVC and the outcome of surgical treatment of the defect after birth.

The aim. To analyze the range of cases of prenatally diagnosed AVC in the fetus and evaluate further outcome of surgical
treatment, depending on the anatomical features of the anomaly and associated additional cardiac, extracardiac and
chromosomal abnormalities.

Materials and methods. From January 2014 to December 2017, 4343 pregnant women were screened at the Prenatal
Diagnostics Department of the UCCC of the Ministry of Health of Ukraine. During fetal echocardiography, 1247 fetuses
were diagnosed with congenital heart defects, 215 (17.2 %) of them had AVC. We analyzed the data of fetal echocardiography
in fetuses with AVC and compared them with postnatal data.

Results. AVC was diagnosed in 215 fetuses and confirmed in 120 newborns. The average age of the mother was 29.9 + 5.4
years (range 17—46). The average gestation period was 24.7 & 4.9 weeks (range 17—39). At the time of primary consultation,
fetal cariotype was known in 45 (20.9 %) cases, chromosomal abnormalities were detected in 30 (14 %) of fetuses. AVC
without any other intracardiac malformations was revealed in 111 (51.6 %) of the fetuses. Extracardiac anomalies were
detected in 104 (48.3%) of the fetuses. In 87 (40.5 %) cases, there was an abortion. One hundred twenty (55.8 %) pregnancies
ended with term birth, and in 8 (3.7 %) cases fetal death was reported. Of 8 cases of fetal death, in 4 cases AVC was an isolated
pathology, in the other 4 it was combined with additional intracardiac defects. Of the 120 born alive, 63 (28.8 %) infants
died during the first months of life without receiving cardiac surgery. Only 57 (26.5 %) patients had surgical treatment. Of
215 fetuses with prenatally diagnosed AVC, chromosomal pathology was detected in 66 (30.7 %) newborns, 63 (29.3 %) of
whom had Down syndrome.

The spectrum of anatomical variants of AVC diagnosed prenatally significantly differed from the data obtained after the
birth of a child, especially with regard to the higher incidence of complex intracardiac defects found in fetus. In the postnatal
period, AVC was more likely to be seen as an isolated variant of the pathology.
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In our observation, chromosomal abnormalities associated with AVC were detected in 66 (30.7 %) newborns, 63 (29.3
%) of them had Down syndrome (p = 0.001). Other heart defects and extracardiac pathology were diagnosed in 48.3 % and
37.2 % of cases, respectively. The survival of fetuses with isolated and combined AVC was 53.1 % and 58.7 %. Of the 120 born
alive, 28.8 % of infants died during the first months of life.

Surgical treatment was performed in only 26.5 % of patients (p = 0.001). The overall survival rate during the three-year
follow-up period was 27.9 % for patients with isolated AVC and 15.4 % for patients with combined AVC.

Conclusion. Our data confirm a large variety of the spectrum of anatomical variants of AVC found in fetus. AVC
frequently combines with additional intracardiac defects, and less frequently is associated with chromosomal or extracardiac
anomalies, however, this suggests less favorable prognosis for further surgical treatment, mainly in the presence of additional
intracardiac pathology.
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