O6miH pAocBiAOM

PIOKICHA TTOEOHAHA BALA PO3BUTKY CEPLA
AK O3EPKAJTIO CKJTAOHOLLIB
MEPVHATANBHOI OIATHOCTVK B YKPAIHI

«AHaATOMIYHO BUMpPaBfieHa» TPaHCNo3nLig MmarictpanbHUX
cyounH, aHomManida Ebstein’a, rinonnagia aopTtu

Onekcinn ConosiioB, AHapiii KypkeBuu,
Tetana CaBuyk, Hatansa CaBoctikoBa

TpaHcno3uuisa marictpanbHux
(un ronoBHUX a60 BeNIUKMNX)
aprepiii (Transposition of the
great arteries)

MpocTa, noBHa 4n dextro-TpaHcnosuuis
(D-TpaHcno3uuis, npaBa TpaHCNoO3u-
uis) marictpanbHux aptepin (TMA) —
Lie HacNiloK aHOManbHOro 3’€AHAHHA
ronoBHux (marictpanbHux) cyauH
3i LUNYHOYKAMM, TaK 3BaHa BEHTPUKYNO-
apTepianbHa AMCKOPAAHTHICTL ab0 X
LNYHOYKOBO-apTepianbHa HeBiANOBIA-
HicTb. Lle 03Hayae, 10 OCHOBHOO BiAMIT-
HO0 03HaKot TMA € BiAX04KeHHA aopTu
Bi, MOPONOriYHO NPABOrO LITYHOYKA,
a nereHeBoro ctoBbypa — Big mopcdosno-
riyHo nieoro wnyHouka (puc. 16).

Etionoria TMA € HeBigomoto, MMo-
BipHO, MynbTudaKkTopianbHoto. TMA
€ HalMOWMUPEHIWOow LMAHOTUYHOI
(cuHIOWHO) Bafolo PO3BUTKY cepus
y HoBOHapomkeHux. Carae 5-10% ycix
Baj, PO3BUTKY CepLsA HOBOHAPOAKEHNX.
YacToTa cepep MMBUX HOBOHAPOAKEHUX
cKknapae 20-30:100 000, nepeBaxatotb
xnon4uku (1o 60-70%). Mpudomy ayme
yacto (Bia 50% A0 90%) us Baaa 3ycTpi-
YaETbCA i30/1bOBAHO.

Mpote y 10% BigcoTKax BUNaAKiB
TMA NO€EAHYETBCA HE NnLIe 3 UHLWUMU
BajaMu cepus, a 1 3 Hekapgaionoriy-
HUMU YPAKEHHAMMU, BKIIOYHO 3 CUCTEM-
HUMUK. Lis ctaTucTka HabyBae npuH-
LLMNOBO BAXNMBOTO 3HAYEHHA AK B3a-
rani ona poAuH, fiKi BONitoTb Lie BariT-
HIiTU 1 MaTW 3A0POBUX CMiNbHUX AiTeN,
TaK i 4nAa ui€el Hawoi ctatTi. XpOMOCOMHi
aHeynnoigii npu TMA 3ycTpivatotbes
pifKoO, YacTille y TaKMX NaLlieHTiB 3HaxX0-
AATb Mikpoaeneuito 22q11.2 (cuHapom
DiGeorgi), L0 He BU3HAYAETLCA WAXOM
AOCNIXeHHA KapioTuny.

Monpu Te, uwo TMA 6yno Bnepuie
ONWCaHO NoHah 2 CTONITTA TOMY,

O cepeauHn 20-ro CT. He icHyBano
CnocobiB NiKyBaHHSA LbOTO CTaHy, AOKK
B 1950-X He moyanu pobutn Xipyp-
rivHe nepesfcepAHe BUTUHAHHA nepe-
ropoaku (atpianbHa cenTexToMmis),
a B 1960-x — 6anoHHOT aTpianbHOT
centocTomiT (6anoHHOro po3puBaHHS
nepeacepaHol neperopoaku). Micns
LMX nonepeaHix BTpyYyaHb 3AiMCHIOBA-
NNCb XipyprivyHi eTann nepeacepaHoro
NepeK/YEHHSA Ta apTepianbHOro nepe-
KNYeHHA. Y Hal Yac yactota BUKU-
BaHHA aiten 3 TMA nicna xipypriyHoro
NiKyBaHHA cTaHOBUTb NoHapg 90%. bes
XipyprivyHoT KopeKLii TaK1Min CcTaH nepe-
BAXHO 3aKiHYyeTbCs (haTanbHO BNPO-
[OBX L€ MEPLIOTO POKY XUTTA AUTUHU.

Cnip popatu B Halinm cTaTTi,
Lo B YKpaiHi BYacHO AiarHoctoBaHa npe-
HatanbHo TMA TaKoX NiKy€eTbCA yCNillHO,
Ha PiBHI MiXXHApOAHOT CTaTUCTUKMN.

AKwo nepeacepasa cniBBigHO-
CATbCA 3 AaHATOMIYHO BigMOBIAHMMY
LWNYHOYKaMW, Le Ha3MBaA€ETbCA aTpio-
BEHTPUKYNAPHOI KOHKOPAAHTHICTIO,
ce6T0, NepeAcepaHo-LWIYHOYKOBOI Bif-
noBigHicTIO.

[na BcTaHOBNEHHA fiarHo3y TMA
CNif BUBYUTM CMiBBILHOWEHHA WAYHOY-
KiB i3 apTepiamu, po3TallyBaHHA nepes-
cepAb Ta CMiBBiAHOLWEHHA Nepeacepab
3i wnyHoykamu. Mpasum nepepcep-
ASIM BBaXaloTb Te, L0 Ma€e EBCTaxieBy
3atynky (puc. 2A, 2B), a nisum — nepea-
cepAan 3i CTYNKOK 0BaNbHOro OTBOPY
(puc. 2B, 2B).

MpaBuid WAYHOYOK BU3HAYAETHCA
3a HasABHICTIO TPUCTYIKOBOTO KNanaHy
(3 KpinneHHsAM [0 NEepPeTUHKK), BEPXiB-
KOBMM 3MilLlEHHAM KnanaHa i 3a HasB-
HOCTi MoaepaTopHoro nydka (moderator
band); niBWI WYHOUYOK — 3a GinbL Bia-
AaneHUM Bif BepXiBKM KpinaeHHAM
Ta 3@ HAABHOCTI ABOX NaNiNAPHUX M’A3iB,
rMaaKvMK CTIHKamMK WayHo4Ka 6ins sep-
xiBku (puc. 3).

Mpu 3BUYanHin nobyposi cepus
MatoTb BM3HaAYaTUCA Nepexpect aopTu
3 nereHesoto apTepieio (puc. 1A),

HepiBHA NOBEPXHSA NPABOro LUAYHOYKA
(xo4a nig yac ynbTpa3ByKOBOTO AOCAIA-
YEHHS L|e BAXKO BU3HAUYUTK); TPUCTYN-
KOBWIA KNanaH Mae Tpu naninapHi m’a3u,
OAVH 3 AKNX 3HAXOAMUTBCA HA MIXKLLNYHKO-
Bill NePEeTUHLI; MITPaNbHUI KnanaH Mae
ABa NaninApHi M’A31 Ha BifIbHIN CTiHL.

Mpw noBHin, D-TpaHcno3uuii ronos-
HUX CYAVH, NMPaBUi WIYHOYOK 3HAX0-
AUTbCA NpaBopyY LWogao nisoro (puc. 1B).
YoTupmKamepHWii 3pi3 Npum ynbTpasByKo-
BOMY NpeHaTanbHomy gocnimkerHi (Y3/)
y 6inblocTi BUNaaKiB 3snyanHmii, TMA
NPUCYTHA, ane Ha YoTMPUKaMepHOMY
3pi3i cepue Mae 3BMYaANHUI BUMNAL,
BiZANOBiAHO, AKLLO KOPUCTYBATUCH NinLLe
unm 3pizom, TMA nerko He MOMITUTK.
JiarHoctuka D-TpaHcno3suuii gocsa-
raeTbCs LWAAXOM BUBELEHHA TaK 3Ba-
HUX BUXIAHWX TPAKTIB — NOYaTKy i Xomy
OKPEeMO aopTK Ta lereHeBoro cToBbypa.
AopTa MiCTUTLCA TPOXM Nonepeay Ta npa-
BOPYY nereHeBol apTepii. Lle npu3Bo-
AWTb 10 PiBHOGIXHOIO po3MmillleHHs 060X
CYAVH, TOMY B OAHOMY 3Di3i M1 MOXeMOo
nobaunTtn obuasa knanauu, i giamertp
aopTU 3a3BMYAl MEHLIEe AiameTpy nere-
HeBOI apTepil. | Tpoxu BuLLe nereHesa
apTepis, WO BiAX0AMTb Bij NiBOrO LWY-
HOYKa, PO3XOAMTbCA Ha MpaBy Ta NiBy
nereHei apTepii. [na aiarHocTMkn
TMA € KOPUCHMM peXnmM KONbOpPOBOro
gonnepa, WO NoKasye napanenbHuUin
KPOBOMAWH B OAHOMY HaNpsAMKY B 060X
MarictpanbHUX CYANHAX.

TyT cnig 3a3HaunTK, Wo aiarHo3 TMA
3HAYHO YCKNALHIOETLCA, HaBiTb Y HOBO-
HapomKeHunx, akwo 3 TMA noegHyeTbea
e 1 Tak 3BaHe aopTo-NyAbMOHapHe
BIKHO — OTBip Mix¥ o60Ma marictpansb-
HUMW CYyAMHAMWN, KOMW PO3MNOAIN KPOBI
Ta OKCUTeHawis MiHAIOTbCA B HANPAMKY
HOpMM, 1 caTypauia KucHio Ta PaO,
He HaATO LOMOMarae KaiHiYHMM npo-
aAsam TMA (puc. 1b — no3HayeHo 4Yop-
HOI PMCKOI 3BEpXy NpaBopyd i nij-
nucaHo «Vessel connecting Aorta and
Pulmonary Artery», puc. 4).

TMA, OKpim 3a3HayeHol Bagu, Moxe
NO€ELHYBATUCh 3i CTEHO30M NereHeBol
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OO6miH AOCBIAOM

A Normal Heart

Pulmonary
Veins from
Lungs
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Vena Cava

Atrial Septum
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Valve
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Vena Cava

Pulmonary Valve I Oxygen-rich Biood

to Lungs

| | Oxygen-poor Blood

Transposition of Great Arteries B

Pulmonary Veins
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Mitral Valve

Opening

AO = Aorta

PA = Pulmonary Artery
LA = Left Atrium

RA = Right Atrium

LV = Left Ventricle

RV = Right Ventricle

Vessels Switched

Vessel Connecting Aorta
and Pulmonary Artery

AO = Aorta
PA = Pulmonary Artery

Il Oxygen-rich Blood LA = Left Atrium
. RA = Right Atrium
Oxygen-poor Blood LV = Left Ventricle
ixed Blood = Right Ventricle
I Mixed B RV = R

Puc. 1. A — CxemaTtnyHe 306paxeHHA HOpMasnbHOi OyaoBu cepus, b — TMA
(306paxceHHa 8B3amo 3 [lasymurHsa, www.stanfordchildrens.org)

opening of
coronary sinus

ovalis

tendon of
Todaro

ctinate
\ s valve of the IVC o
4 b o> (Eustachian)

/4
“1eN

valve of the coronary sinus
(Thebesian)

valve of
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smooth wa

Puc. 2. Nepeacepas nnopga: nisopyu (A) — npase i3 EBcTaxieBoto 3atynkoio; npasopy (b) — oBanbHuUi
OTBIp y MixnepeacepHiil nepetuHLi (ManoHku 3 www.researchgate.net);

B — Ginumu cTpinkamu BKasaHui KnanaH 0BasbHOIo OTBOPY B JliBOMY Nepeacepai (By3bKa CTpinka)
Ta EBcTaxieBa 3aTynKa (Wupoka cTpinka); Y3/ 8 20 Tu.

apTepii, KoapKTalli€to aopTu (Takox Ty6y-
NAPHOIO rinonnA3sieo, nepepBaHoL0 Ayroto
aopTu i npaBob6iyHOlO Ayroto aopTti),
aedeKTamy MiKLINTYHOUYKOBOT Ta MiX-
nepeacepAHol Neperopofok (AKLLo Kna-
naH nereHeBoi apTepil NepeKpUBaE Mix-
LUNYHOYKOBY MeperopoAKky Ha noHaj
50%, TaKWi CTaH Ha3MBaloTb «aHoOMais
Taussig-Bing’a»), 3 aHomanisiMu KOpoHap-
HUX apTepiii, 3 aHOManiaMu peHaxy cnc-
TEMHWX Ta IereHeBUX BeH.

«BunpaBneHa» TpaHcno3uuin
MaricTpanbHuX aprepii

Okpim noBHOT 4n D-TpaHcno3uLii ronos-
HUX apTepii icHye HWa hopma TpaHc-
No3uLil, W0 Ha3MBAETLCA BUMNPABIEHOD
TpaHcnosuuieto abo L-TpaHcnosuuieto

marictpanbHux aptepiii (TMA). Ockinbku
npu TaKin popmi TpaHcno3uuii aopta 3ae-
6iNnblLLIOro 3HaxoANUTLCA Nonepes nereHe-
BOro cToB6Ypa i1 NiBOpyY BiA HbOrO, BOHA
N Ha3MBAETbCS L-TpaHCMO3MLiEIO Ha BifA-
MiHy Big D-TpaHcno3wuuii, Konu aoprta
MiCTUTbCA NMPaBOpPYY NlereHeBoro CToB-
6ypa. L-TpaHcno3ulis € iHBepCi€to wy-
HOUYKIB, 3MiHOI0 X pO3TaLlyBaHHA, KOMK
MOpPdONOriYHO NPaBUI WAYHOUOK MiC-
TUTbCA NiBOPYY, @ MOpdoNoriyHo NiBui
LWYHOYOK PO3TallOBAHMI NpaBOpyY.
Mpu LbOMY CHCTEMHI NereHeBi BeHW Cno-
NY4aTbCA 3 NepeacepasMmn NPaBuIbLHO,
a cami nepepcepas HenpaBWIbHO NOEA-
HaHi 3i wnyHouykamu. CebT0, Mae micue
TaK 3BaHa aTpialbHO-BEHTPUKYNsSpHa
AVCKOPAAHTHICTb abo * nepeacepaHo-
LINYHOYKOBA HEBiANOBIAHICTb: MpaBe

nepencepan 3’€fHYeTbCA 3 Mopcopo-
NOTIYHO NiBUM LUAYHOYKOM, LLO Mic-
TUTbCA NpaBOpyY; NiBe nepeacepan
3’€iHYETLCA 3 MOPHONOriYHO NpaBUM
LINYHOYKOM, SKWUIA pO3TalloBaHWi NiBo-
pyy (puc. 5A, 5B).

TaKy TpaHcno3uuito e HasnBaloTb
«aHaTOMIYHO BUMPAB/IEHOIO» TPAHCMO-
3ULiEI, X04a reMoAnHaMiKa AUTUHW Bi-
noBifae aHOManii; MaEMo crnpasy 3 ABidi
MOpYLUEHVM CMiBBiHOLLEHHAM NOPOXKHUH
cepLs — OAWH pa3 Ha PiBHi WNYHOYKIB, ApY-
rWiA pa3 Ha piBHi rONOBHUX apTepil cepus.

TM He MeHLUe, NiCNA HAPOMKEHHSA
OUTUHW KPOB, L0 HaAXOANUTb A0 po3Ta-
LWOBAHOrO NPaBOPYY NiA NpaBUM nepea-
Ccepasam aHaToMiYHO NiBOrO LUNYHOYKA,
CNPAMOBYBATUMETLCSA UMM LLTYHOYKOM
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O6miH pocBiAOM
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™ Smooth apex:

Puc. 3. binoto cTpinKoto BKasaHO MoJepaTtopHUii Ny4YoK B nNpa-
BOMY LUJTYHOYKY, JXOBTOIO — [N1ajiKa CTiHKa NiBOro LWyHouKa 6ins
BEpPXiBKM cepud; 6inMmu puckamu Ha exorpami i CUHIMM Ha cxemi
BKa3aHO po3TallyBaHHs TPUCTYNIKOBOIO KanaHy 6nkye, Hix
MITpansHoro, A0 BepxiBku (306paxceHHs 3 obgynkey.com)

Moderator band

——
, i~

Puc. 4. AopTo-nynbMoHapHe BiKHO NO3HAa4Y€eHOo 6inumm cTpinkamm
(Gurpreet S. Dhillon et al., 2018)

[0 nereHb, AK i NoTpibHO; HacuyeHa
KWCHEM KpOB 3 /iereHb NoBepTaETbCA
yepes niBe nepescepaa 4o po3TalloBa-
HOrO MNiJ HUM NiBOPYY aHaTOMi4HO npa-
BOTO LUMYHOUKA; MM @HATOMIYHO npa-
BMM LWAYHOYKOM, WO PO3TalloBaHUNM
NiBOpYY, HAaCKYeHa KNCHEM KPOB Yyepes
aopTy NoTpanaAaTMMe A0 TKaHWH Tina,
TeX AK notpibHo. BignosiaHo, nonpw

aHoMasnbHe 3’€iHaHHA NOPOXHUH cepLs
Ta CyAWH, 3aranbHa remofuHamika 36e-
piraTumeTbcs NofibHOW A0 340pOBUX
niten.

Tomy TaKa Baja, AKLLO € i30/1b0BaHOI0
(He cynpoBOKYETLCA UHLWIMMM NOELHA-
HUMW BafilaMu PO3BUTKY CEPLS), MOXKe
He BYTW BUAB/IEHOIO He AuLLE B Maio-
KiB, @ i HaBiTb y BiNbLU CTApLINX AiTeil.

Mpwv TakoMy, HiIBK «BUNpaBNEHOMY»,
CTaHi KOPOTKOTEPMIHOBI Ta BigganeHi
YCKNAAHEHHS MOXYTb BUKIUKATUCA
TpbOMa 0COBNNBOCTAMMK:

1) NoO€EAHAHNMM BalaMm, cepls Ta eKc-
TpaKapaianbHumMu;

2) NpaBMM — NEereHeBumM — LAYHOY-
KOM, pO3TalloBaHUM NiBOPYY i 3My-
WEeHNM BUKOHYBATK pobOTy cucTem-
HOrO WAYHOYKA 3 BUCOKMM TUCKOM,
110 3 4HACOM MO3e NPU3BECTU [0 TAXK-
KOT M0oro AMChYHKLIT;

3) MOXIUBMM PO3BUTKOM CepLEeBOT
610Kaan BHACNiAOK IMOBIpHMX Baj
PO3BUTKY NMPOBIAHOT CUCTEMU CepLA
yepe3s iHBEepCilo LWAYHOUKIB.

MoeaHaHUMKM X Bajamu npu Takin

L-TpaHcno3nuii 3ycTpivatoTbca nepe-

BAXHO TaKi:

® y MONOBWHI BCiX BUNAAKIB MPUCYTHI
e eKTV MiXKLWNYHOYKOBOT NEPETUHKM,
30e6inbLioro nepumeMbpaHo3Hi;

* y6n13bKo 90% BUNA/KIB HasiBHI Baau
TPUCTYNIKOBOro KnanaHy (aHomanis
Ebstein’a, 3akup KpoBi Yepe3 Hepo-
CTaTHiCTb Knanaty, hibpo3sHe Kinbue
Haj TPUCTYNKOBUM KnanaHom);

® aHomanii BUXiZHOTO TpaKTy NiBOro
wnyHo4ka (6nnsbko 40% BuNaaxis),
nepeBaX¥Ho nigknanaHHi o6CTPyKLiT,
CTeHO03 NlereHeBol apTepil;

® aHomanii BUXiAHOro TpaKTy NpaBoro
wnyHouka (6113bKo 10%), BKNOYHO
3 cy6aopTanbHMM CTEHO30M Ta KOapkK-
Tali€lo aopTu;

° rinonnAasis aoptu;

° MOBHa nepeacepAHO-LIYHOYKOBA
6nokaga;

® aTpesis 04HOro 3 nepeacepnHo-
LWNYHOYKOBUX KNanaHi.;

® noAaBilHe BiAXOMAXEHHSA FONOBHUX
apTepin cepus Bif OLHOTO LWNYHOYKa;

® [leKCTpoKapais.

TaKOX MOXYTb 3yCTPivaTUCh EKCTPaKap-

AianbHi Bagn po3BUTKY.

OnwucaHa cepefHa TPMUBANiCTb KUTTA
nauieHtis 3 BunpasneHow TMA -
40 pokKiB, He3anexHo Big Toro, onepy-
BaNNCs BOHW Yy Hi. OnmncaHi nooAnHOKiI
nauieHTn, AKi Manu nuwe i301b0BaHy
tdhopmy BunpasneHoi TMA i siki npoxuan
[0 60—70 pokiB. B ogHin cTatTi BKa3y-
€TbcA 10-piyHa TpMBanicTb XUTTA Bif,
yacy AiarHOCTUKM LbOro cTaHy y 64—83%
nauientis. Freedom (1999) nosigomnss
onepaTtvBHY CMepTHICTb 6% Ta 15-piyHe
BUXMBAHHA 48% y KOropTi naui€HTiB
3 BunpasneHoo TMA 3 TOPOHTCbKOTO
(KaHapa) The Hospital for Sick Children.

Lle pigkicHa Baga, 3ycTpivyaeTbca
y MeHwwe 1% BUNaAKiB Bif yCiX MPUPOXK-
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OO6miH AOCBIAOM

AEHHVX BajJ PO3BUTKY Ta XBOpob cepus,
i cnpaBxXHA YacTtota BUnpasneHoi TMA
cepef, WMPOKOro 3arany Hapasi HeBi-
Aoma.

Etionoria Tex Hapa3si HeBigoma.
ICTOTHA KiNbKicTb NaLi€HTIB 3 Bagamu
PO3BUTKY CepLA MatoTb feneuii AiNAHKM
xpomocomu 22q11. Lli aeneuii nos’asaHi
3 aHoManiaMy NnereHeBuX apTepii
Ta a0pTaNbHOro nyky abo X 0CHOBHMX
riNoK, He3anexHo BiA BHYTPilUHbOCEP-
uesoi nobyanosu. 3piaka Taki geneuir
NPUCYTHI y NALi€HTIB 3 BUNPaBNeHO
TMA.

Xouya BunpasneHa TMA € cknagHoto
ANA BUABNEHHA BaAol0, YOTUPUKamep-
HUI 3pi3 MOXe MicTUTK B COBi OCTaTHIO
KiNbKiCTb O3HAK ANA NpaBWAbHOI Aia-
THOCTUKMW:
® BiCb cepus BigxuneHa niBopyy;

° MOAEepaTopHMIA NY4OK BM3HAYAETHCA
B NIBOMY LUMYHOYKY, L0 PO3TalloBa-
HWUI Jop3anbHille;

° nepeacepaHO-LUNYHOYKOBMI KnanaH
y LbOMY LWAYHOYUKY, PO3TallOBAHOMY
NiBOPYY Ta AOp3aNbHille, MiCTUTbCA
GnKYe A0 BepXiBKY CEPLSA, HiX Npo-
TUNEXHWUI aTpio-BEHTPUKYNAPHUI
Knanat, a ioro naninApHUn M’a3 3Ha-
XOAMTbCS 6ing MoaepaTopHOro nyyka
nopyu i3 BEpXiBKOIO cepus.

Lli 03HaKn BKa3syloTb Ha Te, L0 aHATO-
MiYHO NpaBuUi LWNYHOYOK 3HAXOANTLCA
y cepui niBopyu.

3By>)XeHHA (cTeHo3) aopTH

Lla Bafa moxe po3BMBATUCA AIK BMPO-
[IOBX BariTHOCTW, i ToAi 1 Ha3MBaloTb
npupoxaeHHoto, abo B noaanbLiomy
XWTTI, i Tomi 77 Ha3uBawTb HabyTol0.
| TyT cnip Haragatu, Wo NPUPOKAEHHOD
LA BaAa CTa€ 3 NOMALY CNOCTEPEKHU-
KiB, AKi Bnepwe no6ayunu JUTUHY
3 i€l BaAOH Nicns HapomXKeHHs. Ane
ans daxisuis 3 npeHaranbHoi (ce6To,
[0nonoroBoi) AiarHoCTMKM, AKi 0b6cTe-
XytoTb auTUHY 1O HapOoAXeHHs — BNpO-
JOBX BariTHOCTM — LA Baaa (AK i HU3Ka
WHWUX Baj PO3BUTKY Cepls) TaKoX
MOXe 6yT «HabyTolo», KoM BOHa po3-
BMBAETLCA Y APYroMy Uy TPeTbOMY TpU-
mecTpi, abo moxe crnocTepiratcs Big
Manux TepMiHiB BariTHoOCT1 — Big nep-
WKX 8 TUIKHIB BAriTHOCTW, KO e emo-
pioreHes. BignosigHo, Burnaa cepusa
Ta CTaH NNOAOBOI reMoAUHaMIKK 3ane-
XWUTb, B TOMY YMCAi, Bifj NPUYMHUN PO3-
BUTKY 3BYXEHHsA aopTu, BiKy nnoga npu
nMoyaTKy LbOoro npouecy W AMHaMIKK
LbOro npotuecy. Y cBot Yepry, 3anexHo
Bifi NPOABIB, NP 3BYXXEHHI a0PTV MOXKe

a L-Transposition of the Great Arteries
(C itally Corrected iti
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Pulmonary
artery Left atrium

Tricuspid

valve

Right atrium —
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R. CHAOUI, 2004)

ventricle

Puc. 5. A. CxematnyHe 306paxeHHs, b. 3Bykorpama BunpaBneHoi
TMA (BobpaxcerHsa 3 www.heart.org ma R. L. McCEWING and
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Puc. 6. 3Bepxy nokasaHui
3BUYANHWIA a0PTaNbHUIA KNa-
naH, 3HM3y NPaBopyY — 3BY-
YKEeHUi
(stanfordchildrens.org)

Poststenotic
dilatation

Stenotic
aortic valve

Puc. 7. CxematnyHo NOKa3aHo
3BY}KEHHA aOpTaNibHOro Kna-
naHy il Hag, HUM NOCTCTEHOTUY-
He PO3LIMpPEHHA aopTh
(obgynkey.com)

3yCTpivaTUCA AyXe LWMPOKUIN CNeKTp
reMoAMHaMIYHMX Ta KAiHIYHWUX Npos-
BiB — BiJj HE3HAYHUX LO KPUTUYHUX.

3BYEHHS NPU3BOAUTb ;O HEMOXIIN-
BOCTU MOBHOTO BiAKPUTTA CTY/IOK aopTaib-
HOro KnanaHy, 1o, BiANOBIZHO, 0OMEKYE
NOTiK KPOBM 3i WAYHOYKA A0 aopTu.
Y BUNagKax po3BUTKY 3BYXKEHHSA HApOCTAE
ANchYHKUis NiBOrO WAYHOUKY, Lo nepe-
XOAUTb Y AUNATALIIO WYHOUYKA, PO3BU-
TOK eHAoKapgaianbHoro cibpoenacrosy
Ta MiTPaNbHOro 3aKnay Kposw. ani 3a3su-
yai fyra aopTy 3aMOBHIOETLCA KPOB’H0
peTporpagHo Yyepes apTepianbHy NPOTOKY
Ta NepewmninoK aopTu.

IcHye 6arato pi3HOMaHiTHUX BUAIB
3BYXEHHA aopTW, ane HannowmnpeHi-
LWMMK 3 HUX € TPU hopmu:

1) HaivacTile 3ycTpiYa€eTbcsA KnanaH-

HWUIA TN BHACAIAOK 3IMNaHHA CTYN0K

aopTanbHoro Knanay (puc. 6, 7). Kna-

2

~—~

naH MOe Matv TpU CTYNKU, ABi CTYNKK
(bicuspid aortic valve), oaHy NoToBLLEHY
CTyNKy ab0 BpaK YiTKOro po3gineHHs cry-
NIOK. IHOA], HaBITb BHYTPILUHLOYTPOGHO,
aopTanbHWiA KnanaH moxe Gyt ypae-
HUM BHACNIZOK 3ananeHHs Npu eHao-
KapauTi;

nifKNanaHHe 3BY)XeHHA Moxe 6yTu
HacnigKkom dikcoBaHoT thibpo3HoT
umn hibpom’sa30B0T 06CTPYKLIT (Nepe-
KpWUTTA BXOAy) KnanaHy, abo nepe-
KpUTTA BMXOAY 3 NiBOrO WAYHOYKA
BHAC/NiZOK NOTOBLYEHHSA MiLIIYHOY-
KOBOT nepeTnHKK. OCTaHHE € reHe-
TUYHUM CTAHOM, BiJOMUM TaKOX
AK aCMMeTpUYyHa cenTabHa rinep-
Tpodis abo igionatnyHmii rineptpo-
hiyHM cybaopTanbHWin cTeHO3. BiH
MOe BM3HAuyaTUCA MpeHatanbHo.
Taki hopmu AMHAMIYHOT 06CTPYKLT
aopTanbHOro BUXIAHOIO TPaKTy BHa-

3 Typ6oToto Npo iHKy, NNaTHUi OAATOK

N24 (97) TpaBeHb-4yepBeHb 2019

23



O6miH pocBiAOM

Aortic Stenosis, Parachute
Mitral Valve

AO=Aorta
LA=Left Atrium
LV=Left Ventricle
PA=Pulmonary Artery
PV=Plumonary Veins
RA=Right Atrium
RV=Right Ventricle

Puc. 8. Cxema noegHaHHA
CTEHO3Y a0OpTM 3 NapaLLyTHUM
MiTpanbHMM KnanaHom
(heartbabyhome.come)

CNifLOK NOTOBLLEHHSA MiXLWIYHOYKOBOT
nepeTVHKM 3yCTPivaoTbCs Y NIoAiIB
Ta MaNioKiB AliabeTUYHUX KiHOK Yepes
NNoAOBY rinepraikemito Ta rinepiHcy-
niHemiio;

3) HagKnanaHHWU CTEHO3 € PiAKICHUM
3BYKEHHAM i MalKe HiKoNn He BU3Ha-
YAETbCA BHYTPILLHLOYTPOOHO.

Hanpyx)eHHA NiBOro LWIyHOYKA 3pocC-

TaE Yyepes 3pocTalynii CNpoTMB BUXIA-

HOTO TPAKTy BHACNiAOK 3BYXeHHA a0pTH,

Lo BeAe o rinepTpodil CTiH WwayHouKa.

BucxigHa aopTa moxe 6yTu CyTTEBO

3MeHlleHa, ane TaKoX Moxe 6yTn pos-

Normal heart Ebstein’s anomaly

Atrial
septal
defect

Right- /

atrium

Displaced tricuspid valve

Tricuspid
allows blood back into

valve

right atrium

FADAM.
Puc. 10. CxemarnyHe 306pa-
YKEHHSA cepusA B HopMi (niBopyy)
Ta aHomanii Ebstein’a (npaBo-
pyy) (medlineplus.gov)

Puc. 9. A. Y3/l B 20 Tu. [paBuii LAYHOUYOK MiHSE CBill pO3Mip Y CU-
cTony i giactony; niBuii — Hi, Ma€ 03Haku ibpoenactosy; b. MHwa
NauieHTKa, 34 TUK., 36iNbLUEHN riNOKIHETUYHUIA NIBUIA LLTYHOYOK
3 (hiGpoenacrTo3om BHAC/IiOK a0PTaNbHOrO CTEHO3Y

LWMPEHOK BHAC/ILOK 3pOCTaHHSA WBUA-
KOCTE NOCTCTEHOTUYHOTO NOTOKY KPOBMU.
KnanaHHWi cTeHO3 a0pTU HayacTile
NOEAHYETLCA 3 HLWIUMMW Baamm cepus,
HanpWKknaa, 3 KoapKTalieo aopTu, aHo-
Manismm MiTpanbHoro Knanaa, 0co61MBo
MITPaNnbHUIA KNanaH y BUrALI napallyTa
(puc. 8). Mpu «cnpaB¥HbOMY» NapallyT-
HOMY MiTPasbHOMY KnanaHi 1oro Xopau
BXOAATb NIULLE B OAUH NaninApHUn m’a3.
Mpw napaLwuyTonogioHOMy acUMETPUYHOMY
MiTpasbHOMY KnanaHi 6inbuicts abo BCi
XOPAM KpinasaTbCs 10 OAHOTO NaninfgpHoro
M’A3a. TaKOX MOXYTb NOEAHYBATUCH TaKi
Baju, AK BiKpuTa apTepianbHa npo-
TOKa, AedeKT MiXKLWAYHOUYKOBOT nepe-
TUHKW Ta CTEHO3 NereHeBol apTepil.

AopTanbHuii CTeHO3 € OAHIEI 3 Baj
cepus, Lo YacTo NoB’A3aHa 3 3aTpum-
KOl pocTy nnoja.

HapgknanaHHWUiA CTEHO3 aoOpTM YacTo
acouiloeTbes 3 nepudepinHNm nereHe-
BMM CTeHO30M npu cuHapomi Williams’a,
AKWI, B CBOKO Yepry, NoOB’A3aHui 3 ene-
uieto 26 reHis y ginaHui q11.23 7-7
Xxpomocomu. To6TO, AOCNIAKEHHAM

Puc. 11. 3HauHe 36inbLUeHHSA
NpaBoro cepus yepes bpak
TPUCTYNKOBOIO KNanaHy

y piactony (A) Ta cucrony (B)
(Jagdish C. Mohan, 2016, doi.
0rg/10.1016/j.ihj.2015.10.301)

KapioTuny nnoza He BUABNAETLCA, afe
€ QyTOCOMHO-L0MiHAHTHUM CTaHOM.

Nerki hopmn aopTanbHOroO CTEHO3Y
npeHaTasbHO MalKe He BU3HAYaTbCA.
®opmu Big MOMiIPHUX A0 KPUTUYHUX Nif-
[AKTbCA NPeHaTaNbHOMy PO3Mi3HaHHI0.
YnbTpa3ByKOBI 3HaXiAKW € Pi3HOMaAHIT-
HUMM — 3aN1€XKHO Bif TAXKOCTY CTaHy. Big
MOMIpPHUX 1O KPUTUYHMX HhOPM aopTanb-
HOrO CTEHO3Y NiBUIA LINYHOUOK rinepTpo-
hiyHNiA. MpM KPUTUYHUX CTEHO3aX NiBUI
WAYHOUOK € ANCHYHKLiOHANbHMUM, PO3-
WMPEHUM, NOFaHO CKOPOUYETLCA i iyxke
yacTo mae ibpoenacros.

MomipHWI cTeHO3 aopTK He BM3Haya-
€TbCA B YOTUPUKAMePHOMY 3pi3i, nuie
B 3pi3i niBOro BuxigHoro Tpakty. [iarHoc-
TMYHOIO MiAKA3KOI MaE ByTW NOTOBLLEHNIA
aopTasbHUIA KnanaH, Wo BUMUHAETLCA
BNPOLOB CUCTONM, Ta NOCTCTEHOTUYHE
po3LUMpeHHA BUCXiAHOT aopTu. Konbopo-
BUIA [loNNep BUKA3YE WBUAKICHUI Bypx-
JIMBWIA MOTIK Yepe3 KnanaH aopTu, SKUN
NiATBEPMAKYETLCA CNEKTPaNbHUM fone-
POM — Haiibifblua cMcToNivHa WBUAKICTb
3pocTae Ao 2,5-3 pasis, caraoun 3 m/c,
i TaKy BMCOKY LWIBUAKICTb MOX/NBO BUMi-
pATW NULLE NOCTIMHO-XBUIBOBUM CreK-
TpasbHUM AOMMIEPOM, MOMIUBOCTEN
iMnynbcHoro Aonnnepa He Gyae 40CTaTHbO.

lnepTtpodis NiBoro WAyHOYKa MoXe
noripLyBartnca, i LUIYHOYOK MOXe CTaBaTu
Henpaue3aaTHUM. 3MEHLWYETbCA MOro
30aTHICTb ;0 CKOPOYYBaHHA, He3anexHo
Bif, TOTO, BiH € PO3LUMPEHUM YU 3MEeHLLe-
HUM, 3 MiABULLEHHAM EXOFEHHOCTY Oro
CTIHKM K 03HaKM paHHbOrO eHAoKapai-
anbHoro thibpoenacrosy (puc. 9A, 9b).

CTeHO3 aopTy 3yCTPivaETbCA Yy 6NN3bKO
0,2-0,5 Ha 1000 }nBMX HOBOHApPOXe-
HUX, CKNaaae 6nn3bKo 3% ycix Baj pos-
BUTKY CepLsf; YacTille 3ycTpivyaeTbea
Y XJI0NYMKIB.

HelwoaaBHe 6aratoL,eHTpPOBE PeTPO-
CMEKTUBHE OCTILKEHHA HOBOHAPOKE-
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HWX 3 KPUTUYHUM @0PTaIbHUM CTEHO30M
(L. R. Freud, 2014) noka3ano, L0 nuLie
10 (8,5%) 3i 117 HOBOHApPOMKEHMX
i3 KPUTUYHKUM CTEHO30M NpU 36epexe-
HMX 060X LWAYHOUYKAX Bynu BUSBAEHUMU
NpeHaTanbHo, L0 CYTTEBO MEHLLE B HaLl
4ac NopiBHAHO 10 BUABNEHHS PAaHHBLOTO
CTEHO3Y, WO NpM3BiB [0 YTBOPEHHA
cuHApomy rinonnasii niBoro cepuys
(82%). binblue Toro, yactota npeHaranb-
HOT0 BUABNEHHA KPUTUYHOTO aopTab-
HOrO CTEHO3Y € TAKOX 3HAYHO MEHLLOHD
MOpiBHAHO 3 YACTOTO MPEHATANIbHOTO
BUABMEHHA TpaHCNo3umLii marictpanb-
HWUX apTepin — KPUTUYHOT BaiM PO3BUTKY
cepus, WO € OAHIEI 3 HAWCKNAJHIWNX
ANS BHYTPilIHbOYTPOGHOTO 11 BUSBNEHHS
(P<0.0001).

CepepfHin BiK BariTHOCT Ha yac fia-
THOCTUKMN KPUTUYHOTO a0pTabHOrO CTe-
HO3y y KX 10 aiteit cknas 24,3 (Bin 19,4
[0 34,7) TWKHIB. 3 umx 10 BUABNEHUX
npeHatanbHO NaLieHTIB Y BCiX po3Bunaca
ANC@YHKLIA NiBOro WYHOUKY B cepea-
HbOMY Yy 33 (28—35) TvHi BariTHOCTW.
PeTporpafHuii noTik KPOBK B aopTasb-
Homy nyKoBi (N=2), MoHoa3HWiA MiTpanb-
HWiA KpoBONAMH y aiactony (n=3) Ta 380-
POTHI NOTiK KPOBI 3NiBa HanpaBo Yyepe3
oBanbHUM oTBip (N=8), 110 BUABNAIOTHCS
3a J0NoMorot fonnepa, 3’ABuanca nis-
Hilwe, B cepeaHboMy Yy 33 TVXKHI BariT-
HocTu. lpeHatanbHe BUABNEHHA aop-
TaNbHOTO CTEHO3Y Npy 36epexeHHi 060x
WAYHOUKIB € NMpUBAU3HO OAHAKOBUM
i He moninwwunoch 3a AOCNIMKYBAHUN
13-piyHni Nepiof ANnA yCix TPbOX LieHTpiB,
LL,0 B3ANM y4aCTb Y AOCNIAKEHHI | AKi € cne-
Liani3oBaHMMU LLeHTpaMu 3 NiKyBaHHA
NPUPOXAEHHUX XBOPOO cepus: Boston
Children’s Hospital (Harvard Medical
School, MA, USA); Benioff Children’s
Hospital (University of California-San
Francisco School of Medicine, CA, USA);
Ann & Robert H. Lurie Children’s Hospital
of Chicago (Northwestern University Fein-
berg School of Medicine, IL, USA).

Anomanis Ebstein’a

MprvpoXAeHHY aHoManio cepus,
Ae TPUCTYNKOBUI KnanaH Mae Auc-
NASACTUYHI CTYNKK 3 ypaxeHot nobyao-
BOI Ta/ab0 3MIHEHVUM MONOXEHHAM,
BnepLe onucas y 1866 poui Himewb-
kuin TepanesT Wilhelm Ebstein (Bin-
renm E6wraiiH), imeHem AKOro i gorte-
nep Ha3unBaloTb Lil0 BaAy.

Mpu aHomanii Ebstein’a nepepHs
CTyNKa TPUCTYNKOBOTO KnanaHy 36inb-
weHa, iHoai fedopmoBaHa Ta/abo mae
nopyuweHy uinicHicTb noBepxHi. Cen-
TanbHa Ta 3a/iHA CTYIKU MOXYTb PO3Ta-

LOBYBATMCb 3BMYAINHO, aNe HanyacTiwe
MalTb KPiNNeHHs HUKYe nepeacepaHo-
LWINYHOYKOBOTO 3’ €IHAaHHA. Y Oyab-AKOMY
BUMAAKY CTYNKU TiCHO NPUAATalTb
[0 NOBEPXHi 3 6OKY CBOro KpinneHHs,
NoKpuBatoun coboto naninsgpHi m’a3m i
Xopau. BHacnigok uboro oTBip KnanaHy
3MilLEHNI 3HAYHO HUKYE CBOrO HOPp-
MaNbHOTO Po3TallyBaHHA B HaNpsAMKy
BEPXiBKW MPaBOro LAYHOYKA, WO Npu-
3BOAUTb 10 Aedopmallii Ta nopyweHHs
(YHKUIT TPMKyCNiAanbHOro Knanawy.

Yepes ue KnanaH He 3aKpMBAETLCA
no6pe BMNPOAOBK CUCTONM, BHACNILOK
ONyLLEHNX CTYNOK 36iNblUYETLCS NpaBe
nepeacepas 3a pPaxyHOK YacTMHM npa-
BOrO WYHOYKA — BiAGyBa€eTbCca Tak
3BaHa «artpianizayisf WwnyHouyka». Yum
HUXYe MICTATBCA CTYNKM KnanaHa, TUM
MEHLUO 3annNWaAETbCA PYHKLioHaNbHa
yacTMHa NPaBoOTo LWAYHOYKA i 6inbloio
aTpianizoBaHa yactuHa. lpaBui WnyHo-
YOK CTaE FinonasaCcTMYHMUM, AOTO CKOPOT-
NNBICTb 3MEHLLYETLCA; CTIHKA CTA€E TOH-
KO10, 3i 3MEHLLUEHO YaCTUHO M’ 30BUX
BONOKOH Ta 36inblieHoln (i6po3-
HUX, L0 CNPUAE YTBOPEHHIO po3Lunpe-
HOTo, aHeBPM3MaTUYHOIO WYHOYKa,
LL,0 B TOMY YMC/Ti MiHAE aHATOMItO NiBOTO
LUNYHOYKA. BUXigHUI TpaKT NpaBoro Lwy-
HOYKa 3BYXKYETbCA 1 BUAOBXKYETLCA. Jlere-
HeBWI KnanaH 3a3B1Yyai 3ByeHuw, Big-
MOBIAHO, 3BYXKYETbCA 11 IereHeBa apTe-
pif, NiABULLYETHCA NEreHEBUA CYANHHUI
onip; NiAABULLYETHCA CUCTONIYHMIA NPaBoO-
LUNYHOYKOBUI TUCK. BignoBiaHo, KpoB
3MpPaBOro WYHOYKa BHACILOK NigBuLLe-
HOTO TUCKY Ta HEAO0CTaTHOCTU TPUCTYIKO-
BOTO KflanaHy NoBepTaETbCA Nif TMUCKOM
[0 NpaBoro nepeacepas, i B HboOMy nia-
BULLYIOYM TUCK. 36iNbLIEHN 06’€M KPOBI
Ta NiiBULLLEHNI TUCK pobUTL NpaBe cepLe
GiNbLUNM; NiABULLEHWIA TUCK Y NPaBOMY
cepLi NpU3BOAUTb 110 36i/bLUEHHS 0BaNb-
HOro OTBOPY, a BiATaK i A0 36iNbLIEHHS
po3MipiB niBOro nepeacepas.

Mpu andepeHLinHin giarHocTuui cnig
noaymartu npo Take:

* aHomanisa Ebstein’a moxe noesgHyBa-
TWCb i3 IereHeBUM CTEHO30M YU aTpe-
3i€l0, TOMy He byzie 3aiiBM Noaymatu
7 Npo MHWi npobnemu, Npu KOTPUX
3yCTpivaloTbCA i301bOBAHI YK NOEA-
HaHi 1ereHeBi CTEHO3 YK aTpesia;

® He3axMLEeHNU OTBIp TPUCTYNKOBOTO
KnanaHy (unguarded tricuspid valve
orifice) Ta yucta TpUCTyNKoOBa AMCNns-
3is (pure tricuspid valve dysplasia)
AK NMPUYMHA 3aKUAY N PO3LWMPEHHA
npasoro cepus (puc. 11);

° nepejcepAHO-WNYHOYKOBUI cen-
TaNnbHU fedekT;

® igionatMyHe po3WWpPEHHS NPaBoOro
nepeacepas y aiten 6es aHomanii
Ebstein’a.

Akwo aHomanis Ebstein’a noeaHyeTbCA
3 nereHeBolo atpesi€to, PyHKLiOHaNbHO
BOHa € eKBiBaJIeHTHOIO TPUCTYNKOBIN
arpesii (e TBEpKEHHS 3rafaeMo Aani npu
pO3MsAAi HALWOro BUNAAKY 3 NPaKTUKM).

EkcTpakapaianbHi aHomanii Tex
MOXYTb iMiTyBaTK aHOManito Ebstein’a.
Hanyuacriwe ue moxe 6yt nyxup nere-
HiB, ane i LMCTO3Hi TepaToMu, NepuKap-
AianbHi nyxvpi abo NOABOEHHS KULLKK
TeX iHOAI MaloTb NoAibHWUI BUMAAL NPY
BiANOBIAHOMY pO3TallyBaHHi.

AHOMania € LOCUTHL PigKicHOL, T yac-
Tota cknagae 0,5:10 000 xuBoHapoaxe-
Hux. Cepep ycix NpUPOXKAEHHUX Baj
pO3BUTKY cepus aHomanis Ebstein’a
3ycTpivaerbea nuwe B 0,3-0,5%; npote
cepef ycix XBoOpobAUBHUX CTaHIB TPUCTYN-
KOBOTIO KnanaHy us aHomanis obinmae
6113bKO 45-60%.

AHomania Ebstein’a moxe 3ycTpiva-
TUCb NpuW Tpucomiax 13 1a 21 xpomo-
COMMW, MPU MOHOCOMIT X XpOMOCOMU;
npu cuHgpomax Cornelia de Lange,
Marfan’a, Holt’a-Oram’a.

[IporHos gna Takoi aHomanii, BUAB-
NeHOl NpeHaranbHo, € CYMHUM — YacToTa
cmepTHOCTU cArae 80-90%. AKLLo Kap-
fioTopakanbHe CniBBiAHOWEHHA Yepes
Kapgziomeranito € noHag 0,6, o Baau
PO3BUTKY CepLs A0AAETHCA e I rino-
nns3is nereHb. BignoBiaHO, HAsABHICTb
06CTPYKLiT BUXIAHOTO TPaKTy, BOASHKA
nnoja Ta fiereHeBa rinonnAsia € o3Ha-
Kamy HaWripLoro nporHosy.

Haw BunagokK 3 NPaKTUKu

MauieHTKa 42 poki., 3 iIHAEKCOM MacK
Tina 22,5; 6e3 06TA¥EHOro POAMHHOIO
aHaMHesy; 3 XpOHiYHUX 3aXBOPIOBaHb
M€ eyTUpeoiHNA ayToiMyHHWUI TUPeo-
nUT; A0 HAC 3BepHynacs Brneplue y Bili
BaritTHocT 20 TWK. 6 AHIB ANS NaaHo-
Boro Y3/] 3i cBo€lo 5-10, NnpupogHoto,
BariTHICTIO nNicna nonepeaHbOl no3a-
MaTKOBOT BariTHOCTU, BOX 3aBMePINX
y Manomy TepMiHi BariTHOCTEN Ta OJHMX
MooriB WAAXOM NJAHOBOrO Licapch-
KOrO PO3TUHY NPW JOHOLLEHI BariTHOCTI
nicns WTY4YHOTO 3anniHeHHsA, LWo 3aBep-
WMNOCh HAPOAXKEHHAM XMBOTO JOHOLLIe-
HOro xsionymKa 3 Baroto 2 500 T, Konu BiK
martepi 6yB 29 pokis.

MonepefHbo —y 12 TMXK. 2 AHI —
nauieHTyi pobunmu Y3/, 6ioximiuHe
LOCNiMKEHHA Ta PO3paxyHOK ocobuc-
TUX PU3MKIB 32 JOMNOMOrOK Nporpamm
PRISCA; TeOpeTU4YHUn po3paxoBaHui
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Puc. 12. 4-kamepHuii 3pi3 36inbLueHOro cepus; 6inoto CTpinkoto
BKa3aHa CTPYKTypa, po3LiHeHa AK MOepaTopHuiA Ny4YoK

2019 OLEKSIY SOLOWJOW

Puc. 13. CTpinKoto BKasaHo
3HAYHO 3BY)KEHY aopTy 3i 3BO-
POTHUM KPOBOMJIMHOM

-.2019 OLEKSIY SOLOWJOW

SRR

-
-

V1 187.65 cm/s

Puc. 14. 3akug KpoBu Yepes 3miHeHU NiBUi
nepeacepaHoO-LUIYHOUYKOBUIA KnanaH

2019 OLEKSIY SOLOWJOW

[Lt. Uterine A]

135.30 cm/s
65.74 cm/s
92.57 cm/s

3.65 mmHg
7.32 mmHg

PSV
EDV

2.06
0.49
0.51
0.75
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Puc. 15. [lonnnep MaTtKoBUX apTepiit 3 eKcTpacucronamm
MiCNA KOXKHOr0 HOPManbHOIro0 CKOPOYEHHA cepusA marepi

NOTiYHMX O03HaK nig Yac Y3/ He 6yno
nomivyeHo. Big aiarHoctnyHoro amHio-

pu3mnK Wwopo Tpucomii 21 (cuHgpomy
Down’a) cknas 1:215. fAkuxocb naro-

LLEHTE3Y 3 METO0 AOC/iAXKEHHA Kapio-
TMNY AUTUHUW NaLi€HTKa BigMOBMAACH,
npote y 15 TUXHIB 34ana KpoB AnAa
3[iNCHEHHSA HEeiHBA3MBHOrO NpeHarab-
Horo gocnigxerus (NIPT) wnsaxom NGS
Verifi Prenatal. aHux wopno0 nigsuiieHor
MMOBiIpHOCTM aHeynnoigin 13, 18, 21
Ta CTaTEBUX XPOMOCOM HEe BUSB/IEHO;
BM3HAYEHO YO/IOBiYY reHETUYHY CTaTb;
HazlaHo NoACHeHHSA, Wo pe3ynsratu NIPT
He NiAMIHATbL JOCNIAXKEHHA KapioTuny
OVUTVHM WNAXOM [iarHOCTUYHOIO aMHio-
LleHTe3Y, He BUKNOYaoTb MOXINBOCTEN
VHLINX XPOMOCOMHIX Ta Cy6XpOMOCOM-
HWUX aHoManin, po36ixHoCTEN oaepa-
HWUX Pe3yNbTaTiB 3 AiNCHUM KapioTunom
AVUTUHW Yepes3 ABULLE NiaLeHTapHOro
M03ailM3my abo MO3aiyHMI Kapiotun
BariTHOI 3@ BiANOBiIHOK XPOMOCOMOIO.

Mig yac uboro nnaHosoro Y3[
y 20 TUX. 6 JHiB y Nnoaa 3HaNAEHo
3HauHe 36inblieHHs cepus 3a paxy-
HOK yCix Kamep cepus, ane nepe-
BA¥HO NiBOro cepuA 3 03HaKamMm rino-
KOHTpaKTUnbHocTK (puc. 12), 3HayHe
3BYXEHHsA a0pTU 3i 3BOPOTHUM KPOBO-
TOKOM B Hill (puc. 13) BHacCNiAoK BTO-
PUHHOIO 3BY)XXEHHA aopTalbHOro Kna-
naHy; 3HaYHWU 3aKN KPOBi LWBMAKICTIO
6n13bko 190 cm/c yepe3 3MiHEHUN
MiTpanbHUil KnanaH (puc. 14) 3 Bupas-
HOO HeAOoCTaTHICTIO; BiANOBIAHO, 3Ha-
yHe 36inblIeHHA NiBOTO Nepeacepas,
30iblUEeHHA 0BANbHOMO OTBOPY 3i CKU-
[LOM KpOBi Yepe3 HbOro 3/1iBa Hanpago;
3MiHEeHy BY/10BY TPUCTYIKOBOTO KnanaHy
3 NOpYyLWeHHAM 1oro dyHKUiT; BUpasHyY
GpaanKapailo 3 4acToTol CKOPOYEHb
70—76 Ha XBUIUHY; HE3HAYHWN Tigpo-
nepukapg Ta NoMipHy renatomeranito.
AKNXOCb MHLWIMX NATONOTIYHUX O3HAK
y AUTUHM He Gyno nomiyeHo.
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Puc. 16. Y311y 35 Tux.
AHaTOMiYHO NpaBUi1 LNYHOUYOK
cepus 3HaX0AUTLCA NiBOPYY
Npw TaK 3BaHiil BUNpaBneHiii
TMA; WMPOKOIO CTPINKOIO BKa-
3aHO Ha MOoAepaTopHUi ny-
YOK, BY3bKUMM CTPiNIKamu —
Ha onyLeHi i «npuninaeHi»
A0 CTIHOK CTY/IKN TPMCTYNKOBO-
ro Knanava

Puc. 17. A. Y3[1 B 21 T3K.; CTPifIKamu BKa3aHO ONyLLEeHi

7 «npuninieHi» fo CTIHOK CTYNKMU TPUCTYIKOBOFO KNanaHa
AHATOMIYHO NPABOro LWIYHOYKa, PO3TalloBaHOro iBopyy; b. Mpaeo-
pyY 3BEPXY }OBTOrapA4YMM KOIbOPOM MOKa3aHO 3HA4YHUIA TPUCTYN-
KOBWIA 3aKna

TyT cnig Haragatv aHamHes marepi,
il cnoBa Mpo NiABWLLEHHA apTepianbHOro
TUCKY, L0 3’ABMAKCA HELLOAaBHO i NoMmi-
YeHy nif Yac gonnepomeTpil MaTKOBUX
apTepi cTiiky bireminito (puc. 15) camol
marepi. [lo Toro x, siK Lie yacto bysae,
nauieHTKa npuiina Ha Y3/ cama — 6e3
4onoBiKa abo X AKOroCb CynpoBOAY POau-
4iB um apy3is. OcKinbKy Kapaiomeranis
nnoja Bnana B oYM AOCNIAHMKY ofpasy
3 noyatkom Y3/, a Hagani 6yno Bu3HaueHo
apuTMmito matepi 1 AaHi Npo NiABULLEHHA
apTepianbHOrO TUCKY, OKPIM NUTAHHA
B/IACHO AiarHOCTMKW Baau cepla nnoaa,
nocTano MUTAHHA MOXJ/IMBOTO BXUTKY
nepej TMM 3acnoKinneux 3acobis naui-
€HTKOIO Ta MUTAHHSA NMPO Te, AKUM YUHOM
NOBIAOMUTY Matepi noraHy HOBUHY. Big-
noBifiHo, 6yNno NpuaineHo 3HayHy yBary
3aTAryBaHHIO Yacy, NoBiAOMIEHHIO MPO
3HaxigKy NpPUCYTHIM B Liel Yac y nikapHi
TepanesTy Ta NliKapto JKiHOYOT KOHCY/b-
Tauii, B AsKOro crosna Ha obniky us naui-
€HTKA. Y3/] 6yn10 NPO/IOBKEHO MiC/A BM-
BaHHs 3aCnoKinnueux 3acobis, BUMipto-
BaHHA TUCKY, 3anucy EKI, nonepeaHboi
KOHCynbTaLii TepaneBsTa.

Ha nigcTaBi onncaHux BulLle 3HaxigoK
6yno 3p06neHO BUCHOBKM NPO NOEAHAHY
Bajy PO3BUTKY cepus nnosa (BTOpuHHe
3BYEHHA a0OpPTU BHACNIAOK BTOPUHHOT
aTpesii aopTanbHOro KnanaHy, Hegocrar-
HiCTb MiTPaNbHOrO KnanaHy 3i 3Ha4YHo
perypritauieto; po3WUPEHHS 0BANIbHOTO
0TBOPY; ANCNAA3IA TPUCTYNKOBOTO Kna-

VEATA! Llieto cTatTeto My 3an04aTKOBYEMO HOBITHIl MiXiA, KON YUTAHHSA TEKCTY
¥ Ornag cTaTyHMX 306pakeHb y APYKOBaHOMY BUAAHHI YM onpuntoaHeHux y Maby-
TUHHI CTaTeil MOXKHa JONOBHIOBATY NEPErNAA0M PYXOMMX Bile03anucis, po3MiLLleHUX
Y TOMY 3K TaKi iHTepHeTi. TyT M1 HABOAMMO e-CTEXKU A0 KiHoMeTe b OrNAAY CepLsA X
000X NN0AiB; cami KiHOMeTi po3MilLeHi Ha Wwnanbrax e-cropiHku «®oray MeanunHu
Mnopaa, Ykpaina» y Facebook). HaGpasLuu BignoBigHi agpecu, Bu MoXeTe nepeansiu-
TUCb Y CBOEMY PO3yMHOMY TeniedhoHi 41 KoMN’toTepi KiHoNeTNi onMcaHux BUNAAKIB:
y 35 TxHiB — www.facebook.com/FMFUa/videos/2282898771927014/;y 21 Tu-
neHb — www.facebook.com/FMFUa/videos/829630774077213/. Akwo Bu ckopuc-
Ta€eTech L€ MOXIMBICTIO, Gyaemo BAAYHI 3a Balwi Bigryku, uu Bu cxBantoere i
nozasblue BUKOPUCTaHHA Takoro hopmary nogauum marepiany).

naHy; KapAiomeranis) 3 HafBHiCTIO apuT-
Mmii/6paauKkapair.

Maui€eHTui HagaHo AoAATKOBI nosc-
HEHHSA LL{0/10 MOXJNBOTO AiarHOCTUYHOTO
aMHioLeHTe3y, AOCNIKEHHA KapioTuny
nnoja v MOXIUBOCTEN MOEKYNSPHO-
reHeTUYHOT JiarHoCTUKN y pasi Hop-
MafbHOro Kapiotuny. PekomeHzoBaHo
HeBifIKNajiHy KoHcynbTallito ocobucroro
nikaps, TepanesTa; foaaTkose Y3/l i1 KoH-
cynbrauito B LieHTpi gutayor kapgionorii
Ta Kapaioxipyprii; KOHCynbTaLito meauny-
HOTO reHeTKa CTOCOBHO 3rafiaHux BULLe
MOMNMBOCTEN NabopaTopHOT AiarHoc-
TUKW AN1A CKNAZlaHHA NPOrHo3y NOTOMCTBA;
BM3HAYUTMCh 3 1OLiNbHICTIO NOAANbLLIOTO
BMHOLLYBaHHSA BariTHOCTU.

Exokapgiorpadia B LeHtpi anta-
4ol Kappaionorii Ta Kapaioxipyprii, noea-
HaHi 3 AOCBIAOM AMTAYMX Kapaionoris,
L0 cnewianiayoTbCa Ha NepUHaTanbHUX
LOCNIMKEHHAX Ta NiKyBaHHI, Npu3Benu

[0 BUCHOBKIB NpO pigKicHe NOEAHAHHA
3a3HayvyeHunx BuULLE Baf PO3BUTKY CepLs:
KOpMroBaHa TPaHCMO3WLis BENUKKX apTe-
il 3 LiNiCHOI MiXLUNYHOYKOBOIO Nepe-
ropoaKoto; aHomanisi Ebstein’a 3 Bupaxe-
HOI0 HeLOCTATHICTIO TPUCTYNKOBOTIO KNa-
naHa; NoBHa aTpio-BEeHTPUKyNspHa 6n1o-
Kaaa; Kapaiomerania. 34iiCHEHO BUCHO-
BOK NPO HECNPUATANBUIA aHTEHATANIbHUI
Ta NepuHaTanbHUM NPOrHO3un, BHACNi-
[IOK 4Oro POAMHI TaKOX HafaHo nopaau
BM3HAYUTUCh i3 AOLLINbHICTIO NOAANbLLIOTO
BMHOLLYBAHHA BariTHOCTU.

Cnig 3a3HayuTM LikaBui akr,
L0 B MeANLUHI Ha31BalOTb «3aKOH nap-
HUX BUNAAKiB». Monpu 3HaYHy pigKic-
HiCTb MOAI6HOT NaTtonorii, i30/1bOBAHOT,
i TUM Ginblue NOEAHAHOT, LA HaLIA ONnu-
cyBaHa navuieHTKa 3BepHynach ana Y3/
" KOHCyNbTalil NPaKTUYHO B OfAMH AE€Hb
nicns BU3HaYeHHA NoAiGHOT Baau cepus
y N0 MHLUIOT BariTHOT XiHKM B TEPMiHi
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Puc. 18. A, b. Benukuii niBuii LWAYHOUOK, L0 Pa30oM 3 JIiBUM nepea-
cepaam Ma€ TEMHUI KOJTip; TIBUIA LWIYHOYOK PO3LIMPEHWUI, 3 TOHKOIO
HaniBNPO30poI0 CTiHKOIO

Puc. 19. JliBuin
aTpioBEHTPUKYNAPHUIA OTBIp
PO3LUMPEHWIA, CTYIKU KnanaHy
3aKpinneHi HU3bKO

BaritHoctn 35 TUXHi. HaBoaMmo exo-
rpamu Ta KopoTKi Bifeonetni obox nno-
ais (puc. 16; puc. 17A, 17b). 3miHun
cepusa y LMX NNOAIB CYTTEBO Bigpi3HA-
I0TbCS LWO/L0 TEPMiHIB PO3BUTKY remo-
AVWHAMIYHMX Ta @aHAaTOMi4YHMX NPOABIB,
BUMNAQY 4-KaMepHUX 3pi3iB, BUTNALY
CcaMUX BEJIMKUX apTepili cepus Ta cuc-
TEMHUX KAanaHiB, NpoTe K/YOBUM
3a/UWAETLCA PiAKICHWUIA BUNALOK aHoO-
manii Ebstein’a 3 ypaxeHHAM TpUCTyN-
KOBOrO KnanaHy aHaTOMiYHO MpaBoro
LWNYHOYKA, haKTMYHO PO3TallOBAHOIO
Ha Micli NiBOoro — BHaCNiA0K TaK 3BaHOT
BUNpaBneHoi (corrected) TpaHcno3uuii
BE/INKMX apTepil cepus.

Micna KoHcynbTaUiT AMTAYNX Kapaio-
NOTiB Mali€eHTKa A0 MeAUYHOro reHe-
TUKa BXe He nilna i BigmoBunach Bifg
amHiolleHTe3y; TUM GinbLue, niKapi xiHo-
40T KOHCYNbTALLiT Ta N0NOrOBOro BYANHKY
3aneBHUN y 6paky notpebu amHioLleH-
Te3y YM AKMXOCb UHLWMWX AOAATKOBUX
reHeTUYHUX AOCNiAKeHb, MOCMNAYNCh
Ha BXe 3fiicHeHe pocnigkeHHs NIPT,
AKe «Oyno B HOPMi».

3a 6axaHHAM poAnHU BariTHiCTL Byno
nepepBaHo. Jluwe nicns nepeprBaHHA
BariTHOCTK 3’sAcyBanoca xmbHe TpaKTy-
BaHHA AeAKUMU IKaPAMU MOXINBOCTEN
NIPT, Tomy KapioTunyBaHHA 34iNCHWUAN
B¥e Ha thibpobnacrax nnoaa 1a TKaHUHI
nocnigy. opiBHANbHA reHOMHa ribpuan-
3auis abo CeKBeHyBaHHA He 3AilicHI0Ba-
JINCb 3 TEXHIYHMX Ta DiHAHCOBUX MPUYMH.

OcKinbKuy y niofa 3ycTpinaca pyxe
HenepeciyHa piAKicHa Baja pPO3BUTKY
cepus, 0AMH 3 NiKapiB NpeHaTanbHOT Aia-
FHOCTUKM 6YB NPUCYTHIM Ha maTtonoro-
@HaTOMi4YHOMY PO3TUHI.

3BepHyB yBary Ha Te, WO Koneram
naronoroaHatomam 6yno B CynpoBoa-

XYBaNnbHUX JOKYMeHTax HafaHo fniue
AyXe 3aranbHi BUCHOBKM Npo Baay
cepus, 6e3 onucaHHa Y3/ un meany-
HuX 306paxeHb (exorpam). HaBoanmo
YaCTUHM ONMCaHHA PO3TUHY: Tpyn abopT-
HOro nnoja 4YonoBiyoi cTati 6e3 30BHiL-
HiX O3HaK Baj PO3BUTKY; maca Tina
390 r, 4OBXMHA 25 CcM; LWKipa HepiB-
HOMIPHO POXEeBO-CUHIOLWHA; Y YepeB-
Hill Ta NNeBpanbHUX NOPOXHUHAX NATO-
noriyHoro BMicTy Hemae. Cepue 3anMmae
BCE NepefHE CEPefOCTiHHA, HeNpPaBMIb-
HOT KynscTol hopMM 3@ paxyHOK Benu-
KOro NiBOro LWYHOYKa, AKUA pa3om
3 NiBUM NepeAcepAsmMm MAE TeMHUN
Konip (pwuc. 18A, 18B). JliBuin wnyHo-
YOK PO3LIMPEHUIA, 3 TOHKOIO HaMiBNPO-
30pOI0 CTIHKOI0, TOBLMHA AKOT 6113bKO
1 mm (puc. 18B). BigmiyaeTbcs po3siin-
PEHHA NiBOro aTpioBEHTPUKYNAPHOIO
OTBOPY, CTYAKW KNanaHy 3aKkpinneHi
HM3bKO (purc. 19). 3 niBOro WNyHOUYKa
3aiTy B a0pTy Yepe3 aopTanbHUiA Kna-
MaH He BUNLWIO — CNOCTEPIraeThes aTpe-
3iA aopTanbHoro knanawa. Mopag 3 nere-
HeBUM CTOBOYpOM, NiBille, NpoxoaunTb
BY3bKUI TAX, AKUM i npejAcTaBneHa
BucxiaHa aopta (puc. 20). NMpase nepes-
Ccepas 3BMYANHOIO BUMNALY, OBanbHe
BiKHO LWIMPOKO BigKkpwuTe. MpaBui winy-
HOYOK HEBENNKUI, TOBLLMHA MioKapay
3 MM, 3 HbOTO BUXOAWTbL apTepianbHum
cToBOYp, AKWUI AINUTLCA Ha [Bi NereHesi
aprepii, Ta Yepes BiAKPUTY apTepianbHy
NPOTOKY 3’€AHYETHCA 3 HU3XiHO aop-
Tol0.

OcKinbKku Bafia cepus byna He3BUY-
HOW Ta piAKiCHOW, A0 Mojanbworo
nocnimkerHs 6yno 3anydeHo daxisus
natosoroaHaToma, ika Mmuboko BMBYana
0cobnnBoCTi cepus Nnoais, cniseigHo-
LWEHHA TPabeKyNAPHOTo Ta KOMNAKTHOMO
MiOKapza npaBoro LWAyHOYKa Yy njo-

LiB NIOAWMHN Pi3HUX TEPMiHiB rectauil
i 3axucTnna avceprauito Ha BigNOBIAHY
KapAionoriyxy Temy.

Mikpockonis. Y wnyHouKy cepus, Tono-
rpaciyHo po3TaLloBaHOro 31iBa, Y BiNbHIN
0ro CTiHUi nepeBaxae TpabekynsapHUi
miokapg (MT) nopiBHAHO 10 KOMNAKTHOMO
miokapay (Mk) (puc. 22A). Take cniBBig-
HOLLUEHHSA € XapaKTepHUM AN HOpMab-
HOi 6ypoBM npasoro wnyHouka (ML)
(puc. 226).

Ha no3aoBXHbOMY 3pi3i po3MiLLeHHsA
BO/IOKOH MT XaoTU4yHe 3 MHOXUHHUMMU
ainsHkamu «6esnagy» (“disarray”),
OCKiNIbKM M’A30Bi BONOKHA mepeniTa-
I0TbCA MidK COBOI0 Y Pi3HMX HaNpAMKax
(puc. 23).

KomnaKTHWUA MioKapA Lboro wy-
HOYKY NOTOHLWeHWN, carae 0,4-0,6 Mm
(npv Hopmi 0,7+0,1 MM 1S KOMNAKT-
Horo miokapga MW ta 1,5+0,1 mm ana
JIW) [CaBuyk T. B., 2012] (puc. 24).

CniBBiAHOWEHHA NiHINHUX PO3-
MipiB TpaGeKynspHoro Mmiokapay
[0 KOMMNAKTHOTO — iHAEKC TOBLLUHU
wapis (ITW) = MT/MK: aopisHioBaB
2,56 of (Hopma B TepMiHi BariTHOCTM
20-21 wk. ana MW = 2,45+0,17 op, ansa
JIW = 1,19+0,24 op) [CaBuyk T. B. 3i cnie-
aBT., 2014]. Y MK nepuBacKynspHo nons
[03piBayoi cnoay4HOT TKAHUHYM 3 NOMip-
HOl KinbKicTio ibpobnactie Ta mio-
thibpobnacris. Kapaiomiolutv 3 ontuyHoO
MOPOXHbOIO LMTONNa3moto. Taka noby-
[l0Ba MiOKapAy € NpUTaMaHHo MioKapay
MU. FictonoriyHa nobyaoBa WAyHOUKa,
po3TalloBaHOro NpaBopyY, Bianosifae
ricronoriyxiii nobyaosi miokapay nisoro
wnyHouka (puc. 25A, 256).

Mk = 1,5 Mmm, TpabekynsapHuin = 1,8 Mm,
L0 BiANOBIA€E TOBLLMHI HOPMA/IbHOTO Mio-
Kapay 4NA NiBOTO LWAYHOYKA B LibOMY Billi
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Puc. 20. 30Ha 3 NiBOro LWAYHOYKA O a0pPTU Yepe3
aopTasibHWi1 KnanaH He BxoguTb. Mopsg ¢ nere-
HeBUM CTOBOYpOM (BKa3aHO 3eJIEHOI0 CTPINIKOI0),
niBiLue NPoXoanTb BY3bKUIA TAXK, AKWIA 61 MaB
OyTu aopToto (BKa3aHo 6inoko CTPiNIKOLO)

Puc. 21. NepeBipKka HU3XiaHOI aop-
TV 1 apTepianbHOi NPOTOKU. 3BEPHITb yBary
Ha PO3Mipu iHCTPYMEHTIB

Puc. 22. A. l0370B3KHi 3pi3 BiNIbHOI CTIHKN MiOKapAay LUYHOY-
Ka, PO3TalLOBaHOro J1iBOpYY (KOMN’tOTepHA PeKOHCTPYKUis). Me-
peBara MT, TOHKUI1 KOMNAKTHUIA LWAp, PO3MiLLLeHHSA TpabeKyn
(cTpinka), xapakTtepHi ans MLL; b. MonepeyHuit 3pi3 HOpManbHO-
ro MmioKapay nnogay Biuji BaritHoctn 15 TukHiB. TpabeKynapHuit
miokapa ML (cTpinka) (komn’toTepHa peKoHCTpyKLis). PapbyBaH-
HA: reMaToOKCMTIHOM Ta €03MHOM, X40

BaritHoctu [Savchuk T, 2012]. Po3milLeHHs
MiOKapaianbibHKX BOTOKOH MK LUTYHOYKa,
po3TallioBaHOro nNpaBopyy, Ma€ TUMO-
BUI MaIlOHOK «NanbMOBOT TiNKWU», AKWUI
BUABMAETbCA HA nonepeyHux 3pisax J1L
(puc. 26). HopmanbHa nobynosa miokapaj-
anbHKX BoNoKoH MK JILL € TaKoto, Wwo uup-
KyNIpHO pO3TallOBaHi MOro BONOKHA,
nepexoasuun B Tpabekynu, 3MiHI0Tb CBilt

HanNpPAMOK Ha NMO3A0BXHIN, L0 MU A Cno-
CTepiraemo y LUIYHOYKa, pO3TalloBaHOro
npasopyd (puc. 26A). IHAEKC TOBLMHM
wapis gopisHioBaB 1,2 oa. Mo3a0BKHE
PO3MiLLleHHs1 BOMIOKOH MT Ha MO30BXHiX
3pi3ax TaKoX € NpUTaMaHHUM HOPMaJbHil
no6yaosi JILL. TaKMM YMHOM, MOXKHA NpK-
MyCTUTH, L0 B LIbOMY BUMAZKY MAaEMO BUMa-
[JOK BUNpaBfeHoT (corrected) TpaHcnosu-

uiT WwayHoukis, T0670, Ha Mmicui J1LL po3Ta-
wosaxui MNLU, a 3 npaBoro 6oky — nisui
LUYHOYOK.

BvnpaBneHuin tmvn TpaHcno3suuii
BE/IMKMNX apTepii cepua 3i 3MiHO0 po3-
TallyBaHHA WAYHOYKIB Y LibOMY BUNAAKY
CYNpOBOAXKYBABCA aTpe3i€l0 aopTab-
Horo knanaxa (AK). 3rigHo faHux meguy-
HOrO MMCbMEHHWLTBA, Y BUNaZKax aTpe-
3i1 AK po3BuBaeTbca rinonnasia JiL.
To670, rinonnasis JIL 3aBxan NoeaHy-
€TbCA 3 HAABHICTIO NaTONOTiT 20PTaNbHOTO
Ta MIiTpanbHOro KnanaHis. 3rigHo Knacu-
oikauii [Savchuk T. et al, 2017] Buginsa-
10Tb M’ATb TUNIB rinonnssii /Il (puc. 27):
winunysaro-rinonnactnyxuin () Ta winm-
HyBaTo-rineptpocuyHmii (1) 6e3 tdibpo-
enacrtosy eHzokapaa; 3 hibpoenacrosom:
umningpuynunin (1), nakyHapHuin (1V)
Ta nakyHapHo-uuninapuynnii (V). Mpu
pi3HOMY CTyneHi rinonaAsii mitpanbHOro
knanaHy (MK), ane Bigkputomy iioro craHi
v atpesii AK matoTb micLie WwinnHyBsaro-
rinepTpodiYHUR, UMATHAPUYHNIA, NaKy-
HapHWI Ta NakyHapHO-LUUATHAPUYHWIA
TMnu nobyaosu rinonassosaxoro J1LL. Yci
Ui Tnu JILL cynpoBOAXKYOTbCA BKOPOYe-
Hum J1LL (BepxiBKa cepus npeacTasneHa
OZIHUM NPaBMM LWNYHOYKOM) Ta rinepTpo-
hi€to Moro cTiHOK, NoB’A3aHoto 3 pobo-
TO0 MO BUKMAAHHIO KPOBI, WO Haginwna
yepes BigKkpuTHii MK knanaH abo yepes
3ByxeHuit AK abo B petporpagHomy
HanpsiMKy. Taka rineptpodis, Wo BUHU-
Kae B JILL, Takox nos’sa3aHa 3 6inbLIOI0
TOBLUMHOIO NOr0 KOMMAKTHOTO MiOKapAy,
nopisHaHO 3 MK ILL. Y Hawomy x B1nagry
npw atpesii AK Big6ynocs po3wmpeHHs
MOPOXHMHU LWAYHOYKA 1 AunATauis noro
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Puc. 23. TpabekynapHuit miokapp, LWyHOUYKa, PO3TalloBaHo-

ro nisopyd. CnocrepiraloTbCsA MHOXMUHHI XaOTUYHO PO3MiLLEHi
AinAHKM «6e3nagy» (cTpinku). PapbyBaHHA: reMaToKCUNIHOM
Ta eo3nHom, X100

Puc. 24. Mo30BKHI 3pi3
BiNbHOI CTIHKM MiOKapay Luny-
HOYKa, PO3TaLLOBAHOrO NiBOPYY
(Komn’roTepHa PEKOHCTPYKLsA).
ToHKuii MK, nepeBara Mr. ®ap-
OyBaHHSA: reMatoKCUJTIHOM

Ta eo3nHOM, X40

Puc. 25. A. [10310BHii1 3pi3 BiNlbHOI CTIHKU MiOKapAay LUIYHOY-

Ka, PO3TalloBaHOro NpaBopy4 (KomMn’loTepHa PEKOHCTPYKLs).
MNo3A0BKHE po3MmilLeHHA BONOKOH MT nputamanHe JILL (cTpinka);
b. No3poBxHiii 3pi3 JILU cepus nnoaa y Biui BariTHocTn 20 TUKHIB
B HOpMi. M03a0BXHE po3mileHHa Tpabekyn JILL (cTpinka). ®ap6y-
BaHHA: reMaTtoKCUiHOM Ta e03MHOM, X40

v AN

cTiHOK (puc. 28). Lle nos’sa3aHo 3 mMeH-
Lot ToBLLMHO MK Ta nepeBaroto Tpabe-
KynspHoro miokapay (ITW=2,5 o) B way-
HOYKY, po3TaloBaHoMy Ha micui JILL.

Y ubomy micui 06roBopeHHs saKpas
JAOPEeYHO 3rajaty TBEPIKEHHA BULLe
3a TeKcToM: «fKLo aHomania Ebstein’a
NOEAHYETLCA 3 JIereHeBOl aTpesieto,
¢yHKuiOHaNbHO BOHA € eKBiBasieHT-
HOlO TPUCTYNKOBIi aTpesii». CebTo,
OCKiNIbKM Y HaWoMy BUMAAKY MaEMo
cnpay 3 BunpasneHot TMA, i aHomanis
Ebstein’a ytBopunacs nisopyd, Ae BUxia-
HMM TPAKTOM € aopTa, a He fiereHeBa
apTepis, nogibHo, NoEAHaHHA aHOManii
Ebstein’a 3 BunpaBneHoto TMA 1a aop-
TaNnbHO0 aTpesieto haKTUYHO € eKBiBa-

NIeHTOM MiTpanbHoi aTpesii 6e3 gedekty
MiXKILTYHOYKOBOT NEepPeropoaKm, nonpu
napajiokcanbHo 36inblieHi po3mipu
niBoro cepus.

Mpu ITW 6inbwe 2 maemo cnpasy
3 TaK 3BaHMM HEKOMMNaKTHUM MioKap-
AOM, BMHUKHEHHA AKOro MoB’A3YI0Tb
i3 3aTPMMKOI NpOLECiB YW iNbHEHHA
B embpioreHesi Ha 4—5 TUXKHAX BariT-
Hoctu. Mpu noegHaHHi Wiel natono-
rii 3 atpesieto AK 3aBxan cnocrepira-
€TbCA NaKyHaPHWIA TN NoBYA0BM Tino-
nnasosaHoro J1LL, wo cynpoBoAXyeTbCA
hibpoenacto3om eHaokapaa, ane Ml
npu LbOMY MaB xapaKTepHy ANA HbOTO
6ynoBy 3 siBHOIO nepeBaroto MT i xao-
TUYHUM PO3MIiLLLEHHAM MOrO BOIOKOH

[Engberding R et al, 2007; Caname |
et al, 2006].Y HalloMy BMNafKy Cnpoc-
TyBaTW [iarHO3 HEKOMMAKTHOrO Mio-
kapay /I no3Bonse came HopmanbHa
nobyaosa JIlL, TonorpadiyHo po3sra-
lwoBaHoro npasopyy. Mpote, aHani3
Bunaakie rinonnasii MW y noegHaHi
3 aTpesi€lo KnanaHa NnereHeBoi apTe-
pit (J1A) AO3BOMMAN BUAINUTI HACTYMHI
noro BapiaHTM 3 ykopoyeHum MLLU:
NaKYHAPHO-LUUNIHAPUYHUNA, LUNiHA-
PUYHMIA, WinvHyBaTo-rinepTpodivHui,
winuHyBaTto-rinonnactuYHUin (aHano-
riyHo knacudikoBaHum Tunam noby-
foBu rinonnsasosaHoro JIL), a Takox
npu atpesii JIA Ham 3ycTpinucsa asa
Bunazku ML 3 ginatauieto noro nopox-
HUHW Ta NOTOHLLUEHHSA CTiHKK, W0, MMO-
BipHO, MOXe 6yTy NOB’sA3aHMM 3 nep-
BMHHUM MOPYLIEHHAM No6YA0BU Mio-
Kapga ML B embpioreHesi i notpebye
nofanbloro BuB4YeHHs. To6To, HaBiTb
Taki HenmepeciyHi ANA Hawoil npak-
TUKMN 0OCTEKEHHSA HE MOXYTb BUKIIIO-
YWTU Wie CKNAAHILWOT naTonorily ubomy
BUMAAKY 3 NPAKTUKK, HiX M1 OO onu-
canu.

O6roBopeHHA Ta BUCHOBKMN

B onncaHomy Hamu BMMaaKy 3ycTpi-
N10CA NOEJHAHHA TaK 3BaHOI BMMpPaB-
NeHol TpaHcno3uuii marictpanbHUX
CYAVIH 3 aTpe3i€lo aopTanbHOrOo KnanaHy
Ta aHomanieto Ebstein’a B aHaTOMi4HO
npaBoOMy LUMYHOUKY, pO3TalloBaHOMY
Ha Mmicui niBoro WwnyHo4Ka. Ha Kopuctb
BMNPaBNEHOro TUNY TPAHCMO3ULIT CBig-
yaTb AKiCHI (ricToapXxiTeKTOHIKa BONOKOH
MiOKapAy WAYHOUKIB, po3TalloBaHMX
B cepui NiBopyY Ta NpaBopyy) Ta Kifb-
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OO6miH AOCBIAOM

KicHi (iHAeKC TOBUMHM WapiB) xapaKTe-
PUCTUKK. TaKNI1 BUNALOK CTaB eKCnepu-
MEHTOM, 3iiCHEHMM CamOt0 NPUPOAOIO,
AKWUIN CTaBUTb BUK/IUKM LLOAO PO3YMiHHSA
embpioreHesy noaibHoT natonorii.

Monpw piAKicHy Natonorit Ta BUHAT-
KOBUI 36ir 06CTaBUH, WO JaB MOMXIN-
BiCTb 3[iNCHUTU MaKCMMaNbHO AKiCHY
MoponoriyHy AiarHOCTHKy, BpaxoBy-
I04M BEAMKUI BOCBIA AMTAYUX nepu-
HaTaNbHUX Kapaionoris Ta 06i3HaHiCTb
B 0CO6AMBOCTAX MIKPOCKONIYHOT Noby-
[OBMU CTIHOK LUNYHOYKIB cepus narono-
roaHaToMiB, Liei e BUMNaLoK 3 Npak-
TUKW BUCBITAMB KiNlbKa TUNOBKX OpraHi-
3auiiHuX HepoNiKiB, Hapasi 6e3HagiiHo
HeBUMPABHWX B YKPATHCbKI MeANLNHI.

BucnoBuTn Take TBEPAXKEHHSA 103BO-
Ns€ TOM (haKT, WO OCTaTOYHUI IMOBIpPHWIA
CYHAPOManbHUI AiarHo3 Ha piBHi cyyac-
HUX MOX/MBOCTEN MeauuuHK (HaBiTb
B camiii YkpaiHi) TaK i He 6yno BucTaB-
NeHO, OCKIIbKU Ha T/i BU3HAYEHOro 3BU-
yaiHoro 4Yonosiyoro Kapiotuny ibpo-
6nacTiB nioga Ta NNaLeHT He MOXHA
BUK/TIOYUTU HA3bKOPIBHEBOTO MO3aTL13My
Ta XPOMOCOMHMX NepebyaoB Ha KWwTanT
Aenewin, NoABOEHHSA reHETUYHOTo MaTe-
piany, 0fiH06aTbKIBCbKMX AUCOMIi TOLLO;
He BAANOCA BM3HAUYWUTU pO3TallyBaHHA
MOZEepaTopHoro nyyka abo AOCNiAUTU
nobynoBY CTy/OK Ta 3B’530K XOPA CUCTEM-
HVX KNanaHiB i3 naninapHumu m’a3amu.
BpaxoBytoun Lie, He MOXHa BUKIOYUTH
MMOBipHY CMHAPOManbHy NaTonorito,
MOXMBY Hapasi HeBM3HaYeHy 0cobu-
BiCTb Ta YHiKaNbHiCTb HaBITb LbOrO PiAKiC-
HOTO BUNAZAKy Baau ceplis; i 6pak goaar-
KOBWX AaHMX MOXe NPU3BECTU [0 XUOHOT
OLiHKN MEANYHWUM reHETUKOM NPOrHo3y
notomcrea. OCTaHHii, NONpW MOro KAt-
4OBY POJIb B OLjiHLi MPOrHO3Y NOTOMCTBA,
MOJE B CBOIl po6OTi KOpUCTATUCH NinLLIE
AaHVMK, OLlEPKAHUMU A TPAKTOBAHUMU
CYMiXHUMM dhaxiBuamun. Yu npaBuibHO
oflepaHi i TpaKToBaHi Ti AaHi, BiH 3HaTK
He moxe. HaBiTb cniBaBTOpY L€l CTaTTi
3MOMIV O PIKATY LiNiCHICTb yCiel 3ibpaHol
iHchopmauii nuLLe nicns HanMcaHHA cTarTi.

f0NOBHOK NPUYMHOI NOAIBHMX
MOXIMBUX HEL0OLHOK Y/ XMOHUX oLi-
HOK BuasneHol natonorii (i He nuwe
noai6HoT piakicHoT natonoriil), Ha Haww
nornsg, € 6pak nocnifoBHOT, NOELHAHO-
cnopigHeHoT npaui cymixHux daxis-
uiB akywepis-rinekonoris, caxisLis
3 MaTePMHCbKO-NN040BOT MeaULNHN,
auTAYKX Kapaionoris (260 MHILINX By3b-
Kux daxiBLis-negiatpis), natonoroaHa-
TOMiB, MeANYHUX TEHETUKIB.

Y Hall Yac, 3a HasBHOCTI BaxaHHs

KepiBHWKIB MiApO3AiNiB, He YeKaluu rmo-
6anbHYX peopMaTopCbKIUX 3MiH Y KpaiHi,

po3TaLloBaHoro npaBopyy; b. lonepeyHuii 3pi3 CTiHK1 miokapay
JIW y Biuj BariTHoCcTU 20 TUKHIB B HOPMi, PUCYHOK «NaJIbMOBOI
rinku». LIMpKynApHi BONOKHA MiOKapAy BiNbHOI CTIHKM 3MiHIOIOTb
HanpsMOK, BNITalOYNCh Yy TPAOEKyNU, Ha NO3A0BMKHIN (CTPiNKa).
®apbyBaHHA: reMaToKCMNiHOM Ta €03UHOM, X40
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Puc. 27. A. CxematnyHe 306paxeHHs nonepeyHux (A),
Ta no3g0BXHix (b — BUA 33aay) 3pi3iB cepaeLb 3 pisHUMMU TUNAMU
oynoeu JILU (I-V) npu cuHapomi rinonnssii nisoro cepus

nUTaHHA 0OMiHY MepBUHHOW Ta BTO-
pUHHOLO iHOopMaLiE, AOKYMeHTaMK
(BK/IIOUHO 3 MEAMYHUMM 306 pAKEHHAMM
Ta Bifleo), AYMKaMu — MoxHa 6yno 6 BUpi-
LUMTN CTBOPEHHSIM EIMHOTO eeKTPOHHOIO
MaiifaHumka ans obmiHy ycima Heobxig-
HUMM JaHUMU B NPSMOMY Ta 3BOPOTHOMY
3B’A3Ky. | A1 UbOTo He NOTPiBHI 3HAYHI
3YCUANA YY FPOLLOBI BIMBAHHSA.

OCTaHHE NUTAHHA [Xepen MOXu-
BUX XMOHMX BUCHOBKIB TaK1 N0OB’A3aHO
3 dhiHaHcamy — iHCTpymeHTanbHa 6asa
HaluWx NaToNoroaHaToMiB KatacTpo-
(hiyna 3acrapina (puc. 21). Mo-gobpomy,
M NOTPiGHI He Nule MiKpoXxipypriuHi
iHCTpyMeHTH, a i KomdopTHi poboui
Micus 3 MiclLLeBMM MiACBITNEHHAM,
Hano6HUMK BIHOKYAAPHUMK Nynamu
3 MOXIUBICTIO POOUTU MIKPO3HIMKK
Ta Bifeo3anucu. MoxnmBocTi nepeaadi
Bife0306payeHb HAXKMBO B PEXMUMI KOH-
epeHLil ans BCiX 3any4eHnx Ao iarHoc-
TUKM 1 3aLiKaBNeHNX CYMiXHUX daxis-
LiB TaKoX He byayTb 3aiBUMU. 3@ yMOB
BiACYTHOCTi YCbOTO LbOro YCTAaTKyBaHHA
i BiNCHO Ait0YOro NPsSIMOro Ta 3BOPOTHOTO

ou

Puc. 28. CxematunyHe 30-
OpakeHHsA nonepeyHux (A)
Ta no3g0BXHix (B) 3pisiB

Yy HaloMy BUNaaKy

3B’A3KY, NpU NOpYLUEHHi npasun 36epi-
raHHs i AocTaBKM abopTHOro marepiany
reTb CNOJAiBaTMCS Ha BUCOKY PYTUHHY
AKICTb HaBiTb NaTONOr0aHaTOMiYHUX
LOCNIIKEHb, He nuLe B NoAibHUX onu-
caHoMmy piaKicHux Bunaakax. Oco6nueo,
AKLLO MOBA e NPo AOCNiAXEHHS nepep-
BAHUX BariTHOCTeN y TepMiHax, MeHLWMnX
20 TUXKHIB BariTHOCTU. m
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