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2 XapbKOBCKHI HAIIMOHAIBHBIA METUIIMHCKAN YHUBEPCUTET

Oco0eHHOCTH TeyeHHsl MepepbIBA 1YY A0PThHI B HEOHATAJILHOM IEepPUOIe

Pe3iome. B crathe mpencraBieHa uHGOpMALMS O PEAKOM BPOXKIECHHOM IOPOKE

cepAla — nepepriBe 1yru aopThl. ONMMcaHo COOCTBEHHOE KIMHUYECKOE HAOII0ICHUE.
KiroueBbie cjioBa: 1eTH, KpUTHIECKHI MOPOK CEPLIa, TIEPEPHIB IYyTH A0PTHI.

ITo nanHBIM EBpOneickoro Mex1yHapOJHOTO PErucTpa BPOKIAECHHBIX IIOPOKOB
pa3BUTHS, BpOKJIECHHBIE TOpOoKH cepaua (BIIC) sBusroTcs caMoi paciipoCTpaHEHHOM
IPYIIONA AaHOMAJIMK PAa3BUTHS y IETEW U OCTAIOTCS BEAYLIEH MPUYMHON cMepTH [ 1 ]

B Hacrosiiee BpeMsi OTMEUAETCsl TEHACHIMS K YBEJIIMYEHUIO YUCIA U TSKECTH
tedeHus: peructpupyembix BIIC [2]. JleranpHOro mcxojga W BBICOKOTO IPOIICHTA
MHBAJIMTHOCTH MOYXHO M30€XaTh, UCIOJIb3ysl COBPEMEHHBIE METObI JUATHOCTUKHU U
omnepaTUBHOW Koppekiuu [3].

Kputnuecknii mopok cepaua — BIIC, conpoBoxaaromuics pa3BUTHEM
KPUTHYECKOTO CcOCTOSIHUS  [4,5], XapaKTepHU3YIOMIErocs OCTPhIM  Ae(hHUITUTOM
CEepIeYHOro BbIOpOca, OBICTPBIM  IPOrPECCHPOBAHUEM  CEPACUHO-COCYIUCTOM
HEJIOCTATOYHOCTH, PpAa3BUTUEM KapJAMOT€HHOTO 1IOKA, TKAHEBOM THUIOKCUU C
Pa3BUTHEM JIEKOMIIECHCUPOBAHHOTO METa0O0JIMYECKOTO anuao3a [6].

XapakTepHoil 0COOEHHOCThIO pa3BuTusi Kputuueckux BIIC sBnsercs
OTCYTCTBUE WU cliadas BBIPAKEHHOCTh KOMIIEHCATOPHBIX peakiuii [7]. ITlpu
HEBO3MOYKHOCTH IIPOBEJCHMS aJEKBaTHOW JKCTPEHHOW Tepanuu (HampuMep:
BBEJICHUE MPOCTArIaHJIWHOB) WJIM ONEPATUBHOW KOPPEKIUHU, PEOCHOK MOrudaer B
TEUCHHE TEePBBIX THEH WJIW HENENb )KU3HU [8].

K kputnueckum BIIC OTHOCAT TOpPOKM C arpe3sued WM KPUTHYECKHM

CTEHO30M JIETOYHOM apTepuu, MepephiB JIyrn H Koapkramuio aoptel (KA),



KPUTUYECKAM AOPTAIBHBIA CTEHO3, CUHIAPOM THIIOIJIA3UM JIEBBIX OTAEJIOB CEpALA,
TPAHCIIO3ULMIO MarucTpaabHblX cocyoB (TMC), ToTanbHbI aHOMAJIbHBIN JIpEHAX
nerounblx BeH (TAJIJIB). Ilo mHeHuro cnenuanuctoB, Oonee 70% nerehr ¢
KPUTUYECKHUMH TOPOKaMU MOTYT HMMETh OJaronpusTHbIA HCXOX Ui KU3HH U
BBI3JIOPOBJIICHUSI IIPM TOYHOM JMAarHOCTHUKE M CBOEBPEMEHHOM XUPYPTHUYECKOU
koppekuuu [9]. IIpuumHON pa3BUTHA KPUTHUUYECKOTO COCTOSIHUS SIBJIETCS pPE3Kas
OOCTPYKIIMSI KPOBOTOKA (JIETOYHBIM CTEHO3, a0pTalbHBIM cTeH03, KA, cunapom
TUIOIUIA3UH JIEBOTO CEPJILA) U 3aKPBITUE OTKPHITOrO apTepuanbHoro nportoka (OAIT)
NpU AYKTyC-3aBUCUMOM KpoBooOpamiennu [10].

CucremHast IQyKTyc-3aBUCHMasi N€MOJMHAMHMKA — COCTOSIHHE, NPU KOTOPOM
(GYyHKIMOHUPOBaHUE OONBIIOIO Kpyra KpPOBOOOPAIEHUS MOJHOCTBIO 3aBHCHT OT
Hamuusa OAIL Takas remonnHamuka xapakrtepHa st KA, KpUTHYECKOro CTeHo3a
aopThl, CHHApPOMAa rumomuazuu Jjeoro cepama [8]. Ecmu 3aboneBanue He
JUArHOCTUPOBAHO CBOEBPEMEHHO (T.€. /10 3aKpBITHS IMPOTOKA), TO y MAalMEHTOB
pa3BUBACTCA KapAUOTCHHBIM IIOK. B Iepuose HOBOPOXKIECHHOCTH KOJIIATE€paad He
NOCTAaTOYHO Pa3BUTHI, U MIIeMus opraHoB Hixke Mecrta KA mocne 3akpsitusa OAII
NPUBOJAUT K OBICTPOMY pPa3BUTHIO I[IOYEYHOM HEAOCTAaTOYHOCTH U  aluJ03y.
OnHOBpPEMEHHO, BO3pacTarollas IOCTHArpy3Ka Ha JIEBBIM KEIYJ0YEK, CTAHOBHUTCS
NPUYMHOMN OCTPOI 3aCTOWHOM cepJieuHol HepocTaTouHoCTH [11].

KA sBnsieTcssi BpOKIEHHBIM CYKE€HUEM a0pThl, JIOKAIM3YIOIKUMCS B 00JacTH
nepereiika, HEMHOTO JMCTalbHEE OTXOXKIACHHUS JICBOU MOAKIIOYMYHON apTepun [12].
CreHka MOCTKOAPKTAIMOHHOTO Y4YacTKa COCyJa MCTOHYAETCS, MPOCBET PACLIMPEH.
ComnpoTuBiIeHHE TOKY KpPOBHM B aOpPTE BBI3BIBAET CHCTOJIMYECKYIO IEPErpy3Ky,
OPUBOJAIIYI0O K  TUIOEPTPOPHUH  JIEBOrO  JKEIyJouka C  IOCIEIYIOIIUMU
CKJICPOTUYECKUMHU M3MEHEHUs MU B Muokape. [13]. OOcyxmnaemast maToaOTHs 4acTo
coueraerca ¢ aApyruMHu nopokamu cepaua: OAII, nBycTBopYaTsIM aopTalbHBIM
KJIanaHoM, JAepeKkToM MexkenyaoukoBoil mneperopoaku (AMXKII), anomanuei
MUTPAJIBHOIO KJIAllaHa KakK KOMIIOHEHTOM cuHapoMa Illona w nap., KoTopble
YTSDKENSIOT ecTecTBeHHOe TeueHne aHomanuu [11]. Knunwuueckue mposiBiaenus KA

pa3HOOOpa3HbBI: MOPOK MOXKET MPOSBIATHCS Cpa3y MOCHE POXKACHUS CUMITOMaMU



OCTpOM CEepJIeYHON HEIOCTATOYHOCTH, TaK UMETh U JJIUTEIbHOE MaJOCHUMITOMHOE
Teuenue [12].
1Ipo6ooum cobcmeennoe KiuHuyeckoe HabaoeHue nayueHma.

[TanenT S. B Bo3pacTe 18 nHel mocTynuia B peaHUMMAlMOHHOE OTICJICHHE
KapJIUOXUPYPrUUECKOro IEHTpa ¢ XKajdo0aMu poauTeneil Ha OJeJHOCTh KOXH,
XOJIOJIHbIE HM)KHUE KOHEYHOCTH, YUYalllEHHOE JbIXaHUE, HEIOCTAaTOYHYI0 TPUOaBKy B
Bece. M3 aHaMHe3a KU3HU U3BECTHO, YTO PEOEHOK OT | OepeMeHHOCTH, TPOTEKABIIEH
Ha ¢oHE Yrpo3bl pepbiBaHus B 16 Hepenb, aneMuel 1 crenenu, oT | cpoyHbIX pOJIOB.
Macca npu poxaenuu 2750,0 r, anmna — 50 cm. Ouenka no mkane Anrap 8-8 6aos.
Haxogunace Ha TrpynHOM BCKapMiMBaHuW. Beinmucana Ha 3-pU CyTKH B
YAOBJIETBOPUTEIHLHOM COCTOSTHUU ¢ Maccor Tena 2680,0 r. 3 anamHe3a 3a0osieBaHus
M3BECTHO, YTO COCTOSIHUE YXYJUIUJIOCH Ha 18 CyTKM mocie poXkaeHus, peOEHOK CTaj
BSJIBIM, OKAa3bIBaJCS OT KOPMJICHMS, TMIOSBHJIACH OJBIIIKA, OJIETHOCTh KOXKH.
[locTtynuna B MecTHBIM cTanuoHap, ObuT mpeanoioxkeH BIIC: xoapkramust aopthl?
Kapnut? [Byctoponusis mnuHeBmonusi, JH IlI. Jlna yrounenuss pauarHoza w
onpeeeHus NajbHEeNIel TaKTUKKY BEICHUS MAlleHTa B YPTeHTHOM TOpsJIKe Obliia
nepeBe/icHa B Kapiuoxupyprudeckuil ieHTp. CocTosHUE NMPU MOCTYIUICHUH TKEIOE,
0OyCJIOBIIEHO TpPU3HAKAMH OCTPOM CEpJCYHOW W JbIXaTeIbHOM HEIOCTATOYHOCTH.
Bec npu mnocrymnenun 3000,0 r. Kpux cnaOsiii, kopoTkuii IlpaBuiibHOTO
TEJIOCJIOKEHUS, TTOHUKEHHOTO NuTaHus. Typrop TKaHe M 3JIaCTUYHOCTh KOXKHU
CHIDKCHBI. MBIIICUHBIH TOHYC CHHXEH. Du3noorudyeckue pediekchl YrHETCHBI.
KoxxHple TMOKpOBBI U BUIUMBIE CIU3UCThIE OOOJOYKM YHUCThIE, OJICTHEIE,
MepUOPATIBbHBIN M aKkponMaHo3. HuKHMEe KOHEYHOCTH XOJOAHbIC HAOIyIb. B nerkux
ayCKyJIbTAaTUBHO ECTKOE JbIXaHUE, YACTOTA JIbIXaTEIbHbIX ABMKEHHUI 60 B MUHYTY,
MPOBOAHBIC XpUIMBL. ['paHUIlbl cepAlla paclIMpeHbl BieBO. JlesTenbHOCTh cepina
PUTMHYHAS, TOHBI IJIyXue, y4damieHsl 10 140 B MUHYTY, CHCTOJIMYECKUN LIyM HaJ
Bce oOnacTeio cepamna. ApTepuaibHoe naBieHue Ha pykax 80/40 MM pT.CT.
Oxcurenanus 02 — 93%. Ilynbcamus Ha OeapPEHHBIX apTEPUSIX HE OMPEACIISICTCS.
KuBoT MKW, AOCTyneH mnanbrnanuu. I[ledenp BbicTynmaeT Ha 3 cM M3-NOJ Kpas

pebepHoit nyru. Ou3noornyecke oTnpasieHus: He HapyieHbl. [TpoBeaeno IxoKI -



uccaenosanue: noxaprepuanbHblii JJMOKIT 0,7 cMm ¢ neBuanueid meperopoikd H
dbopMHpOBaHMEM CY>XEHHUS BBIBOJIHOIO TpPAaKTa JIEBOTO >KEIYJ04YKa, THUIIOIUIa3us
AOpTAJIBHOTO KJIAllaHa, BOCXOMSIIEH W HHUCXOISIIEH aopThl. BbIcOkass merouyHas
runiepreH3ust (50 mm pt. cT.). B OpromHoil aopTe KpOBOTOK HE PETUCTPUPYETCH.
CHIXEHHE COKPATUTEIBHOM CIIOCOOHOCTH JIEBOTO KeNynouKka ¢ (pakiueil BeiOpoca
53 %. Cenapauust auctkoB nepukapaa 0,5 cM mo 3anHei cTeHKd. OTKpBITOE
oBaJIbHOE OKHO 0,5 cM, HEJIb351 UCKIIFOUUTD MOJHBIA MEPEPBIB AyTH aOpThl. PeOeHKY B
YPr€eHTHOM TMOPSAKE MPOBEICHO 30HAMPOBAHUE IIOJOCTEW cepaua. BeicTaBieH
muarno3 BIIC: mepepeiB nyru aoptel, Tun A. l'mnomnnasus cermeHta B aoprtsl.
Oynkunonnpyomnii MuaumanbHbii OAIL I[logaprepuansheiii JIMXXII ¢ 3anneit
MaJIbIIO3UIIMEH MEXIKEyJI0UYKOBOM MEeperopojku ¢ (HOPpMUPOBAHUEM CTEHO3a
BBIBOJIHOI'O TpPaKTa JIEBOTO JKEIyAOuka. Beicokas nerouHas runepreHsus. [locne
IPOBEACHUS KaTETEPU3ALIUU CEp/illa COCTOSTHUE peOeHKa IPOrPECCUBHO YXYIIATIOCh,
HapacTalli SBJIICHUS KapAUOTEHHOro Mmoka. IIpoBeneHume peaHMMAaMOHHBIX
MEPONPUATUI OKa3aJIoCh O€3yCHElIHbIM, KOHCTaTUPOBaHA OMOJIOTUYECKAs CMEPTh.
OT naToJI0r0aHaTOMUYECKOT0 UCCIIETOBAHUS POJIUTEIN OTKA3AJIMUCh.

Obcyarcoenue.

IlepepblB  nyru aopTel — PpPEAKHM  BPOXKIACHHBIM MOPOK, KOTOPBIA
XapaKTEepU3yeTCs MOJHBIM OTCYTCTBHEM aHATOMMYECKOM CBSI3M MEXKIY IOIEPEYHOU
JyTOM a0PThI WM €€ MEPEUIEUKOM C HUCXOIAIIEW YacThIO TPYAHOTO OTAENA A0PTHI, €
Pa3MYHBIMM BapUaHTAMU OTXOXKJIEHUS OpaxuoriedaibHbIX apTepuii. Briepsbsie oH
Ob11 oncad Morgagni B 1760 r. ETMHCTBEHHBIM HCTOYHUKOM MOCTYIIEHUSI KDOBU B
HUCXOJSIIYI0 AOpTy CIYXUT (DYHKIIMOHHPYIOUIUH  apTEepUANbHBIA  MPOTOK,
SIBJISTFOIIMIACS TIPOIOJKCHUEM CTBOJIA JIETOYHOM apTepuu [14]

[lepBas knaccudukanus nepepeiBa Ayru aopThl Oblia npenioxkeHa Celoria u
Patton (1959). B ee ocHOBY MOJIO)KE€HA JIOKAJIM3allMs TEpepbiBa Jyru: TUOD A —
JMCTaJIbHEE JICBOM MOJAKIIOYUYHON apTepuu; TUN B — mexay JieBoit oOiield COHHOM
apTepuel 1 JeBOM MOIKIIOUNYHOM apTepueii; i C — MeX1y 0e3bIMSIHHOW apTepHe
1 JIeBOM 00111elt CoHHOM apTepueit. Tum A mepepbiBa MOKET COUYETAThCS C OTKPHITHIM

AOPTOJIETOYHBIM OKHOM M WHTAKTHOM MEXOKEIYIOYKOBOM meperopoakon. Tum B



HaOrOgaeTCss TOpa3fo dYamie, 4eM THN A, W OOBIYHO COMPOBOXKIAECT AHOMAJIHH
KOHOTPYHKYCa C HOPMaJIbHOW OpPUEHTAIMEN MarucCTpajibHbIX apTepuil U OOJIbIIUM
JMXKII, coderarommmcs ¢ OTKIOHEHUEM UHGYHAUOYISPHON MEPEropojKu K3aau U
cybaopranbHoi oOcTpykuueir. Tunm C BcTpeuaercss JOCTaTOYHO peako, 0e3
3aKOHOMEPHBIX coueTanuit [12].

[lepeppIB ayru aopThl BHICTYHNAET B HM30JIMPOBAHHOM BHJE TOJbKO Yy 2%
narueHToB. OO0puHO OH coveraercs ¢ HanmuuneMm OAIL u IMXKIIL, y 60% 60apHBIX —
NBYCTBOpYAThIM aoOpTaJbHBIM KjamaHoM. Y 10 % mnanueHTOB OTMedaercs
aedopmars MUTpaidbHOro Kianana, y 10% — OAC, y 20% — cybaopTaibHBIN CTEHO3
[15]. ¥V nammeHTOB ¢ OMBEHTPHUKYJSPHBIM CEPAIEM M HOPMAaJIbHOH CErMEHTapHOM
aHatomuerd mnoutu Bcerga wumeer wmecro JMIXKII, 3a wuckmoueHueMm ciaydaes
A0pPTOJIETOYHOTO CENTaJbHOro AedeKkTa U M30JUPOBAHHOIO TepephiBa Iyru. s
nepepbiBa Jyrd aopThl XapaKTEpHO CMEIICHHEe HHPYHIAUOYISIPHON TEpEeropoKu
K3aJIM, YTO CO3JIaeT MPEIATCTBHEC B BEIBOJHOM TPAKTE JIEBOTO Jkemyaouka [14.].

BeilieonucanHass  aHOManusl  SIBISIETCA  TUIIMYHOW  JTYKTYC-3aBUCUMOM
NaTOJIOTUEN, KaK CIIEJCTBUE IEPBbIE CUMIITOMBI BO3HHUKAIOT C HAYAJIOM 3aKPBITHS
OAII. Cocrosinue peOEHkKa ObICTpO yxyamiaercs. Pa3BuUBaeTCs CHUHAPOM HHM3KOTO
CEPJIEYHOT0 BHIOpOCA: TJI0X0€ HAIOJHEHHE ITyJIbCca, TAaXUKAPAUs, OJBIIIKA, IUAaHO3 U
MOXOJIOJJaHUE KOHEYHOCTeH, onuroypus. O HEAOCTaTOYHOM (PYHKIHMOHUPOBAHHUU
OAII cBuAETENbCTBYET HCUE3HOBEHUE IIyJbca Ha Horax. l[lanmeHT cTaHOBUTCA
OECTIOKOMHBIM, a  3aTéM  3aTOPMOKEHHBIM. B KPOBU  ONPEHEIISIOT
JNEKOMIICHCUPOBAHHBIA MeTa0onu4eckuii anuao3. KMewT MecTo KIMHUYECKHE
IOPOSIBJIEHUS HWIIEMHYECKOTO TIOBPEXKACHUS TNI€YEHU, MOYeK, KuleyHuka. I[lpu
noctaroyHoM (yukmuonupoBanun OAIl cuMntombel MeHee BbIpakeHbl. OTMedaeTcs
NErKuil 1mano3, uMmeromuit nuddepennrpoBanubiil xapaktep y 10% 6onbHbIX (O0see
BBIPKEH HA HOTAX), 3aTPyJAHEHHS KOPMIJICHHS, OTCTaBaHUE B (PU3NYECKOM Pa3BUTHH.
AyCKyJIbTaTHBHAsI KapTHHA CBs3aHA C HAJIMYKMEM COITYTCTBYIOIIUX MOPOKOB cepAla:
JAMIXKIT u OAII, BbICOymIMBaeTCs CHUCTOJIUYECKHI IIyM BO BTOPOM-TPETHEM
Mexpebepbe cieBa. IxoKI-uccnenoBanwe B OONBIIMHCTBE CIIy4aeB TO3BOJISIET

YCTAaHOBUTH JUArHo3, HEOOXOJAMMBIM uisi BbIOOpa JedeHus. B 1omonHeHue K



JOKAJIM3alMA MECTa IMEpepbIBa OLEHUBAIOT IMACTa3 MEXKIY CErMEHTAMHU aOpTHI,
CTENEHb OOCTPYKIIMH JIEBOTO JKENy/I0YKa, JMaMeTp aopTaJbHOIO KjamaHa u
BOCXOJIAIIEH aopThl, quarHoctupytoT conyrcrytomire BIIC [16]. OcHoBHOW MeTOx
JICYCHUST HOBOPOXKIEHHBIX — HHQPY3Us NpocTarjaHauHoB rpymmnbl El  nmms
noaaepxkanus npoxoaumoctu OAIL Xupyprudyeckoe BMEIIATEIbCTBO BBITOIHSIIOT
MoCJie CTa0MIM3AIMK COCTOSTHUS 00sibHOTO. Onepaius BbIOOpa — CO3aHUe MPSIMOTO
aHaCTOMO3a  MEXJIYy CerMEeHTaMu  aopTel. Bo3MOXHA W MHTEPHO3ULIMSA
CUHTETHYEeCKOTro mpotre3a. [lpu Oonbinom uryHTHpoBaHuK KpoBu uepe3 JIMIXKII
ONEPAIMI0O HA a0pTE JOIOJHSIOT CYXXEHHEM JIETOYHOW apTepuu, pPaIUKAIbHYIO
KOPPEKIIMIO BBITIOJIHSIOT Yepe3 HECKOIbKO MecsIeB [12].

[IepepbIB nyru aopThl peAKUN KPUTHYECKUHM MTOPOK cepana. Mcxon u nedyeHue
00CyX/1aeMOM MATOJIOTUH 3aBUCAT OT CBOEBPEMEHHOMN AMArHOCTUKH M BBIOOP METO/1a
nedyeHusd. J[aHHBIM KIMHUYECKUN cllydail JeMOHCTpupyeT Tsikenoe teuenue BIIC, c
pa3BUTHEM KapAUOTCHHOIO IIOKa, TMO3JHIOK JWArHOCTUKY AaHOMAJMW, 4YTO
3aTPYyAHWIIO TIPABWIBHBIA BBIOOp TOMJIEPKUBAIOIIECH TEpamuu W TPUBEIO K

HCBO3MOKHOCTH OKa3aHUA CBOGBpeMeHHOﬁ ITOMOIIIH.
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Oco06auBOCTI TIepedITy MepepBU AyTH a0PTH B HEOHATAIBLHOMY MEPioi

Pe3rome. Y cratTi npencrasiieHa iHQpOpMalig PO PIAKICHY BPOKEHY Bady cepus -
nepepuB Ayru a0pTH. ONKUCaHO BJIACHE KIIIHIYHE CIIOCTEPEKEHHS.
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Features of the interrupted aortic arch in the neonatal period

Summary. The article presents information about a rare congenital heart disease - a
interrupted aortic arch. Own clinical observation is described.

Key words: children, critical heart disease, interrupted aortic arch.
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