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BBenenue.

Bpoxnennsie nopoku cepaua (BIIC) nanbonee yacteie aHoManuu nepuoia
HOBOpPOXKJEHHOCTU. HekoTopele U3 MX MOTryT OBITh NPUYMHON BO3HUKHOBEHUS Y
peOeHKa KPUTHUECKHX COCTOSHUN TPEOYIOUUX HKCTPEHHOTO XUPYPTHUYECKOrO

BMCIIATCIILCTBA.

B npenaransnom nepuoae BIIC He siBisieTcs NpensTcTBHEM K HOPMAJIbHO-
My Pa3BUTHIO IUIOAA. XapaKTEPHOH OCOOEHHOCTBIO BHYTPUYTPOOHOIO KpOBOOO-
paleHus SABJISIETCSA TO, YTO B AOPTY M JIETOYHBIM CTBOJI ITOCTYNAET CMEIIAaHHas ap-
TEPUOBEHO3HAsA KPOBb C OJIMHAKOBBIM NMAPLUHUAIBHBIM JaBIeHUEM Kuciopoza. llpu
ATOM HACBIIIEHUE TeMOITIO0NHA KUCIOPOAOM MPUMEPHO OJUHAKOBO IIPABOM H Jie-
BOM >xenyaouke. OnHaKo U3MEHEHHE KpOBOOOpaIleH sl TIOCIe POXKACHUS ¢ Mapaj-
JEIBHOTO Ha MOCJEAO0BATEIbHOE MNPUBOAMT K (haTalbHBIM IOCIEICTBUSAM IpU

Hanmuuue y pedenka kputndeckux BIIC.

KuszHeHnHo BaxkHOe 3HaueHue npu kputudeckux BIIC umeer Hanuume y Ho-
BOPOKJEHHOTO COIMMyTCTBYIOIIMX MOPOKOB Cep/ilia (CenTalbHbIX Ae(EKTOB), a TaK-
Ke (YHKIIMOHUPYIOIIETO OTKPHITOTO aptepuanbHoro mpotoka (OAII) xotopswie
MOTYT OBbITh €IMHCTBEHHBIMU UCTOYHUKAMHU MOCTYIUIEHUS KPOBU B a0PTY WIIU Jie-
TOYHYIO apTepuio. 3aKphITUE MPOTOKA U OTCYTCTBUE CENTANBHBIX NEPEKTOB MpHU
kputnyeckux BIIC npuBoAUT K HapyLIEHUIO TEMOJIMHAMUKN HOBOPOXKIECHHOTO HE
COBMECTUMOE C KU3HbIO. [Ipu 3TOM y pebeHKa pa3BUBAETCs OCTPHIN MeDUIUT cep-
JICYHOTO BBIOpPOCA, OBICTPOE MPOTPECCHPOBAHME CEPACUYHON HEJOCTATOYHOCTH,
KHCIIOPOJTHOE TOJIOZJaHUE TKaHEW C Pa3BUTHEM JIEKOMIEHCUPOBAHHOIO META0O0JIH-

YECKOTO aIu03a U HapyIIeHHueM (QyHKITUN KU3HEHHO Ba)KHBIX OpraHoB [1].

[lo mamabIM JuTepaTypbl kputuueckue BIIC mepnoga HOBOPOXKIAEHHOCTH
nocturatot 25% caydaeB oT obmero konmdectBa BIIC. [locranoBka amarnosza
kputnueckux BIIC BO3MOKHA Kak B IPEHATAJIbHOM IIEPUOJE, TAK U B IIEPBBIC MU-

HYTHI TIOCIIe pOXKIeHUsS peOeHka. B ciaydasx jke HECBOEBPEMEHHOW JMarHOCTUKU



kputnueckux BIIC puck cMepTHOCTH HOBOPOXKIEHHOIO 3HAYUTEIBHO BO3PACTaET
[2-5], Tak mpu He AEAarHOCTUPOBAaHHOM B pomnome kputndeckoMm BIIC puck cmep-

T npesbimaet 30% [6-7].

K ¢axTopam pucka BosaukHoBeHUs KpuTnueckux BIIC otHOCsTCS: mpexe-
BpeMeHHbIE pojibl (nepuo recraunn MeHee 30 Henens); Hanmmuue BIIC y ponute-
Jel (TpexKpaTHOE yBEIMYCHHE prcKa); xpoMocomHbie nedekTsl (y 20% ¢ kputH-
yeckumu BIIC); 3a0oneBanus marepu (caxapHblil AuadeT, TUIIEPTOHMS, O)KUPEHHE,
bennnkeTonypus, 3a007€BaHUs MUTOBUIHON JKEJIE3bl, CACTEMHBIX 3a00JICBAHUIX
COCIMHUTENILHON TKaHU, SMIICTICHSI, aJTKOTOJIU3M); BUPYCHBIC HH(PEKIIUU MaTepH,

UCIIOJIb30BaHUE PEIPOAYKTHBHBIX TexHojorui [8-11].

Kimmanueckue npossneHus kputnuecknx BIIC nepuona HOBOPOKIAEHHOCTH
MOTYT CONPOBOXIATHCS BBIPAKEHHBIM ITUAHO30M, TAXUITHO3, CUMITOMAMH OTEKa
JIETKUX, KapAUOTEHHBIM IIOKOM. KapIMOTreHHbIN IIOK y HOBOPOXICHHBIX MpPH
kputnyeckux BIIC xapakrepeH s TaKMX MOPOKOB KaK CUHJIPOM THIIOIJIA3UHU Jie-
BBIX OTJEJOB CEpALA, TPAHCIO3UIMS MaruCTPAJIBbHBIX COCYAOB, MEPEPHIB AYTH
aopThl. HOBOpOXXIEHHBIM C aTpe3nel JIETOUHBIX BEH 0ojiee XapaKTepeH LIMaHO3 U

TaXHITHOI.

du3noJoruvecKasi posib MPOCTarjiaHAUHOB B 3aKPBITUU M OTKPBITUM apTe-
pUAIIBHOTO TIPOTOKA IMO3BOJISIET MCIIOIB30BaTh UX JIJIs MOCTHATAIHLHOTO MPUMEHE-
HUs B ciydasx kputuueckux coctostuit ipu BIIC. Tlpocrarmannun PGE1 Bmnep-
BbIe OBLJT YCIEUTHO MPUMEHEH C 1eNblo coxpaneHus ¢yukiuu OAIl npu kputuye-
ckoM BIIC nepuona HOBOPOXKJIEHHOCTH (aTpe3us JierouHoi aprepun) B 1975 rony
[12]. C uenbro moctmxkenus Oosbiiero 3¢dexra npu kputnueckux BIIC mpocra-

rIaHIuH UCITIOJIB3YIOT C IIE€PBLIX YaCOB )KU3HU HOBOPOIKACHHOIO.

Y HEKOTOpBIX HOBOPOXKIEHHBIX ¢ Kputmyeckumu BIIC mMoryt orcyrcTBO-
BaTb OYEBHUIHBIE KIIMHUYECKHE NMPHU3HAKU MOPOKOB cepaua. DTO BO3MOKHO IpHU
(YHKIIMOHUPYIOILEM OTKPBITOM apTEpUAIbHOM MPOTOKE UITU MPU COIMYTCTBYIOIIUX

BPOXKIACHHLBIX CCIITAJIBHBIX IIOPOKaX CEpala.
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B cBsa3u ¢ Tem, uyTo KIMHUYECKUE nposiBieHusa kputnyeckux BIIC nepuona
HOBOPOKJIEHHOCTH HE BCErJa MO3BOJIAIOT IIOCTABUTh TOYHBIM AUArHO3 B POJJIOME
MeuaTpbl B MEPBYIO HENEIIO MOCHE BBIMUCKH PEOCHKA U3 POIOMA JOJIKHBI MPO-
SBJISITh HACTOPO’KEHHOCTH B oTHOIIeHNHU He MaHupectupytonux BIIC. TpyaHoctu
B KOPMJIEHUM HOBOPOXKIEHHOTO, INIOX0€ YBEJIUYEHNE MACCHI TEJa, IMAHO3, PECIIH-
paTOpHBIE PACCTPOMCTBA, CHUIKEHHE AKTHMBHOCTHU, Pa3IPaKUTEIBbHOCTH JIOJKHBI

SIBIIATHECSA ITOBOJIOM Ui OOJiee TIIATEIBHOTO OOCIJIEIOBAHUSA C IIEIBI0 BBIABIICHUS

BIIC.

JI1st TOCTH>KEHUS! MOJIOKUTEIBHOTO Pe3yJIbTaTa XUPYPruIeCKO KOPPEKIIMH
kputnueckux BIIC meprona HOBOPOXIEHHOCTH TpeOyeTcsl MPOBEACHUE OpPraHU-
3allMOHHBIX Mep (II€INaTpOB, HEOHATOJOTOB, PEAHUMATOJIOTOB) HAMPABICHHBIX Ha
CBOEBPEMEHHYIO IMOCTAaHOBKY JMAarHo3a M CTaOWJIM3ALUI0 COCTOSIHUS HOBOPOK-

ACHHOI'O €1ic J0 €ro II€peBoaa B KapIII/IOXI/IpprI/I‘IGCKI/Iﬁ CTalmkOHap.

AJTOPUTM JAMArHOCTUYECKUX M JICYEOHBIX MEPONPHUATUN NPU MOAO3PEHUU

kputnueckux BIIC Bkitouaer B ce0st:

1. IlpoBeneHue TUarHOCTUUECKUX MEPONPUITUM JIJIs1 YTOUHEHUS

npeaBapuresbHoro auarunosa BIIC.
2. Boienenue Beayero CUHIpOMa KPUTUUECKOTO COCTOSTHUS PeOEHKaA.
3. Oka3aHu€ HEOTJIOKHBIX JI€UeOHBIX MEPOTPUSITHA.
4. Koncynpranus 1o TesneoHy ¢ KapAHOXUPYPTOM TSI ONIPEACIICHUS TAKTUKA
TanbHEHIIEero BeACHUS peOeHKa.
5. Ilpu HEOOXOAMMOCTH HEOTJIOKHON KapIUOXUPYPTrUUECKON MTOMOIITH
TPAHCIIOPTUPOBKA HOBOPOKJICHHOTO B KAPJIUOXUPYPTUUECKUIN CTALIMOHAP.

PaHHss AuarHocTHKa, CBOEBPEMEHHBIM M IPABWJIBHO BBIOpAHHBIA CHOCO0

nedyenus: kputndeckux BIIC mepmoma HOBOPOXAEHHOCTH IMO3BOJSIOT COXPAHUTH



KHU3Hb peOeHKa MOCIe POXKIEHUS, U YBEIMUMBAET €0 IAHCHI Ha yJIOBJIETBOPH-
TeIbHOE KaYECTBO KU3HU B OYyAyIIEM.

IepepbIB ayru aopThbl

[lepeprIB qyru aOpThl — PEAKHAN BPOKICHHBIE IOPOKU CEPALIA OTHOCAIUNCA
k rpynne kputndeckux BIIC nmeprnona HOBOPOKIAEHHOCTH € TYKTYC-3aBUCHUMbBIM
CUCTEMHBIM KpOBOTOKOM. HactoTa BcTpeuaemocTH okoiio 1% ot Becex BIIC. Ilpu
ecTecTBeHHOM TeueHuu 6osee 80% HOBOPOXKIEHHBIX C MIEPEPHIBOM JIyTH aOPTHI
norubaroT Ha repBoM Mecsitie ku3uu (13).

IIpn nepepriBe 1yru aopThl KPOBOTOK B BOCXOASIIYIO A0PTY IMOCTYNAET U3
JIEBOTO KeJyAouKa. M3 nmpaBoro ey 104Kka B JErOYHbIM CTBOJ, OTKY/1a OJTHA
4acTh KPOBH HaNpaBJIAETCA B JIEFOUYHbIE apTepuu, a aApyras yepe3 OAII - B Huc-

xopasuyto aopty (Puc. 1).

\

Puc. 1. IlepepsiB nyru a0pThl. AHATOMUYECKUE BAPUAHTHI.

[Ipu 3aKpbITUH Y HOBOPOKIEHHOTO apT€PUaIbHOTO MTPOTOKA B IepBbIe 24
yaca Mocjieé POKJIEHUs Pa3BUBAETCS CUHIPOM HM3KOIO CEpAEYHOro BbIOpoOCa:
TaxXUKapaAus, IUIOXO0E€ HAMOJHEHHWE MyJbCa, OJBIIIKA, MOXOJOJaHUE KOHEYHO-

CTeH, OJUroypusi, MeTa0OJMYEeCKHil amuao3. Merabonuyeckue HapyIIeHUS



MPUBOJAT K MOBPEKICHUIO TKAHEW MHOKap/aa, FTOJJOBHOTO MO3ra, JIpyrux opra-
HOB. BrIpakeHHasi TMIOKCEMUS NEUYEHU MPUBOJUT K MOBBIIICHUIO KOHIIEHTPA-
UM B KPOBU TpaHCAMHUHA3 U JAKTATAEr0JApOreHas3bl, MOPKEHUIO MTOYEK K MO-
BBIIICHUIO COJIEpKaHUSI KpEaTUHUHA, UIIEMHUU KUIICUHUKA U HEKPOTU3UPYIO-
neMy sHTepokoauTy. [lpum mporpeccupyromeM yxXyIIeHUd COKpPaTUTEIbHOMN
(GyHKIIMKM MHOKapJla HACTyNaeT KPUTUYECKOE CHUXKEHUE CepIeUHOTO BhIOpoca

U CMEpPTh peOeHKa.

Oxokapauorpadus MO3BOJISET MOCTABUTH MPABUIIBHBIA JUATHO3, HEOOXO0-
JTUMBIN JIJT TUIAHUPOBAHUS aJIeKBAaTHOTO JieueHUs. B mepBrie 9ackl mocie pox-
neHust uHQy3us MnpocTariaHauHoB rpynnbl E (ammpocTaH, BazampocTaH) HC-
nmosb3yeTcst st coxpaneHus npoxoauMmoctu OAIl u sBiseTCS OCHOBHBIM Me-

TOJIOM JICYCHHUS O MOMEHTa BO3MOXXHON paJiMKaJIbHON KOPPEKIIUM TTOPOKa.

Puc. 2. Koppexkuus nepepsiBa Ayru aopThl. HanoxxeHue aHactoMo3a MEXIy
BOCXOJAIIEH A0PTON U IYTON AOPTHI.

Onepanusi 1o paaAuKaabHON KOPPEKIMU OPOKA MPOU3BOJUTCS B YCIOBU-

X HUCKYCCTBEHHOTO KpoBooOpauieHus u riyoOokoi runorepmuu (28 C) ¢ uc-



IIOJIB30BAHHUEM OCTAaHOBKH KpOBOO6paHICHI/I}I IIpy HAJOXCHHUHN aHACTOMO3a B

MECTE MepepbIiBa a0PThl IO METOLY «KOHeL B KoHel» (Puc. 2).

EnvHCTBEHHBIM NPOTHBOMOKA3aHUEM K PaJIMKAJIbHOU KOPPEKIHUU MTOPOKA

SABJSIIOTCA CCPBE3HBIC XPOMOCOMHBIC AHOMAJIMU HOBOPOKIACHHOTO.

[lo naHHBIM JIHTEpPaTypbl B HACTOSIIEE BpPEMs MOCJIEONEepalMoOHHAs Jie-
TAJIBHOCTh NIPU PAAUKAIbHOW KOPPEKIIMU MEPEPHIBA AYTU A0PThI HE MPEBBIIIAET

10%, a 5 netHsia BekUBaeMocTh coctasisier 70% (13).
Kpurnueckasi koapKTanus aopThl

Kputnueckast xoapkranus aopThl BpPOXKIAEHHas OOCTPYKIMSI HUCXOMASIIEH
IPYIHON aOpThl, OTHOCSIIASCS K IMOPOKAM CepAlla ¢ TyKTYC-3aBUCHUMBIM CHCTEM-
HBbIM KpOBOTOKOM. HacroTa BcTpedaemoctu coctasisieT ot 0,2 no 0,6 cayyaeB Ha

1000 HOBOpPOXIEHHBIX UK 7% BCEX CIy4aeB BPOKIACHHOM CEpACYHOM MATOJIOTUN

(14).

B 75% cmydaeB KoapKTaluus aOpThl Y HOBOPOXKIEHHBIX COUYETAETCS C COMYT-
crByromumMu BIIC: nedexramMu MexOKeTyJOUYKOBOM MEPEropoaku, aHOMAIUSMU
a0OpPTAJIbHOTO, MUTPAIBHOTO KJIAMAHOB, CYyO0AOPTAIbHBIMU CTEHO3aMHU U JPYTUMU

TIOPOKaMH.

He cMoTpst Ha HE CIOXKHYIO C aHATOMUYECKOM U T€MOJUHAMHUYECKON TOUYKHU
3pEHUS aHOMAJIMIO, KOApKTaIUsl a0pThl MPEACTaBIseT O0MbIIyI0 MpodaeMy B Kap-
TUOXUPYpPruu. BeIOOp onTUMaIbHOTO BO3pacTa JUisl OMepaluu, pa3indHbie BapH-
AHTBl XUPYPrUYECKOM U SHIAOBACKYJISIPHOW TAKTHUKHU JICUECHUS, ONPENCICHUE CPO-
KOB IIOBTOPHOI'0 BMELIATEIBCTBA [PU PECTEHO3aX - BCE OTU BOIIPOCHI CETOMHS Ja-

JICKHK OT OKOHYATCJIbHOI'O pCHICHU .

B 1903 rogy L.M. Bonnet mpemioxun kiacCuUIMPOBATH KOAPKTAIMH
aopThl IO AHATOMHYECKOMY TMPU3HAKY: UH(PAHTUIBHBIA U B3pOCibId TuIl. [lo3xke

OHU TIOJTYYHJIM Ha3BaHUE «IIPEIYKTATBHBINY U «ITOCTAYKTaIbHBIIN» THIE (Puc. 3).



Coarctation

Ligamentum
arteriosum

A B

Puc. 3. A— undantunbHeIil; B- B3poCiblil TUIT KOAPKTAIIMKM a0PTHI.

OpHako HEKOTOpbIE aBTOPBI CUMTAIOT TAKYIO KIACCU(DHUKAIINIO HE KOPPEKT-
HOHM B CBSI3U C TE€M, YTO NPEAYKTAIBHBIA TUI KOAPKTALIMU BCTPEUYACTCS U B CTap-

meM JE€TCKOM BO3pPacCTE, a HOCTHYKTaHBHBIﬁ THUIT Y HOBOPOXICHHBIX.

Puc. 4. OxoKI" koapkrauus a0pTsl ¢ TUIOIJIA3UENH YT a0PThI
MEXKY JIEBOM COHHOM Y MOAKIIFOUUYHON apTEPUEH.

JInarao3 KpUTHYECKOW KOApPKTallMK aOpThl Y HOBOPOKJIEHHOTO CTABUTCS HA

OCHOBAaHWM KJIMHUYECKUX MpOosiBIeHUH U noareepxaaercs npu IxoKI™ (Puc. 4).



Auruokapauorpaduo y rpyaHbIX A€Tell MPUMEHSIOT B ClydasX, KOTJa He
saceH xapakrtep conmyrcrBytomux BIIC nim ecTh momo3peHue Ha NepepbiB Ayrd
aoptel. KoHTpacTHas neBas BEHTPUKYJIOTpapuUU MOKET OBITh HCIOJIb30BaHA
JUI BBISBJICHUS CHMIITOMOB IIOPAKEHUS MBIIIIBI CEpALAa U BBIPAXKEHHOM IWJIa-

Talous JCBOTI'O XKEJIyJO4Ka.

['eMoaMHaMMKa HOBOPOXAEHHOTO IpPU HH(PAHTUIBHOM THIIE KOAPKTALlUU
aopThl 3aBUCHT OT (yHKimonupoBaHus OAIl (mykryc-3aBucumbiii mopok). Ilpu
3TOM nopoke B ciaydae 3akpblTusi OAIl nmemus opraHoB pacrioyioKEHHbBIX JH-
CTaJIbHEE KOApKTalusl MPUBOAUT K MOJIHOPIaHHOW HEIOCTATOYHOCTH M BBIPAKEH-
HOMY anuao3y. B To e BpeMsi BHE3aIIHOE YBEJIIMYEHUE MOCTHArpy3KU Ha JIEBBIN

KEIIyAOUYCK CcepAla BbI3BIBACT OCTPYIO CEPACUHYIO HCJOCTATOYHOCTD.

[IposiBiieHME KIMHUYECKOM CUMIITOMATUKHA KOAPKTALMU AOPTHI Y HOBOPOXK-
JICHHBIX SBJIIETCS IUIOXUM IPOTHOCTUYECKUMM Ipu3HaKoM. Ilocne poxnenwus, 3a
OTHOCHUTEIBHO ACUMITOMHBIM MEPUOJIOM B HECKOJIBKO JHEU CIEAYET CTPEMUTEIIb-
Hasl IEKOMIIEHCaIusl, 00yCIOBIEHHAs 3aKPhITHEM apTEPUAIBHOTO MpPOTOKa. BhICT-
PO pa3BUBAETCA CEPACUYHOCOCYAUCTAsE HEJOCTATOYHOCTD, CONPOBOXKAAIOIIASACS T'U-
IIOTOHUEHN, TaXUKAPJAUEH, TaXUITHOE, OTCYTCTBUEM ITyJIbCa HA HWDIKHEU IIOJIOBUHE
Tena; y OOJBIIMHCTBA MMALIMEHTOB BCIIEICTBUE PA3BUTHUS JIEBOKEITYA0UYKOBOM HEJI0-
CTaTOYHOCTH ITyJIbC Ha BEPXHEU IOJOBUHE Te€Jla, CTAHOBUTCS MATKUM WM HUTE-
BUJIHBIM. B TeueHre HECKOJbKUX YacOB pa3BUBAETCS aHypHs U METaOOIMYeCKU
anuno3. s nopoka xapakTepHO BBIpaXEHHOE OECIOKONCTBO HOBOPOXKIEHHO-
ro, OTCYTCTBHUE aNIIE€TUTA, AHEMUSI, HUINYME CUCTOJIMYECKOrO TPAJIUEHTA IaBICHUS
MEXAy MpaBoil pykod u Horoi. CTeneHb HapylIeHHs KpOBOOOpAILEHUS 3aBUCHUT OT
CTENEHU OOCTPYKLIMH aOpThl, HAIMYUS KoJuIaTepaneil, ObICTPOTHI pa3BUTUSI KOMIIEHCA-

TOPHOU TUIIepTPOhUH cep/ra.

Ucnons3oBanne PGE1 B coueTaHuu ¢ MHTYOAIlMOHHOW BEHTHJISIIIUEH JIeT-
KHUX, BHYyTPUBEHHOW MHOTPOMHON moaAep>kkoi (nopamMuH u 1o0yTaMuH), U BHYT-
PUBEHHOTO BeJeHUs1 OnkapOoHATa HATPUS MO3BOJSET HOPMAIM30BaTh METaOOIH-

YECKUU aqnuao3 U MHUHHUMHU3HUPOBATL IOYCUHYIO HCJOCTATOYHOCTL IMIPHU AYKTYC-
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3aBUCUMBIX BPOXKIEHHBIX MOpOKax cepiaua. B kauecTBe HEOTIOXKHOW MOMOIIU
BO3MOJKHA NAJJIMAaTUBHAA KOPPEKIMs KOAPKTAIlMU a0PTHI C TOMOIIBIO PEHTTEH
HHJIOBACKYJISIpHOU OalIOHHOW IUiIaTauuu. XUPYPrUYecKOe BMELIATEIbCTBO C
LEJIbI0 PaJUKAIBHON KOPPEKIIMU OPOKa MOXKET OBbITh 3allJIAaHUPOBAHO TOJBKO IMO-

CJie MOJHOW HOpMaiu3aluu (YHKIUHA BCEX KU3HEHHO BaXKHBIX OPraHoOB.

OCHOBHBIM MMOKa3aHUEM K OIEpPAIMU Y HOBOPOXKJACHHBIX SBJISIETCA HaJU-
Yyhe KOApKTaIlMU aOpThl, BBI3BIBAIOIIECH HEJOCTATOYHOCTh KPOBOOOpamieHus. Xu-
pyprudeckas KOppeKius KOapKTalud B OOJIBIIMHCTBE CIIy4aeB OCYUIECTBISETCS
Ha paboTaroleM cepAlle ¢ AOCTYIOM uYepe3 JIEBYIO 3aJHEOOKOBYIO TOPAKOTOMHUIO,
B YETBEPTOM Mexpedepbe. B HacTosee Bpems y AeTeil mpeArnoyTeHrue OTAaloT

omepaly pe3eKIMU KOapKTallMi ¢ aHAaCTOMO30M « KoHell B kKoHely (Puc. 5).

Puc. 5. Pe3exnus yyacTka KOapKTayMu aOpPThl € MOCIEAYOIIUM

aHACTOMO30M «KOHHel B KoHel». OAII nepesssaHn.

Hcnonbs3oBanre OaINTIOHHOW aHTHOIUIACTUKY MPU KPUTHUYECKON KOAPKTALIMU
aopThl Y HOBOPOXJEHHBIX HEKEJIATEIbHO B CBSI3M C BO3MOKHBIM MOBPEXICHUEM

CTEHKH aOpThl U MOCJIEAYIOIIMM pa3BUTHEM pekoapkTaiuii (15).

11



[Io maHHBIM JIMTEPATYPHI NTOCIEONEPALMOHHAS JIETAIBHOCTD ITPU KOPPEKLIUN
KOapKTallMK1 aOpThl Y HOBOPOXKJAEHHBIX cocTapisieT 4-18%, oTnaneHHble pe3yibTa-
Thl (depe3 25 neT) He yAOBIETBOPUTENbHbIC; Y 75% ONEepUpOBaHHBIX HUMEIOTCA

pa3IuaHOTO poja ociioxkHeHus (16).
CUHIPOM THNOIJIA3HM JIEBBIX OT/EJI0B cepaua.

Cunapom runormiasuu JeBsix otaeiaoB cepamna (CI'JIOC) ogun u3 Hanbo-
Jiee TSHKEIBIX BPOJXKJICHHBIX IMOPOKOB CEPAIa C JYKTYC-3aBHCHMBIM CHCTEMHBIM
KpoBOoTOKOM. OH XapaKTepu3yeTcs HEIOpPa3BUTHEM JICBBIX OTJ/CIIOB Cepiama Hu
a0PTHI, UTO CO3/IaeT OOCTPYKIIUIO CUCTEMHOMY KpOBOTOKY. [Topok siBisiercst ca-

MOM 4acTOW NPUYMHON HEOHATAIBHON cMepTHOCTH (25%).

Yacrora Bcrpeuaemoctu CIJIOC cocrtaBnser 7-9% cpeau Bcex BIIC.
Hawnbosiee yacto mpu 3TOM MOPOKE COUYETAIOTCS - aTpe3usi, CTEHO3 WJIM TUIO-
IJa3usl aopTaJIbHOTO KJlalmaHa, a TAK)Ke TUIOIUIa3usl WM NOYTH MOJHOE OT-
CYTCTBHE JIEBOTO JKEIYJOYKA, THIOIUIA3Usl BOCXOASAILIEH aOpPThl U AYTH AOPTHI
(Puc.6). MuTpaibHbIH KiIanaH, TaK e Kak U aOpTaIbHbBIH MOTYT ObITh HJIM CTEHO-
3MPOBAaHHBIM WJIM aTpPe3UpOBaHHBIM. Jlyra aopTbhl MOXET OBITh Pa3IUYHON TIO
JUIMHE W CTENEHU TUIIOIUIA3uU. AHATOMHS KOPOHAPHBIX apTEpUM, KaK MPABUIIO,
He HapymieHa. JIeBoe mpeacepaue 0OpI9HO MeHbIIe HOpMBIL. B 80% ciryuaeB nme-

CTCA COIIYTCTBYIOIIAA BbIPpAXKCHHAA KOAPKTALlUA aOPThI.

Jpyrue penkue COMyTCTBYIOUIME AHOMAJIMM BKJIOYAIOT TOTAJBHBIA aHO-
MAaJIbHBIN JAPEHAX JIETOYHBIX BEH, aTPE3UI0 KOPOHAPHOI'O CHHYCA, aTPE3UI0 JIET0Y-
HBIX BEH, OOIIMI aTPUOBEHTPHUKYJISPHBIN KaHaJl, YETHIPEX CTBOPYATHIN KIIaraH Jie-

TOYHOW apTepHUH, aHOMAJIMU JIETOYHOTO KJIAMaHa Y MPEPBAHHYIO YTy AOPTHL.
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Puc. 6. CuHapOM runormia3um JEBbIX OTAENOB cepaua. BpoxxaeHHbI

MOPOK cep/ilia C YKTYC-3aBUCUMBIM CUCTEMHBIM KPOBOTOKOM.

HebGonbmioit 06beM KpoBHM TOMNaAaeT peTPOrpajHO B THUIOMIA3WPOBAH-
HYIO BOCXOJISIIIYIO a0PTy U KOPOHApHBIE COCYAbl. /{15 moanepkaHusi CHCTEMHO-
ro KpoBooOpallleHus: He00XoauMo, 4yToO0bl oBaibHOEe OKHO M OAII OpuH Joc-
TaTOYHBIX pa3MepoB. CHCTEMHOE KpOBOOOpAIEHHE 3aBUCHUT OT MPABOTO JKEIy-
JI0YKa, KOTOPHIA (YHKITMOHUPYET KaK OOImMil 1yt OOJBIIIOTO M MaJioro KPyToOB

KpOBOOOpaIeHHUS.

B cBs3u ¢ ocobeHHocTsMH BHYTpUyTpoOHOro kKpoooOpamenus CIJIOC
OOBIYHO HE MPUBOAMUT K 3HAYMTEIHHBIM HapYIICHUSM Pa3BUTHS TutoAa. Hemocra-
TO4YHAs (DYHKIHS JIEBOTO >KETyJ0YKa KOMIICHCHPYETCS pabOTON MPaBOTO >KEIy-

JI0YKa U aJIeKBaTHBIM CHCTEMHBIM KpoBocHa0)eHuem uepe3 OAIL

Kputnueckas He1ocTaTOYHOCTH KPOBOOOpAIICHHS pa3BUBACTCSI BCKOPE TIO-

CJIe POXKJICHHUS, YTO MPUBOAUT K ObICTpOi rudenu pedenka. CMEpTHOCTH B IEPBYIO

HeJento xu3Hu npesbiaer 70%, a k 6 Mecaues xxu3Hu gocturaet 100%.
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[lepBbie MpOsABIECHHS MOPOKA BO3HUKAKOT BCKOpPE Mociie poxaeHud. [ua-

THO3 cTtaBuTCS Ha ocHOBaHUH DX0KI (Puc. 7).

Puc. 7. 9xoKI peGeHka ¢ CHHAPOMOM THIIOTLIA3UH JIEBBIX OTACIOB CEp/IlIa.

B nepBble yachl mociie poxkaeHUs HEOOXOAUMBI JIeYeOHbIE MEPOTPUITHUS
OCHOBHBIC MPHUHITUAIBI KOTOPOTO 3aKIIOYAIOTCS B CHMIKCHUU META00TMYECKUX
noTpeOHOCTEN Oprannu3Ma, KOppeKnu MeTaboINYeCKUX HapyILIeHUH, TpuMeHe-

HUC MPOCTaArilaHIuHOB TI'PYIIIIbI E, MMO3BOJIAIOMIUX TIPCAOTBPATUTL 3aKPBITHUC

OAIL

Henonomennocts (nepuon recrauuu MeHee 34 Henelb), HU3KUM Bec MpU
poxxaenuu (<1500rp.) He ABIAIOTCS MPOTUBOMOKA3AHUSMU K XUPYPTUYECKOMY Jie-
YEHUIO, OJJHAKO 3HAYMUTENbHO YBEJIMYMUBAIOT PUCK omepanuu. HoBOpPOXKIEHHBIM ¢

CEPbE3HBIMH XPOMOCOMHBIMU aHOMAJTHSIMH OTIeparivsl MPOTHBOMOKa3ana [17].

Mopdonorugyeckux ocodennoctert CI'JIC He mmeeT 3HaueHUs A BbIOOpA
TAaKTUKA XHPYPrHUECKOTO JICYCHUS MOTOMY, YTO XUPYPruveckas KOPPEKIHs IMpH

mo00i aHaToMuu Nopoka npesmnosnaraet onepamuio Hopeyzaa (Puc. 8).
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Puc. 8. Onepauuns Hopsypaa. MNepsbiia 3Tan.

B cBsi3u ¢ pusmonorueit cepia U TeMOIMHAMUKON HOBOPOXKIECHHOTO OITH-
MaJIBHBIM BpPEMEHEM ISl XUPYPTrHYECKOTO BMEIIATEIbCTBA MPU3HAH HHTEPBAI

MCIKY BTOPBIMU U IIITBIMU CYTKAMHU ITOCJIC POKIACHUSA pe6eHKa.

Omneparust HopByaa mpou3BOAWTCS B YCIOBHUSX HCKYCCTBEHHOTO KPOBOOO-
patenus u riayookoi runotepmui (18C). Llens nannuatusHO#M onepanu Hopeyna
nepsoro stana npu CI'JIC — co3nanue agekBaTHOM aopThl, 0OECNEYEHHE CUCTEM-
HOTO KPOBOTOKA MPABBIM KEITYJ0UYKOM, 00€CTIeUeHUE JIETOYHOTO KPOBOTOKA a0PTO-
JeroyHsiM aHactomo3oM. [locne nepBoro stana (onepanusi HopByna) BekuBaHMe
B TeueHue 1 mecsa cocrasisgeT 0oiiee 70%, B TeueHue ognoro roja - 60%, u B Te-
yenue 5 net - 54%. dakropaMu pucka SBISIINCH: MaJCHbKUI Bec peOeHKa, y3Kas
BOCXOJISIIIIasi a0pTa, JIETU CTaplLIero Bo3pacTa, JUIMTENIbHOE BpeMsl orepaiuu. Pan-
HSSI TIOCJIEONEePAIIMOHHAS JIETATBHOCTH Mocie neporo 3tana 20%, mocie TpeThero

10 23% npu 3TOM MPOIOIKUTEIBHOCTD NOCHEAYIOIIEH )KU3HU HeBenurKa [18].

UYepes 2 roga BBIIOJIHAETCA ONEpaliid BTOPOrO M TPETHEro 3Tana (ornepauuu

['nenna u ®ountena) (Puc. 9).
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Puc. 9. Onepauus Hopsyna. Tperuit atan. MHTpakapananbabiii DOHTEH.

B Poccuiickoit @enupanuu npu npenataibHoit guarnoctuke CI'JIOC Ge-
pemeHHOCTh npepbiBaeTcs B 11-60% ciyuaes; eme B 12-24% HaOmroaeHU po-
JTUTENTN OTKA3bIBAIOTCS OT KaKOW-THOO omepamuu mocie poxaeHus pedenka. B
HEKOTOPBIX Pa3BUTHIX cTpaHax npu poxiaeHun gereit ¢ CI'JIOC orpanuum-

BalOTCS CUMIITOMATHYECKHM JICYCHHEM HMJIU «ITaCCUBHOM 3BTaHasuei» [19].
ATpe3usi Jero4Hoi apTepuu.

BpoxxaeHHbll TOPOK cepAlla ¢ AYKTYC-3aBUCUMBIM JIETOYHBIM KPOBOTOKOM
XapaKTepu3yeTrcss HOPMaJbHO CPOPMUPOBAHHBIMHU MPEICEPAUSIMU U KOHKOP-
JAHTHBIMH aTPUOBEHTPUKYISIPHBIMU COCIMHEHUSIMU, MEXIKEIYJI0UKOBasl Iepe-
ropojka UHTakTHa. ¥ 90% HOBOPOXKIAEHHBIX C ATOM MATOJIOTUEW MpPaBbIM KEIy-
nouek runomiasupoBan (Puc. 10). Yacrora BcTpeuaemoctu mopoka 3% cpeau

Bcex BIIC.
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CTeHO3BI KO-
pOHApPHBIX
apTepui

ATpesus J1erouHoi apTepun

Puc. 10. ATpe3ust 1ero4yHol apTepuu ¢ MHTAKTHOM MEXOKEITyJI0YKOBOM NEpero-

ponkou. ['unomnmasus mpaBoro Xeaygodka.

OTAnYuTeNbHON OCOOCHHOCTHIO TEMOJIUHAMHUKH MOPOKA SIBISIETCS OTCYT-
CTBHE AHTETPAHOrO IOCTYIJICHUS KPOBHU U3 IPABOTO JKEIYIOYKA B JIETOYHYIO
apTepuIo, MPU HEBO3MOXKHOCTU COpOCa ITOW KPOBH uUepe3 NePeKT MEXIKeTy-
JIOYKOBOM IMEPETOPOAKH B JIEBBIE OTIENbI cepala. JIerouHbld KPOBOTOK ITOJIHO-
CTBIO 3aBHCHUT OT OTKPBITOIO apTEPUAIBLHOrO MpoToKa. [Ipu 3TOM nmopoke napneHue

B IIPABOM >KEITyTOUYKE MOKET MPEBBIIIATH CHCTEMHOE 00JIee YeM B TPH pasa.

ATpe3us IeroyHol apTePUH C MHTAKTHOW MEKKEITYJOUKOBOM MEPErOPOAKOI
4acTO CONPOBOXKIACTCS aHOMAJHMSIMH KOPOHApHBIX apTepuil ¢ AUCTaIbHBIMU (PU-
CTyJIaMU MEXKIy KOPOHapHBIMU apTEPUSIMU U IIPaBBbIM XKeJIyA04KoM. BoccTaHoBiie-
HU€ HOPMaJIbHOM aHATOMUHU CEpALa IPUBOAUIIO K YMEHBIICHUIO JAABJICHUS B IIpa-
BOM JKEJIyI04KE U MAaCCUBHOMY MH(ApPKTY JIEBOT'O JKEIYI0UKa. DTO U OBUIO OCHOB-
HOM IIPUYMHOU BBICOKOM ITOCJIEONEPALMOHHOM JIETAJIbHOCTH IIPU IONBITKAX Paiu-

KaJIbHOW KOPPEKIMH aTpe3us JIESTOYHOU apTEPUHU.

He cMoTps Ha rpyOoe HapylIeHHe aHaTOMHUM cepAlla MpU aTPEe3UH JIETOYHOU
apTepuu, BHyTpUYTpOOHOE pa3BUTHE U102 He cTpajgaeT. CoaepxaHue KUciopoaa
B CUCTEMHOM M KOPOHApHOM pyclie CYIIECTBEHHO HE HapyllaeTcs, TaKk Kak He

3dBUCHUT OT JICTOYHOI'0O KPOBOTOKA. ITocne POXIACHHUA C PA3ACIICHUCM KPYI'OB
17



KpOBOOOpaIlleHns] BOBHUKAET MACCUBHBIN COPOC BEHO3HOW KPOBH B CHCTEMHBIN
KPOBOTOK M KaK CJIEJICTBUE apTepHalbHAas THIIOKCEMUS, MPAaBOXKEIYI0YKOBas
HEJOCTaTOYHOCTh. KIIMHNYecKne IpOsBICHUS MOPOKa - HAPACTAIOIIUMI C POXKIE-
HUS LIMAHO3, OJbIIIKA, MPABOKETYI0YKOBAsI HEAOCTATOYHOCTh, pedpakTepHas K
MeIUKaMEeHTO3HOM Ttepanuu. 3akpeitue OAII  compoBoxagaeTcs KaTact-
podrUecKUM HapacTaHMEM I[MaHO3a, OECIIOKONCTBOM HOBOPOXKJEHHOIO, BIIO-

CICOCTBHUH BAJIOCTBIO THIIOKCHUYCCKOI'O I'CHEC34a, HOTepeﬁ CO3HaHH:.

[Tpu DOx0KI' yTouHsieTcs aHaTOMHUYECKHE OCOOEHHOCTH MOpPOKAa U COIyT-

crByromue anomanuu (Puc. 11).

Puc. 11. 9x0oKI' HOBOPOXIEHHOTO C aTPE3UEH JIErOYHON apTEPUU U TUIIOIIA3UEH

IMpaBoOro XeJIyJ04Ka.

AHI‘I/IOI’pa(bI/IH BBIIIOJHACTCA OJIA YTOYHCHHSA AMArHO3a W BBIABIICHUA IIPOK-

CHMAJIbHBIX CTEHO30B KOPOHApHBIX aptepuii (Puc. 12).
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Puc. 12. Kapaunoanruorpadus pebenka c aTpesuel jerounoit aprepuu. llpaBas

BeHTpUKyJorpaduu. [Ipsmas npoekims.

Xupyprudeckas KOppeKLus MOPOKa HallpaBjieHa Ha JTEKOMIIPECCHUIO IPaBo-
ro JKeJlyZouKa U CO3[JaHu€ YCIOBUN Uil €ro pa3BUTHS, BOCCTAaHOBIECHHUE I Pek-

THUBHOTO JICTOYHOT'O KPOBOTOKA U HOCHUT MHOT'O3TAITHBIN XapakTep.

Ha mepBbIX 3Tanax BBIMOJHSIOT a0PTOJETOYHBIM aHACTOMO3 U JIETOYHYIO
BAJIBBYJOTOMHIO. B mocnenyromemM npou3BOAAT PaAUKAIBHYIO JIBYXKEIyA0U-
KOBYIO KOPPEKIIMIO - MPHU aJIeKBAaTHBIX pa3Mepax MPaBoro keayaouka (Hajoxe-
HHE KJIallaH COoJIep>Kallero KOHAyuTa) win omnepanuto tuna @oHteHa (ogHOKe-

JyJI0YKOBasi KOPPEKIHUs).

[To maHHBIM HEKOTOPBHIX ABTOPOB pPaHHSS MOCJICONEpPAI[MOHHAS JICTAJb-
HOCTb ONEPHPOBAHHBIX HOBOPOXKJICHHBIX IO TTOBOY aTPE3UH JISTOUYHOU apTepuun
C MHTAKTHOW MEXXKeIyI04YKOoBOU meperopoakoi coctaBisgeT 2-20% [20]. 60%
OTIEPUPOBAHHBIX JIeTeH MOXKUBAKOT 10 1 Toma. OCHOBHAs MpUYMHA CMEPTH TH-

IMOKCHUA U OCTpaid CCpACUHAd HCAOCTATOYHOCTD.

19



TpaHcno3umms MarucTPaJbHbBIX COCY/I0B.

[Ipu npocToi TpaHcno3uuuu MarucTpaibHbiXx cocynoB (TMC) anekBaTHOe
COEMHEHNE TPEJICEPAUN U KETYIOUYKOB COUYETAETCSA C «IUCKOPAAHTHOCTHIO» KE-
JyNOYKOB M MAaruCTPajbHbIX apTepuid. To ecTh, a0OpTa OTXOAUT OT IPABOTO JKEIY-
JIOYKa W JIEKUT KINEPEAU OT JIETOYHOrO CTBOJIA, a JIETOYHAsl apTepUsl OTXOIUT OT
JIEBOTO JKeNyAouKa. XapakTepHou aHatromuueckoil yeproil TMC saBnsieTcs mapai-
JIEIBHBIM XOJ a0PThI U JIETOYHOTO CTBOJIA B OTJIMYME OT IEPEKPEIIUBAIOLIETOCS B

310poBOM ceparie (puc.13).

Puc. 13. IIpocTas TpaHCIIO3UIMSI MArUCTPAIBHBIX COCY/IOB.

Baxno otrmmuate npoctyro TMC oT Tak Ha3blBaeMOW KOPPHUTHPOBAHHOM
TPAHCIIO3ULUU, IPU KOTOPOH UMEETCsS MPEACEepPAHO-KEIyA0UKOBas IUCKOPAAHT-
HOCThb. KpoBooOparienne mpu KOpPUTHPOBAHHON TPAHCHO3HUIMHU HE CTPAJacT, U
€CJIM HET COIYTCTBYIOUIMX MOPOKOB CEpAlla, XUPYpPru4eCcKOro JeueHus He Tpedy-

CTCA.

TMC oiuH U3 caMbIX YaCTO BCTPEYAOLIUXCSI BPOXKIEHHBIX [IOPOKOB CEPALIA.
[To maHHBIM pa3aU4HBIX aBTOPOB NOPOK cocTaBiisAeT 0T 7% a0 15% ot uncna Beex

BPOXKIEHHBIX MOPOKOB cepia uin 1: 2100 poaoB U SABIAETCS CaMbIM YaCThIM T10-
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POKOM, COIIPOBONKIAOMIMMCA [IUAHO30M Y HOBOPOK/ICHHBIX. VY MajnbyuKoB IMOPOK

BCTpeyaeTcs B 2-3 pasa yalle, 4YeM y JI€BOYEK.

Knunnuecku Bapuantsl TMC knaccUPUIMPYIOTCS B 3aBUCUMOCTH OT HaJIH-

qust CONYTCTBYHOHIMX BPOKACHHBIX ITOPOKOB CEpAaLa:

1. TMC c yBenMYE€HHBIM JETOYHBIM KPOBOTOKOM:

¢ nedexroM MexnpencepaHoit neperopoaku (JAMIIIT), nedekrom
MexoKenya0ukoBoil neperopoaku (JIMXII), ¢ oTKpbIThIM
apTepHUaJIbHbIM NPOTOKOM WIH COYETAHUE 3TUX ITOPOKOB.

2. TMC ¢ yMeHbIIEHHBIM JIETOYHBIM KPOBOTOKOM (CO CTE€HO30M BBIXOJHOIO
otaena JieBoro xenynouka, JIMIKII u cTeHO30M BBIXOAHOTO OTAENA JIEBOTO
KETYJI0UKa).

EcrecTBeHHOE TeueHME MTOPOKA OUYEHb TsKenoe. PeOGHOK pokIaeTcsi B CPOK
C HOpMAJIbHOW MaccoM TeJla, HO BCKOPE MOCie POXKIAEHUS MosBiseTcs Auddy3HbII
IIUAHO3 KOXXH, OCOOCHHO BBIPAXKEHHBIA Ha mepudepurd — IMaHO3 JUIa, KUCTEH,
cron. OfpliliKa, TaXUKapAUs MOSABISIIOTCS dyepe3 1 yac mociue nepexaTus MyrnoBH-
Hbl. OTMeuaeTcsi mporpeccupymoliee yxyamenue coctostHus. [Ipu 3akpeituu de-
TAJIbHBIX KOMMYHHUKAIIMA OCTpasi TUIMOKCHUSI IPUBOJIUT K PA3BUTHUIO MOJIHMOPTraHHOMN
HEJIOCTATOYHOCTU U THOEIN HOBOPOXKIECHHOTO B TEUEHUE HECKOJIBKUX 4acoB. [lpu
BBDKHMBAHUU peOEHKAa B TEUCHHE HECKOJBbKUX HEJebh HapacTaeT cepjieuHas Helo-

CTaTOYHOCTh. BBICTPO pa3BUBaeTCs TshKeNnas rTUnoTpoQus.

OO0s3aTeNbHBIM  YCIIOBUEM >KM3HU HOBOPOXICHHOTO SIBIISETCA HAIAYUS
BPOXKJICHHON WJIM TPUOOPETEHHOW KOMMYHHKAIMK (JTYKTYC-3aBUCUMBIN TMOPOK).
Ho naxxe Hanmuuue y HOBOPOXKJIEHHOTO JocTtaTouHo Oosbioro OAII on He mo3Bo-
JSeT T0XKUTh peOeHKy 10 2 neTHero Bo3pacta. Ecnu pebeHok AokuBaet 10 3 me-
CSILIEB, MOSBISAIOTCS MPU3HAKY rUnoTpoduu, 3aaepxka pa3sutus. [Ipocras dpopma
TMC, kak npaBujio, B BO3pacTe crapiie 2 JeT He BCTPEYaeTcsl B CBSI3U C TEM, YTO

neTeil 6e3 XUpypruyeckoil MOMOIIN He I0KUBAIOT JI0 3TOI0 BO3pacTa.
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Oxo0 kapauorpaduueckas auaranoctnka TMC ocHOBaHa Ha WAEHTU(UKAITUN

MOP(}OTOTHH KETYAOYKOB M OTXOSAIINX OT HUX MarkuCTpalIbHBIX cocynoB (Puc. 14).

Puc. 14. OxoKI" HOBOpoXxaeHHOTO ¢ npoctoit TMC. AopTta oTxoAauT oT Mop(do-
JIOTUYECKU MPaBOTro KeIyJouka. MaructpajabHbIe COCYIIbl PAcIOJIOKEHbI IMapal-

JIeTIbHO. AopTa JISKUT CIpaBa.

[TarornomonmaabM pr3HaKOM TMC € GOJTBIIIM OTKPBITHIM apTEPUATIBHBIM TIPO-
TOKOM M TIPETYKTATHHOM KOAPKTALMEH aopThl SBISETCS TU(PPEPEHIMPOBAHHBIN 1THAHO3,

IPU KOTOPOM BEPXHss1 ITOJIOBHHA Tejla 00s1ee CHHIOLIHA.

Kucnoponnsiit Tect orpunarensHbii: npu nogauu 100% xwucinopona yepes
Macky y pebenka c npocroit TMC vepe3 10—-15 munyt pO2 Bo3pacTtaeT He Oosee

yeM Ha 10—15 MM pT. CT., TOrAa KaKk npu O00je3HsaX Jierkux poct pO2 mocTturaer

100-150 MM pT. cT.

[Ipn HepocTaTOUHOW BEJIMYMHE cOpoca KPOBH Ha YPOBHE IMPEACEPAUs WU
OAII y HOBOPOXXIEHHOTO OBICTPO pa3BUBAETCS ACPUIUT KUCIOPOJa, BO3pacTaeT
aHa’pOOHBIN MeTa0O0JIM3M U MPOIYKIIUS JaKTaTa, HCTOIIAIOTCS 3aMachl IIIMKOTEHa,
HapacTaeT MeTabOoIMYECKUl alua03, pa3BUBAETCs HEJIOCTATOYHOCTh KPOBOOOpa-
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LIEHUS, YTO ¥ NPUBOAMUT K JIETAIBHOMY MCXO1y. B CBSI3M € 3TMM IIOCTAaHOBKA Ha-
rao3a npoctoit popmbl TMC siBnsieTcst mOKa3aHUEM K SKCTPEHHOU XUPYpPTrUUYECKON

MTOMOIITU PEOCHKY.

[Ipy BEIpa)KEHHOW T'MIIOKCEMUN Y HOBOPOXKIAEHHBIX ITPOU3BOMST NMAJIJIUATHB-
HbIC OIlEpalliy, HAIIPABJICHHbIC HA YBEIWYEHUE JICTOYHOIO KPOBOTOKA: OIEpanus

3akpbITas OamutonHas arpuocentoromus o W. Rashkind. (Puc. 15).

Puc. 15. [TannuaruBnas onepanust npu TMC. 3akpbiTast OalsioHHasE —aTpUOCETI-

toromusa o W. Rashkind.

[lepBas ycnemiHas paaukaibHas koppekuuss TMC ¢ nepemMelnieHueM Maru-
CTPAJIbHBIX COCY/IOB U KOPOHAPHBIX apTepUil BHITIOJIHEHA Opa3sUIbCKUM KapIuOXH-
pyprom A. Jatene B 1975 rony (Puc. 16). B nmocnenyromemM TeXHHKa Olepaluu
YCOBEPIICHCTBOBAIACH MTOCPEACTBOM BHEAPEHUS MOJE3HBIX MOIU(PHUKAIMMA, 1103-
BOJISIIOIIMX CHHU3UTH MEPBOHAYAIBHO BBICOKYIO JIETAJbHOCTh 10 MHUHHMYyMa 1%-
2%. Ilpu ompeneneHny MmokazaHui K omepauuu Jateneé HEoOXOAMMO YUUTHIBATH
HECKOJIBKO Ba)KHBIX OOCTOSTENHCTB. BO-TIepBBIX, yCHENIHAs oreparys BO3MOXKHA
TOJIKO B MEPBBIEC YEThIpE MeCALA KU3HU peOeHKa. DTO CBSI3aHO C TEM, UTO JIEBBIN

KEITyJoueK OyneT BBINOJHATH (DYHKIMIO CHUCTEMHOTrO, a MpaBblii 0OecreynuBaTh
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KpOBOOOpaIlleHUE MaJoro Kpyra U 4eM paHbllle MOoClie POXKICHUS CelaHa ornepa-
uus, TeM Jerde aganrtauus. Bo-sropeix, npu Hannmuuu JIMOKII onepanuro BbIo-
HSIOT B JBa 3Tana. CHavana OaHAUpOBaHUE JITOYHON apTepuH, a yepe3 3 Mecsia

paguKanbHas KOPPEKIUSA TOPOKA.

Puc. 16. OxoHYaTenpHBIA 3Tam oONepanuyd apTepPUATLHOTO MEPEKIIOUEHUs IO

Jatene. BoccraHoBNeHa HOpMaTbHAS AHATOMUS CEP/IIIA.

[lo naHHBIM JHUTEpaTypbl CPeAHss TOCHUTAIbHAS JETAIBHOCTh MPU paju-
KanbHOU Koppekiuu TMC no metony Jatene menee 2%. Y manueHTOB ¢ COMYT-
CTBYIOIIMMU BPOXKJIEHHBIMU Mopokamu cepaua (MHoxkectBeHHbIMUA JIMIKII, ko-
apKTaluend aopThl, HEKOMIIETEHTHOCTHIO ATPUOBEHTPUKYJISIPHBIX KJIAMIAHOB WIIU
aHOMaJIME KOPOHApHBIX apTepuil) TrocnuTaibHas JeTaibHOCTh gocturaer 10,8%.
JleTasnibHblEe cllydan B OTJAJICHHOM IIOCJICONEPALIMOHHOM IEPUOAE COCTABIISIOT

2,1%, npruem OoJTbIIIast YacTh MX CBSI3aHA C KOPOHAPHOH marosorueit [21].

ATpe3usi TPEXCTBOPYATOrO KJAMAHA ¢ MHTAKTHOM MeKKeJTy104KOBOI

NeperopoaKou.

ATpCBI/I}I TPCXCTBOPUATOTO KJIallaHa C O0OBIYHO PaCIIOJIOKCHHBIMHU Maru-

CTpaJIbHbBIMU apTCPUSAMHU 110 CBOUM I'CMOANHAMUYCCKUM XAPAKTCPHUCTUKAM SBJIACT-
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csi caMoil mpocToit (PopMOl (PYHKIMOHATIBHO €IUHCTBEHHOTO KENyJ0uKa CepAla.
IIpu 3TOM MATOJIOrMM OTCYTCTBYET aTPUOBEHTPUKYJIAPHAs KOMMYHHKALUS MEXKIY
IPaBbIM IIPEACEPANEM U IpaBbIM xenynoukoMm (Puc. 17). B ciydyae uHTakTHOM Me-
AOKEITYZJOUYKOBOU NIEPETOPOJKH KU3Hb HOBOPOKACHHOTO ITPU 3TOM IIOPOKE 3aBUCHUT
or ¢yHkuronupoBanus OAIl ¥ HanMuus OTKPBITOTO OBAJBHOIO OKHa (AYyKTYC-

3aBHCHUMBIN TIOPOK).

Puc. 17. JleBas BenTpukynorpaduu pedeHka ¢ aTpe3nueil TpeXCTBOPYATOTO KiIanaHa
Y UHTAKTHOW MEXOKENyJ0UYKOBOM Meperopoikoil. Xopouo BeipaxeHa oudypkanus
JIETOYHOM apTepuM.

XapakTepHOi 0COOEHHOCTHIO (YHKIIMOHAIBHO €JMHCTBEHHOTO KENy/I0uKa

cepana, ¢ TOYKH 3pCHUA TCMOANMHAMUKU, ABJIACTCA IMApalJICIIbHOC q)YHKHHOHI/IPOBa-
HHUC CHUCTCMHOI'O M JICTOYHOI'0O KPOBOTOKOB B OTIMYHC OT IIOCJICIOBATCILHOI'O B

3JI0POBOM CEp/IIIE.

Knunnyeckue mposiBieHHsI OpoKa y peOeHKa ¢ aTpe3reld TPEXCTBOPYATOrO
KJIaraHa 3aBUCST OT OajlaHCa KPOBOTOKA MEXKJIY CHUCTEMHBIM M MallbIM Kpyramu
KpoBooOparieHus. HoBOpokaeHHBIN € TSKETON CTENEeHbI0 OOCTPYKIMU JIETOYHOTO

otToka Bo Bpems 3akpbiTast OAIT HaxoauTcs B TITyOOKOM ITUAHO3E.

Jlnaraos yrounsiercst mpu sxokapauorpadun (Puc. 18).
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Puc. 18. Dxokapaunorpadus pedeHka ¢ aTpe3nel TpeXCTBOPUYATOro KiarnaHa.

PanukanbHass KOppeKUyst aTpe3us TPEXCTBOPUYATOTO KJIANIAHA HEBO3MOXKHA,
II03TOMY Ha CETOAHSIIHUKW J€Hb OCHOBHOM METOJ XUPYPTHYECKOIrO JICUEHMS
ATO NaJUIMaTUBHBIE onepauny. Lleas reMoaMHaMUYECKOW XUPYPIUYECKOH KOPPEK-
MM aTPe3nn TPEXCTBOPYATOrO KIIANAHA - JOCTHXKEHUE ONTUMAJIBHOW CHUCTEMHOU

OKCUT'CHAlINU ITPHU KaK MOXKXHO 0oJiee HU3KOM CHCTEMHOM BEHO3HOM JaBJICHUU.

[TanmmaTuBHAsE XUpypruveckass KOppeKIHs aTpe3uu TPEXCTBOPUYATOro Kiiara-
Ha MPEAIoJIaracT TpH 3Tara U BKIIOYAET B ce0s1 IIOCIIEN0BaTENIbHbIE TEMOIMHAMUYE-

CKH€ Koppekiuu nopoka no I'nenH, remu-donren u onren (Puc.19).

Ecnu cymiectByeT yrpo3a 3akpbITHs apTepUAIbHOTO MPOTOKA U apTepuabHast
carypaiysi MeHble yeM 75% HOBOPOXKIEHHOMY MOKa3aHO HAJIOKEHHE CUCTEMHO-
JIETOYHOTrO aHacToMo3a. Ilpu 3TOM ecTh OMacHOCTh HAJIOKEHUS YPE3MEPHOTrO
O0JBIIIOTO pa3Mepa IIyHTa, YTO MPUBOIUT K TEperpy3Ke >Kemylodka oO0heMoM, a
BIIOCJIEACTBUH YXY/IIIA€T COKPATUTENbHYIO CLIOCOOHOCTh MUOKapAa. [ToaTomy mryHT
JOJDKEH ObITh OTHOCHTEIIFHO MaJICHBKUM. B TOXe Bpemsi OKKITIO3HSI IITyHTa MOXKET

IMPUBECTHU K CMCPTH HOBOPOKIACHHOIO.
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Puc. 19. 3aknrounTenbHbIil TPETUI 3TaIl FEMOJINHAMUYECKON KOPPEKLUHU aTPE3US
TPEXCTBOPYATOIO KJIAllaHA C UHTAKTHON MEXOKEIyA0YKOBOM MTEPETOPOIKON

AKCTpaKapAHAIbHbI DOHTEH.

OnTumanbHbIN BHIOOP BPEMEHH IS MAJUIMATUBHONW T'eMOJIUHAMUYECKON KOp-
PEKIIMU aTPE3UH TPEXCTBOPUYATOTO KJIanaHa B HACTOSIIEE BPEMSI OCTAETCSA CIIOPHBIM.
OpHaKo CyIIECTBYIOT YCIOBHSI OJIArONMPUSITHBIE JJIsSi BBITIOJHEHHS ONEPaTUBHOIO

BMCIIATCJILCTBA.

Y CnoBuS BBINIOJHEHUS TEMOIMHAMUYECKOU KOppeKIuu 1o MoHTeH:
1) Bo3pact pebeHka crapiue 4 Jier;
2) cunycoBblid puT™ Ha OKI’;
3) HOpMaJibHAasi aHATOMUS MOJIbIX BEH;
4) HOpMaJTbHBIA 00BEM MPABOTO MIPEACEPINS;
5) cpenHee JaBJIeHUEM B JISTOYHON apTepHUH HE BhIIIE 15 MM PT. CT.;
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6) o0111eTIeroyHOe CONPOTUBIIEHUE MEHee 4 e]l.;

7) oTHOIIEHHEM JIUaMeTpa JISTOYHOM apTepuu K aopTalibHOMY Ooiee 0,75;

8) HOpMaJIbHOUM (PYHKIMSA JIEBOTO KeJyA0uKa, (ppakiuio usrnanus ne menee 0,6;
9) nuKBHUIAIMS PAHEE BBIMOJHEHHBIX aHACTOMO30B.

[To maHHBIM JUTEpATYphl TOCHHUTAIBHAS JIETATLHOCTh TIOCJE TPETHEro 3Tamna
TeMOJIMHAMHYECKON KOPPEKIIMU aTPE3UU TPEXCTBOPUATOrO KjlaraHa He MPEBbIIIACT
4%, naTuiIeTHsS BeDKUBaeMOoCTh 10 90% [22]. OcHOBHasI MpUYMHA CMEPTH OCTpast

CepACYHAst HEOCTaTOYHOCTb.
OO0mmii aprepuaJbHbIA CTBOJI.

Penxuii BpOKIEHHBIN TOPOK CEPJLA, MPU KOTOPOM E€IUHCTBEHHBIA COCY/IH-
CTBI CTBOJI C €IMHBIM KJIAIIAHHBIM KOJIBLIOM, OTXOJMUT OT CepAlla U 00eCleurnBacT
CUCTEMHOE, JIETOYHOE M KOpPOHAapHOe KpoBooOpaimieHue. Ilpu 3ToM, HET KOHTakTa
MEXIY KEITYJOUYKAMH U JIETOYHOM apTEpPUEN M OTCYTCTBYET OTACIIbHBIN KJlarnaH Jie-
roy”oit aprepuu (Puc. 20). Knanan aprepualisHOro cTBosja, Kak paBHIIO, C YETHIPh-
Msl CTBOPKaMH YacTO YTOJIIIEH, AepopMupoBaH M HeKomiieTeHTeH. O0s3aTebHO
Haymuue 0oJpIoro nedekra MexokenynoukoBoi neperopoaku (JIMXKII) (Puc. 21).
KpoBb 13 J1€BOTO ¥ MPaBOTO KEITYAOUYKOB IMONAAAaET B OOIIHIA apTePHAILHBIN CTBOJI B
CUCTOJIY M JIMACTOJy IPU 3TOM B CTBOJIE M 00OMX KEIyJA04YKaX OJUHAKOBOE CHUCTO-

JM4YecKoe aBieHne. Yactora BcTpeyaeMocTy nopoka okoso 1% ot Beex BIIC.
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Puc. 20. HauGonee 4acThlif aHATOMUYECKUM BapUaHT OOIIIETO
aptepuanbHoro crsoja (OAC).

EctecTBeHHOE TeueHue mopoka kpaiHe HeOmaromnpusTHoe. [lombiTka man-
JMATUBHOTO OaHIUPOBAHUS JIETOYHOM apTEpUU C LIETIbI0 MPOPHIAKTUKH JETOYHOM

runepreH3uu (onepaius Mroiuiepa) 4acTo MPUBOAUT K (DaTaIbHBIM OCJIOKHEHUSIM.

Puc. 21. O6mmit aprepuanbHbIA CTBO.
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bonee 80% noBopoxneHHbIX ¢ OAC norubaroT B NepBble HEJAETH KU3HH.
beicTpo pa3BuBaroniascs rUIepBOJEMHUs JIETKUX NPUBOAUT K OCTPOU CEPIEYHOU
HEJIOCTATOYHOCTH. Y BBDKUBIIMX HOBOPOXKJICHHBIX PA3BUBACTCS BBICOKAS JIETOY-
Hasl TUNEPTEH3Ms, ObllIKa, IMaHo3. Jlnarno3 OAC yTOYHSAETCS IPU 3XOKapAuo-

rpaduy ¥ KOHTpacTHOW kKapauoaHruorpaduu (Puc. 22).

Puc. 22. KontpacTtHas anrnokapauorpadus pedbeHka
C OOIIMM apTepUaIbHBIM CTBOJIOM.

[TocraHoBKa nuarHosa OOILIEro apTEPUAIBHOTO CTBOJIA SIBISETCS IOKa3a-
HUEM K XUPYPTHUECKOMY BMeIIaTenbCTBY. [IpocTarmanauHbel HE AAKOT KIMHUYE-
ckoro 3¢ dexra npu neuenuss OAC. Taktuka neuenus OAC HampaBiieHa Ha Mak-
CHUMaJIbHO OBICTPO BBITIOJHEHHHUE XUPYPrHUECKO Koppekuu nopoka [23]. Onrtu-
MaJIbHBIN CPOK JJI ONEpALMM - TIepBas Hexels xKu3HU. [lepBas ycnemHas onepa-
st o xupyprudeckoi koppekiun OAC Obua BeimosiHeHa B 1962 roay Behrendt.
PanukaibHast KOppEKIUs MOPOKA 3aKJIFOYAETCS B OTCEYEHHUH JIETOYHOM apTepUH OT
o0LIEero apTepUaIbHOrO CTBOJIA U COECIMHEHUE JIETOYHOW apTEpUU C MPaBbIM Ke-
JyJOYKOM IOCPEICTBOM OHMOJOIMYECKOIr0 KJIAalaH COAEpPIKAIIEero KOHAyUTa C Io-

cnenyromieit mactukou JAMXKII (Puc. 23).
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Puc. 23. Jlerounas aprepus orceueHa ot OAC. Knanan conepxaniuii
OMOJOTMYECKU KOHIYUT MEXTY MPABbIM JKEIYJOUYKOM H JIETOYHOU apTepHueil.

JluteparypHble JaHHBIE TIO0 TOCIUTAIBHOW JIETATLHOCTU MPU PATUKAIIBHON
koppekuun OAC odeHb pa3HOPEUMBBI, 0 JAHHBIM PA3JIUYHBIX ABTOPOB JIETANIb-
HOCTh Kojeonercs ot 3,4% 1o 50% [24]. [IpuuuHa cMepTH ocTpasi cepicyuHas He-
J0CTaTOYHOCTh. B Onmkaiiiem mnocsiaeonepaioHHOM MEPUO/Ie TPAKTUYECKHA BCEM
OTIEPUPOBAHHBIM JETSIM TPeOYIOTCSI IOBTOPHBIE OMEPALlMU B CBSI3U C HEIOJITOBEY-

HOCTBIO UCIIOJIB3YEMbBIX OMOJIOTUYECKUX KOHAYHUTOB.
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