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I AHoMAaJIbHBIN JPEHAK JEr0YHbIX BEH.

AJIJIB — BpOoXAEHHBIN MOPOK CEPJilia, TP KOTOPOM MOJHOCTHIO WM YaCTUYHO
OTCYTCTBYET COEAMHEHHE JIETOYHBIX BEH C JIEBBIM mpeacepauem. [lpu momHom
AHOMAaJIbHOM JIPEHA)KE JIETOYHBIX BEH 00s3aTENIbHOE YCIOBHE JKU3HECTIOCOOHOCTHU
HOBOPOXKIEHHOTO — HaJIM4Yue COOOIICHHUS MEXIy OONBIIMM U MajblM KPYroM
kpoBooOpamenus (AMIIII, AMXII, OAIl). AJIB penkuii mopok BcTpedaeTcs B

3% cnyuaeB ot obuiero konuuectsa BIIC.

Total Anomalous Pulmonary
Venous Return

All four pulmonary
veins connect
to superior
vena cava

Il Oxygen-rich blood

Il Oxygen poor blood
Il nixed biood

AQ = aorta
PA = pulmonary artery
LA = laft atrium
RA = right atrium
LV = left ventricle
l RV = right ventricle

Puc. 1. Ilonnas popma AJIJIB ¢ JIMIIIL.

OxcurenupoBanHasi kpoBb u3 JIII gpeHupyercs B BEpXHIOW MOIYyI0 BeHy. J[Ba
KpyTa KpOBOOOpAIIEHHS TTOJTHOCTHIO Pa3001ieHbl. JKu3HecnocoOHOCTh 11013, TpU
TaKOW aHAaTOMUU TMIOPOKa, OOECIECYMBAETCS COOOIIEHHEM MEXKIYy MalbiM U

OOJIBIIMM KPYTOM KpOBOOOPAIIICHUS HA YPOBHE MPEACEepIus.



B 3aBucHMOCTH OT ypOBHSI COEIMHEHUS] aHOMAJIBHO JPEHUPYIOLIUXCS JETOYHBIX
BEHH C CUCTEMOW OOJIBILIOTO Kpyra KpOBOOOpPAILEHUS Pa3IuyaroT YeTbipe (HOpMbI
nojaoro AJIJIB:

1. CynpakapauansHslii - JIB Bnanarot B cucremy BIIB- 55% ciyuaes;
2. Kapnuansnsiii - JIB Bnagator B I1I1 viin koponaphslil cunyc-30%;
3. Cyb6kapauanbubiii - JIB Bnagator B cuctremy HIIB - 12%;

4. cmemadubiid Tyt - 3%.

A b B I

Puc. 2. BapuaHTbl TOTaT1bHOIO aHOMAJIBHOTO JPEHAXKA JIETOYHBIX BEH.

A-cynipakapauanbHblil ApeHax; b, B - kapauanbHbiil npenax; ['- cyOkapauanbHbIiA.

[Tpu gactmanom AJIJIB mambonee wacto (>90%) BcTpedaeTrcss aHOMaIbHOE
JPEHUPOBAHUE MPABOI0 BEHO3HOTO KOJUIEKTOPA B BEPXHIOK IONYI0 BeHy. [lopok
coyeraercs ¢ BropuuHeiM JIMIIII. Hapymienune reMoauHaMUKU OIpeneIsieTcs
BEJIMUMHON cOpoca KpOBH B CHCTEMY Majoro Kpyra KpoBooOpaiuenus. Bennunna
cOpoca KpOBHM HaIpsIMyl0 3aBUCHUT OT KOJMYECTBA U YPOBHA aHOMAJIbHO
npenupyromuxcs BeH U auamerpa JAMIIII. bosbimoe 3HaueHne UMEET U HAIMYUE

COITyTCTBYIOIIIUX IIOPOKOB CEPIIIA.

Knunanueckast kaptunHa nmopoka cxojHa ¢ knuaukoit JIMIIII. JKanoObr Ha
MOBBIIIEHHYI0 YTOMJIIEMOCTb. [Ipy ayCKynpTanmuy CUCTONMYECKUI ITyM BO 2

mexpedepne cneBa. Ha DKI' npusHaku nmeperpy3ku mpaBbix OTAEN0B cepana. [lpu



PEHTTEHOCKOITUY JICTOYHBIN pUCYHOK oOorarieH. OKOHYaTeIbHBIN THarHO3

ycraHaBnuBaetcs npu OXoKI'.

Puc. 3. Penrrenorpamma 6onbHoro TotasibHoro AJ[JIB B neByto

BEPXHIOIO MOJIYIO BEHY, «(Urypa CHETOBUKAY.
[Ipn onpeneneHuM NOKa3aHUs K XUPYPrHUECKOMY JICUEHHUIO YUYHUTHIBAETCS

coctosiHue 0osibHOTO. [IpUHIMTT omepanuu 3aKI0YaeTCs B Pa3IMYHBIX BapHAHTAX

NepeMEeIIeHHs YCTbeB aHOMAJIbHO JAPEHUPYIOMINXCS JIerouHbIX BeH B JII.
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Puc. 4. BapuaHTsl Xupypruyeckoro jedeHus yactuaynoro A/[JIB.



[Ipu yacTMyHOM CyOKapAMAJIbHOM AHOMAJIBLHOM JPEHAXKE MPABOW JIErOYHOM
BeHbl B HWXKHIOIK mnoiyo BeHy (Puc4 A) ycThe BEHBI OTCEKaeTcs U
anacromosupyercs ¢ JIII. IIpu kapauanbHOM aHOMAJIBHOM JIPEHAXKE JIETOYHBIX BEH
B Il (Puc.4 b) mnpousBoauTcs HWHTpakapAHalbHas TeMOJMHAMUYecKas
KOPpPEKIIMM  TOpPOKa C  HUCIOJb30BaHMEM  3alilaThl KU3  OuoMarepuarna.
HenocpencTBeHHbIE W OTAAQJIEHHBIE PE3yJIbTAaThl XUPYPrUYECKOTO JICUECHUS

XOpOLIKE.

I1. ExMHCTBEeHHBIN KeJIyI04eK cepana.

BpoxneHHb1 IOPOK cepala, XapaKTEPU3YOIUKUC HAIMUYUEM TPEXKAMEPHOIO
cepAla, Korjaa npaBoe U JIEBOE MpeIcepaAns MOCPEACTBOM MUTPAIIBHOTO U
TPEXCTBOPYATOTO KJIAMTAHOB COOOIIAIOTCS C €IMHCTBEHHBIM KEITYJOYKOM.

Paznuyaro Tpu Bapuanta EXXC:

1. AHATOMUYECKU JIEBBIN KETYAOUEK.
2. AHaTOMUYECKH IPaBbIi KEITYyI0YEK.

3. HeomnpenenenHnoe cTpoeHue xemy109Ka. cepia co cteHozoM JIA.

Puc. 5. AHaTtOMHs €AMHCTBEHHOTO KETY10YKa



Yacrtora BcTpeuaemoctu EXC — mo 2% ot Bcex BIIC, y MyX4MH NOpOK
BCTpeYaeTcs yaile, 4eM y keHIMH. BosHukHoBenne EXXC Mo)kHO paccmaTpuBaTh
KaK areHe3Mi0 MEXOKETyJOYKOBOM MNEperopojku B SMOPHUOHAIBHOM MEPUOJE.
[Tonocte EXC pacmmpena, CTeHKM THUNEPTPOPUPOBAHBI, a BHYTPEHHSSA
MOBEPXHOCTh HMMEET BBIPAXEHHOE TpabeKyIsapHOoe cTpoeHue. Pacmonoxenue
maructpaibHbix cocynoB npu EXKC Mmoxer ObITh Kak HOPMajbHBIM, TaK U
tpaHcno3upoBanbiM Kak npu JJOMC n TMC. Ilocnennuii BapuaHT BCTpeyaeTcs
yaiie, Npyu 3TOM HEPEIKH aHOMAJIMHM OTXO0XKJIEHHUS KOPOHAPHBIX COCYAOB CEPALA.
Anaromus npoBoasimux nyten npu EXXC takas xe, kak B Hopme. Haubosnee yacto
BCTpEUAIOIIHMECS] COMYTCTBYIOIIUE MOPOKU — CTEHO3 JerouHou aprepuu (65%) u

JIMIIIT (40%).

Single Ventricle

. Ventricule
e UNIQUE

#
n.-q,l,‘,’,,f//
Ventricule Unig

Puc. 6. CpaBHuTenbHas cxema reMOJIMHAMUKA HOPMAJIBHOTO CEPJILia U

€MHCTBEHHOTO KeTyI09Ka Cep/Ilia.



OmnpenensromumM  (akTopom HapymieHus remoguHamuku npu EXXC sBrnsercs
OJIMHAKOBOE CHUCTEMHOE JaBJIEHUE B aopTe€ M JEerouyHou aprepuu. lIpm sTom
MUHYTHBIH 00BbEM KPOBU MAJIOTO Kpyra HaMHOT'O MPEBBIINIAET MUHYTHBIM 00BheM
OO0JBIIOr0, YTO MPOSIBISETCS KIMHWYECKA HE3HAUMTeNbHOU Tumokcemueit. Co
BPEMEHEM MpU BO3PACTAHUM JIETOYHOM TUNEPTEH3UUM Yy OOJIbHBIX MOSBISETCS
BBIPOKEHHAS ITMAHOTHYHOCThH KOKH. KimHMYecKkass KapTHHA U MMPOTHO3 Y OO0IBHBIX
¢ EXC 3aBucUT OT Hamuuus COMYTCTBYIOIIETO CTEHO3a JIETOYHOW aprepuu. B
J1000M Cilydae MpU €CTECTBEHHOM TE€UEHUM MOpoKa 75%00JbHBIX MOrudaroT Ha
nepBoM Toxy KU3HA. CpemHssi TPOJIOJDKUTEIBHOCTh KU3HH OOJBHBIX C
eauHcTBeHHBIM kenyaoukoMm cepamna (EXXC) cocraBmser 6,7 ner. OcHoBHas
NpUYMHA CMEPTHU - HAPYIICHUSI CEPACUYHOr0 PUTMA, CepAcUHas HEAOCTATOUYHOCTh
Ha ¢OoHE MHEBMOHUM M MpoTpeccupyroias runokcemus. [Ipu ayckynpranuu u Ha
OKI' xapakTepHbIX MPU3HAKOB MOpoKa HEeT. Ha peHTtrenorpamMmmax y Bcex OOJbHBIX
HE3aBUCHMO OT THUIIA PACMOJOXKEHUS MAruCTPalbHBIX COCYJOB HaOJIOAaeTCs
yBEJIMYECHHE TEHU cepjila B mornepeyHuke. B O0mbIIeil cTeneHn OHO BBIPAKEHO Y
OOJIHBIX C YBEIWYEHHBIM JIETOYHBIM KPOBOTOKOM. OKOHYATENbHBIA JUArHO3

BBICcTaBIIsIeTCs TTociae DxoKI u aHrnokapauorpadumu.

Puc. 7. Pentrenorpamma 6onsnoro ¢ EXXC.



[lokazaHnnemM K oOmnepanuyd CIYXUT YXYAIIEHUE COCTOSIHUSL  OOJIbHBIX,
0OyCJIOBJIGHHOE  MPOTPECCUPYIOIIMM  YBEJIIMYEHHEM  pa3MEpPOB  Cepla,
OOIIIeJIETOYHOT0  CONMPOTHUBJICHUS, TIEeMOIVIOOMHAa MW reMarokputa. Bun
NaJUIMATUBHBIX ONEpaIMi ONPEAeIIIeTCsl HaTMYUEM WM OTCYTCTBUEM cTeHo3a JIA.
IIpu crenosze JIA onmna w3 mynTupytomux omnepauuii (bienok-Tayccur), npu

oTCyTCTBUH CcTeHO3a JIA - cykeHue cTBona JIA.

CyXeHue neroyHou aprepumn

Puc. 8. Onepauust Mromnepa. Hanmoxenne MaHxeTku Ha cTBout JIA.

Bosmoxna remonnnamuueckas koppekuus EZKC o tuny onepaunn ®oHTeHa,
xorga BeHo3Hast kpoBb u3 III1 munys [DK, HanpaBnseTcs B 1eroyHbIi CTBOJ, a U3
JIIT B xenmymoduek u aopTy. OjHako, Ui BBIMOJHEHUS DJTOM oOmNepanuu
HEOOXOAMMBbl OMpeJeNeHHble ycloBusA. «MneanbHblil» OOMBHOM 11 3TOMU
orepaly J0KEeH ObITh B BO3pacTe crapiie 4 et ¢ CHHycoBbIM putMoM Ha DK,
C HOpPMaJIbHBIM BIIQJICHHEM IIOJBIX BEH, C HOPMAJIbHBIM OOBEMOM IIPAaBOrO
NpEACEPANs], CO CPEAHUM JABJIICHUEM B JIETOYHOM apTEPUM HE BbILIE 15 MM pT. CT.,
C OOILIENEeroYHbIM CONPOTHUBIEHHEM MeHee 4 el., C OTHOLIEHHUEM JIuameTpa
JIETOYHOM apTtepur K aopTtaibHoMy Oonee 0,75, ¢ HopMalbHOU (yHKIHEH

KeTynouka, umeronero (paxuuio u3rHanuss He meHee 0,6, 0€3 MUTpaIbHOM
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HenOoCTaTOYHOCTH. CONMYyTCTBYIOIME IIOPOKM ycTpaHsAloTcsa. He cMorps Ha
BBICOKYIO ITOCJICONEPALMOHHYIO JIETAIBHOCTh OTAAJICHHBIE PE3YJIbTaThl OllEpaluU
®onrena npu EXXC Onaronpusitibie. Y OOJBHBIX MCYE3A€T LIMAHO3, MOBBIIIAETCS
busnueckas AKTUBHOCTB. Panukanbnas KOppEKLUs EXC
IIPEAIOJIaracTpa3ieIeCHue  €AUHCTBEHHOIO  JKEJIYyJJ0YKa Ha BEHO3HYI0 U
apTepualbHyI0 Kamepy, JIMKBUIALMIO COIYyTCTBYIOLIMX IMOPOKOB M Pa30O0IICHUS
MaJioro u OoJsibLIOro Kpyra kKpoBooOpaienus. [locneonepannonHas 1eTaabHOCTh
npu panukanbHor koppekuun EIXKC nocturaer 50% (ocTpas cepieuHas
HEJ0CTaTOYHOCTh, IOYEYHO-IE€YEHOUHAsA HEOCTATOYHOCTB), ITOCIE0NEpAMOHHBIN

IIPOrHO3 COMHUTEJIbHBIM.

III. I'nnonyiacTUYeCKM CUHAPOM JIeBbIX OT/IEJIOB CepAlA.

['unomnactuueckuit cunapoM JeBbix otaenoB cepaua (I'CJIC) — coektp
aHOMAJIMM, XapaKTePU3YIOIIUXCSA HEAOPA3BUTHEM JIEBOTO KEIyJOuKa C aTpe3ueit
WTH BBIPQKEHHOW TUTIOTUTA3UEH MUTPAIBHOTO W/WIIN A0PTaIbHOTO KIIANaHOB.

JlnrHa BOCXOASIIEH Y4acTh aopThl COCTABJISIET BCETO HECKOJIBKO MUJUIMMETPOB,
HepenKko HaOmromaercs Koapkramusi aopTel. [lpaBoe mpeacepiaue U KemylodeK

3HAYUTEIIBHO PACIIUPEHBI.
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Puc.9. Cxema reMoguHaMuKky npu runomiactuyeckom cuaapome JIOC.

YacTora BCTpeyaeMOCTH MOPOKA COCTABISIET 7-9%, y ManbuMKOB B 2 pa3a valie,
yeM y aeBouek. Ha 100 Tbic4 HOBOPOXKIEHHBIX pokaaeTcs 16 xKuBbIX AETEH C
runomiactuyeckuM cungpomoM JIOC. Ilopok sBisiercss HamboJjiee dYacTou
IPUYUHOM HEOHaTaIbHOM cmepTHOCTH OT BIIC.

XapakTepHbIM AaHATOMUYECKUM NIPU3HAKOM IIOPOKa SBIIAETCS YBEIMYEHHBIN
MPaBbIl KEIYJOUYEK C OTXOJAIICH OT HEro Pe3KO PpACIIMPEHHOW JIETOYHOU
aprepueil. Bepxymka cepama oOpa3oBaHa MpaBbIM KeEITyJ04koM. Bocxomsinas
aopra TpEJCTaBiIseT U3 cebs cocyl [MaMETPOM HECKOJIbKO MUJUTUMETPOB.

[TosocTk J1eBOTO Kemy10uKa yMEHbIIEHA B 5-7 pas.

Puc. 10. Makponpenapar runormnactuyeckuii cuaapom JIOC.

Beno3nas kpoBp un3 IIDK  mocrymaer B nerkume. OKCUIE€HHpPOBAaHHAs KpPOBb
cMmemmmBaetcs ¢ BeHo3Hoi B 111, mocTymas Tyna depes MexnpenacepaHbii AeeKT.
[Ipu srom IIK dyskumonupyer kak oOmuil asis OOJBIIOTO M MallorO KPYroOB
kpoBooOpaiienust.  Co3maercs  BBICOKOE  JIaBieHHE B MajloOM  Kpyre

KpPOBOOOpAIIEHNUs W HEIOCTaTOYHOE CHaOKeHHEe KPOBBIO 00JbIIoro. ITockompky
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OTCYTCTBYET aHTErpaJHbIi aopTalibHbIA KPOBOTOK, CUCTEMHOE KPOBOOOpAIECHUE
3aBUCUT OT OTKPBITOTO apTepuaibHOro mnporoka. 3akpbitue OAIl mpuBoguT kK
IyOOKOM TUTIOKCUH U ITUPKYJISATOpHOMY KoJiarncy. KopoHnapHsie aptepun
neppy3upyrTCs peTPOrpaaHbIM ITyTEM.

Knunnueckue npuszHaku runomiactuueckoro cuuapoma JIOC nposiBisitoTcs B
TEUCHUE TICPBBIX HECKOJBKUX JHEW Ku3HM pebeHka. [lpm 3akpeiToMm
apTEpUaJIbHOM IPOTOKE — CHUMITOMBI TSDKEJIOW CEPIEYHOW HEAOCTATOYHOCTU H
cocyaucTtoro kosuiarnca. HemocTatouHOCTh CMCTEMHOTO KPOBOTOKA IMPOSIBIISIETCA
MpPaMOPHBIM PUCYHKOM KOXH. [lepudepuueckuil mynsc ciadblii WM OTCYTCTBYET
BOBCE, MOXET OBITh OJIBIIIIKA, YBEJIIMUYEHUE PA3MEPOB MEUCHU, PACCESHHBIC XPHIIbI,
pUTM rajona ¢ TPOMKHM BTOPBIM TOHOM W HeCHeUU(PUUYECKUN CHUCTOIUYECKUM
myM. OKI' B OCHOBHOM COOTBETCTBYET BO3PACTHOM HOPME.

Ha penrtrenorpamme — kapavomeraiaus 4acTO C 3aCTOEM B JIETKUX WJIM C UX
OTEKOM. OXoKapauorpadus TO3BOJSAT BBIIBUTH  yMEHBIIICHUE KOHEYHO-
nuacrtonmdeckoro oorema JIDK mo IcMm., pe3koe CyKeHHe BOCXOJAIICH YacTH
aopthl. Karerepuzamus cepjiia MO3BOJAET BBIIBUTH OJWHAKOBOE HACBIIICHUE

KPOBH KHCJIOPOJOM B aopte u JIA.

subcostal view

Puc. 11. 9xoKI" 6oasHOTrO0 ¢ runormiactuyeckum cunapomom JIOC.
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[Ipu ectecTBeHHOM TeueHuU nopoka 80% HOBOPOKACHHBIX MOTUOAIO0 B TEUECHUE
nepBoil Hesenu >ku3HU. OCHOBHAsI IPUYMHA CMEPTHU CEp/IeUHast HEJOCTATOYHOCTbD.

Xupyprudeckoe JedeHue runoruiactuyeckoro cuaapoma JIOC  sBisiercs
HauOosiee CIOXHBIM pazzaenoMm kKapauoxupypruu BIIC. Tlo mexmayHapoaHou
HIKaje OLIEHKM creneHu pucka xupypruueckoro jeuenuss BIIC (RACHS) stu
omepaluu OTHOCITCS K caMOM ciokHOU 6 rpynmne. IIporao3upyemas jaeTaabHOCTh
npu HUX aocruraer 47%.

I'emognnamuueckass koppekuus ['CJIOC mpu omepammsx Tuma “Norwood”
3aKJIFOYAETCSl B CO3JJAHMM AHACTOMO3a MEXIYy CTBOJIOM JIETOYHOW apTepuu H
HE0AOPTOM, OTCEYEHHYIO AUCTAIbHYIO YaCTh JIETOYHOIO CTBOJIA AHACTOMO3UPYIOT
¢ OpaxumedanbHbIM CcTBOJIOM. Tem cambiM co3gator  EXC ¢ o6mum

ApPTCPpUAIIBHBIM CTBOJIOM.

Norwood Stufe |

Puc. 12. Xupyprudeckass KOppeKLHs THNOILNIACTUYECKOTO CUHIPOMA

JeBbIX 0TAENOB cepana. Oneparust Norwood.
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Jlo HacTofIIero BpeMEHU BOIMPOC BHIOOpAa METOAAa XUPYPTUYECKOTO JICUEHUS
runomiactuyeckoro cuuapoma JIOC ocraercss OTKpbITHIM, padoTa 1o pa3padoTke
HOBBIX METOJIOB XHUPYPTHMUECKOTO JICUCHHUS O3TOW CJIOKHOW  NATOJIOTHUU

Mpoa0JIZKACTCA.

IV. ATpe3ust TpexcTBOPYATOrO KJIAaNaHa.

Bpoxnennsli  mopok  cepaua, XapaKTEepU3yOLIUNCS OTCYTCTBUEM
(U3MOIOTMYECKOTO COOOIICHHUS MEXIy INpaBbIM IMpeACepAUeM M  IPaBbIM
KETYyNOYKOM  WJIM  OTCYTCTBHEM  MPABOr0  KEIyJOYKa. Ycnosuem
AKHU3HECIIOCOOHOCTH TUIOJA SIBJSETCS HAJIM4YUE CENTalbHOro Jedekra cepila Win
JPYroro KOJUIaTEPaJIbHOTO COOOLIEHUS MEXAy OOJBbIIMM M MajblM KPYroM

KPOBOOOpAIICHHUS.

Puc. 13. Cxema natopu3noiI0ruu aTpe3uu TPEXCTBOPUATOTO KiIanaHa.

ATpe3usi TpEXCTBOPYATOro KjlanaHa TPETUM MO YaCcTOTE UMAHOTUYECKUH MOPOK,
BcTpeuaercs B 3% ciydaeB oT Bcex BIIC. 90% HOBOpOXIEHHBIX MOTHOAIOT B

Bo3pacre 1o | roga.
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[Ipu mopoke Mmoj0CTh MPaBOro MPEACEPAUs PACIIMPEHA, a MPABBIMA KEITYI0UYEK
TUIIOIIa3upOBaH. llonOCTh JIEBOTO JKelyllouka W MPEACEpPAus YBEIUYEHBI B
pasmepe, ctenku runeprpodupoBanbl. JDK uyepes JMIXKII cooOmiaercs c
runorutasupoBadibiM [DK u obOecrieunBaer KpoBBIO OONBIION W Manblii KpyT
KPOBOOOPAIIICHHUS.

[IpuHATO pa3nensaTh aTPEe3UI0 TPEXCTBOPUYATOrO KJlanaHa Ha TPU THUIIA.

| T — ¢ HOpMaJIBHBIM MOJIOKEHUEM MaruCTPAIbHBIX COCYIOB.

A - ¢ arpesueii JIA.

b — ¢ runomnasueii JIA u sHe6oapmmMm JIMOKII.

B — ¢ runomnazueit JIA u 6oxapmum JIMIKII.

2 tun — ¢ D -TpaHcno3unuend MarucTpajibHbIX COCYIOB.

A — c atpesueit JIA (couertaercsa ¢ OAII).

b — co crenozom JIA.

B — ¢ mmupoxoit JIA (00b14HO coueTaeTcsi CO CTEHO30M WM KOApKTallUue aopThl).
3 tun — ¢ L— Tpancno3uireil MarucTpaibHbIX COCYAO0B (C HOAJIETOYHBIM WIIH
M0/Ia0PTAILHBIM CTEHO30M).

I'emoanHaMuueckue HapyuieHusi 00yCIOBIEHBI MOCTYIJIEHUEM BEHO3HOM KPOBHU
yepe3 JMIIII B JIII m JDK wm 3arem B MaructpaibHble cocyabl. B cBs3u c
noctyrmieHueM B JIA u aopTy cMmemaHHOW KpOBU JJIsi OOJIBHBIX XapaKTepHa
apTepuaigbHas TUNOKCeMUA. BO3MOXHOCTh pa3BUTHUSL APTEPUATBHOW TUIIEPTECH3UU
3aBUCHUT OT BEJIMUMHBI COMyTCTBYIOMIMX apTepUOBEHO3HBIX cOpocoB kposu (OAII,
KOJUIaTepain).

JInsi KIMHUYECKOW KapTUHBI aTpe3uu TPEXCTBOPUYATOIro KIlamaHa XapaKTepeH
[[MAaHO3, YCWJIMBAIOUIMICSA TMpu Kpuke pedOeHka.  OAblIEYHO-IIMAHOTUYECKUE
MPUCTYIIBI BCTPEYAIOTCS PENKO, OHW OBIBAIOT MPU CIa3Me MBI B 00JIacTH
JAMXII. [etu orcrator B ¢usmueckom pazputun. Ha DKI' runeprpodus neBbix

OTACJIOB cepala.
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Ha pentreHorpamMme JIeTOYHBI PUCYHOK OOCIHEH, pa3Mephl Cepila

YBCIMYCHBI B OCHOBHOM 3a CUYCT JICBBIX OTHCIIOB.

—

e

Puc.14. Pentrenorpamma 00JIbHOTO C TPUKYCIUIATbHON aTpe3ueil.
OxkoHuaTenbHbId quarHo3 crtaButcs npu OxoKI[' u aHruokapaumorpadpuyeckom

HCCIIEJOBAHUH.

™

absent tricuspid valve

Puc. 15. 9xoKI" 60ompHOTO ¢ arpe3ueit TpUKyCIUAAIBHOTO KJlaraHa.
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AHATOMHYECKUE OCOOCHHOCTH BPOXKIECHHOW aTpe3uu TPEXCTBOPYATOTO
KJIallaHa HE MO3BOJIAIOT MPOU3BECTH OJHOMOMEHTHYIO PaJMKaJIbHYIO KOPPEKIUIO
nopoka. XHUPYpPrudyeckoe JIEYEHHE TNOAPA3yMEBAECT pPAHHUE NaJUIMAaTUBHbBIC
BMEIIIATEJIbCTBA, & B MOCJIECICTBUU KaBOIYJIbMOHAIbHBIA aHACTOMO3 10 ['JIeHHy U
paznuyHbie  MOAUM(MUKAIMKM TEeMOJMHAMHYECKHX Koppekmuii 1o doHTeHy.
[lokazaHue K omepanuu OMPEAeNSIeTCS COCTOSIHUEM O0JibHOro. B AKCTpeHHBIX
CUTyallUsiX  MNpU  BBIPAKEHHOM  TUINOKCEeMHH,  yTpOXKarollew  >KU3HH,
HOBOPOXKICHHBIM MPOU3BOJAT arpuocentoroMuto o Rashkind. Jletsm crapiie 6
MECSLEB MO0 MOKAa3aHUSAM HAKJIaJbIBAETCA AaOPTOJIErOYHbIM aHACTOMO3 1o bienok-
Tayccur. Ilpu yBEIMYEHHOM JIETOYHOM KPOBOTOKE MPOU3BOIAT OIEPALHIO
Cy>)K€HHUsl JIETOYHOro cTBojia mno Mromnepy.  XOpoIIMe HENOCPEACTBEHHbIE
pe3yabTarel gaeT onepauuss no InmenHy. OHa NOPUBOAUT K YMEHBIICHUIO
apTepuaIbHON TUIOKCEMHH M OOINENEroOYHOTO COMPOTHUBJICHHS, KPOME TOTO,

cnocoOcTByeT yBenuueHuu ¢pakuuu Beiopoca JDK.

Puc. 16. Cxema onepanuu KaBonyJIbMOHAJIbBHOTO aHACTOMO3a IIpU
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KOPPEKIIUU aTPEe3UH TPEXCTBOPUATOTO KIanaHa mo [ IeHny.
CymiecTByeT Kak MHHUMYM YEThIpE BapHaHTa OPUTMHAIBHOM ONEpaluu
remoguHamuueckoil koppekuuu 1o @donreny  (Fontan F., 1968). OOmwuii
IMPUHITUI, KOTOPBIX 3aKII0YaeTcs B Iepepachpe/ieieHUHd KPOBU M3 BEpXHEH U

HVKHEW TOJIBIX BEH B MIPABYIO U JIEBYIO JIETOYHYIO APTEPUIO.

KIIA
I11JIA

Puc. 17. Cxema opurunanbHo# onepanuu GoHTEHA MIPU FEMOAMHAMUYECKOMN

KOPPEKLUHU aTPEe3Un TPEXCTBOPUATOro KianaHa (A — 1o onepauuu, b — noce).

[Ipu opurunaneHoit Metoauke ymubaercs JIMIIII, nepessizpiBaeTcs cTBOn JIA,
HAKJIAJbIBAETCSI KaBOIYJbMOHAJbHBI aHACTOMO3, C IOMOLIbIO KOHAYHWTA,
CO3J1aeTCs MPEACEPAHO-JIETOUYHBIM aHACTOMO3 U UMILIaHTUpYyeTcs kianad B HIIB.
B nacrosmiee BpeMs METOAOM BBIOOpaA SIBISETCS MPSIMOM MPEICEePAHO-ICTOYHBIN U
IIOJIHBIM KaBOITyJIbMOHAJIBHBI aHACTOMO3bl, NPHYEM IPEANOYTEHUE OTIAETCS
JKCTPAKAPAUATBHOMY KOHIYUTY.

CymectByeT JecsiThb KpUTepueB oOmepadeabHOCTH TJIaBHBIE W3  KOTOPBIX:

HOpMaJIbHbIE pa3MephbI JIETOYHBIX apTepui, AaBiaeHue B JIA menee 15 mm pr cr,

18



dbpakus BeiOpoca JIK ne menee 60%, HOpMaibHas aHATOMHS MUTPAILHOTO
kinanana. JlokazaHo, YTO MpU HECOONIOJCHMHM JTHX YCJIOBHM 3HAYUTEIHHO
YXYAIIAIOTCS  pe3ysbTaThl XUpypruueckoro JeudeHus. llocneonepannronHas
JETATBHOCTh cocTaBisieT 5%, B oTnaneHHpie cpoku 10 10%. Hambomee wacthim
OCIIO)KHEHHEM TIOCIIe OTEpPAIMK SIBJISETCS: IenaToOMerajius, aciluT, TUIPOTOPAKC,

apUTMUU.

Puc. 18. Monuduxanus onepannu @oHTEHA C SKCTpaKapAUAIbHBIM KOHIYUTOM.

[IaTunerHas BbDKHBaeMOCTh mocie omnepaiuun PonreHa npocturaer 80%.
Kaxapiit Tpetuit 601pHON HY)KIaeTcs B MOBTOpPHOU omnepanuu. [Ipu cobmoaenun
KPUTEPHEB ONepadenbHOCTH W aJIeKBAaTHOCTH BBINIOJHEHUS OINEpallld KadyecTBO

YKU3HU OOJIbHBIX COOTBETCTBYET BTOPOMY (DYHKIIMOHATBHOMY KJIACCY.
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V. Bonpocs! AJ1s1 CAMOKOHTPOJIS

1. Kak BbIIJISAUT CWIYIT cepala MNpPH MOJHOW TPaHCHO3ULIUHU
MATrUCTPAJBHBIX COCY/I0B:

1) B popme «dpurypsr cHeroBukar»

2) B popme «sitia Ha OOKy»

3) B popme «camoxkar

4) B dopme mapa

5) B popme TpeyronbHuka

6) B popme «OyThUTKH BOJIBI»

2. Yem otsimuaercs nenraaa ®asno ot rerpaasl Paso:
1) Bropeim JIMKII

2) AMIIIT

3) ConyTCTBYIOIIEN KOApKTalMENH a0PThI

4) ComyTcTBYIOIIEH aTpe3nueit TPeXCTBOPKU

5) OTKpBITBIM apTEPHATIBHBIM TPOTOKOM

6) ['uneprpodueit mpaBoro >keay104Ka

3. Y UMaHOTHYHOIO HOBOPOXACHHOI0 IPEaNoJaraerci BpPOXKICHHOE
3a0oJieBanue cepana. JKI' cBuaerebCTBYeT 0 CMEIICEHUHU JIEKTPUYECKON 0CH
cepauna BJeBO M rumneprpodum JeBoro xkeaynouxka. Hambosee BeposiTHBII
AMATHO3:

1) Terpana ®amio

2) TpaHcno3uLMsl MaruCTPAIBHBIX COCY/I0B

3) ATpe3ust TpEXCTBOPKHU

4) Atpe3us JIerouHoM apTepuu 0e3 nederTa MEKOKEITyJ0UKOBON MeperopoKku

5) ToranbHasg aHOMaJMs JIETOYHBIX BEH, BO3BpALAIOLIUXCS U3-11011 JuadparMbl
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4. BeposiITHOCTH BPOKIAEHHOr0 MOPOKa cepauna y pedeHkKa, POKIEHHOTO
MAaTepbIo ¢ BPOKIEHHBIM MOPOKOM cepana:

1) 0%

2) 2%

3) 8%

4) 23%

5) bonee 50%

5. ComnpoTuBjeHHe JIETOYHBIX COCYA0B y pedeHKa majgaeT BCKOpe MocJje
POXKIAEHMS.

ITOT PU3MOJIOTHIECKHI AKT NEPBUYHO PeryJaupyercs:

1) Bo3pactanuem aprepuanbHoro pO2

2) CHM>KEHUEM BHYTPUTPYIHOTO AaBICHUS

3) YMeHblIeHnEM U3BHINCTOCTH JIETOYHBIX COCY/IOB

4) 3akpbITHEM apTepUaIbLHOrO MPOTOKA

5) BreicBOOOXAEHHMEM  TyMOpajdbHBIX  (AaKTOPOB  TMOCJIE  MpEKpaIieHus

IJIACHTAPpHOT O KpOBOO6paHICHI/IfI

6. Y 2-1eTtHero pe0eHka ¢ HeOOJbIIMM IHAHO30M U CEePAEYHBIM PUTMOM
«rajona» B 00J1aCTH JIETOYHOW apTepuu OOHAPYKHBAETCH CUCTOJIMYECKHI
LIYM ¥ JMACTOJTMYECKUH LIYM 110 JIEBOMY KPal0 I'PYAUHBbI B €€ HUKHEH YaCTH.
Ha JKI' - yBeauuenue 3y0uma P, xeayaouxkoBas 0Ji0Kaga B TI'PYAHBIX
orBeeHusx. [lo-euaumMomy, y pedeHka:

1) O6patHbIil TOK KPOBU B TPEXCTBOPYATOM KJIAMlaHE U CTEHO3 JIETOYHOTO CTBOJIA
2) Terpana ®amio

3) TpexxamepHoe cep/ie

4) Aromanus DOmmTeiiHa

5) Cunapom Bonbda-ITapkuncona Yaiita
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7. Kaxaomy onpeaesieHUI0, NOA0epUTe HA3BAHME ONEPAIlUN:

1) JIByHanpaBiieHHbI aHACTOMO3 BEPXHEW MOJION BEHBI U JIETOUHBIX apTEPHil

2) ToTasbHBIN KaBamyJIbMOHAPHBIN aHACTOMO3 C heHecTpaIeil IeperopoaKu

3) Baumonepemelienue («IepeKItoueHre» ) MarucTpaabHbIX apTepuii

4) IlepenanpaBiieHHEe BEHO3HOI'O BO3BpaTa Ha MPEICEPAHOM YPOBHE C MOMOUIBIO

CHHTETUYECKON OTPAXKaTEIIbHOM MEPErOpOaKH

5) INepenanpasieHne BEHO3HOTO BO3BpaTa Ha MPEICEPTHOM YPOBHE C TOMOIIBIO

OTPAKATEIILHOU NEPETOPOJKHU U3 TKAHEU NpeaCcepaus

6) IlepBas cragusi omepaTHUBHOM KOPPEKIUMU CHUHIPOMA THIOIJIA3UU JIEBBIX

OTACJIOB cepaua.

7) AHacTOMO3 MEXKy OJAKIIOUYNYHOMN U JIETOYHOUN apTepUsiMu

8) IlepenanpaBiieHre KPOBU Ha YPOBHE KEITYTOYKOB TOHHEJIEM JIEBOTO JKEITy104UKa

¢ aoprou yepe3 JAMIKII u coenuaenneM npaBoro kKemy104Ka U JIETOYHOU apTepun

MOCPEACTBOM KOHJIYHUTA.
A. Onepanus @. PoHTeHa

b. Onepanus A. )Katene

B. Onepanus B. ['nenna

I'. Onepanusa Hopsyna

. Iyt Toccura-bienoka

E. Onepanusa A. Cennunra

K. Onepauus Macrapaa

3. Onepanus Pacrennu

8. CreH03 Jero4yHoOil apTepuu XapakKTepu3lyercsi
NpU3HAKAMH, KpoMe:

1) [1oBBIIIEHHOTO JABJICHUS B IIPABOM >KEITy0UYKe

2) YTOMJIIEMOCTH U OJIBIIIKY NPU (PU3NUECKOIN HATpy3Ke
3) COpoca KpoBH clipaBa HaJe€BO

4) YCuiaeHHOoTo JEroyHoro KOMIOHEHTa

5) IlpusnakoB runeptpoduu mpasoro xkemygouka Ha DK
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6) ['pyObIil cucTONIMYECKUN 1IIyM

9. Ilpn L-Tpancno3duuueil KPyNnHbIX apTepuil ClpaBelyIMBbI BCe YKa3aHHbIE
NPHU3HAKH, KpOMe:

1) AnaToMHYeCKH JIEBBIM JKENyI0YEK pacCIOJIOKEH CIpaBa OT aHATOMUYECKU
IIPABOrO JKEIyJA04YKa

2) JIérouHas aprepusi OTXOAUT OT AaHATOMUYECKH JIEBOTO JKEIYI04Ka, & a0pTa — OT
aHATOMUYECKH IIPaBOI0 KEIyA04YKa

3) AopTanbHBI KjanaH pPAcHOJOKEH KIEpeIu W CcjleBa OT KiamaHa JIETOYHON
apTepuu

4) Ilpu nopoke HaOMIOAAETCSI MHTEHCUBHBIN I[UAHO3

5) AV-6n0kana 0ObI9HA TIPU TOM MOPOKE

10. Kakue u3 cjienyomux NPU3HAKOB He XapaKTePHbI AJIs1 aTPe3UH JIerO4HOM
apTepuy ¢ UHTAKTHOM MEXKKeJTyT04YKOBOM NMeperopoaKoii?

1) JlerouHoi KpOBOTOK OCYUIECTBIISIETCS OJiaroiapsi apTepruagbHOMY POTOKY

2) HopMainibHOE pa3BUTHE MPABOTO KEITYI0UKA

3) Hanuuue o6s13aTenbsHOTO cOpoca crpaBa HaJIEBO Ha MPEACEPIHOM YPOBHE

4) AKUEHT BTOPOIo TOHA

5) O6eanenue IErOYHOTO COCYIMCTOTO PUCYHKA

11. K mopokamM, np¥ KOTOPBHIX CHCTEMHBIN H JIETOYHOI KPOBOTOK 3aBHUCHUT OT
NMPOXOAMMOCTH APTEPHATBHOI0 KPOBOTOKA, OTHOCATCH BCe YKa3aHHbIE,
Kpome:

1) [TonHOrO aHOMAJIBHOTO APEHAXKA JIETOYHBIX BEH

2) Atpe3uu IEroyHoN apTePUu C MHTAKTHON MEXKEITYI0UYKOBOU IMEPETrOPOIKOM

3) Kputnueckoro aopTajibHOTro CTEHO3a

4) CuHpomMa TUIOIUIa31HU JIEBBIX OT/EIIOB Cep/la

5) Atpesuu JIEroyHOM apTepuu ¢ 1e€PEKTOM MEXOKEITYJOUKOBOM MEePEropoIKu
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12. Bce u3 ciaeaylomux YTBep:KIACHUH OTHOCHUTEJbHO D-Tpancmo3uuuun
(mpocToii TPAHCIIO3ULUKM) MATUCTPAJIBHBIX apTepuil BepHbI, KpoMe:

1) AopTasibHBbI KJ1aliaH pacoyIoKeH ClipaBa OT KJlalaHa Jero4Hoi apTepun

2) AopTanbHbIi KJaNaH pacloyokeH K334 OT KJalaHa JIETOYHOW apTepuun

3) JlaBiieHue B IPaBOM KEITYJOUYKE BBICOKOE

4) Nmeetcs pe3ko BbIpakeHHas! THIIOKCEMUS

5) IlepBpiM 3TanoM NOpuU JEUYEHUH MOPOKA CIEAYET BBINOJHUTH OAJJIOHHYIO

IpeACEPAHYIO cenToToMuI0 Pamknnaaa

13. las Kakoro BPOKIEHHOI0 INOPOKA cepana HauboJiee XapaKTepPHbI
OAbIIEYHO-IMAHOTHYECKHE NPUCTYNbI?

1) O6muit apTeprabHbII CTBO.

2) TpaHcnO3uIUsl MaruCTPaIbHBIX COCYOB.

3) ATpesust TpeXCTBOPYATOrO KIIalaHa.

4) Terpama damio.

5) CTeHo3 JerouyHoi apTepum.

6) EnuHCTBEHHBIN KeTyI04eK cepla.

14. Kakoili BpoOXIeHHBIII TNOPOK cepana
U300pakeH HA PUCYHKe:

1) Tpuana ®damio

2) Terpana ®amio

3) [lenranga damno

4) Tpancno3uLys MarucTpaJIbHbIX COCYOB

5) AOMC ot npaBoro >keay/109Ka.
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15. PentresorpaMma pedeHKa, ¢ KAKMM
BIIC (o onepanun) uzoopaxena:

1) ExuHCTBEHHBIN KeTy109eK

2) AHOMaJTBHBIN APEHAXK JICTOYHBIX BEH
3) [lentana ®amwio

4) TpaHCTIO3UIIUS MarUCTPAIBHBIX COCYOB

5) O6mmii apTepralibHbINA CTBOJ

16. Cxema ¢usunonoruu kakoro BIIC uzo0pakeHa Ha pucyHke:
1) Terpana ®amo.

2) TpaHCTIO3UIUST MarUCTPAITBLHBIX COCYIOB
3) Jlerounas atpe3us

4) HopmanbHoe cepaiie

5) O6mmii apTepralibHbIN CTBOJ

17. Kakoi npenapart ucnojb3yoT sl HOJAEPKAHUA OTKPBLITOrO
apTepHAJBHOIO MPOTOKA OTKPBITHIM:

1) Ubymipoden

2) [lenToKCUPUILINH

3) IIpocrarnanaun Ei

4) UngomeTanuu

5) lIpocrarnanaun Fi
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18. Iror BIIC siBasiercst TpeTbUM M0 YACTOTE HUAHOTHYECKHM IMOPOKOM, HA
PEeHTreHorpaMMe 0O0JIbHOIO €ro MPHU3HAKOM MOXKeT ObITh YyCHJICHHE
JIETOYHOI'0 PUCYHKA:

1) CTeHo3 nerouyHou aprepuu

2) OOumii apTepuanbHbIid CTBOJ

3) AHOMAaJIbHBIN JIPEHAXK JIETOYHBIX BEH

4) TpukycnuaanbHas apTepus

5) CuHapOM rUMnoIUia3uu JeBbIX OTIEIOB cepAla

6) Terpaga damio

19. IIpm 3TOM cHMHeM TMOpPOKe He ObIBAeT OJbIIIEYHO-IMAHOTHYECKUX
npuctynos. Ha cHumMKe Ha0/1104aeTCH BBICOKOE PACIOJIOKEHHE KOpPHei
JeTKUX M OTHOCHUTEJIBHO Y3KHH COCYAMCTBIA IY4YO0K, YCHJICHHE JIETOYHOI0
PHUCYHKA, MyJIbCALUS KOPHEH JIErKOro:

1) Terpana ®amio

2) Ilentapga ®amwio

3) TpaHcno3uIUsi MarucTpajgbHBIX COCYI0B

4) OOt apTepuaibHbIid CTBOJ

5) AHOMAaJIbHBIN JIPEHAX JIETOYHBIX BEH

20. JDTa BpoOXkJAEeHHAS NATOJOTMS CepAla 4Yalle BCTPe4aercsi y NMANMEHTOB
MY:KCKOro mosa. Ha peHTreHorpaMMax He HaOJII0AaeTCd HM3MEHEHMS
cOCyaucTOoro pucynka. Pazmepsl cepana Hopmanabhsbie. lllym, kak npasuJio,
He BBICTYLINBACTCH:

1) CTeHo3 nerouyHou apTrepuu

2) Ilentana ®amio

3) TpaHcno3uiusi MarucTpajgbHbIX COCYJIOB

4) OOt apTepuaibHbIid CTBOJ

5) AHOMaNbHBIA JPEHAXK JErOYHBIX BEH
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6) EnuHCTBEHHBIN KeTyI04eK cep/ia

21. lIpu kakoM MUHUMAJIBHOM 3HAYEHUH PeAyIHHPOBAHHOI0 reMoOrJIo0MHA B
KPOBH COCY/JI0B KOKH BH3YaJIN3UPYyeTCs MHAHO3:

1)1 /n

2)91/n

3) 25 mr/n

4) mposiBIIeHUE IIMAaH03a HE 3aBUCUT OT PEIyIIHPOBAHHOTO FeMOTJIOONHA.

5) 50%
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