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Cnucok coxkpauieHui

| AHOMaNbLHBINH APCHAK JICTOIYHBIX BCH.

AHOManbHBIA JpeHaxk JieroyHblx BeH (AJIJIB) — 3T0 BpOXKIEHHBIH MOPOK
cepaua, Ipyd KOTOPOM IMOJHOCTBIO WM YaCTUYHO OTCYTCTBYET COEIUHEHUE
JETOYHBIX BEH C JIEBBIM IMpenacepaueM. [Ipy MOTHOM aHOMAIBHOM JPEHAXKE
JIETOYHBIX BEH 00s3aTE€NIbHBIM YCJIOBUEM >KH3HECTIOCOOHOCTH HOBOPOKIACHHOTO
ABJISIETCS ~ Halu4yue COOOIIECHUSI MEXAy OOJNBIIMM U MajlbiM  KPyroM

kpoBooOpartenus (JAMIIIT, IMIKII, OAIT). AJJIB penkuii mopok BcTpeuaeTcs: B

Total Anomalous Pulmonary
Venous Return

All four pulmonary
veins connect
to superior
vena cava

Bl Cxygen-rich blood

Bl Oxygen poos blood
B 1tixed biood

AQ = sorta
PA = pulmonary artery
LA = laft adrium
AA = right atrium
i LV = left ventricle
Opening RV = right veninicle
betweaen ‘

3% cnyuaeB ot obmiero konuuecta BIIC y nereii.

Puc. 1. [lonnas dopma AJIJIB ¢ JIMIIIL

[Tpu nonnoit popme AJIJIB okcureHupoBaHHAsl KPOBb U3 JIEBOTO MPEIICEPaUs
(JIIT) nmpeHupyeTcs B BEpXHIOK IMOJYI0 BeHy. JIBa Kpyra KpOBOOOpAICHHS

MOJIHOCTBIO pa3zoOieHbl. Ku3HecnmocoOHOCTh pebdeHKa MNpU TaKoW aHATOMUU
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Nopoka o00ecreynBaeTcsi COOOLIEHUEM MEXAY MajbiM U OOJbLIUM KPYrom
KpPOBOOOpAIIEeHUs Ha YPOBHE MPEACEPAHS.

B 3aBucHMOCTH OT YypOBHS COCAMHEHHS AHOMAJIBHO JIPEHUPYIOIIUXCS
JIETOYHBIX BEH C CUCTEMOMN OOJNBIIOro Kpyra KpoBOOOpaIIeH!sT pa3IudaroT YeThIpe
dopmel mostHoro AJ1JIB (puc. 2):

1. Cynpakapauanehsiii - JIB Bnanarot B cuctemy BIIB- 55% ciiyuaes;
2. Kapnuanensrii - JIB Bnagarot B [ unm koponapusiil cunyc-30%);
3. Cybkapauansabliii - JIB Bmagator B cuctremy HIIB - 12%;

4. Cmemaunblii Tam - 3%.

A b B r

Puc. 2. BapI/IaHTI)I TOTAJIBHOT'O aHOMAJIBHOI'O ApCHAaXKa JICTOYHBIX BCH.

(A-cynpaxapouanvusiii Openadxc; b, B - kapouanvuwiii Openasxc; I -
CYOKapOUAIbHDLIL).

IIpu vactrmunom AJIJIB nambGomee uacto (>90%) BcTpeuaeTcs aHOMAaIbHOE
IPEHUPOBAHUE ITPABOIO0 BEHO3HOI'O KOJUIEKTOPA B BEPXHIOKO MOy BeHY. [lopok
couyeraerca ¢ BropuuHbiM JIMIIII. Hapymenue reMoauHamMuKh ONpPENEISIETCs
BEJIMYMHON cOpoca KPOBU B CHUCTEMY Majloro Kpyra KpoBooOpaleHus. Bennunna
cOpoca KpOBHM HalpsMyK 3aBUCUT OT KOJMYECTBA M YPOBHS aHOMAlIbHO
npenupytomuxca BeH u auamerpa JMIIII. bosbuioe 3HaueHne UMEET U HaJIu4ue

COITYTCTBYIOILMX MIOPOKOB CEPJILIA.



Knunnueckas kxaptuHa mnopoka cxogHa c¢ kiuHukou JIMIIIL. JKamoOsl Ha
MTOBBIIIEHHYIO YTOMJIAEMOCTB. lIpn aycKynpTanuu OnpenenseTcss CUCTONIMYECKUN
nryM Bo 2 MexpeOepbe cieBa. Ha OKI' mmerorcss mpu3Haku meperpy3ku MpaBbIxX
OTIENIOB cepaua. Bo BpemMs peHTreHOCKONMu oTMedaeTcss 00OramieHue Jero4Horo

pucynka. OKOHYATEIbHBIM JUAarHo3 ycTraHaBiauBaeTcs npu OXoKI'.

Puc. 3. Pentrenorpamma 6onpHoro totansaoro AJlJIB B neByro

BEPXHIOIO MOJIYIO BEHY, «(UTypa CHETOBHKA».

IIpn ompeneneHuy NOKa3aHUW K XUPYPTrUYECKOMY JIEUEHHUIO YUHUTBIBACTCS
cocTosiHue 0ospHOTO. [IpUHIMI onepanuu 3aKI0YaeTcs B pa3IMUHbIX BapUaHTax

nepeMeIeHNs YCTheB aHOMATBHO JIPSHUPYIOMXCs JierouHbix BeH B JIIT (puc. 4).
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Puc. 4. Bapuantsl xupyprudeckoro jieuenust yactuaHoro AJ1JIB.

[Ipu yacTuyHOM CyOKapUaIbHOM aHOMAJbHOM APEHAXKE MPaBOil IETOUHOU
BeHbl B HWKHIOIO Tmonylo BeHy (Puc.4d A) ycThe BEHBI OTCEKaeTcss |
anactomosupyercs ¢ JIII. IIpu kapanaambHOM aHOMaJIbHOM JIPEHAXeE JIETOUHBIX BEH
B [1I1 (Puc.4 B) npou3BoIuTCSA MHTpAaKapIUalIbHAS TeMOUHAMUYECKask KOPPEKITUU
MOpoKa C HCIOJb30BaHUEM 3amiaThl U3 Ouomarepuana. HemocpencTBeHHbiE U

OTHAJICHHBIC PE3YJIbTAThI XUPYPIrUICCKOro JICUCHUS XOPOLIIHEC.

1. ETMHCTBEHHBIH KeJIyJ0U€eK cepala.

EnvHCTBEHHBIN  XKETyAOUYEK cepana (EXXC) - 3TO BIIC,
XapaKTEPUYIOLIMKACS HAIMYUEM TPEXKAMEPHOTO CEpJIla, KOrja MPaBOE U JEBOE
npeAcepaAus MOCPEACTBOM  MHUTPAIIbHOTO U TPEXCTBOPYATOrO  KJIAraHOB
COOOIIAIOTCS C €JMHCTBEHHBIM >KEITYJOUKOM.

Paznuuaro Tpu BapuanTa EXKC:
1. AHAaTOMHYECKHU JIEBBIN KETyI0UYEK.
2. AHATOMUYECKH MPaBbIi KeTyJOUeK.

3. HeompeneneHnHoe cTpoeHUE Keaym09ka co cTeHo30M JIA.



Puc. 5. AHaTOMUsI € IMHCTBEHHOTO JKEJIYJ0UKA.

Yacrota Bctpeuaemoct EXXC — 1o 2% ot Bcex BIIC y mereit. Y Manpunkos
MOPOK BCTpeyaercss yamie, 4eM Yy JAeBodek. BosHukHoBenne EXC MoxkHO
paccmaTpuBaTh  KaK  areHE3WI0  MEXOKEIyJOYKOBOM  NEPEropoJIKA B
smOpuonanbHoM Tmiepuose. Ilomocte EXC 00buHO paciivpeHa, CTEHKHU
runepTpopupoBaHbl, a BHYTPEHHSSI [OBEPXHOCTh HMEET  BBIPAXKEHHOE
TpabekymnsipHoe cTtpoeHue. Pacmonoxkenne MaructpanbHbix cocynoB mpu EXKC
MOXET ObITh HOpMaJbHBIM WU TpaHcno3upoBanHbIM Kak npu JOMC u TMC.
[Tocnenuuii BapuaHT BCTPEUYAETCA 4YAlle, MPU 3TOM HEPEIKO HMEKT MECTO
AHOMAJIMM OTXOXJCHHS KOPOHAPHBIX COCYAOB cepaua. AHATOMHS TPOBOASIIAX
nyteit npu EXC Ttakas ke, kak B Hopme. Hambonee uvacTo BcTpeuaromuecs

COITyTCTBYIOIIUE MTOPOKH — CTEHO3 JierouHol aprepun (65%) u JIMIIII (40%).
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Puc. 6. CpaBHuTeNbHAS CX€Ma FeMOJIMHAMUKN HOPMAJILHOTO CEp/Ia U

CAWHCTBCHHOI'O JXCJIyaAO4Ka cepara.

I'maBHbIM (akTopoM HapymeHuss remoguHamuku npu EXC gaBnsercs
OIMHAKOBOE CHCTEMHOE JIAaBJICHHE B aOpT€ M JEroyHou aprepuu. [Ipm sTtom
MUHYTHBIA 00BEM KpPOBU Majoro Kpyra HaMHOT'O INPEBBIIIAET MUHYTHBI 00beM
00JBIIOrO, YTO KIMHUYECKH MPOSBISAETCA HE3HAUYUTEIbHOW rumnokcemueit. Co
BpEMEHEM, IPU BO3PACTAHHUM JIETOYHOM THUIEPTEH3UHU, Y OOJIbHBIX MOSBISAETCS
BBIPAJKEHHAs [MAHOTHUYHOCTh KOkU. KnMHM4Yeckas KapTUHA ¥ IPOTHO3 Y OOJIBHBIX
¢ EXKC 3aBucUT OT Hainu4us CONYTCTBYIOLIErO CTEHO3a JIETOYHOM aprepuu. B
mo00M ciydae MpU €CTECTBEHHOM TeueHMH mopoka /5% perteit morubaroT Ha
nepBoM roay ku3HU. CpenHsisi NPOAOHKUTEIBHOCTh JKM3HU OOJNBHBIX C
€IMHCTBEHHBIM KEIIYJA0YKOM cepAua coctaBisieT 6 - 7 ner. OCHOBHAs MpHYMHA
CMEPTH - HAPYLICHHs CEPACYHOr0 PUTMA, CEpACYHAas HEJOCTAaTOYHOCTh Ha (POHE
IIHEBMOHUM W Tporpeccupyromas runokcemus. [Ipm ayckynpramum m Ha OKI
XapaKTEepHbIX MPU3HAKOB MOpoka HeT. Ha peHTreHorpammax y BceX OOJIBHBIX
HE3aBUCUMO OT THUIA PACIOJOXKEHUS MAarucTPaJbHBIX COCYIOB HaOIIOAaeTcs

yBEJIMYEHUE TEHU cep/illa B MonepeyHuke. B Oosiblieil cTeneHn OHO BBIPAXKEHO Y



OOJIBHBIX C YBEJIMUYCHHBIM JICTOYHBIM KPOBOTOKOM (puc. 7). OKOHYATEIbHBIHI

nuarHo3 BeicTaBisgeTcs nocie IxoKI™ u anrnokapauorpaduu.

Puc. 7. Pentrrenorpamma 6omnbHOro ¢ EXXC.

[lokazanuem Kk onepanuyd OOBIYHO CIYKUT YXYALIEHUE COCTOSHHS OOJIBHOIO,
OOyCIIOBJIGHHOE  INPOTPECCUPYIOIIMM  YBEIMYEHHUEM  pPa3MEpOB  Cepaua,
OOLIENIETOYHOI0  CONPOTUBIIEHUS, TIE€MOIJIO0OMHA UM TEeMaTOKpUTa. Xapakrep
MAJUTMATUBHBIX ONEPALMN ONPEAEIIETCS HAIMYMEM WA OTCYTCTBHEM CTeHO03a JIA.
[lpu crenoze JIA BbIMONHSETCS OAHA W3 MIYHTHpyromux onepanuii (biemok-

Tayccur), npu oTcyTcTBHH cTeHO3a JIA OCYIIECTBISIOT CyKeHHe ee cTBoja (puc.

8).



CyXXeHue neroyHou apTepuu

Puc. 8. Onepanms Mromnepa. HanoxxeHrne MmaH)eTKH Ha cTBOI JIA.

Bo3morkna Tak e remoguHamudeckas koppekius EXKC no tuny onepanuu
®oHTeHa, Koraa BeHO3HYH KpoBb u3 IIII nampaisitor munys DK, B nerounou
ctBod, a u3 JIII B xenynodek u aopty. OgHaKo, AJisl BHIMOJHEHUS 3TON ONepaiuu
HEOOXOUMBI OTpeJiesIeHHbIE yClIoBUS. «laeanbHblil» O0JbHOM, MOIXOMSIIUA 715t
ATOI omnepanuu JOJKeH ObITh B BO3pacTe crapuie 4 JeT ¢ CUHYCOBbIM PUTMOM Ha
OKI', ¢ HOpMaJIbHBIM BMAJCHUEM TOJIBIX BEH, C HOPMAJIbHBIM O00BEMOM MPABOTO
npeacepansi, CO CPEIHUM JIaBICHUEM B JIETOYHOM apTepuu HE Bbilie 15 MM pT. CT.,
Cc OOIIENerouHbpIM COMPOTUBICHUEM MeHee 4 eJ., C OTHOUIEHHWEM JMaMETPOB
JeroyHoi aprepun M aopThl 6omnee 0,75, ¢ HOpMabHON (DYHKIMEH Kemymodka,
uMeroniero ¢ppakmnuio u3rnanus He meHee 0,6, 6€3 MUTpaIBHOW HEAOCTATOYHOCTH.
OIHOBPEMEHHO YCTPAHSAIOTCSA COIMYTCTBYIOIIME MOpoku. HecMoTpsi HA BBICOKYIO
MOCJICONEPANMOHHYIO JIETATbHOCTh, OTAAJICHHBIE Pe3yibTaThl onepanuu OoHTeHa
npu EXC OGonee OmaronpusatHbl. Y OOJBHBIX HCYE€3a€T I1MAHO3, MOBBIIIACTCS

(dbu3nvecKas akTHBHOCTb.

Papukansnaa xoppexkuuss EXKC mpennosnaraer pasnelieHue €IMHCTBEHHOIO

JKCIIyAO4YKa Ha BCHO3HYIO N apTCPUAIIBHYIO KaMCPY, JIMKBUIAIINIO COITYTCTBYIOIIUX
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MOPOKOB W pa3o0IleHUsT Majloro u OOJIBIIOr0 Kpyra KpOBOOOpaIleHUS.
[TocneonepanmonHas J€TATLHOCTD NIPU pagukaibHOU Koppekiuu EXXC nocturaet
50%. IlpuumHamMm ee SBIAIOTCS OCTpas cepJeyHas W TOYCYHO-TICUCHOYHAS

HEJIOCTAaTOYHOCTh. [locneonepaimoHHbIN MPOTHO3 COMHUTENIbHBIN.

I1]. TunomiacTu4ecKMid CHHAPOM JIEBBIX OT/IEJI0OB CEPALA.

I'unomnactuueckuii cuHapoM JeBsix otaenoB cepaua (I'CJIOC) — sto
LEJbIA  CHEKTP AaHOMAJIMM, XapaKTEPU3YIOIIUXCS HEIOPa3BUTHEM  JIEBOTO
KEITyJ0YKa C aTpe3ueld WIM BBIPAXXEHHOW TUMOIUIa3ued MUTPAIbHOTO W/WUIU
aopTanbHOro KiamaHoB. [Ipw 3TOM MNOpOKE IMHA BOCXOISIIEH YacTH aO0pPThI
COCTaBJISIET BCEr0 HECKOJBKO MUJJIMMETPOB, HEPEAKO MMEET MECTO KOApKTallus

aopThl. [IpaBoe mpeacepaue U Keya049eK 3HAYUTEIBLHO paciupensl (puc. 9).

Puc. 9. Makpomnpenapar 60bpHOTO ¢ THNOactTudeckuM cuaapomom JIOC.

YactoTa BCTpeuaeMOCTH MOpOKa cocTaBisieT 7-9%, y ManpbuukoB B 2 pasa

qame, yeM y aeBouek. Ha 100 Thicsy HOBOPOXXKIECHHBIX OOBIYHO pokmaercs 16
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KUBBIX AeTel ¢ runoriactudeckuM cuapoMmom JIOC. TTopok siBiisieTcst OqHOU U3
HanboJIee YacThIX MPUYMH HeoHaTaTbHOU cMepTHOCTH mpu BIIC.

XapakTepHbIM aHATOMHYECKUM MPU3HAKOM MOPOKA SIBJISIETCS YBEIUYEHHBIN
MPaBbIl KETYAOUYEK C OTXOMAIICH OT HEro PEe3KO PaCIIMPEHHOW JIETOYHOU
aptepueil. Bepxymika cepama oOpa3oBaHa MpaBbIM KenyaoukoM. Bocxopsmias
aopTa TpeACTaBiseT W3 ce0sd COCya auaMeTPOM HECKOJIBbKO MHILIUMETPOB.

[TosiocTh €BOrO Kemya0uKa yMEHbIIEHa B -7 pa3.

Puc.10. Cxema reMoiMHAMHKH TIPH TUTIOTUTacTHYECKOM cuHapome JIOC
(TTOsICHEHHSI B TEKCTE).

Ocob6ennoctu remoguHamuku ['CJIOC cocrost B cinexyromeM (puc. 10).
Benosznas kpoBp u3 IDK mnoctymaer B nerkue. OKCHUT€HUPOBaHHAasT KPOBb
cMemuBaeTcsi ¢ BeHo3HoH B I, moctymnas Tyma uepes MexXnpeacepAaHbi qedexr.
IIpu sTtom IDK ¢dyHKImoHupyeT Kak oOuMi st OOJBIIOTO U MAaJIOro KPYroB
KpoBooOpamienusi.  Co3maeTcss  BBICOKOE  JaBJIEHHME B MajJOM  Kpyre
KPOBOOOpAIIIEHUS] U HEIOCTATOYHOE MOCTYIUIEHHE KPOBU B 00JbIION. [lockonbKy
OTCYTCTBYET aHTErPaJHbIA a0pPTalIbHBI KPOBOTOK, CUCTEMHOE KpOBOOOpallieHue

3aBUCUT OT HAIMYMUSA OTKPBITOIO apTEpHAIbHOrO MpoToka. 3akpbitue OAII
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MPUBOIUT K TI1yOOKOW THIOKCUM M LUPKYJISITOPHOMY Koiuiancy. KopoHaphbie
apTepun nepPy3upyroTcsi peTPOrpaHbIM ITYTEM.

Knunnueckne npusHaku runomiactuyeckoro cuaapoma JIOC nposBiastoTes
B TEYEHUE TIEPBBIX HECKOJIbKUX JHEW Ku3Hu peOenka. I[lpu 3akpsiToM
apTepUaIbHOM MPOTOKE — 3TO CUMITOMBI TSKEJIOW CEPACYHON HEIOCTATOYHOCTH U
COCYAMCTOro Koiutanca. HenocTaroyHOCTh CUCTEMHOTO KPOBOTOKA IPOSIBIISIETCA
MpaMOpPHBIM PUCYHKOM KOXxU. [lepudepuueckuii mynbc cinaOblii UM OTCYTCTBYET
BOBce. MoxeT ObITh OJIBIIIKA, YBEIUYECHUE PA3MEPOB MEUEHHU, PACCESIHHbBIC XPUIIBI
B JIETKHX, CEpJICYHBbI pHUTM TaJlOla C TPOMKUM BTOPBIM TOHOM H
Hecnenuuueckuit cuctonuueckuit myM. OKI' B OCHOBHOM COOTBETCTBYET
BO3PacTHOW HOPME.

Ha pentrenorpamme omnpenensercs KapAUOMEraiavs, 4acTo C 3aCTOEM B
JErKUX WIM C UX OTEKOM. DXokapauorpadusi Mo3BOJIAT BBIIBUTH YMEHBIICHUE
KOHEUHO-Auacronndeckoro oorema JIK mo lem., peskoe cyxeHue BOCXOsIIEH
gactu aopthl (puc. 11). KateTepusanus cep/ia mo3BOJISET BBIIBUTH OJMHAKOBOC

HACBIIIEHUE KPOBU KUCIOPOJIOM B aopte U JIA.

subcostal view

Puc. 11. 9xoKI" 6ompHOTO ¢ runormiactudeckum cuaapomom JIOC.
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[Ipu ectectBeHHOM TeueHnn mopoka 80% HOBOPOXIACHHBIX TOTHOAI0 B
TeueHUe TnepBOoM Heaenu Kku3HU. OCHOBHAs NpPUYMHA CMEPTH - CepleyHas
HEJIOCTATOYHOCTb.

Xupypruueckoe jedeHue runoruiactuyeckoro cuuapoma JIOC sBnsercs
HauOosiee CHOXHBIM pazaenoMm Kapauoxupypruu BIIC. Tlo wmexayHapoaHoH
IIKaJie OICHKU CTernmeHu pucka xupyprudeckoro jeuenus BIIC (RACHS) stu
oTiepaIii OTHOCSTCS K caMoil clokHOU 6 rpynme. [IporHo3upyemast 1eTaabHOCTh
npu HUX pocruraet 47%.

I'emomuaamuueckass koppekiuss ['CJIOC npu omnepamusx tuma “Norwood”
3aKJII0YAETCSl B CO3JIaHMM aHACTOMO3a MEXKAY CTBOJIOM JIETOYHOM apTepuu u
HE0AOPTOH, OTCEYEHHYIO AUCTAIbHYIO YaCTh JIETOYHOTO CTBOJA aHACTOMO3UPYIOT
c OpaxunedanbHbiM cTBOJIOM. Tem campiM co3mator EJXC ¢ oOmum

apTepHaATLHBIM CTBOJIOM (puc. 12).

Norwood Stufe |

Puc. 12. Xupypruueckasi KOppeKIHs TUTIONIIACTHIECKOTO CHHIPOMA

JeBBIX OTAENOB cepara. Omeparms Norwood.
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Jlo Hacrosiero BpeMeHH BOIPOC BBIOOpAa METOAA XUPYPrUUECKOIro JICUCHUS
runoruiactuueckoro cunapoma JIOC ocrtaeTcs OTKpBITHIM, paboTa 1o pa3paboTke
HOBBIX METOJOB XHUPYPTMUECKOTO JICUCHHS HJTOM CJIOKHOM MaTOJIOTHUU

MPOJ0JIKACTCH.

IV. ATpe3usi TpexcTBOPYATOro KJIANAHA.

ATpe3usi TPEXCTBOPUATOrO KJamaHa - 3TO BPOXKIECHHBIA TMOPOK Cepala,
XapaKTEPU3YIOIIUICA OTCYTCTBUEM  (DU3UOJOTUYECKOTO COOOIIEHUS MEXIY
MpaBbIM TMPEACEPANEM U TPaBbIM KEIYJTOYKOM WM OTCYTCTBUEM IPABOTO
KEITyJ0UYKa. YCJIOBHEM JKM3HECIOCOOHOCTH peOeHKa SBISETCS  Haauyue
CeNTaJIbHOIO Je(eKTa ceplla Wik APYroro KoularepaibHOr0 COOOIIEHUS MEXIY

OOJIBIIIMM U MaJIbIM KPYTOM KPOBOOOpAILIEHHUS.

Puc. 13. Cxema nmaTopu3noI0THU aTPEe3UH TPEXCTBOPUYATOTO KIIanaHa.

ATpe3usa TpeXCTBOPUATOIrO KJamaHa TPETHUM II0 YacTOT€ IHAHOTHUYECKUM
nmopok, BcTpewyaeTcs B 3% ciydaeB or Bcex BIIC y mereir. Oxomo 90%

HOBOPOXECHHBIX MTOTH0al0T B Bo3pacTe 10 1 roxa.
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[Ipr 3TOM MOpPOKE MOJOCTh MPABOTO MPEACEPAUs PaACIIUpPEHa, a IMPaBbIi
KEIMyJAOUeK TrunoriasupoBad. I[lonocTe 5€BOro Kemygouka W OpeAcepaus
yBEIIMYEHbl B pa3Mmepe, CcTeHku runeptpodupoBanbl. JIK wepes JIMKII
coobmaercst ¢ runoruiazupoBanubiM [DK u obecneunBaeT KpoBbIO OOJBIION U
MaJiblil KpyT KpOBOOOpAIICHUS.

[TpuHATO pa3nensaTh aTPEe3nI0 TPEXCTBOPUYATOrO KJIallaHa HAa TPH THUIIA.

1 Tun — ¢ HOpMaJIbHBIM MOJIOKEHUEM MAruCTPAIbHBIX COCYIOB.

a) - ¢ atpe3ucii JIA.

0) — ¢ runomtasueii JIA u He6ompmum JIMIXKII.

B) — ¢ rumnoruiazuet JIA u 6omprimam JIMKII.

2 tum — ¢ D -Tparcnio3uImeit MarucTpaabHBIX COCYIOB.

a) — ¢ atpesucii JIA (coueraercs ¢ OAII).

0) — co creno3om JIA.

B) — ¢ mmpokoii JIA (0OBIYHO cOYETACTCS CO CTEHO30M WIIH KOAPKTAIUEH a0pThI).
3 Tun — ¢ L— TpaHCHO3MIIMEH MarucTPaIbHBIX COCYAOB (C MOIETOYHBIM HITH
10JTA0PTATBHBIM CTCHO30M).

['emoamHaMuueckue HapylieHUs: O0yCIOBIEHBI OCTYINICHHEM BEHO3HOU KpOBU
yepe3 JAMIIII B JIII m JDK u 3atemM B MarucrpanbHble cocylbl. B cBssm ¢
noctymieHueM B JIA u aopTy CMelmIaHHOW KpOBU JjIsi OOJIbHBIX XapaKTepHa
apTepualgbHasl TUIOKCEMUsA. BO3MOXKHOCTh pa3sBUTHUS aApTEPUATBHOU TMIEPTECH3NUU
3aBHCHUT OT BEJIMYMHBI COMYTCTBYIOIIMX apTEPHOBEHO3HBIX cOpocoB kporu (OAII,
KOJUTATePaJIH).

JIisi KIMHUYECKOM KapTHUHBI aTpe3Wd TPEXCTBOPUATOro KiamaHa XapakTepeH
[MAaHO3, YCWIMBAIOIIMICA mpu Kpuke pedeHka.  OnblIeYHO-IIMAHOTHYECKUE
MPUCTYIBI BCTPEYAIOTCS PEAKO, OHM OBIBAIOT MpPHU CIla3M€ MBI B 00JacTu
JIMXKII. Jletn otcratoT B ¢pusnueckoM paszputuu. Ha OKI' runeptpodus nesbix

OTACJIOB CCpalLia.
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Ha pentreHorpamMmMe JerouHblii pPUCYHOK OO€IHEH, pa3Mepbl cepila

YBCIIMYCHBI B OCHOBHOM 34 CHUCT JICBBIX OTACJIOB.

o

B

¥

iy
F 4

Puc.14. Pentrenorpamma 60JIbHOTO C TPUKYCIUAATBLHON aTpe3uei.
OxoHYaTenbHBIM AuarHo3 craButTca npu IOxoKI um anrmokapamorpaduyeckom

HCCJICAOBAaHHNU.

absent tricuspid valve

Puc. 15. 3xoKI" 60apHOTO € aTpe3ueil TpUKyCIUIaIbHOTO KilanaHa.
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AHaTtoMuuecKue OCOOCHHOCTH BpPOXKICHHON aTpe3sud  TPEXCTBOPYATOTO
KJIalaHa He MO3BOJISIOT MPOM3BECTH OJHOMOMEHTHYIO PalUKaIbHYI KOPPEKIIUIO
NOpoKa. XUPYpPruyecKoe JICUYCHHE IMOJIpa3yMeBaeT paHHHE MNAJTUATUBHBIC
BMEIIATEIECTBA, & B TIOCIEICTBIUH KaBOIYJIbMOHAIBHBIN aHACTOMO3 110 [ JIeHHYy H
pa3in4Hble MOIU(PUKAMK TeMOAMHAMUYECKHX Koppekiuii mo DoHTeHy.
[Toka3anue K oOmepanuu OMPEAessieTCs COCTOSHHEM OONBHOrO. B 3KCTpeHHBIX
CUTyallUsiX  TPU  BBIPAXCHHOW  TUIMOKCEMHUH,  yrPOXKAWOMEH  JKU3HH,
HOBOPOKICHHBIM MPOU3BOIAT aTtpuocentoromuro o Rashkind. Jletsm crapme 6
MECSIIIEB 10 MMOKa3aHUsM HAKJIAJbIBAETCSI A0PTOJIETOYHBI aHACTOMO3 10 bienok-
Tayccur. Ilpu yBEIMYEHHOM JIEFOYHOM KPOBOTOKE IIPOU3BOLAT OIEPALIUIO
CY)KCHHUsI JIETOYHOTO CcTBoja 1o Miomiepy.  Xopomme HemoCcpeJICTBEHHbIE
pe3ynbTaThl JaeT omnepanus 1o [yeHHy. OHa TPUBOAUT K YMEHBIICHHIO
apTepUAIILHOW THIIOKCEMHH M OOLIENETOYHOTO COMPOTHUBIICHUS, KPOME TOTO,

criocoOcTByeT yBennueHuu (pakiuu Beiopoca JIK.

Puc. 16. Cxema omeparuu KaBoIyJIbMOHAIBHOTO aHACTOMO3a MPU

KOPPEKILHH aTPE3UHU TPEXCTBOPUYATOrO KJianaHa 1o [ JeHHy.
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CyiiecTByeT KaK MHHHMYM 4YeThIpE BapHaHTa OPUTHHAIBLHOW OIepanuu
reMoauHamMuueckoii koppekumu 1o Ponreny  (Fontan F., 1968). OOmwui
MPHUHIMI, KOTOPBIX 3aKIIOYaeTCs B IEpepaclpeleiCHUH KPOBU W3 BEpPXHEH U

HIDKHEH TTOJIBIX BEH B IIPABYIO U JIEBYIO JIETOYHYIO APTEPHIO.

BIIB

KTIA
HLJIA

Puc. 17. Cxema opurunanbHoi onepaunu @oHTEHA NpU FeMOIUHAMHYECKON

KOPPEKIIMH aTPE3Uu TPEXCTBOPUATOro KianaHa (A — mo oneparun, b — moce).

IIpn opurunansHoM Metonmke ymmuBaercsa JIMIIII, mepessaseiBaeTca cTBOn JIA,
HAKJIAIBIBAETCS KABOIYJbMOHAJIBHBIA AHACTOMO3, C IIOMONIBIO KOHJIYHTA,
CO3JaeTCs MPEICEPAHO-JIETOYHBIM aHACTOMO3 U UMIUTAHTUpyeTcs kinanaH B HIIB.
B nacrosiee BpeMst METOI0M BbIOOpa SIBISIETCS MPSAMOM MPEACEPIHO-JIETOYHBIN U
IIOJIHBIM KaBOITYJIbMOHAJIBHBI AHACTOMO3bl, INPHYEM IPEAIOYTEHUE OTHACTCS
DKCTpaKapAUAIbHOMY KOHAYHTY.

CymiecTByer JAeciTh KpHUTEpUEB ONEpaOETbHOCTH TIJIABHBIE U3 KOTOPBIX:

HOpPMaJIbHBIE pa3MephI JIETOUHBIX apTepuil, naBieHue B JIA menee 15 Mm pT cT,
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dbpakmus BeIOpoca JDK He menee 60%, HOpmanbHas aHATOMHS MHUTPAIbHOTO
kjanaHa. JlokazaHo, 4YTO MpU HECOOJIOJEHUU BTUX YCIOBUU 3HAYUTEIBHO
VXYAIIAIOTCS  PE3yNbTaThl XUPYpPruUueckoro JedeHus. llocieomepannonHas
JETANBHOCTh cocTaBisieT 5%, B otnanennbie cpoku mo 10%. Hambomee wacteim
OCIIO)KHCHHEM TIOCTIE OTIepallid SIBJISICTCS: TemaTOMETrajus, acIluT, THIPOTOPAKC,

ApUTMUHU.

Puc. 18. Momuduxkanus onepamnu @oHTEHA C IKCTPaKapAHATLHBIM KOHIYHUTOM.

[laTumeTHsIss BBDKHMBaeMOCTh mociie omepanuu PonrteHa gocturaet 80%.
Kaxnpiit Tpetuii 00JbHOM HYKJ1aeTcsl B TOBTOpHOU omnepanuu. [Ipu cobmonennu
KpUTEpUEB OMepabebHOCTH M aJIEKBATHOCTH BBIMIOJHEHUSI ONEpalid KayecTBO

YKU3HU OOJIbHBIX COOTBETCTBYET BTOPOMY (PYHKIIMOHAIBHOMY KJIaccy.
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V. BOHpOCbI I CAMOKOHTPO0JI

1. Kak BbINISJAMT CHJIYIT cepala MNpPpH TOJHOH  TPaHCHO3HIUH
MarucTpajbHbIX COCY/I0B:

1) B popme «purypnl CHETOBHUKA»

2) B dpopme «siina Ha OOKy»

3) B ¢popme «camoxka»

4) B popme miapa

5) B ¢popMme TpeyrobHHKa

6) B dpopme «OyTBUIKH BOIBI»

2. UeM oTiinuaerca neHraga ®asuio or rerpaanl Pajio:
1) Bropeim JIMIKII

2) AMIIIT

3) ConyTcTBYIOIIEH KOAPKTAIIMECH a0PTHI

4) ConyTCTBYIOIICH aTpe3ueH TPEXCTBOPKHU

5) OTKpPBITBIM apTePHABHBIM POTOKOM

6) ['uneprpodueii mpaBoro xeymaouKa

3. Y 1NMAHOTHYHOTO HOBOPOKIEHHOT0 TMpPeEANoJaraercsi BpPOXKIEHHOE
3a0oseBanue cepaua. IKI' cBuaeTebCTBYET 0 CMEIIEHNH 3JIEKTPUYECKO 0CH
cepaua BJeBO M runeprpodum JieBoro xkeaynouxka. HambGosee BeposiTHBII
JTHATHO3!

1) Terpana dano

2) TpaHCTIO3HIIAS MaruCTPAIbHBIX COCY/IOB

3) ATpe3ust TPEeXCTBOPKH

4) Atpesus JIero9HON apTepun 0e3 AedeKTa MEXOKETYI0UYKOBOH TePeropoaKu

5) ToTtayibHast aHOMAJTUS JICTOYHBIX BEH, BO3BPAIAIOIIMXCS U3-T10]T JHAPparMbl
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4. BeposiITHOCTH BPOKIAEHHOI0 MMOPOKAa cepama y pedeHKa, POKIEHHOro
MaTepbio ¢ BPOKIEHHBIM MOPOKOM cep/ua:

1) 0%

2) 2%

3) 8%

4) 23%

5) bonee 50%

5. ComnpoTuBjeHHe JIETOYHBIX COCY/J0B Yy pedeHKa NajgaeT BCKOpe IMOocJie
POXKICHHUSA.

ITOT (PU3NOTOTHYECKHIT AKT IEPBUYHO PeryJHpyeTcs:

1) Bo3pacrtanuem aprepuaibHoro pO2

2) CHWKEHHUEM BHYTPUTPYIHOTO JTaBIICHUS

3) YMeHbIIIEHUEM H3BUIIMCTOCTH JISTOYHBIX COCY/IOB

4) 3aKpBITHEM apTePUATBHOTO IPOTOKA

5) BricBOOOXIEHHEM  T'yMOPaIbHBIX  (DAKTOPOB  MOCJEe  TPEKpaIICHHS

MJIAIIEHTAPHOT'O0 KPOBOOOpAIICHHS

6. ¥ 2-1eTHero peGeHKa ¢ HeOOJbIIMM IIHAHO30M H CepAeYHBIM PHTMOM
«rajona» B 00JIACTH JIETOYHOH apTepud OOHAPYKHUBAETCH CHUCTOJIUYECKHI
IIYM M JUACTOJHYECKHUIl IIIyM MO0 JIEBOMY KPal I'PyAMHbI B €é HUKHEl 4acTH.
Ha JKI' - yBeaumuyenue 3yoma P, keaygoukoBasi 0j0kaaa B TIPYAHBIX
orBefaeHusix. [lo-Buaumomy, y pedeHka:

1) OOpaTHBIi TOK KPOBH B TPEXCTBOPYATOM KJIallaHE M CTEHO3 JIETOYHOI'O CTBOJIA
2) Terpana daino

3) TpexkamepHOE cepalLe

4) Anomanus D01TeriHa

5) Cunapom Bonbda-ITapkuHcona Yaiita
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7. Ka:xxnomMy onpejaesieHU10, mo0epuTe HA3BaHHUeE ONEPAIUN

1) /IByHanpaBiecHHBIA aHACTOMO3 BEPXHEH MOJI0W BEHBI U JICTOYHBIX apTEPH

2) ToTanbHBIM KaBaNyJIbMOHAPHBIM aHACTOMO3 ¢ (heHecTpanuer IeperopoIKu

3) BzaumoniepemenieHue (KIepeKITIIOYCHIE») MaruCTPaIbHBIX apTepUid

4) TepenanpaBieHre BEHO3HOT'O BO3BpaTa Ha MPEICEPIHOM YPOBHE C TOMOIIBIO

CUHTETUYECKON OTpaXaTEIbHON NEPErOPOIKU

5) IlepenanpaBicHre BEHO3HOI'O BO3BpaTa Ha MPEJACEPIHOM YPOBHE C TOMOIIBIO

OTpakaTeIbHOU MEPETOPOJKHU 13 TKAHEH Mpeacepaus

6) IlepBast cTamus ONEPATUBHON KOPPEKIMH CHHApPOMA THIIOIUIA3UH JIEBBIX

OTACIIOB CCpAlia.

7) AHacTOMO3 MEXy MOAKIIOUNIHON U JISTOYHOU apTepUsIMH

8) IlepenamnpapiieHue KPOBH HA YPOBHE JKEIYJI0YKOB TOHHEJIEM JICBOTO JKEIy0YKa

¢ aoptoit uepe3 JAMXII u coeauHeHrEM MPABOTO KEIMYI0YKA U JIETOYHOU apTEPUU

MOCPEICTBOM KOHAYHTA.
A. Onepanns ©. OoHTeHa

b. Onepanus A. JKatene

B. Oniepanus B. ['nenna

I'. Onepauust Hopyna

JI. llynt Toccura-bienoka

E. Onepanus A. Cennunra

7K. Onepanust Macrapaa

3. Onepanusa Pactemnu

8. CreHO03 JIero4HOW apTepuu XapakTepusyercs
NPU3HAKAMH, KpOMe:

1) TToBBIIEHHOTO JIABJICHHS B IIPABOM JKEITYI0UYKE

2) YTOMJISEMOCTH M OJIBIIIKH NPU (PU3NICCKOM HATPY3KE
3) COpoca KpoBH CIIpaBa HajJCBO

4) YCHUICHHOTO JIEFOYHOI'0 KOMITIOHEHTA

5) IMpusnakoB runeprpoduu mpaporo xerygouka Ha DK

6) I'pyOBbIii CHCTOINYECKUI LITyM
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9. llpu L-TpaHcno3unueii KPyNMHbIX apTepuii cpaBelIMBbI BCe yKa3aHHbIE
NMPU3HAKH, KpOMe:

1) AHaTOMHUYECKH JICBBIA JKEIYJOYEK PACIOJOXKEH ClpaBa OT aHATOMHUYECKU
MPaBOro KEMYyA0UKa

2) JIérounast apTepusi OTXOJUT OT aHATOMHUYECKH JICBOTO JKEIyI0UKa, a aopTa — OT
AHATOMUYECKH MPABOTO KEIYI0UYKa

3) AopTalbHBIM KJIallaH pPACIOJIOKEH KIEepeAd M ClieBa OT KJIallaHa JICTOYHOM
apTrepuu

4) ITpu mopoke HAOII0JaeTCS HHTEHCUBHBIN [UAHO3

5) AV-6110kaa 0ObIYHA IIPU STOM IIOPOKE

10. Kakue W3 ciieqy0IUX NMPU3HAKOB He XapaKTePHbI JJIsl aATPe3UH JerodHoii
apTepuH ¢ HHTAKTHOI MeKKeJTyA04YKOBOM MeperopoaKoii?

1) JlerouHo# KpOBOTOK OCYILECTBIISICTCS O1aroiaps apTepHaaIbHOMY IPOTOKY

2) HopmaiibHOE pa3BUTHE TIPABOTO KEITYI09YKa

3) Hanmuue o6si3aTenbHOrO cOpoca crpaBa HaJeBO Ha MPEICEPIHOM YPOBHE

4) AXIIEHT BTOPOTO TOHA

5) OGenHeHUE NETOYHOTO COCYAUCTOTO PHCYHKA

11. K nmopokaM, npu KOTOPBHIX CHCTEMHBbII U JIETOYHOIl KPOBOTOK 3aBHCUT OT
NMPOXOAMMOCTH APTEPHAJIBHOI0 KPOBOTOKA, OTHOCATCH BCe YKa3aHHbIE,
KpoMme:

1) ITotHOTO aHOMAJIBHOTO JPEHAaXa JIETOYHBIX BCH

2) Atpe3nu JIEroOYHOM apTepUu C HHTAKTHOW MEXOKETY0YKOBOM ITeperopoaKon

3) Kputrueckoro aopTajbHOTO CTEHO3a

4) CuHIpOMa THITOTUIA3HH JICBBIX OTACIIOB Cepia

5) Atpesun 1€rodHO# apTepun ¢ 1e(PEKTOM MEKKEITyT0OUKOBON TIEPErOPOIKH
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12. Bce wu3 cjeaylomux yTBep:xkKIAeHHHl OTHOCUTEILHO D-Tpancmo3uuuu
(MpocToii TPaHCO3UIIMI) MATHCTPAJBLHBIX aPTEPHii BEePHBI, KPOMe:

1) AopTanbHblii KJIallaH PacoIOKeH CIpaBa OT KilallaHa JIETOYHON apTepun

2) AopTalbHBIN KJIallaH PacIoIoKeH K3ali OT KJIallaHa JISTOYHOW apTepHH

3) JlaBieHue B MPaBOM KEITYJI0YKE BHICOKOE

4) NimeeTcst pe3Ko BBIpayKEHHAS TUTTOKCEMUS

5) IlepBbIM 3TamoM TpW JICYCHUH IOPOKA CIIEAYET BBIMOJHUTL OAaUIOHHYIO

MPEACEPAHYIO CENTOTOMUIO Pamkuua

13.  Jlig Kakoro BpPOKIEHHOr0 IOpOKa cepala Haubojiee XapaKTepHbI
O/IBIIIEYHO-IHAHOTHYECKHE MPUCTYNbI?

1) OOmwmii apTepuaTbHBIN CTBOJ.

2) TpaHCIO3HIINS MaruCTPATbHBIX COCY/IOB.

3) ATpesus TPEXCTBOPUYATOrO KiIaraHa.

4) Terpana damio.

5) CteHo3 IeroyHon apTepuu.

6) EnuHCTBEHHBIN XKeyI09eK cepra.

14. Kakoii BpOXIAeHHBIIi MOPOK cepala
H300pakeH HA PUCYHKe:

1) Tpuana daino

2) Terpana dano

3) Ilentaga dammo

4) TpaHCIIO3UITUS MaruCTPAILHBIX COCYIOB

5) IOMC ot npaBoro xeiay10ukKa.
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15. PenTrenorpamma peGeHka, ¢ KAKMM
BIIC (n0 omepanumn) n3oopaskena:

1) EnuHCTBEHHBIH JKeTy10ueK

2) AHOMaITbHBIN IPEHAXK JIETOYHBIX BEH
3) IMenrana damio

4) TpaHCIIO3UITUS MaruCTPAILHBIX COCYIOB

5) OOmmii apTepuanbHBIA CTBOI

16. Cxema ¢usuosiornu kakoro BIIC u3zo6pakeHa Ha pUCyHKe:
1) Terpana damo.

2) TpaHCIIO3UIHS MAaruCTPaIbHBIX COCYIOB
3) Jlerounas arpe3us

4) HopmasbHOE cep/iie

5) OOmmii apTepHUatbHBIA CTBOI

17. Kakoii mpenapart uCHoJb3yIOT JIJIsl MOIePKAHNS OTKPBITOr0
apTePHAIBLHOI0 MPOTOKA OTKPBITHIM

1) Ubynpoden

2) [enTokcupmLTUH

3) IMpocrarmanaun Ei

4) UupomeTauy

5) IMpocrarnanaun F1
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18. Orot BIIC siBjIsieTcs1 TPETHbUM IO YACTOTE MUAHOTHYECKHM MOPOKOM, Ha
peHTreHorpaMMe 00JBHOI0 €ro MNPU3HAKOM  MOMKET OBbITh YCHJIEHHE
JIEFOYHOr0 PHUCYHKA:

1) CTeHO3 JIerOYHOM apTepun

2) OO apTepHaIbHbBINA CTBOII

3) AHOMaJIBHBIN APEHAXK JIETOYHBIX BEH

4) TpukycnuaaabHast apTepus

5) CuHIPOM THUIOILTA3MH JIEBBIX OTAEIOB Cep/ia

6) Terpaga ®amno

19. TIpu 3TOM CHHEM TMOpPOKe He ObIBaeT OJbIIIEYHO-IHAHOTHYECKHUX
npuctynoB. Ha cHuUMKe Ha0/JI01aeTCsi BBICOKOE PACIHOJIOKEeHHE KOpPHeii
JEerKHX M OTHOCHTEJIbHO Y3KHH COCYIHCTBIi NMY4Y0K, YCHJIEHHE JIEroYHOro
PHCYHKA, MyJIbCallusl KOPHEil JIErKoro:

1) Terpana dano

2) Ilenrana damio

3) TpaHCIO3UIHMS MaruCTPaTbHBIX COCYIOB

4) OO6uIuii apTepuanbHbIA CTBOJ

5) AHOMaJIBHBIN APEHAXK JICTOYHBIX BEH

20. DTa BpOKAEeHHAsl MATOJOTHsI CepAla 4Yalle BCTPeYaeTcsi y MAINEHTOB
My:Kckoro moja. Ha peHTreHorpamMmmax He HA0JI0AaeTCA H3MEHEHHSs
COCYIHCTOTro pucyHKa. Pa3mepnl cepaua HopMmaabublie. lllym, kak npaBuio,
He BBICJTYIINBAETCH:

1) CTeHO3 JIerOYHOM apTepun

2) Ilenrana damio

3) TpaHCIO3UIMSI MATUCTPATBHBIX COCYIOB

4) O0muii apTeprabHBIA CTBOJI

5) AHOMaJIBHBIN APEHAXK JICTOYHBIX BEH

6) EnMHCTBEHHBIH eIy I0UeK cepaiia
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21. TIpu KaKOM MHHMMAJIbHOM 3HAYEHHHM PeIyHHPOBAHHOIO reMOIJIO0MHA B
KPOBH COCY/I0B KOKY BH3yaJTH3UPYETCH IUAHO3:

1) 1r/n

2)91/n

3) 25 mr/n

4) mposBIICHHUE IMAH03a HE 3aBUCUT OT PEAYIIUPOBAHHOTO TeMOTIO0NHA.

5) 50%
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VI CIUCOK JTUTEPATYPBI. .. ceneuevanieneeeeenieneneenennnaneeneenenen 28 =29

(@) 301 7213 (533 1% (S 30

ABTODBHI:

Anexcanap BacunweBuu Jleprauen
Bacunnii BacunseBuu Tposin
Urops Dnyapnosuy Anzepuxo
Oner Anekcannposud Kosnos

Marsei Bnagumuposuy CipuHIKYK
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