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TEMA: BPOKIAEHHBIE IIOPOKH CEPJAIA C HUAHO30OM

OBILEE BPEMS 3AHSITUI: 5 4acos.

MoTuBaumoHHasi XapaKTePUCTHKA TeMbI: 3HAaHHWE NPHUHIUIIOB
nuarHocTuku u jgedyeHusi, cuHux BIIC u npumeHeHne ux B KIMHUYECKON
IIPaKTHUKE.

Heab 3anaTHA: NoBbIIEHUE ()(PEKTUBHOCTU AUMATHOCTUKHU M JICUEHUS
BIIC.

3agaum 3aHATHA:

1. I[Hoznakomuthcst ¢ anaromueit u ¢usnonoruein BIIC ¢ oOegHeHHBIM
JIETOYHBIM KPOBOTOKOM.

2. VYcOBepIIEHCTBOBAaTh 3HaHWE NPUHUMIOB JuarHoctuku BIIC c
00€JHEHHBIM JIETOYHBIM KPOBOTOKOM.

3. YCBOUTH AMAarHOCTUYECKUE KPUTEPUHU PACCMATPUBAEMON ITATOJIOIUH.
4. Ilo3HakomMuTbhCS C NpHUHOMIAMH onepatuBHOM Koppekuun BIIC c
00€JHEHHBIM JIETOYHBIM KPOBOTOKOM.

TpebGoBaHus K MCXOAHOMY YPOBHIO 3HAHUM: MOJTHOLIEHHOE YCBOECHHE
MaTepualia MPAaKTUYECKOrO 3aHATHS BO3MOXHO 0pPU HAIUYUU Y

ciymaTesst 0a30BbIX 3HaHUN (PU3NOIOTUN KPOBOOOPAIIEHUS.

I. BBenenue.

B name BpemMsa  [IOKa3aTe€apbHOW  MEOWLHUHBI  BO3MOXHOCTH
OOJBIIMHCTBA  JICUCOHO-AUATHOCTHYCCKUX  YUPEIKISHUM  IMO3BOJISIOT
BBITIOJTHATh CBOEBPEMEHHYIO JMArHOCTUKY W OMNpPEIEsATh JICUeOHYIO
CTPATETUI0 B OTHOUIEHHUH MAIIMEHTOB C BPOXKJICHHBIMU IOPOKAMHU CEPALA.
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OpgHako, JOMHAMUYHO  MPOUCXOJSIINE  M3MEHEHHUS B  JETCKOU
KapJAHOJIOTUH W KapJAUOXUPYPTUH, 3ACTABISIOT TMPAKTHUUYECKUX Bpayeu
OOJIBIIYIO0 YaCTh BPEMEHU MPOBOJIUTH B MOUCKAX JINTEPATYPHBIX CCHUIOK
Y 3HAKOMCTBE C IIOCJICIHUMU COBPEMEHHBIMU JaHHBIMU B 3TUX BOIIPOCAX.
Oco0eHHO 3TO Kacaercs MAlMEHTOB MIIAJLIEH BO3PAaCTHON TpyMIbl U
HOBOPOX/ICHHBIX, IJI€ TAKTUYECKHUE IMOAXO/IbI IPETEPIIETN 3HAYUTEIbHYIO
TpaHchopmaluio. BeimoHeHne onepaTuBHON KOPPEKIMU MOPOKa cepla
C almaparoM HCKYCCTBEHHOTO KpOBOOOpAlIeHUsI MO CPOYHBIM
MOKA3aHMUSIM y TaKuX OOJBHBIX MPEACTABISICTCS CETOMHAIIHUM JIHEM B
PecnyOnuke benapycs. besycinoBHo, Takodl moaxon TpeOyer u
aZJIEKBaTHOM TEOPETUYECKOM MOAroTOBKM. Hamu cremana monbITKa
CHCTEMAaTU3UPOBATh MHOIOYUCIIEHHBIE, IPEUMYILIECTBEHHO NHOCTPAHHbIE
paboThl B ATOM HAMpaBJICHUU U, MPEJICTABUTh BHUMAHUIO YUTaTEIEH
y4e0HO-METOIMYECKOE PYKOBOJACTBO, KOTOPOE, HA HAIIl B3TJIS, TOMOXKET
BpayaMm IieauarpaM, IACTCKAM KapAuojaoraM W KapauoxXupypram He
TOJIBKO OPHEHTHPOBATHCS B MPOOJIEeMe BPOXKIESHHBIX MOPOKOB cepAra ¢
00€THEHHBIM KpPOBOTOKOM, HO ¥ CTaHET JOCTYIHBIM HACTOJbHBIM

CIIPAaBOYHUKOM JUJI IIUPOKOr0 KPyra Bpauyeu-IuarHoCTOB.



II. Terpaga ®aJsuio.

Onun u3 Haumbosiee yacTo Bcrpevarommxcs (mo 10%) BpOKIEHHBIX
IIOPOKOB cepAlla ¢ 00eTHEHHBIM JIETOYHBIM KPOBOTOKOM.

I1aT0JI0r0aHaTOMUYECKUMH IIPU3HAKAMU IIOPOKA SIBJIAFOTCS CTEHO3
BBIXOJJHOTO OTJ€Nla IPaBOI0 >KEIyJI0uKa, AEPEKT MEeHOKeTya0YKOBON
NEPEropoJIkKi, JEKCTPONO3UIMS aopThl M TUOEpTpodHs MpaBoro
KEITyJ0UKa.

CreneHp HapylIeHUS TE€MOJMHAMUKH IPU TOPOKE OMNPENEISIOTCS
BEJTUYMHON OOCTPYKIIMU BBIOPOCY KpPOBH W3 TMPABOTO JKEIyJ0YKa.
Bemnunna JIMOXKII  onpepenstomero  3HayeHWss B HapyLICHHUH
remoguHamMuku He umeeT. Pasmep JIMIKII oObpiyHO paBeH nuameTpy
aopTel. COpOC BEHO3HOM KpPOBH B apTEpUAIBHOE PYCIO uepe3 IedeKT
MoxeT pocturatb 70%, 4To OOyCIaBIMBAET CTENEHb TUIIOKCEMUU H
BBIPaKEHHOCTD 1IHAHO34.

KimHnueckass KapTHMHA IIOpOKa 3aBUCHT OT BEJIMYMHBI CTEHO3a
BBIXOJTHOT'O TPAKTa IPABOT0 KEIYI04YKa. B 3aBUCHMOCTH OT BHELIHETO
KJIMHUYECKOIO MPOSBICHUS IOpPOKa pPAa3IMYyaroT OJEIHYH0 M CHHIONO
dopmy Terpanbl Pamno. [ns cuHed (opmbl, XapakTepeH IMaHO3 U
HOJUIUTEMHUSI, IPU ITOM IOKa3aTeJId BOCCTAHOBJIEHHOI'O T€MOTJI00MHA B
cocyax KOxkH U causuctoit nocruraer 50 r/in. Y O0onbHBIX popMUpyeETCs
YTOJIIEHNE HOTTEBBIX (hajaHT MaJbLIEB U W3MEHEHHE (HOPMBI HOTTEH 1O
TUIy «4acoBbIX cTekoa». [lpm Tskensix gopmax Mmopoka xapakTepHa
BBIHYKJEHHAs 11032 BO BpEMsI OTAbIXa: HA KOPTOYKAX C IPUBEICHHBIMU K
XKUBOTy Horamu. llosBneHume y peOEHKa OABIIICUYHO-IIMAHOTHUECKUX
IPUCTYNOB (CHa3M MBIIIEYHOIO Bajla BBIXOJAHOIO OTJENa IPaBoro

KEJTyJI0uKa) SIBJISIETCS] XapaKTePHbIM MPU3HAKOM TeTpaabl Daio.



TETPANOIrvUA ®ANNO
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Puc.1-3. [Tatanaromus terpaast damio.

Koppekuua teTpaabl Panno

Korrekeur der Falot'schen Tecralogie

Puc.4-5. Cxema paaukaibHON KOppeKunu Terpanoruu dao.



Tsokenas popma mopoka XapakTepusyercss paHHUM HPOSBICHHEM
MaHo3a u oAbIKky. [Ipu mopoke cpeHeil TSHKECTH IUaHo3 MPOSBISETCS,
Korma peOeHOK HaymHaeT xoauTh. l[lpm ayckynprauud y OOJBHOTO
BBICJIYIIMBAETCS TPYOBId CHUCTOJMYECKUM WIyM BJOJb JIEBOIO Kpas
IpYyJUHBL, 2-i TOH Ha JIErOYHOM apTepun ociabneH. Ha perntrenorpamme
BBISIBJISIETCS YBEJIMUEHHUE TPABOTO KeEJIyA0UKa C IPUIIOJAHATON cepAeuHoi
BEPXYLIKOH, JIETOYHON PUCYHOK OOEIHEH, BBICTYNAET JIyra BOCXOJSIIEH
aoptel. Cepane mnpuodperaeT (GoOpMy «cCamoxKka» C BBIPAKCHHOU

«TaJIAEN.

Puc.6. Pertrenorpamma 001bHOTO ¢ TeTpagoit daio.

Ha OKT', runeprpodus [1K u II1.

[Ipu ecrectBeHHOM TeueHnHu TeTpaabl Pamno 25% nereil yMuparoT Ha
NIEPBOM T'OJly KHU3HH, IIPH 3TOM ITIOPOKE BO3MOKHBI TAKUE OCI0KHEHUS,
KaK TpoM0O3 COCYZI0B 'OJIOBHOI'O MO3ra, adcliecc MO3ra, CeNTUYECKU
DHJOKAPAUT, YTO U SBIISIETCA NPUYUHOM CMEPTH JAETEU NEPBOU JIEKA bl

KHN3HHU.



Beibop MeTona M BpEeMEHHM XHUPYPIMUECKOTO JICUEHHS 3aBUCUT OT
TSYKECTU MPOSIBJICHUS W aHATOMHMUYECKHX oOcoOeHHocTeil mopoka. [lpu
BBIPAKEHHOM LIMAHO3€ U YaCThIX OJIBIIICYHO-IIMAHOTUYECKHUX MPUCTYMaxX
1esecoo0pa3Ha paHHss NajyIMaTUBHAsS ornepanus (10 3 JeT) 1o MeToxy

bnenoxka-Tayccur.

Blalock-Taussig Shun

7>

Puc.7. Cxema mynra no bienok-Tayccur.

PagukanbHast xoppekius Terpaabl Damino mpou3BoguTcs B Oosee
no3/7HeM Bo3pacTe. BbiOOp BpemeHM orepalyu 3aBUCUT OT COCTOSTHUS
pebenka. Koppekuus mopoka npou3BOJUTCA B YCIOBUSAX UCKYCCTBEHHOIO
KpoBooOpamienusa. [lpy HamuuuM  NPEAIIECTBYIOMIMX  CHUCTEMHO-
JETOYHBIX UIYHTOB OHHM  3aKpbIBalOTCI. PaaukanbHas Koppekuus
BKJIIOYAET IUIACTHKY  BBIXOJHOTO  OTHENAa IIPaBOro  JKEIyJ04YKa
(ucrosib30BaHME 3aIuIaThl WM OMOJIOTMYECKOrOo KOHJYHMTa) 3aTeM

mnactuky JAMIKII 3annatoi u3 CHHTETUYECKOr0 MaTepuania.



II1. Tpancno3uuus MarucTpaJabHbBIX COCY/10B.

[Ipoctass TMC nau6oinee yacto Berpevaroniuiics BIIC (1o 15%),
COTIPOBOKIAIOIIHMICS ITIAHO30M M HEJIOCTATOYHOCTHIO KPOBOOOPAIIICHHS
y HOBOPOKJIEHHBIX fieTel. [lopok BcTpeuaercs B Tpu pasa yaiie y
ManbyuKoB. CTEHO3 JIETOYHOM apTepuu MPU 3TOM MOPOKE BCTPEUALTCS B
75%. AHOMaNINH PaCIIONOKEHUS TPUKYCITUAAIBHOTO KiIarana 0oJjiee 4em

B 75%.

Puc.8. ITaTanaToMus MOJTHOM TPaHCIO3UIIMK MaruCTPaIbHBIX COCY/I0B.

[TaTonoroaHaToMU4YE€CKUMU MpU3HAKAMHU opoKa SIBJISIETCSA
OTXO0XJICHHE a0pThl OT MOP(OJIOTMYECKH MPaBOro, a JIErOYHOTO CTBOJIA
ot Mopdonorudecku JieBoro xenynodka. [Ipu nmpocroit TMC obpazyercs
JIBa HE3aBUCUMBIX JpYyr OT Jpyra Kpyra KpoBooOparmieHus. JKu3Hb

HOBOPOXXACHHOI'0O BO3MO’KHA TOJIBKO IIPpW HAJIWYUMKU KOMIICHCHUPYHOIINUX
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kommynukamuii -~ (OAIL, JMIIII, JMIXII). Haubonee dacteiM
CONYTCTBYIOIIUM NOpPOKOM sBisieTcss JJMIKII.

[Ipu mpoctoit TMC carypanus Kuciaopoja B MPaBOM MPECEepauu
cHmkeHa. KpoBb €O  CHIMKEHHBIM  COJIEpXKAaHUEM  KHUCIOPOJa
BbIOpAchIBa€TCs B  TPAHCIO3UPOBAHHYIO aoOpTy, a HACHIIIEHHAs
KHMCJIOPOJOM Yepe3 JIEBBIN KEIYI0YEK B TPAHCIIO3UPOBAHHYIO JIETOYHYIO
apTEpHUIO U JIETKUE.

[Tpu koppurupoBannoit TMC mopdonornuecku npaBbiil KeTyI0ueK
o0ecreunBaeT CUCTEMHYIO LHUPKYJALHI0, a MOPQOJOTHYECKH JIEBbII
xemynouek serounyro. Ilpu astoit  dopme TMC xupyprudeckas
KOppEKIIMsl HE II0OKa3aHa B CBA3M C OTCYTCTBMEM HApyLICHUs

IreMoauHaMHKH.

Puc. 9. Cxema narodusmonoruu mpocroit TMC.
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[Ipy HaNIMYUMK AOCTATOYHOrO IIyHTA MEXIY OOJBIIMM UM MaJlbIM
KPyroM KpoBooOOpamieHusi peOCHOK pOXKAAeTCs C BhIPAKEHHBIM OOIIUM
MaHo30M. OJTHAKO OJBIIIEYHO-IIMAHOTUYECKUX MpUCTynoB Ipu TMC He
ObiBaer.  Yepe3  HECKOJNBKO  JHEH  MPOSBISAIOTCS  MPU3HAKU
HEJIOCTATOYHOCTH KPOBOOOpalleHus (TaXUKapAusi, yBEIUUYEHUE TMECUCHH,
onpIika). AyckyinbratuBHas kaptuHa npu TMC He Bbeipaxkena. Ha OKIT'
BO3MOXKHa THUIEpPTpodus NpaBbIX OTAEIOB cepiamna. B Oosiee moznHue
CPOKH TOSIBIISIETCSI XapaKTepHasi PEHTI€HOJIOTMYeCcKas KapTUHa «SHI0 Ha
OOKy», YyCWJIEHHWE JIero4yHOro pucyHka. OKOHYATENbHBIA JUArHo3
ycranaBnuBaercs npu OxoKIT  wuccremoBanum. AHruorpaduueckoe
UCCJIEIOBAHUE IPOM3BOJAUTCSA JUISI MCKJIKOYEHUS  COMYTCTBYIOIIMX
MOPOKOB cepAlia.

[Tpu ecrectBenHOM Teuenuu mpoctoir TMC 90% GonpHBIX aeTel He
JO’KUBAIOT A0 2 neT. [IpyunnHa cMepTu: HeJ0CTaTOYHOCTh

KpOBOO6paH_[eHI/ISI, TAXKEIasd TUIIOKCHUA U allTu03.

Puc. 10. 9x0oKI" 6onpHOTO € mpocToit TMC.
[Tokazanuem k omnepauuu npu npoctoir TMC sBasieTcss COCTOSIHUE
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pebenka. PebGenky, HaxonsdmeMycsi B KPUTHUYECKOM COCTOSHUM B HE
3aBUCUMOCTH OT BO3pacTa, MPOU3BOJAT 3aKPBITYI0 OaNIOHHYIO
atpuocentoromuto o Rashkind. Wcnons3ytor mpocrarnanana El1 mos
npenoTBpaiieHus 3akpoitus OAIL

C  ucTOopMYecKOW  TOYKM  3pEHHUS  TPEACTABIAIOT  HMHTEPEC
Na/VIMaTUBHBIC, WHTPAKapAUAIbHBIE TEeMOJAMHAMUYECKHE KOPPEKIUU
npocroit TMC, npu KOTOphIX BEHO3HAs KPOBb M3 COCYAOB OOJIBIIOTO
KpyTa NOCTyHaeT B JIETKUE Yepe3 JIEBbIE OTIEINbI CepALla, a BO3BPAILAETCS
10 JITOYHBIM BEHaM B TIPaBbI€ OTIENbBI U B a0pTy (oneparuu CeHHUHTa U

Macrapna).

SENNING'S PROCEDURE

B. Corrections ond Indicated
Blood Flow

A. Incisions and Indicoted
Corrections

Inecision 1n
right

atrium

[Heart viewed

Pui’ﬂnof‘oa ”f vV

R Sanders
25} '
(On right ncised’ from above )

Puc. 11. Cxema BHyTpUCepI€UHON T€MOAMHAMUYECKON KOPPEKIIUU
npoctoi TMC o CeHHUHTY.
OpHako B CBS3M C PAIOM HENOCTATKOB (IedopMaiusi MyTel OTTOKa,
HEOOXOJMMOCTh IOBTOPHBIX OIEpaluii, BbICOKas JieTalnbHOCTh >10%)
3TH OlEepalyy LIMPOKO HE UCIIOJIb3YIOTCS.

Omneparnueit BpIOOpa TpU pagukanbHON Koppekuuu mpoctoir TMC
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SBISIETCSl pajuKaibHas Koppekius mo Jatene (1975) — mepekitouenue

TPAaHCIIO3UPOBAHHBIX

KOPOHApHBIX apTEPUH.
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MarucTpajiei

C

MEPEMCIICHUCM YCTBCB

Pulmonary arte
Aorta Y .

Ductus
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Pulmonary artery
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Pulmonary
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Puc. 12. Koppekuus npocroit TMC o Mactapy «repekiitoueHue

npeacepauii» (C), u no Jatene «arterial-switch» (B).



Puc. 13. Ortamnbl onepanuu no Jatene — apTepHaIbHOTO NEPEKITIOUECHUS C

TPaHCIIOKAMEN KOPOHAPHBIX aApTEPUM.

A. Aopra (cniepeau) u jeroyHas aprepusi (c3au) MEPEeceueHbl, 3TO MO3BOJISET
BU3yaJIM3UPOBATh MPABYIO U JIEBYIO KOpOHapHbIe aprepur. KopoHapHble apTepuun
OTCEYEHBbI OT COOTBETCTBYIOIIMX CHHYCOB BMECTE C JIOCKyTaMHU apTepuaibHOU
CTEHKHU. DKBHUBAJIEHTHBIE CErMEHTHl CTEHKHU JIETOYHOM apTepuu (KOTOpas CTaHET
HE0AO0PTOH) yAaJICHBI;

B. AoprokopoHapHbi€ JIOCKYThI IPUIITUTHI K TPOKCUMAaILHON HEOaopTe.

C. BpinosHeHHBI aHACTOMO3 JIEBOM U MTPAaBOM KOPOHAPHBIX apTEPUN C HEOAOPTOM.
D, E 3aBepuaroiire 3Tamnsl Onepannm.

Hemnocpencreennsie ¥ OTIaNEHHBIE PE3YBTATHI ONEpauu 1o Jatene xopommue.
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IV. AHomajusa DnuireiiHa

Anomamus DomreiiHa peakuii BIIC xapakTepu3yroniuiicss CMEmeHneM CTBOPOK
TPEXCTBOPYATOIO KJIallaHa B IOJIOCTh PABOT'0 JKEJTyI0UKa.

Bcerpeuaercs B 1% cnywaeB Bcex BIIC. YV 80% mnauueHTOB uMeercs
MEXIpeACepaHOe COOOLICHHE, Y YeTBEPTH — J00aBOYHBIE MPOBOJALIUE ITYTH,
4acTo SIBJSIOLIUECS NPUYUHON CYNpPaBEeHTPUKYJIAPHBIX apuTMuid. JKemyaoukoBble
aputmud U cuaapoM WPW Bcrpeuaercsa B 10-18%. OcHOBHasg nmpuunHa CMEPTH €

aHomayiien DO1TelHa - 3aCToiHas cep/ieyHasi HeJJOCTATOYHOCTh U aPUTMUH.

Mormal Ebstein's Anomaly

Puc. 14. ITatomornueckas aHaToMUs aHOMAJIMKU DOIITEHHA.

Paznunuaror YCTBIPC TUIIA AHOMAJINH:
1. HepeI[HHH CTBOpKa 60111;11121;1, IIOABHMIXKHAA, 3aAHAA U CCIITAJIbHAsA CMCIIICHBI U1

OTCYTCTBYIOT, Pa3Mep anI/IaJ'II/I?)I/IpOBaHHOﬁ KaMCpPbI JKCIIYIJOYKa OTHOCHUTCIIBHO
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MaJCHbKHH;

2. llepennsia, 3aAHsisg, U 4YacTO CENTaJbHAs CTBOPKU IPUCYTCTBYIOT, HO OHH
OTHOCUTEJIbHO MaJIbl M CMEIIEHbl [0 HaNpaBJICHUIO K Bepxywke. Pa3smep
aTpUATM3UPOBAHHON KaMephl JKeTy109Ka YMEPEHHO OOJIBIIION;

3. llepenHsis cTBOpKa MMEET OTPAHUYEHMS B JABUKEHHHM M YKOPOYEHA, MMEET
CIMBILKECS YKOPOYEHHBbIE XOpAbl. YacTo HaAOMIOJAeTCs MNPsSMOE BCTaBJICHUE
NaNWUISPHBIX MBI B MEPEIHIO CTBOPKY. 3a/HSS U CEeNTalbHas CMEIICHBI,
JTUCIIACTUYHBI. Pazmep aTpuain3upoBaHHON KaMephl KeJTyJ0UKa OOJIBIIION.

4. TlepenHsisi CTBOpKa 3HAYWUTEIHHO JehOPMHpPOBAHA W CMEIICHA BO BHYTPH
BBIXOJIHOTO TpaKTa IPaBOr0 Keaynoyka. XOpIbl MOIYT OTCYTCTBOBaTh WU
MPUCYTCTBOBATh TOJIbKO HECKOJBKO M3 HHMX, XapaKTEpHO TaKXKe NpsMOe
BCTAaBJICHUE NMANWULIPHBIX MBI B BBICTYNAIOWIMN Kpall KiamnaHa. B tunudHoM
ciaydyae 3aAHssg CTBOpKAa JUCIUIACTUYHA WM OTCYTCTBYET, a CeNTajlbHas
npencraBieHa rpeOHeM (uOpo3Hoi TkaHu. [louyTw Bcs MONOCTH TPaBOTO

KETyJI0uKa aTpuaJIu3upoBaHa.
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Puc. 15. Ilatoduszuonorus anomanuu I01TeHHA.

VYwMmenbuiennas noiocts [DK npuBoauT k cHukeHuto yaapHoro oosema IDK u
JIETOYHOT0 KpoBOTOKa. Jlepopmarust TpexCTBOPYATOIrO KiamaHa HapyllaeT €ero
KOMIIETEHTHOCTb U BEIET K BO3BpaTy BEHO3HOW Kposu B IIII BO BpeMs cucTOIIbI
ITK. PazBuBaercsa runeptpodus u nunatarus [I1. [ToBeimenne nasnenus B I1I1,
OpU HAJUYUU MEXIPEICEPIHOrO0 COOOLIEHMs, NMPUBOAUT K cOpoCcy BEHO3HOMU
kposH B JIII u aprepraibHON TMIIOKCEMUH.

Knunnueckoe mnposiBaeHuMe aHoManuu OOMTEHHAa 3aBUCUT OT CTENEHU
HEJIOCTATOYHOCTH TPEXCTBOPYATOrO KJIANaHa, BBIPAXKEHHOCTH CYKEHUS OTBEPCTUS
MEXIy IPUTOYHBIM M BBIXOJHBIM OTAEJIAMHM IIPABOIO JKEIYJOYKa, BEJIIMYMHBI

copoca kpoBu yepe3 JAMIIII u HapylieHus CEpIeYHOTO pUTMA.

tricuspid
valve

mitral

VY HOBOPOXIEHHBIX ¢ 3 ¥ 4 TUIIOM aHOManMell DOMTEedHa MOCe 3aKpbITUS

OAII Pa3BUBACTCA TAXKCIIAA T'MITIOKCEMUS.
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Puc.16. OxoKI" GonpHOTrO ¢ aHOMaIMen DOIITeiHa.

BonbHble NpeabsBIAIOT KAIOOBI Ha YTOMIISIEMOCTb, OJbIIKY. KokHbIE
MOKPOBBI MAHOTHYHBL. [IpH aycKynbTaluuy BBICIYLIMBAECTCS TIIyXHE CEPICUHBIC
TOHbl. Ha peHTreHorpamMMe yBeJIMYEHME pPa3MEpOB IPAaBOrO MPEACEPIHs,
oOemHeHHbIN nerounsiii kpoBoTok. Ha OKI' runeprpodust u nunatamusi nmpaBoro
npencepaus, BbICOKMI 3y0enr P B rpynHbBIX OTBENEHUSX, XapaKTepeH CUHIPOM
Bonbda-Ilapkuncona-Yaiita. OKOHUATENbHBIN AMATHO3 YCTAHABIMBACTCS IMIpU

Ox0oKI" u nmpaBoit KOHTpacTHOU aTpuorpaduu.

b

Puc. 17. Pentrenorpamma 001pHOT0 ¢ aHOManuel D0TeitHa.

[Ipu ecrecTBeHHOM TedeHUU nopoka K 20 rogam ymuparot 6osiee 60% OGOJbHBIX
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TJIaBHBIM 00pPa30M OT OCTPBIX HAPYIIEHUN CEPACUHOTO PUTMA.

TakTuka J€YEHHUS OIpEAeNsieTCs CTENEHbIO TSHKECTH caMol OOJe3HH U
COMYTCTBYIOIIUMH TOpokamu. Hamuuue xanod 0osbHOTO U HEAIDPEKTUBHOCTH
KOHCEPBAaTUBHOI'O JICUCHUS SBISETCA MOKAa3aHUEM K XHUPYPruye€CKOMY JICUCHHIO.
JloGaBouYHbIE MPOBOASAIIME MYTH MOTYT MOJBEPraThCsl PaguovyacTOTHONW aOJsLUU.
dakTopaMu pruCKa BEPOSATHOCTH HEOIATOMOTYYHOTO UCX0a abJISIIUN SBIISTFOTCSI:

1) nmokanu3anus 100ABOYHBIX MPOBOISIIMX IyTEH BIIOJIb ATPUATU3UPOBAHHOTO
IIPaBOTO XKENyA0UKa;
2) MHOKECTBEHHbIE JOOABOUYHBIEC MPOBOJIAIINE MY TH.

[TokazaHusIMU K XUPYPrHUYECKOMY JICUCHHIO aHOMaJMU DOIITEHHA SIBISIOTCS
HEJIOCTATOYHOCTh  KpoBooOpamienue ©OosbHOro 1o NYHA knacc III-VI,
pedpakTepHbIe MPECEPAHBIE U KETyT0YKOBbIE ApUTMUU, YMOOJTHS B aHAMHE3E.

Xupyprudeckoe Je4eHHe aHOMaauu DOIITeHa MOXET ObITh OCYIIECTBJICHO B
OJIMH WJIM HECKOJIbKO  ATanoB. PEeKOHCTPYKTHMBHBIE OINEpali BKIHOYAIOT
UCIIPABIICHUE TPHUKYCIUJAJIBHOTO KJalaHa, €ro NepeMelIeHHue, 3aMelleHue,
TUIMKALMIO aTPUAIIM3UPOBAHHOM KaMephI MPABOro Key10ouka, onepauuu De Vega,
3aKpBITHE BCEX MEXIPEACEPAHBIX COOOIIECHUMN, OMEpaIuio C JABYyHANPABICHHBIM
anactomo3oM ['nenna, momudukanuu omnepauuun POHTEHA, B YACTHOCTH TaK
HA3bIBAEMYIO «IIOJIyTOPHYIO KoOppekiuio». llokaszanuem K AByHAINpaBICHHOMY
aHacToMo3y ['JieHHa fABJISIETCS MAacCUBHAsl TPUKYCHHAAJIbHAS HEJOCTATOYHOCTh CO
CHIKEHHOU COKPAaTHUMOCTBIO MPaBoOro kenygouka. [Ipu 6eccuMnTOMHOM TE€YEHUU

3a0071€BaHUs OIICPATUBHOC JICUCHUC HEC IMOKAa3aHO.




Puc. 18. Dramnbl miacTUKy TPEXCTBOPYATOro KjlanaHa Mpy aHOMaIuK DOIITelHa.

Puc. 19. Dramnbl miacTuky TPEXCTBOPUYATOTO KJIanaHa Mpyu aHOMaJIuu DOIITeHa.

OcHoBaHuEe KaxIO0W NaNWUISSPHONM MBIIIIBI CABUHYTO IO HAIPaBICHUIO
BEHTPUKYJISIPHOM NIEPETrOPOJIKHA MaTPACHBIMU IIIBAMU, 3aKPBITO OBAJIBHOE OKHO,
OCYIIECTBIISIETCA 3aJHSAA AHHYJIOILUIACTUKA O YPOBHS KOPOHAPHOrO cuHyca. [l
JaJbHENIIEr0 CYXKEHUs TPUKYCIHAAIBHOIO KOJIbLA OCYLIECTBIISICTCS MEPEIHSS
AHHYJIOIJIACTUKA KHWCETHBIM IIBOM. BBINOJHEHHAs KOppUTHpyrolias Mpoleaypa
MO3BOJISIET TEpeAHEe CTBOpPKE (PYHKIIMOHUPOBATh KAaK MOHOKYCHHUIATBHBIN
KJIalaH.

IIpr HEBO3MOKHOCTH BBIMOJHUTH IIACTUYECKYIO KOPPEKLHIO TPEXCTBOPUYATOTO

KJaraHa TMpyd aHOMAJIWMK OOIITeHA TPOUZBOAMUTCS €ro MPOTE3NPOBAHUE

20



OuonornueckuM mpoTre3oM wuiau onepauuu [nenna. Jns cHmwkeHUs

NOBPEXKJICHUS TMPOBOJAIIMX IMyTeHd TmpoTe3 (Qukcupyercs Ha 2 cM

KOPOHapHOI'O CUHYCA.

AV NODE

MEMBRANOUS
SEPTUM éy

PERICARDIAL
PATCH

W

Puc. 20. buonpore3upoBanue kinananom Carpentier-Edwards

npu aHoMalinu DOITenHa.

Cannula in
innominate vein

Clamp on
. distal SVC

Right pulmonary
artery 3

Clamp on .~
proximal SVC

Aoria
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Puc. 21. Onepanus ['nenHa y nanueHnTa ¢ aHoMajime J01mTeiHa.

[IpownsBeneH aHaCTOMO3 BEPXHEN MOJIOM BEHBI C ITPABOM JIETOYHOW ApTEPUEH.

OTtpasieHHbIe pe3ysbTaTa onepaluuii Mo Koppekuuu anomanuu J0mreiHa y 90%
OOJIBHBIX PACLEHUBAIOTCS KaK YIOBJIETBOPUTENbHBIE. JIETaNbHOCTh B OTAAJIEHHOM
nepuosae nocturaetr 10% B OCHOBHOM OT TPOMOO3IMOOJMYECKUX OCIOKHEHUH U

HapyLIEHUU CEPACYHOTO PUTMA.

V. ATpe3us Jero4Hou aprepuu.
[Topok BcTpeuaercs B 3% ciiydaeB U XapaKTEPHU3yEeTCs OTCYTCTBHEM COOOIIICHUS

MEXKJy MPABbIM JKEIYJIOYKOM M JIETOYHBIM apTEpUaIbHbIM pycioM. lIpuHsTo

Pas3acCiIAThL aTPpE3HI0 JIETOYHOM 4ApPTCpHUHU HA YCTBIPC TUIIA.

22



Pulmonary Atresia with VSD

. Opening
~  between
», ventricles

Il Oxygen-rich biood

Il Oxygen poor blood
Il Vixed blood

| AD = aorta

PA = pulmonary artery
/.- LA = laft atrium

RA = nght atrium
——— LV = left ventricle

AV = right ventricle

Puc. 22. Tlaranaromus arpesuu JIA ¢ IMIXKII u JIMIIIL.

1. ATpe3us ¢ 4aCTUYHO COXPaHEHHBIM JIETOYHBIM CTBOJIOM, IPABOM U JieBOM JIA.
2. ATpe3us ¢ COXpaHEHHbIMU IIpaBoil 1 1eBoi JIA.

3. ATpesus ¢ coXpaHeHHOH J1r000it onHoM JIA.

4. Atpe3sus cTBoJIa U 000UX JIETOYHBIX apTEPHA.

IIpu yerBeprom THIE artpe3sun JIA B JerkMe KpOBb IIOCTYIIA€T 4Yepe3
KoJularepaibHble  aprepuu  (OpOHXHMalbHBIE  KOJUIaT€pajlbHbIE  apTEpuH,
MeJMacTUHaNIbHBIE KoJuaTepanbHble aprepuu, OAII). Bo Bcex ciyuasx aopra
3HAYUTEIILHO PaClIMpPEHA.

Knunnueckas xkaptuna npu arpe3uun JIA cxomHa ¢ terpanoit danno, 0aHAKO
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OJIBIIIEYHO-[[TUAHOTHYECKUX IPHUCTYIIOB HE ObIBaeT. AyCKyJIbTaTHBHAS KapTHUHA HE
xapakrepHa. Ha OKI' nmpusnaku runieprpoduu [1K u I1I1.

Pentrenonornuecku ayra JIA 3amajgaer, Ipu TpeTbeM THUIlE aTpe3uu JIA MoxeT
HaOmogaThest cuMnToM flHyca (accuMeTpust JIErO4HOro pucyHka). KoHTypsl
A0PThI PACIIUPEHBL.

Juarno3 yrounsierca npu IxoKI'. Haubonee BaKHBIM METOIOM HCCIICIOBAHUS
ABJIIETCS KOHTpacTHast aHruokapauorpagus. OHa T1O3BOJIIET YCTAHOBUTH
UCTOYHUKHM KOJJIATEPaJIbHOTO KPOBOCHAOXKEHUS JIETKOTO M BEJIIMYUHY MCTUHHBIX

JIETOYHBIX apTEpUH, UTO BaXKHO MPU ONPEEICHUN TAKTUKH U 00beMa Olepanuu.

PY VTl = 0470 m
Vmax = 2.44 m/sec. *
Pk Grad = 23.8 mmHg
Mn Grad = 11.4 mmHg
| Mn Velocity = 1.53 m/fsec

Puc. 23. DxoKI" 6oapHOrO ¢ arpe3ueit 1erouHon apTepuu.

EctecTBeHHOE T€UEHUM MTOPOKA 3aBUCUT OT THUIIA JIETOYHOW aTPE3UU U CTEIICHU

Pa3BUTOCTH KOJUIATEPAIbHOTO KPOBOCHAOXKEeHHUsS JieTkuX. CmepTh OO0JIbHBIX
00BIYHO HACTYNAET OT HApacCTaHUs TMIIOKCEMUHU.
[TokazaHne K XHPYpPrHUECKOMY JICUCHUIO OIPEISIACTCS COCTOSHHEM OOJBHOTO.
BrInoyHAIOTCA ABA TUIIA ONEpaLMil: NAaJUIMATUBHBIE U paJuKaibHble. BOTbHBIM € 3
TUNOM atpe3un JIA BO3MOXHO BBINOJHEHHWE TOJBKO NMAJUIMATUBHOW ONEpalvu
yanie anactomo3 no baenok-Tayccur.

Y HOBOpPOXKIEHHBIX MenukameHTo3Hoe mnoaaepxkanue OAIl OTKpBITBIM 10
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onepaiuu. PanukanbHble oOlepaldy BBINOJHSIOTCS MpU 1-2 TUmax mopoka ¢
UCIIOJIb30BaHUEM KOHAYUTOB M COCYIUCTBIX MPOTE30B IPU JAOCTATOYHOM
IMaMeTpe JIerouHblx aprepuil. OCHOBHBIE OCJIOKHEHHSI TIOCJI€ OIEepaluu:
HE0OOCHOBaHHAsI TEpeBsi3Ka apTepUaANbHBIX KOJUIaTepalied MpUBOIAMIAS K
UH(pApKTy JIETKOTO M MPaBOXKENIYyJAOYKOBasl HEJOCTAaTOYHOCTh BbI3BaHHAs

TUIIOIUIA3UEN JIETOYHBIX BETBEUW TPETHErO MOPSAIAKA.
VI. O0uuii apTepuaabHbIii CTBOJIL.
OTX0XE€HHE OT OCHOBAHMS CEp/illa OJTHOTO COCYa C €IMHBIM KJIAlTaHHBIM

KOJBbIIOM, O6€CHC‘-II/IBaIOIlICI‘ 0 CUCTCMHOC, KOPOHAPHOC U JICTOYHOC

KpOBOOOpaIleHuUE.

Paznnuaror YCTBIPC THUIIA O6IHCFO ApTCPUAIIBHOI'O CTBOJIA.

1 2 3

Puc. 24. CxeMa aHaTOMHYECKHUX BapUAHTOB OOIIET0 apTePUaIBLHOIO CTBOJIA.

1. OTXO0X/1€HHE JIETOUHBIX apTepHil OT OOKOBOM MOBEPXHOCTU OOILIUM CTBOJIOM.

2. -3. OTX0X/JIeHU JErOYHBIX apTepuid OT 3aJHEN 1 OOKOBBIX MMOBEPXHOCTEN
pa3eNbHBIMU YCThSIMU.

4. OTCyTCTBMSI UCTUHHBIX JIETOYHBIX apTEPUI ¢ KPOBOCHAOKEHUEM JIETKUX

KOJUIATEPAIBHBIM Iy TEM.

HOpOK BBIABJISCTCA UCKIIFOYHUTCIIBHO Y I[CTCﬁ paHHCTO BO3pacTa C YaCcTOTOM
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1 - 4% ot Bcex BIIC. Beerna nox ctBosiom pacnonaraercs 6onbinoin JJMXKII ¢
MBIIIEYHBIM HIDKHUM KpaeM. EnuHbIi nonynyHHBIN GopMbl Ki1anaH
apTepUaAIbHOTO CTBOJIA, KaK MPaBUJIO, C UETHIPbMS CTBOpKaMu. KpoBb U3 JIeBOro u
MIPABOTO YKEITy0YKOB MOMAAAeT B CTBOJI IIPH 3TOM B CTBOJIE U O0OUX KEITyJOUKax

OAHMHAKOBOC CUCTOJINYCCKOC JAaBJICHUC

Puc. 25. Tlatodusnonorus o61iero apTepruaibHOro CTBOJIA.

Y HoBopoxaeHHbIX ¢ OAC cocTOsHHME KpaWHE TSIKEIO0€, BBIPAKECHHAS
TUNIEPBOJIEMUSI  JIETKUX, YTO OBICTPO MPUBOAUT K Pa3BUTUIO CEpACYHOU
HeZocTaToYHOCTU. [lpu ecTtecTBEHHOM TeueHUH TNOopoka okoyio 90% O0JIbHBIX
norubaroT B TMEPBYI0 HEACNIO KHU3HU. Y BBDKHMBIIUX pPa3BUBACTCS BBICOKas
jerouHas rumnepreHsus. HalOmronaercss opliika U c1ab0 BBIPAXEHHBIH IIMAHO3.
AYyCKyJIbTATUBHAsT KapTMHA HEXAPAKTEpHAa HO, KAK MPABUJIO, BBICIYIIMBACTCA
CUCTOJIMYECKUN 1IIYM.

Ha pentrenorpamme cepjie mapooOpa3Hoil GopMbl, pe3KO paciidpeHa TEHb
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MarucTpajbHbIX COCYJOB, YCHJIEH JErOYHbIA PUCYHOK. OKOHYATENbHbIA JTHarHo3
ycranaBiuBaercs npu OxoKIT u koHTpacTHO#l aHrumokapauorpaduu. Ilpu
KaTeTepU3alu cepjilla OmpeAensieTcsl paBHOE aBJIEHWE B JIEBOM U IPABOM

JKEIIyI0UYKaX U ApTEPUAIBHOM CTBOJIE.

Puc. 26. Pentrenorpamma 60JI5HOTO C OOIINM apTepUATHHBIM CTBOJIOM.

[lokazaHne K XHUpPYprUue€cKOMy JICUECHHIO  ONpENeNsercs 1O  JaHHBIM
0O0IIENeroYHOro COMPOTUBICHUS U HACBILIEHUS KPOBH KuciaopoaoM (<12ea/m u
>85%). Onepanust Mroiepa aeT JHIIb HEKOTOPBIA 3(PPEeKT mpu 3HAYUTETHHOM
puCKe.

PanukanpHast KOppEeKIUs MOPOKa 3aKII0YACTCS] B OTCEYCHHUH JIETOYHBIX apTepuil OT
CTBOJIa U COEAMHEHHUU MX C MPABbIM KEIYAOYKOM C HCIOJIb30BAHUEM KOHJIIYHTA,

mnactuka JJMXKIL.

27



Puc. 27. Dramnbl Xupypruueckoi KOppeKiuu 00IIero apTepruaibHOro CTBOJA.
['ocniuTanbHas JETanbHOCTH MPU paauKkanbHol koppekiuu OAC npeBblaeT

30%. B oTnajieHHOM MOCIeOonepaiOHHOM MIEPUOI€ MHOTUM OOJIBHBIM 110 Pa3HbIM

IPUYUHAM TPEOYIOTCS IOBTOPHBIE OIIEpaLUU.
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