CUHAPOM
rMNONIA3IUI
NEBbIX
OTAE/NOB
CEPALA (CT/IC)




OnpegeneHne

* CMHAPOM rmnonnasnn nesbix otgenos cepgua (CIrJ1C) - BIIC,
KOTOPbIV NpeacTaBfeH LWPOKNM CNeKTPOM He40Pa3BUTUA
CTPYKTYp 1€BOro cepaua.



Mopdonornyeckme KpUTepmm Nopoka

CI'N1C - kKoMBUHaLNK LLeCTU ceyroLmX NOpPaXKeHNn ¢
rmnonnaasmen 1eBoro Xenyaouka cepaua:

* MOPOK MUTPAJILHOIoO KnanaHa (BblpaXeHHaa rmnonaa3mng,
CTEeHO03; aTpe3ns);

* PUOP03/1aCTO3 CTPYKTYP JIeBbIX OTAE/IOB;

*MMOPOK aopTasibHOIro KaanaHa (BblpaXXeHHas rmnonsasng,
CTEeHO3; aTpe3uns);

* FTMNONAa3nsa BOCXOAsLLEV aOpThl; rmnonnasmsa/nepepbis
Ayrv aopThbl;

* KOAPKTaLUWs aopThbl;



OnpegeneHns

*[1nonsasmns - TePMMH, O3HaYaroLWMIN HeA0PaA3BUTYIE TKAHW,
OopraHa vam uenoro opraHmama, 0bycsioBfieHHoe
HapyLweHnsaSMK B NpoLecce smbpuoreHesa.

« ATpe3uns - BPOXAEHHOE OTCYTCTBME UK NProbpeTeHHOE
3apalleHne eCcTeCTBEHHbIX OTBEPCTUI 1 KAHA/I0B B
opraHusme




2NNaemMnoaorng

« YeTBepThbIV NO YaCTOTE Cpean BPOXKAEHHbIX MOPOKOB cepaua

* HacToTa ero B CTPYKType BCEX BPOXKAEHHBLIX MOPOKOB COCTaBNdAeT
oT 4 1o 9%.

* PacnpocTtpaHeHHOCTb gaHHoOro cnHapoma Ha 1000
XnBopoxaeHHbIX coctaBndeT 0,162-0,163

» be3 xmpypruyeckoro sMmeLlatenbctea 25-30% geten ¢ CIJ1C
nornbaroT Ha NepBon Heaene XN3HN.

* B neproge HOBOPOXAEHHOCTW NPK €CTECTBEHHOM TeUEHNY
nopoka normbaet ewle 30-35% geten.

* CyMMapHaa CMepTHOCTb K KOHLY Nepnoja HOBOPOXAEHHOCTU
cocTtaBnsgeT okono 60-65%



Knaccnopukaunms

BbigenaroT aHaToMunyeckme NoATUNMbI:
* AOpTanbHbIN N MUTPANbHbLIN CTEHO3
* AopTanbHaa U MUTPaNbHaa aTpesns;
* AOpTasibHas aTpe3nsa N MUTPAJIbHbIV CTEHO3;
* AOpTanbHbIN CTEHO3 N MUTPAaNIbHAA aTpe3uns

« KoMnaekc runonaasum neBbix OTAE/I0B CepALa — COBOKYMHOCTb
ClelyroLLUX LECTU KPpUTEPUEB: TMNONAasns MUTPaNbHOro
KnarmaHa 6e3 cTeH03a, rrnonaasuvs NeBoro XenyAouka, Cy>KeHue
BbIBOAHOMO OTAe/1a NE€BOr0 Xenyaouka, rmnonsiasvs
aopTaNbHOro KaanaHa 6e3 cTeH03a, rMnon/asns Ayrn aopThl U
Hann4re aHTerpagHoro Toka KPpoBW Yepes 1IeBbIE OTAE/Nbl CEPALA
N BOCXOASALLYH aopTy




[1NarHoOCTMKa

*Ha 16-18-1 Heaene bepeMeHHOCTU
dun3mkanbHoe obcnegoBaHUe:

* MPY3HAKM HE0CTAaTOUYHOCTM KPOBOObpaLLeHns n/vunu
AbIXaTeNIbHOW HeA0CTaTOUYHOCTM (TaxMKapAns; O4bILLKa;
XpUnbl B JIETKNX; LMAHO3; yBeIYeHKe rpaHunL, NeyeHn).

*epndeprnyeckm CrnasMmom 1 HU3KNM apTepranbHbIM
AAB/IEHVEM.

*npun CI'/1C XxapakTepeH yMEPEHHbIV CUCTOINYECKNN LLIYM MO
NeBOMY Kpato rpyAnHbI (BTOPOU TOH Haj, aopTou
OAHOKOMMOHEHTHbIW, YacTo ocsiabsieH Unm OTCYyTCTBYET)



JlabopaTopHasa agnarHoCTMKa

* AHANN3 rasoBOro COCTaBa KaNnUANAPHOW KPOBW

« OB aHANU3 KPOBW AN onpeaeneHns CXOAHOro YPOBHS
reMornobriHa, KonmyecTsa NekKoLunToB 1 TPOMOOLINTOB

* BbinonHeHMe KoarynorpamMmel U AN NPOrHo3a pmMcka MHTpa-
M NOCTOMNEepPaLMOHHbBIX KPOBOTEUEHWIA

* BoOXMMYeckoro ncciefo0BaHUA AN onpegenieHns ypoBHSA
MOUEBVHbI N KpeaTUHWHA MNa3Mbl 419 OLEeHKN
3KCKPETOPHOUN QYHKLIMW MoYeK



MHCTpYMeHTanbHas AnarHoCcTuKa:

* DXO-KT

* He PEKOMEH/I0BAHO BbIMOJIHEHVE aHTVIOKAapANOrpapun T.K.
CNocobCTByeT PA3BUTKO MOYEYHOW HEAOCTAaTOUHOCTMU.
Ho! [enatoT nckntoueHve 4149 aToMaanii KOPOHAPHbIX apTepui
nnn bUA

* B cnyyae 3aTpygHeHMsa NOCTaHOBKM AMarHo3a, 60sbHbIM ¢ CIT1C
PEKOMEHAYHTCA TOMorpaguyeckme metogmkn (MPT, KT).

* KT nnnm MPT npoBoAAT NPV NOrpaHNYHbIX pa3mMepax 1eBblX
OTAENIOB CEPALA, YUTO NO3BOJISAET YTOUHUTb BO3MOXHOCTb
BbINO/IHEHUS OMepaL i ABYXXeTyJ04YKOBOW KOPPEKLINY U
XUPYPrmnyeckyro TakTuky y JaHHOW rpynnbl nauneHToB



KoHCepBaTMBHOE fieyeHne

*pojopa3pelleHne B Crielinain3mnpoBaHHOM CTalUMNOHAPE,
pacriosaralolemMm otaesieHmnemM peaHlnmalniii
HOBOPOXAEHHDbIX

*[lepeBoa B OPUTH



HanpaBneHna neyeHuns:

« JINKBNAAUNA NEero4YHON rmnepTeH3nu:
[1pn3HaKWy:
* (catypaumsa > 90%)

« 0befHEHVE CUCTEMOIO KPOBOTOKA (NakTaT-aunAao3, apTepmanbHas
rMINOTEH3US, ONUTYPUS)

PekomMeHA0OBaHa NHTYbauUmMaA naymeHTa 1 Hayvano VIBJ1 Bo3ayxom
(bpakymsa kmcnopoaa 21%).



HanpaBneHna neyvyeHna:

* HanosiHeHMe 601bLWOro Kpyra KpoBoobpalleHus:
» OpraHusaumsa BeHO3HOro Aoctyna
* NHPY3ma npocTornaHavHa E1 n3 pacyeta 0,005-0,02 Mkr/kKr/mMmnH

* [1py cOXpaHeHUn nokasartenen catypaynm B npegenax 75-85%
peKoMeHA0BaHO BeCTM NaLueHTOB 4aHHOW rpynnbl Ha Bo3ayxe 6e3
AOMOJIHATENbHOWN NHCYdNALMM Kcnopoga n NBJI






JIKBMaAAUMA TMMOBOIEMNY

* B C/lydae BO3HMKHOBEHUA MPr3HAKOB MeTabonmyeckmnx
HapyLweHUN peKoMeHA0BaHO yBennmyeHne 403bl NPOCTOrNaHAVNHOB
E1 no 0,02-0,1 MKr/kKr/mMmvH, BBeAeHe M1opesiakCaHTOB B
PaCYeTHbIX 403aX M Ha4ano AOMOJIHUTENbHON NHCYDNALNY
KUCnopozaa BO BAbIXaeMOW CMecU

» laHHble N3MEeHeHU4, KakK NpaBK10, 00yC/I0BNEHbl PECTPUKTVBHbIM
MexnpeacepaHbIM COObLLEeHeM, KOTOpOe HeobXoAMMO
noateepanTb Ha DXO-KI (rpagmneHT gasneHumnsa 6onblue 10 mm pT.
CT.).

* [TpV BBICOKOVI CTEMEHW PECTPUKLIMM NOKA3aHO BbIMOHEHNE
6aNN0HHOM aTPUOCENTOCTOMUMN ANS CTabUAN3aLNN, YTO YMEHbLLWNT
NEroYHyr rMNepTeH3UIO N MepeHanpaBuUT KPOBOTOK CNpaBa
HaneBo



OnepaTtmBHOE
neyeHune

STanHas XMpypruyeckas KoppekLums:

* [MepBbIV 3Tan: onepauma Hopeyaa Ha
nepBoOW HeAesv XN3HW rnocsie
POXAEeHNS




Figure 1

The main pulmonary artery and ductus arteriosus have been
divided. Dashes indicate the line of incision on the hypoplastic
ascending aorta.

[lpoueaypa
HopBYyAa

 locyn: cpeanHHas
CTEePHOTOMUS

* IcceyeHre mexnpenepaoun
neperopoaku,

* ApTepuranbHbIV MPOTOK
nepeBs3bIBatOT.

* [lepeceKkatoT IeroYHbIV
CTBOJ1 H/IXe BupypKaymn.

* Ha HMXXHer NoBepXHOCTU
aopThbl AenaroT paspes.




Figure 2

* [Tpy1 NOMOLLM COBCTBEHHbIX
TKaHeW AW TPaHCN1aHTaTa
NPOV3BOAAT NJIACTUKY a0OPThbl U
coeHeHNe ee BOK B BOK C
NIeroYHbIM CTBOJIOM.

 [1na obecrneyeHnss NeroyHoro
KPOBOTOKa AOMOJHUTENIbHO
OCYLLLeCTBNAETCA MO0 LWYHT
N3 aopThbl (LWYHT baanoka-

The ascending aorta is opened and sutured to the adjacent proximal main TayCCV| ra)’ J] VI6O

pulmonary artery. A patch of pulmonary homograft is fashioned to create the neoaorta. Helnoc peACTBe HHO N3 T pa BOIoO

xenygouka (LWyHT CaHO)




[emMOoANHaMMKa:

* B neBoe npeacepans BNagaroT JIeFOYHbIe BEHBI,
NPUHOCSALLME OKCUTEHNPOBAHHY KPOBb.

B npaBoe npeacepane BnagatoT No/iblie BeHbl C BEHO3HO
KPOBbIO.

* KpOBb B MOCTynaeT c/1eBO HamnpaBo Yepe3 AMIIIT.

* B neBbIVi Xenyaouek, a N03Xe B HE0A0PTYy NOCTynaeT
CMeLlaHHas KPOBb.

*Yepes WYHT KpOoBb NonajaeTt U3 CUCTEMHOI0 KPOBOTOKA B
NIeroYHbIV



Bidirectional Glenn for HLHS

Superior vena
cava connected

o puimar ‘ [l 3Tan

artery

« /IByHanpaB/ieHHbIV
KaBOMy/1bMOHaIbHbI/ aHAaCTOMO3
(onepauua 'neHHa) B Bo3pacTe 2-10
Mec

« B xoze onepauunmn cosgaeTcs
aHaCTOMO3 (KoHeL, B 60K) Mexay
BePXHe Moo BEHOW N NIeroYHbIM
CTBOIOM (WyHTBLI CaHO nan bnanoka
npeaBapuvTe/IbHO NepecekarTCA)

* onepaums 4ONOJHUTENBHO
«pasrpy>aeT» Xenygouex




11l 3Tan

* Onepauuto PoHTEHa NPOBOAAT B
Bo3pacTe 18-36 mec.

* H/XHAA nonas BeHa coeAnHAETCA
NPV NOMOLUY CUHTEeTUYECKOro
LLIYHTa C NPaBoO 1ero4YHoN
apTepuen.

« Takxe AONONHUTENBHO COEANHAIOT
LUYHT 1 NpaBoe Npeacepame.




[eMoaAMHaMKKa

* B pe3synbTarte 3TAnHOro jieyeHss BeHO3Had KpPOBb 13
60/1bLLOro Kpyra KpoBoobpalLleHns TeyeT HenocpeACTBEHHO
B ManblN, MNHYA cepaLie.

* BbI6pOC KpOBY B 601bLLOK KPYTr KPOBOOOPpALLEeHWS
OCYLLLeCTB/ISeTCH NPaBbIM XenyA04KOM.



VIHOe neyeHpne

*[1pn BblpaXXeHHOM HapyLLeHUN GYHKLMK NPaBoro
xenyaouyka n/mnm BoelpaXKeHHoOW gNCOYHKLNN
TPexcTBOpYaTOro kjarnaHa B kKayecTBe e/ IHCTBEHHOW

aNbTepHaTUBbI 3TAMHOW KOPPEKLNN peKOMEHAO0BAHO
BbIMO/IHEHWE Mepecaikn cepala.



B Mex3TanTtomM He
MeHee 1 pasa B3
Mecaua.

HabnoaeHue

Ha npoTaxeHuu
nepBOro roga nocsne
BbINOJIHEHUA
onepaunm PoHTeHa He
MeHee 1 pasa B3

MecsaLa.

[Mocne - He meHee 1
pasa B roj




