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OAeCCKUM HALMOHAAbHBIN MEAMLIMHCKIU YHUBEPCUTET, KAYEADT MOONSAEBTUKM NEANQTONM

NOAHAS HEKOPPUTUPOBAHHAY TPAHCNO3ULUNSA
MATUCTPAABHBIX COCYAOB: PAHHA9 HEOHATAABHA4
N NOCTHATAABHAY AUATHOCTUKA, KAMHNYECKA4
MAHUDECTALUNS, AEMNEHUE N NMTPOTHO3

Pestome. B cmamve npedcmaesnenvi aumepamypHsie OGHHbIE 0 YACMOMe, OCHOBHbIX KAUHUMECKUX NPOSGACHUSIX,
COBDEMEHHbIX Memodax PaHHeil HeOHAMANbHOU U NOCMHAMAALHOU OUGCHOCMUKU, AeYeHUl U NPOCHO3e NOAHOU
HeKOppUSUPOBAHHOU MPAHCNOZUYUYU MALUCMPANBHBIX COCYI08 — BPONCOCHHOM NOPOKe CepoetHO-cocyOucmoll

cucmembol.

Karoueesnte caosa: mpancnosuyus masucmpansHoix cocyoos, demu.

Tpancno3umuss MarucTpaiabHbix cocyaoB (TMC) —
rpymma BpoxaeHHbIX TopokoB cepana (BITC), xapak-
TePU3YIOIINXCSI aHOMAJIBHBIM ITOJOXEHUEM BOCXOISI-
11Ie¥i aQ0pTHI U CTBOJIA JIETOUHOU apTepuu. BolaenasioT aBa
OCHOBHBIX THUIIA TaHHOU aHOMaIuu: 1) TpaHCIO3UIIUS
MAaruCTPaJIbHBIX COCYIOB (ITOJIHAs, ITPOCTasl, UICTUHHAS,
HEKOpPUTUPOBaHHAsI, LIMAHOTUYECKas1); 2) KOpPUTHU-
pOBaHHAsl TPAHCIIO3UIIMS MarvucTPaJbHBIX COCYIOB
(MHBEepCUOHHASI TPAHCMO3UIIMS, POTALlMOHHAsl aHO-
MasIusl, allMaHOTUYeCcKash TPAHCIIO3UIIUs, 3epKaJlbHOE
PACITOJIOKEHUE  XKEJYIOYKOB, TIICEBIOTPAHCITO3UIINS
W ap.).

CorracHO MeXIyHaponHOU Kiaccupukanuum 060-
nme3neit 10-ro mepecMortpa Beiaensor: Q20.3 JIuckop-
JAHTHOE XKEJIVIOYKOBO-apTepPUAIbHOE COCIUHEHUE
(dexcTpoTpaHCTIO3ULIMS a0PTHL. TpPaHCIIO3UIINAS Maru-
CTpaJbHBIX cocynoB (rmojHas)). [lepBoe omucanue mo-
poka npuHamiexxur M. Baillie (1797), BrepBsie orpe-
JeJeHre MopoKy O0bL10 1aHo M. Abbott (1927).

Yacrora. IloaHast TpaHCMO3UILIMS MarucTPaJbHBIX
cocynoB (ITTMC) oTHOCUTCS K UMCITy paclipoOCTpaHeH-
HBIX «CMHUX» TIOPOKOB, COCTABJISISI CPEAU BCEX BPOXK-
JEHHBIX TIOPOKOB Ceplla, 10 KIMHUYECKUM JaHHBIM,
o1 4,2 10 9,9 %, 110 MaToJIOr0aHaTOMUYECKUM — OT 15,7
10 20,8 %. Cpeau «cuHux» rmopokos [ITMC 3anuma-
eT 2-e MecTo Tocie TeTpanasl Daio u SIBasIeTCsS caMbIM
gacteiM BIIC, xapakrepu3yrommumMcs paHHUM TTOSBIIC-
HUEM TOTAJIBHOTO 1IMaHO03a (C POKACHUS).

IIpenaranbHasi TUATHOCTHKA. TpPaHCIIO3ULIMS TJIaB-
HBIX apTepyii OOBIYHO HE AMArHOCTUPYETCS B MpeHa-
TaJlbHOM TIepUOJe TPU IMPOBEACHUU CKPUHUHIOBOIO

00cJe1oBaHMsI, TOCKOJIBKY MCCIIeIOBaHUE Cep/lia TI0-
Jla OTPAaHWYMBACTCS M3YUYCHUEM TOJBKO YeThIpeXKa-
MepHoOTOo cpe3a. OOHAPYXKUTh TPAHCITO3ULINIO TIIAaBHBIX
apTepuii MOXHO TIPY MX BU3YyaIU3alMU C M3YYCHUEM
PaCITOJIOXKEHMST COCYIOB OTHOCUTEJIBHO ApYT Apyra. B
HOpME TJIaBHBIE apTepUM TEPeKpelInBaOTCS, a IpU
TPAHCITO3UIIMY BBIXOAAT U3 XKEIYI0YKOB IapasljiebHO:
aopTa — U3 IPaBoOro XeJyaouka, JerouyHast apTepusi —
W3 JIEBOTO Xenyaouka (puc. 1).

Coueranne ¢ apyrumu nopokamu. Okosio 8 % ku-
BOPOKIEHHBIX C TPAHCIO3WIIMEN TJIABHBIX apTepuil
AMEIOT COYETaHHBIC SKCTpaKapauajabHBIC aHOMAJIUH.
Cpenn XpOMOCOMHBIX Je()EeKTOB IPH TPAHCITO3UIIUU
[JIABHBIX apTepuii oTMedeHHl Tpucomum 13, 18 m 21,
TPUIUIONINST W Pa3HOOOpa3HbIC MYIUTMKALIMU U Aeie-
uuy. TpaHCIO3WIIMSI OMUCAaHA B CTPYKTYpe T€HHBIX
HapylIeHU ¢ JIIOOBIM TUIIOM HacjleaoBaHUs (ayTo-
COMHO-IOMUHAHTHBIN, AyTOCOMHO-PELIECCUBHBIN,
X-CLEeMIeHHbII pelieCCUBHBIN) U HEPEAKO HAOII0aaeT-
CsI IPU CUHIPOME aCIJICHUH/TIOJMCIUICHU M.

Knmunuka. KiimHuyeckast KapTuHa oOycC/IOBIeHA Tre-
MOIMHAMMYECKUMU U3MEHEHUSIMU, XapaKTep KOTOPBIX
orpefiesieH KOJWYECTBOM M pa3MepaMU COITYTCTBYIO-
X KOMITEHCUPYIONINX KOMMYHUKAIWMA, OPYTUX e-
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PucyHok 1. Cpe3 Yyepe3 rnaBHblie apTepun. BugeH
napannenbHbIii Xoa cocyaos (no M.B. Measenesy)

(EeKTOB U COCTOSIHHEM MAJIOro Kpyra KpoBooOpalleHus.
IIpu IITMC aopTa OTXOIUT OT IPABOro KeJIyJIo4yKa
(puc. 2), 1eroyHasi apTepusi — OT JIEBOT'O KeJyIouKa.
Aopra pacriojlaraercs yalle BCero KIepeau v Brpa-
BO oT JerouHoi aprepuu (70 %) wiu crpaBa OT Hee
00K 0 60K BO GpOHTaAILHOM II0CKOCTH (28 %). BeHO3-
Hasl KPOBb M3 aOPTHI IPOXOAUT IO TKAHIM OpTaHW3Ma
¥ BO3BpallaeTcs B MpaBblil kelymodek. 1o BTopomy
KpYTy apTepuajbHasl KPOBb 13 JICBOTO XKeIyA0UKa IT0-
CTyTIaeT B JISTOYHYIO apTepUIO, aJIbBEOJISIPHBIC KaII-
JISIPBI U Yepe3 JICTOYHBIC BEHBI U JIEBOE IIpeAcCepaue
BO3BpalllaeTcsl B JICBBIM XelymoueK. B maHHBIX yciio-
BUSIX KpPOBOOOpallleHUuEe MPOXOAUT IO ABYM pPa300-
LIEHHBIM KPYraM 1 KPOBb HE MOXET OKCUTEHUPOBATh-
cs. I[Ipu oTCcyTCTBUM COOOIIEHUIT MeXIy OOJbIIUM U
MaJibIM KPYTroM KpoBOooOOpalleHUsT peOeHOK MOTUOHET

BepxHas nonas BeHa

ApTepuanbHbIn
NPOTOK

NedeKt
Mexnpea-
cepaHoun
nepero-
pPOAKM

HW»XHSAS nonas BeHa

PucyHok 2. Cxema reMmoguHaMuKu
npy TPaHCMO3ULIMN MaruCcTpasibHbIX apTepuii

cpasy nocie poxaeHus. Ho y Bcex 00JbHBIX C TOJTHOMI
TPAHCMO3ULIMEH MarucTpajbHbIX COCYIOB MMEIOTCS
JIOTIOJTHUTEIbHbIE MOPOKU (AeDEKT MeXKeayaT0uKo-
Boii meperoponku (JAMXKII), nedexT Mexmpencep-
Hoit meperopoaku (JAMIIII), oTKpbITEI apTepuab-
Herii ipotok (OAIIl) m 1mp.), KOppUTHPYIOIIAE 5THU
HapYIIEHWSI TeMOTUHAMUKMN.

Pannss HeoHaTaJ bHAS M TOCTHATAJbHAS WATHO-
CTHKA. Y HOBOPOXICHHOTO OTMEYACTCS TOTAJbHBIN
MIPOrPECCUPYIOIIMIA W LEHTPAJIbHBIA IIMAHO3, TIO-
SIBJITIOLIMICS B TIEPBBIC CYTKM TOCJIE€ POXKICHUS; ay-
CKyJbTaTHBHAsl KapTWHA HE XapakKTepHa; IIyM MO-
JKEeT OTCYTCTBOBaTb, HO 4Yallle OIpeAesieTCs Cadblit
CHUCTOJIMYECKUI IIIyM BAOJIb JIEBOIO Kpasi TPYAUHBI,
pexe — TpyOblii CUCTOJMYECKUNA IIyM, OOYCIOBICH-
HBIA COIYTCTBYIOIIUM Ae(HEKTOM MEXKETyT0YKOBOM
MeperopoKy Uiu CTEHO30M JierouHoi aprepuu. Heno-
CTAaTOYHOCTb KPOBOOOpAIIeHUsT OOBIYHO Pa3BUBAETCS
paHoO, Ha BTOPO Hesesie XKU3HW; TIPU3HAKU 3aCTOMHOM
CepACUYHON HEAOCTATOYHOCTH: TaXUKAPIAUS, TAXUITHOD,
TOBBIIICHUE TTOTOOTACICHUSI, pEOCHOK TIepecTaeT Ipu-
0aBJISITh B BECE.

Ha pentreHorpamme y 1/3 HOBOPOXXIACHHBIX BhIpa-
JKEHHOE YBeJMUeHMEe pa3MepoB cep/lia, IJIaBHbIM 00pa-
30M 3a CUeT MpaBbIX OTAENOB. YacTo TeHb cepala UMeeT
KJIaCCUYECKYIO JIJIsI TaHHOTO MopoKa (popMy — OBOMII-
HYI0 KOH(Urypauuwo («silo, Jiexamnee Ha 00Ky»), ¢
Y3KHM COCYAMCTBIM ITy4KOM B TIPSIMOiA poekiuu. [Tpu
IITMC ¢ MHTaKTHOU MEXKETYIOUYKOBOU ITepEeropo-
KOU cep/ilie MOXET MMETh HOpMajbHble pazMepnl. Ha
anekrpokapauorpamme (DKI) — mpaBorpamma, mpu-
3HAKU TUTIEPTPOGUH IIPABOTO XKeJIyaI09Ka.

Kputepunn noCTHAOTAOAbHOU AUATHOCTUKU

I. AnamHectuyeckue: paHHee paszButue (y 50 %
HOBOPOXICHHBIX) U JalibHelInee ObICTpOe Iporpec-
CUpOBaHME TUMOTPOGUH, OTCTaBaHUE B (GPU3NUYECKOM U
TMCUXUYECKOM Pa3BUTUU; MOSIBJICHNE TOTAJbHOIO 11a-
HO3a ¢ MEePBBIX THEH XU3HU; PAaHHSISI HEIOCTATOYHOCTh
KpoBooOpauieHus: npu couetanuu I[NTMC ¢ IMXKIIT u
JMIIII, B aHaMHe3e YyacTble, peHuAMBUPYIOLIE OPOH-
XOJIETOYHbBIE 3a00JI€BaHUS.

I1. Knuauueckue:

— TIPU3HAKUA XPOHWYECKOM TUTTOKCUU;, U3MEHEHUSI
KOHIIEBBIX (haJlaHT MajibleB («0apabaHHBIC MAJOUYKM»,
«4aCcOBbIE CTEKIIa»);

— OJIBIIIIKA, TAXUKAPAMSI, OOIINI LIMaHO3, yCUINBa-
IOLIMIACS TTPpU (PU3NUECKOM U TICUXUYECKOI HAarpy3Ke;

— YCWIEHME CepAeYHOro ToJuKa, IpeKapauaabHas
MyJabCcalus;

— pacliMpeHue TpaHull CepAla B IOIEPEYHUKE,
MOXeT (DOPMUPOBATHCS «CEPACYHBIN TOPO»;

— ayCKyJbTaTHMBHbIE MPU3HAKUA PAa3HOOOPA3HBI:
TIePBBIIf TOH Ha BEPXYIIKE TPOMKMUI1, BTOPOW — aKIIeH-
TyUpoOBaH, ocoOeHHO Tipu Hanmyum JIMKII, moszxe
Ha (oHE HETOCTAaTOYHOCTH KPOBOOOpPAIICHUS MOXKET
BBICJIYIIIMBATBCSI TPEXWICHHBIA PUTM ITPOIMACTOIMYC-
ckoro rajona. Hapsiny ¢ BeIpaskeHHBIM CUCTOJINYECKUM
IIIYMOM TI0 JIEBOMY KParo IPyAMHBI BO3MOXHO 1 €T0 OT-
CYTCTBUE;
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— XUMBOT aTOHUYHBIN, YBEJIMUEHHBI B 00beMe, Te-
naToMeraausi, nepudepruyeckre OTeKM He3HAUMUTEeJb-
HBI;

— nepudeprudecKas MyaIbcalldsl YIOBIETBOPUTEb-
Hasl, apTepraabHOe JaBJIeHNE HOPMaJbHOE.

I1I. TTapaknuHuYeckue:

— aHajaM3 KPOBU KIMHUYECKUI: TTOJUIIUTEMUS 32
CYEeT YBEJIMUYEHUST COAEpKaHWUSI SPUTPOIUTOB (Oosee
5—6 T/n), monurno0yaust (KOHIEHTpALKsI TeMOTIIO0N -
Ha 6ojee 180—200 1/1), BBICOKUIT TeMaTOKPUT, HU3Kast
CKOPOCTb OceIaHusl SpUTPOLIUTOB (1—2 MM/49);

— OKI: oTkJIoHEHUE BJEKTPUYECKOM OCHU Ccep-
11a BIpaBo, K 3—4-i1 Helmesie XXU3HU Y BceX OOJIbHBIX C
IITMC nosgBisitoTCs MPU3HAKW TUNEPTPOGUN MpaBo-
ro >XeJayaodyka U MpaBoro mpencepaus, B JabHEHIeM
pa3BUBaeTCs] KOMOMHMPOBAHHAsI TUTIEPTPOdUsS XKery-
JIOYKOB C ITpeo0dIafaHueM MPaBoro;

— ¢oHOKaparorpadus: aMIuIMTyaa MepBOTO U BTO-
pOTro TOHOB HOPMaJIbHAS, XapaKTepHbIE OCOOEHHOCTH
OTCYTCTBYIOT;

— axoKapauorpadus: MACHTUMUKALIUS TJTaBHBIX
MAaTrUCTPAJIbHBIX CTBOJIOB, 3KEIYIOYKOB M MX KJIallaHHO-
ro amnmapaTa, KOCBEHHbIC 3XO-TIpU3HAKU: YBEJIUYCHUE
TOJIIMHBI CTEHOK 1 TTOJOCTH IPABOIo XeJIyI0uKa;

— DPEHTTeHOJIOTMYECKMeE: JIETOUHbIN PUCYHOK Yallle
YCUJIEH TIO apTepuaibHOMY PYCIy, OCOOEHHO TMpPU CO-
yetanuu [ITMC ¢ IMXIT u OAII. XapakrepHas mist
JTAHHOTO MOpoKa (popmMa cepra — «sgJilo, Jexanlee Ha
00Ky», pa3Mephl cep/lia YBEITMIMBAIOTCS BO BCE CTOPO-
HBI, U CEpJILIe YacTo NpruodpeTaeT mapoodpasHyto gop-
MY C Y3KUM COCYIUCTBIM ITydKOM (OOHapyKMBaeMbIM B
CaTrUTTAJIbHON MIPOSKIINN), B OOKOBOI 1 KOCHIX IIPOCK-
LUSX COCYIUCTBINA MyYOK IIUPOKUM.

IIpu nudpepeHImMATbHOI TUATHOCTHKE CICAYET ITOM-
HUTb, YTO y AeTelt C aTpUOBEHTPUKYJISIPHOM OJ10Ka10i,
ApUTMUSIMHM, LIYMOM HEIOCTaTOYHOCTH MUTPAJIbHOIO
KJlaliaHa HEeoOXOAMMO HCKJIIOYaTh KOPPUTMPOBAHHYIO
TPAHCITO3UIIMI0O MaruCTPaJbHBIX COCYIOB C MOMOIIbIO
axoKapauorpabuu.

Jleyenue. Y HOBOPOXIECHHBIX LI IPEIyPEXIACHUS
3aKpPBITUST ApTEPUATBHOTO TIPOTOKA PEKOMEHIYeTCs
MpOBeICHNE TIOCTOSTHHOW WHGY3UU TpOCTarjiaHau-
Ha El. 910 numeeT ocobenHoe 3Hauenue mipu [ITMC ¢
JAMKIT 1 o6cTpyKiime BBIBOMHOTO TPaKTa JIEBOTO Xe-
JIya04JKa.

Koppexinst MeTaboaIMuecKoro amuao3a IpoBOIUT-
cs1 oukapooHaToM Hatpus. [1pu pa3BUTHUM OTeKa JIETKO-
r0 1 TSKEJI0H TMIOKCeMUU MOKa3aH MepeBo1 00JIbHOTO
Ha MCKYCCTBEHHYIO BEHTUJISILIMIO JIETKUX.

HeobOxonnma paHHSISI XMpypruyeckass KOppeKIIMs
MOPOKa, TaK KaK OOJbIIMHCTBO ACTEH MOrudaeT B mep-
Bble 3—6 MecsleB XU3HU. B mepBble MecSlbl XKU3HU
YacTO BBITIOJHSIIOTCSI TTaJUIMATUBHBIE OTEpaluu, I10-
3BOJISIIONIME TIEPEHECTH CPOKM paluKaabHOW KOp-
PUTHUPYIOILLEH omnepauuu 10 MOCTUXEHUS PEeOEHKOM
TOI0BAJIOrO BO3pacTa, KOrma oliepaTUBHOE BMEIIIaTe b~
CTBO BBITIOJIHSIETCS JIETYE M YMEHBIIACTCS KOJTUICCTBO
OCJIOXKHEHUMN.

V GonbIIMHCTBA HOBOPOXKAEHHBIX C TPAHCIIO3UIIV-
€11 TJIaBHBIX apTEPUIN U MHTAKTHOM MEXXKEYA0YKOBOM

MEePeroponKoli C MepBbIX THEH XXM3HU OTMEUaeTCs Bbl-
paxxeHHbI LMaHo3. CMelleHWe ABYX KPYroB KpPOBO-
oOpalleHnsT Yyepe3 MeXIPEACEPIHYI0 KOMMYHUKAITUIO
HEOOXOIMMO IS TIPeIOTBPAILEHUST TUIIOKCUU MO3Tra
W BO3MOXHOTO JIETAJILHOTO MCXONa, TTO3TOMY METO-
JIOM BbIOOpa MOXET ObITh XMPYPruyeckKoe CO3JaHue
KOMMYHUKAIIMX Ha YPOBHE TIpencepauii. Xupypru-
YECKYyI0 KOPPEKIMIO CIIeayeT IPOBOAUTH Cpa3y ITOCcie
TOrO, KaK YCTaHOBJICHO HeaIeKBaTHOE CMEIIMBaHUE
MOTOKOB KpoBu. 1o orepanuu peOeHKY BBOIST Tpe-
mapaT npoctariaHauHa El, koTopwlii mommep:KuBa-
€T OTKPBITBIM apTepUaTbHbI MPOTOK, YTO BPEMEHHO
o0ecrieyrBaeT OTHOCUTEIbHO aieKBaTHbIA KPOBOTOK Y
HOBOPOXIEHHOro. B ciayyasix anekBaTHOTO CMELIeHUs
(rpyu OOJIBIION MEXMPEACEPAHON WM MEXXKeTynod-
KOBOl KOMMYHMKAIIMU) OIEPUPOBATH 1IEJIeCO00Pa3HO
rmocje 2 Hel. KU3HU, TaK KaK He0OXOIMMO BpeMsI JIIs
aJIeKBaTHOM TTOJITOTOBKY JIEBOTO KeJIyJ0uKa K MOJIep-
JKaHUWIO CHUCTEMHOTO KpoBooOpaiieHus. 1o maHHbIM
OOJIBIIIMHCTBA LIEHTPOB, CMEPTHOCTH HOBOPOKICHHBIX
P TTOJOO0HOM BUJIE OIEPATUBHOTO JICYCHUSI COCTaB-
nstet meHee 5—10 %. [1pu HaIMYMKM CTEHO3a JISTOYHOM
apTepuu U nedeKkTa MexKeIyI0uKOBOM Meperopoaku
BO3MOXKHO MPOBeIeHNEe 0aVIOHHOM MpencepaHoi cer-
TOTOMMU W/WJIU CUCTEMHO-JIETOYHOI'O apTepHaIbHOTO
IIYHTUPOBAHUS C LEJbI0 TOMAEepKaHUS adeKBaTHOM
OKCUTEHAIIH 10 TOTO MOMEHTa, KOT/Ia CTAHET BO3MOXK -
HOI aHaTOMUYeCKask KOPPEKIIMs TTOpoKa.

IIporno3s. ITpu ecrectBenHom TeuerHnu [ITMC npo-
THO3 HEOJIArOMPUSITHBIN, TaK KaK B TIEPBBIC HEIEIN
XKU3HU Torubaet okoio 30 % GONBHBIX, K MECSTIHOMY
Bospacty — 50 %, k 3 mec. kusHu — okoJjio 70 %, kK 6
MecsuaM — 75 %, x nepBomy roay xusuu — 90 %; no
2-JIETHETO BO3pacTa JOXMBaeT 0K0JIO 7 % OGOJIbHBIX.

ITocne omepaTUBHOrO JeYEHUSI MPOTHO3 OIpenae-
JISIETCS aHATOMUYECKUM TUIIOM TOpOKa W BapUaHTOM
XUPYPruueckKoil Koppekiuu. JlaHHble KaTaMHe3a CBU-
JIETEJbCTBYIOT O Pa3BUTUHU Y OOJBHBIX IOCIE MPOBE-
JIEHHOM oTiepaluy MpeacepaHbIX OpaguapuTMuid, TpY-
KYCITMIATbHON pEerypruTauyu, TIPaBOXETyI0YKOBOM
HEJ0OCTaTOYHOCTH.
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TOTAL NONCORRECTABLE TRANSPOSITION OF THE GREAT
VESSELS: EARLY NEONATAL AND POSTNATAL DIAGNOSIS,
CLINICAL MANIFESTATIONS, TREATMENT AND PROGNOSIS

Summary. The article presents the published data on the
prevalence, the main clinical manifestations, modern methods
of early neonatal and postnatal diagnosis, treatment and prog-
nosis for total non-correctable transposition of the great ves-
sels — a congenital malformation of cardiovascular system.
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