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KoppurupoBannass tpancno3unusi MaructpaibHbix cocyaoB (K-TMC) — penkuii
BpoxkAeHHbIH Topok cepamna (0,02 nHa 1000 >XKUBBIX HOBOPOXJICHHBIX). B craThe
npeacrasiieH onbIT JieueHus: K-TMC 3a nepuoa ¢ 2006 no 2009 roxa. [Ipoanann3upoBanbl
npe- W TOCTHATallbHas JTUArHOCTHKA, aMOylIaTOpHOE JIeYEeHUE W Pa3IUYHBIE METObI
XUPYPTHUECKO Koppekiuu. B wuccnenoBanme Obln1 BKIOUYEH 41 mocienoBaTenbHbIN
nanueHT ¢ K-TMC (21 nanuenT ¢ uzonupoBanHoi u 20 — B couetanuu ¢ apyrumu BIIC).
B panHeM u OTHaneHHOM MOCIEONEPANMOHHOM TMEPUOJAE JIETANbHBIX HCXOJOB MpH
Pa3JIMYHBIX BUIaX ONEPATUBHBIX BMEIIATEILCTB HE HAOJII01aJI0Ch.

KioueBble cji0Ba: KOpPpUTHpPOBAHHAs TPAHCIIO3UIMS MaruCTpajbHBIX COCYIOB,

pe3ynbTaThl, IXOKapauorpadus.

KoppurupoBannasi TpaHCIIO3UIINS MarucTpaibHBIX cOCyA0B — congenitally corrected
transposition of the great arteries (ccTGA) — penkuii BpokaeHHbIN opok cepana (0,02 Ha
1000  XMBBIX  HOBOPOXKIEHHBIX),  KOTOpPBIA  SIBIIIETCS  pE3YyJbTAaTOM  JIBYX
AMOPHOJIOTUYECKUX HapyIeHuu [1].

JleBocTopoHHsAs cepaeuHas netist npu ccTGA npuBOAUT K aTpUO-BEHTPUKYISPHOU
JUCKOPAAHTHOCTH. B TO Bpemsi Kak >KelyJO04YKW pa3BEepHYTHl B pe3yibrare L-metnu ,
aopTO-JIErOYHasl Meperopojka He pOTUpPYETCs, Kak B HopMme , Ha 180°. DTo mpuBOAUT K
BEHTPHUKYJIO-apTEPUAIBHON JTUCKOPJAHTHOCTU. B pe3ynbTaTe MNpaBblii JKEMyIo4YeK ¢
TPEXCTBOPYATHIM  KJIAlIAHOM  OOECMeYMBaeT CHCTEMHBIM KpoBOTOK. KomOunarms

aTPUO-BEHTPUKYJISIPHOW U BEHTPUKYJIO-APTEPUAIBHON JUCKOPAAHTHOCTH NPUBOAUT K



«(PU3NOJIOTUYECKONW KOPPUTUPOBAHHOCTHY MTOTOKOB KPOBH.

[Ipu ccTGA CHUCTEMHBIN BEHO3HBIN KPOBOTOK BO3BpAILAETCSA B
IIPAaBOPACIONIOKEHHOE TPaBOE Mpejcepaue, KOTOPOe COEOUHSETCS C MOP(OJIOTHYECKU
JIEBBIM KEIYJIOUYKOM U JIETOYHOW apTEepHUEH, PACIIOIIOKEHHOM CIIpaBa U c3a]u. Jlerounsle
BEHBI BIAJAOT B 3MOPHOJIOTMYECKH JIEBOE MPEACEPINE U YEpPEe3 TPEXCTBOPUYATHIN KIlalaH
B JIEBOPACIOJIOKEHHBII MOP(OJIOTMYECKH TMPaBbld JKEITyI0YEK, KOTOPBIM 3aTreMm
COEIMHSIETCS C A0OPTOM, PACIIOIIOKEHHOM CIIEBA U KIIEPEIH.

B crpykrype BpoxnaenHix mopokoB cepamna ccTGA 3anumaer 0,57-0,86%. Ilpu
deranpHOit DXO-KI' uwacrota ccTGA cocraenser 0,3% [1]. Bo3pacT kiumHUYecKHX
MPOSIBJICHHUI 1O JAHHBIM JUTEPATypbl BapbUpPYET OT MEpUOJa HOBOPOXKAEHHOCTH 10 80
aet [1].

Y  OOnpIIMHCTBA  TAIMEHTOB c ccTGA  ormeuarorcs HapyLICHUS
aTPUO-BEHTPUKYIISIPHOU MIPOBOAUMOCTHU pa3IMYHOU CTETICHU. [Tomuas
aTpuoO-BeHTpUKyJsipHass (A-V) Onokaga BcTpewaerca y 12-33% ciywaeB u TpeOyet
UMIUIAHTAUMU 3JIEKTPOKapAHOCTUMYNsITOpa. B aAuHaMuke HaOMIONAalOT HapacTaHUe
YaCTOThI TOJHON aTpuO-BEHTPUKYISIpHON Onokanbl Ha 2% B roa. [lanuentsr ¢ A-V
onokanoit I-II crenHu HyX)7arTCa B MOCTOSHHOM HaOMIOAEHMM KapauoJiora. pyrumu
HapymieHussMu putMa Tpu cCTGA MoOryT OBITH CYNpaBEHTPUKYJISIpHAS TaxXUKapus,
Tpenetanue npeacepauii, WPW-cunapom [1,2].

N3omupoBanHas ccTGA Bctpeuaercst B 9-16% ciyuaes.

ConyTCTBYIOIIMMHU BHYTPHCEPICYHBIMU TTOpoKkamMu Tpu cCTGA MOTyT OBITH ,
nedexkT MmexokenynoukoBor mneperoponku (VSD) (68-84%), crenos (PS) umm arpesus
(PA) gnerounoit aprtepunm  (24-47%),aHOManUMM  TPEXCTBOPYATOrOo  KJamaHa C
TPEXCTBOPYATON HEIOCTATOYHOCTHIO (IUCIIA3UM, CTPAAJIMHI, aHoMajus OOITeiiHa)
(14-57%); nedextsl MexnpencepaHoil mneperopoaku — ASD  (47%), OTKpBITHIH
apTepuaibHbli MpoTok — PDA, nexcrpokapaus uiau Me3okapaus (25%), KoapkTaius
aoptbl — CoA, aopTanbHbIi cTeHO3 — A0St, TOTAJIbHBIA aHOMAJIBHBIN APEHAXK JIETOYHBIX
BeH — TAPVC, nBONHOE OTXOXKIEHHE MATUCTPAIBHBIX COCYJIOB OT MPABOTr0 KEIyA0UYKa —

DORV.[1,2] Huchynkuuss mnpaBoro (CUCTEMHOT0) KEIyJ0YKa, YMEpEHHas WU



BbIpaXK€HHas1, oTMeuaercss y 32% mnauueHtoB ¢ uzonupoBaHHOM cCTGA m y 39% — ¢
JNOTIOJIHUTENbHBIMUA ~ aHOManusiMU  [2].  KiuHuWueckue mNOposIBIECHUS XPOHHYECKOU
CepJIeYHOM HemocTaToOyHOCTH K 45 romam umeroT 67% mnanueHtoB ¢ ccTGA wu
JIOTIOJTHUTEILHBIMM TTOPOKaMU, a Takxke 25% marmeHToB ¢ uzoaupoBanHon ccTGA [2].

CymiecTByeT HECKOJIBKO TMyTeld omnepaTuBHoro nedeHuss ccTGA: mnepBwiil —
«KJTACCUYECKUI»  3aKII0YaeTcsi B YCTPAHCHUM BHYTPUCEPJCUHBIX aHOMAUUA ¢
COXpAaHEHHWEM TMPABOTO >KENyJouka B TMO3UIMU CHCTEMHOr0; BTOPOM — omeparus
nBoiiHoro nepekimodenus (double switch) [3,4].

Heab padoTbl — HU3y4yUTh OCOOCHHOCTU KIMHMYECKOTO TEYEHUS, JHArHOCTUKH,
pa3IMYHBIX MyTEN Xupypruueckoil koppekuuu mnpu ccTGA.

Martepuaa u meroabl. B nccienoBanue ObUIM BKIIOYEHBI 41 TocieqoBaTeIbHBIN
NAallMeHT C KOPPUTHMPOBAHHOW TPAHCHO3UIIMEH MArUCTPAIBHBIX COCYIOB, KOTOpbIE
Haomoaamcs B HIIMIIJIKK 3a mepuox 2006-2009 rr. CpenHuii BO3pacT OOJIBHBIX
coctaBmi 95,46 +88,63 mec. (ot 3 cyTok 10 29 ner).

Juarno3 Oa3upoBaics Ha JaHHBIX TpaHCTOpakaibHOro AByxmepHoro IOXOKI
uccinenoBanus. [l moATBEpKIEHUsS MPOBOJAMIACH aHruorpaduss U KOMIBIOTEpHAas
TomMorpadus cepAlla U MarucTpaibHbIX cocyaoB. Tpem nanuentam auario3 ccTGA ObLn
nocTaslieH npeHaTtaibHo npu DXO-KI' mnoaa.

Pesyabratel. B HIIMIIJIKK 3a mepuonx ¢ 2006 mo 2009 ronx waGmomancs 41
MAlMEHT C KOPPUTMPOBAHHOW TPAHCIO3UIHUEN MaruCTpalibHBIX COCYI0B. B naHHyrO
TPYIIY BOILLJIY NAIMEHTHI C IBYMSI HOPMAJIbHO Pa3BUTHIMU KETyI0UYKaAMU.

IIpn TpancropakansHON DXO-KI' B yeThpeXxkaMepHOW MO3ULHM 0 JIUHHOW OCH
ompenensiach Cleayrollas KapTHHA: JIEBOPACIOJIOKEHHOE aHATOMUYECKH JIEBOE
npejcepaue 4epe3 TPEeXCTBOPYATHIM KJallaH COCIUHSIOCh C aHATOMUYECKH IPaBbIM
KEITYIOYKOM, M3 KOTOPOrO BBIXOAWJIA aopTa; MPAaBOPACIOJIOKEHHOE AHATOMHYECKH
paBoe Mpecepane Yepe3 MUTPATbHBIN KIIalaH COSANHSIOCh ¢ MOP(HOIOTUYECKH JIEBBIM
KEJTYJI0YKOM, U3 KOTOPOTr0 BBIXOJIMIIA JIETOYHAs apTepus. AopTa pacnoyarajiach KIepeiu,
JIETOYHAs apTepUs — K331, XOJl MAaTUCTPAJIbHBIX COCYA0B NapaslIeIbHbBIM.

IIpu detanmproit IXO-KI' mmarno3 — ccTGA Obul TOCTAaBICH TpeM MalMEHTAM



7,1%) Ha OCHOBaHMM BHU3yaJIM3alUU WHBEPCUM IKEIYJOUYKOB M OCOOCHHOCTH
2
PACIIOJIOKEHUS MaruCTPalibHBIX COCYJOB (a0opTa KIEepeau, JIEroyHas apTepus K3alu).

OauH W3 STUX MAIMEHTOB BHYTPUYTPOOHO HUMEJT TIOJHYIO aTpUO-BEHTPHUKYISIPHYIO

Osokamy.

N3 41 mamuenta y 8 (19,5%) BoisiBneHa aekcrpoxkapaus, y 4 (9,7%) — me3okapausi.

N3onuposannas ccTGA Bcrpeuanacs y 21 (51,2%) nauuenra.

ComnyTcTByIOIIME BHYTPUCEPI€UHbIE TOPOKH BCcTpedanuch y 20 (48,8%) marueHTos.

Tabmuua 1

ConyrcrBywoine BHyTpucepaeynbie anomaaun npu K-TMC

(N=20)
ConyTtcTByrommn KomnuecTtBo ConyTcTByrOIUIA KonunuecTBo
MTOPOK nanueHToB (%) TOPOK nanueHToB (%)
VSD 25 (61) AVSD 1(2,4)
SP 16 (39) AoSt 2(4,9)
PA I-1I 6 (14,6) SubAoSt 1(2,4)
mild TI 4(9,7) ASD II 3(7,1)
Ebstein anomaly 3(7,1) PDA 3(7,1)
Straddling TV 1(2,4) PH 1(2,4)

[Ipumeuanue: TV — tpexcrBopuarsiii knanad, TI — HEZOCTATOYHOCTH TPEXCTBOPYATOTO

kinanana, AVSD — arpuo-BeHTpUKyJspHas KOMMYyHHKauus, SubAoSt —

cybaopTanbHblil cTeH03, +PH — 5ierounas runepreHsus.

Bcero y mannpix 20 manuMeHTOB OBLIO JUArHOCTMPOBAHO 66 COMYTCTBYIOIIUX

ITOPOKOB CepAala.

ConyrctByronue anoManuu npu cc-TGA onpenensam KIMHUYECKYI0 KapTUHY:

TPOSIBIICHUST CEPJICYHOM M JBIXaTEeNbHON HEIOCTATOYHOCTH mpu Oonpmmx VSD u mpu

CoAo; InaHO3 NpH aTpEe3Un UK CTEHO3€ JIETOUYHOU apTEPUH.

Hanuuue u BHA CONMYTCTBYIOLIEH aHOMAJIUHU OINpPENEISUIM Je4eOHyI0 TakTUKy. [Ipu

uzonupoBaHHoil cc-TGA  0e3

HapylIeHUsT pPUTMa HAaMHM BEJOCH

aMOyJaTopHoOe

HaOmonenune 3a naruentamu (OKI, OxoKI' kaxawie 6-12 mecsien). Hanmuuue mosHoM




BPOXKJICHHOW aTpUO-BEHTPUKYJISIPHOM OJIOKAAbl SIBISUIOCH MOKa3aHHEM K WMILIAHTAIlluU
ANEKTPOKApANOCTUMYIISITOpa. B Hamel rpynne nauueHTOB YETBEPO MMENN HAPYUICHUS
pUTMA: TIOJIHAS aTPHO-BEHTPUKYJsApHas Omokama — y 3 (7,3%) nereir, y 1 (2,4%) —
TpeneTaHue MPeaCcCepIuil.

IIpy remoauHamuuecku 3Ha4YUMOM VSD BBINOJIHANIOCH CY)KMBAaHUE JIETOYHOM
aprepuu (2 manueHnTa); npu codetaHuu CoA u HepecTpukTUBHOTO VSD —ycTpaHsiiach
KOapKTallusi W CyXHUBajlach JerouHas aprepus (2 mnanuedta). CHCTEMHO-JIErOYHbIC
aHAaCTOMO3bI OBLIM HAJIOKEHBI 6 mamuenTtam ¢ PS u PA.

B nentpe taxxe BeimosHsuIcs aHactoMo3 ['menna 3 (7,3%) mamuentam. Y gaHHOMN
rpynmbl 6osbHbIX Hanuuue straddling TpexcTBopyaTroro kjamaHa HE a0 BO3MOXKHOCTH
IIPOBECTH JIBYKEIYJOUKOBYIO KOPPEKIIHUIO TOPOKA.

OmgHoMy manMeHTy C aHoMaiued OOIITeiHa JIeBOr0 aTPUO-BEHTPHUKYISIPHOTO
KJIallaHa BBITIOJIHEHA IJIACTHKA MOCIIETHETO.

JBoum nietsim, B Bo3pacte 5 u 8 ner, B 2009 rony ObUia MpoBe/ieHa aHATOMUYECKast
KOPPEKIUs MOpOKa — Onepanusi ABOMHOTO NEPEKIIOUCHUS.

[Tammenty 5 mer ¢ cc-TGA , VSD 12 MM, nocne Cy:KMBaHUS JIETOYHOM apTEpUH B
6mec. Bo3pacTe Oblia BBINOJIHEHA omepauus Senning + arterial switch ¢ 3akpbiTHeM
nedexTa MeXOKeNy104KOBOM MePeropoAKy 1 AedaHaakeM JIESTOUHON apTepHH.

[Tatmenty 8 net ¢ cc-TGA , VSD 20 MM, yMEpPEHHBIM a0PTAIBHBIM CTEHO30M I0CIIE
YCTPaHEHHUs] KOApPKTAIlMU aopThl U CYKMBAHMUS JIETOUHOUM aptepuu B Bo3pacte 10 cyTok
Obla TmpoBefeHa omepanus Senning + arterial switch ¢ 3akpeiTmem gedekta
MEXOKEITYJOUYKOBOM TEPEeropoJIKi, JjJaeOaHmakeM JIETOYHOW apTepuu W aopTaIbHOU
KOMMCCYPOTOMHMEM.

B panHeM u oTmaJieHHOM MOCJEONEPAIMOHHOM MEPUO/JIE JETaIbHBIX UCXOJ0B IMpHU
pa3IMUHBIX BUJIAX ONEPATUBHBIX BMeIIaTeNbCTB Mpu cc-TGA Hamu He HaOJIOAANOCH.
YuuteiBas HeOoJsblIONW Ccpok HaOmoaeHus (3 roma), HEOOXOAUMO MPOAOJIKUTH
HaOJII0JICHUE B JHWHAMHUKE 3a MallMeHTaMu C pa3IMuHbIiIMM Tunamu cc-TGA s
omnpeneNieHuss O0COOCHHOCTeM  KJIMHUYECKOrO0 TEUYEHUS IOpPOKa, CBOEBPEMEHHOTO

Ha3HAUYCHUA MCIUKAMCHTO3HOI'O JICHCHHA, OIIPCACICHUSA OIITUMAJIbHBIX MCTOIUK



XUPYPIHUUECKON KOPPEKIIUU B ONTUMAJIbHBIE CPOKH.
BriBoabI

1. KoppurupoBaHHas TPaHCIIO3UIIUS MarucTpajibHbIX COCYJA0B — CJIOKHBIM BPOXKICHHBIMN
MOPOK CEPJIla, KOTOPHIM B OOJIBIIMHCTBE CIIy4aeB COYETACTCS C APYTUMHU MOPOKAMU
cepana. ComyTCTBYIOIINE aHOMAJIMU OTPEAENIAIOT KIMHUYECKYIO KapTHHY TTOPOKa.

2. Bux oneparuBHOro BMmemarensctBa npu  cc-TGA  ompenensercss HaaUdueM,
AHATOMUYCCKUMH OCOOCHHOCTSIMH ¥ CTENEHBIO BBIPAKCHHOCTH  HApPYIICHUH
IeMOJIMHAMUKH, CBSI3aHHBIX C COITYTCTBYIOIITUMH ITOPOKAMHU.

3. Ins Oonee MOJHOTO OOOCHOBaHUS BBIBOJOB O CpPOKaX M ONTUMAIBHBIX ITYyTAX
KOPPEKLUUU TOpOKa TMPU PA3IUYHBIX COUYETAHUSIX BHYTPUCEPACUHBIX aHOMAJUN
HEO0OXOAMMO MPOJOJDKUTh HAOIIOJEHUE 32 MAallMeHTaMu B JUHAMUKE Ha MPOTSKEHUH
OoJee JIUTETFHOTO BPEMEHH.
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Koperosana Ttpancno3utist marictpansaux cyaut (K-TMC) — Bpomkena Baga cepiid,
mo 3ycrpidaerbcsa piako (0,02 wa 1000 >XMBUX HOBOHAPO/KEHUX). Y CTarTi
npeactasieHo aocia gikyBanas K-TMC 3a niepioa 3 2006 mo 2009 pik. [IpoanamnizoBani
npe- Ta MOCTHATaJIbHA JT1arHOCTHKA, aMOyJIaTOpHE JTIKyBaHHS Ta Pi3HI METOIH XIPypridHO1
kopekmii. B mocmimkenns Oy BkmoueHuid 41 mocmimoBHmii mamient 3 K-TMC (21 3
130sb0BaHO0 Ta 20 — B moenHanHil 3 1HmUMU BBC). B panHbomy Ta BijjajJeHOMY
nicasonepaiiHoMy MepioAl JIeTaJbHUX BHUMNAJKIB MPHU PI3HUX BHJIAX OINEPATUBHUX
BTpPY4YaHb HE CIIOCTEPITaoCh.

Kuro4uoBi cioBa: koperoBaHa TpaHCHO3MIIISI MariCTpaJibHUX CYJIWH, pe3yjbTaTH,

exokapaiorpadis.

THE SPECIAL FEATURE OF DIAGNOSIS AND TREATMENT OF
CONGENITALLY CORRECTED TRANSPOSITION OF THE GREAT ARTERY
Stogova E., Rudenko N.

Congenitally corrected transposition of the great arteries occurs rarely with an
incidence of approximately 0,02 per 1000 live births. In this article are present the
experience of treatment patients with cc-TGA from 2006 to 2009 years. We analyzed pre-
and postnatal diagnostic, ambulatory and different methods of surgical treatment. In our
work we include 41 consistently patients with cc-TGA: 21 — isolated form and 20 — in
combination with other CHD. Were no lethal outcomes of different types of surgical
corrections in early and long-term outcome.

Key words: congenitally corrected transposition of the great arteries, result,

echocardiography.



