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CNYYAWN KPAVHE PEOKOIO BPOXAEHHOIO MOPOKA
CEPOUA — AOPTO-JIEBOXEJTYJOHKOBOTIO TYHHEJIA

B cratbe npeancrasreH cnyualh OMarHoCTnKn Kpal;IHe penKoro BpoXXaeHHOro nopoka cepgua: aOpTO-J'IeBO)KeJ'Iy,ELOLIKOBbII;I TYH-
Hend y HOBOPOXAeHHOro pe6eHKa, OonncaHbl TPYAHOCTV ANArHOCTUKN.
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THE EXTREMELY RARE CASE OF THE CONGENITAL HEART DISORDER,

THE AORTIC LEFT VENTRICULAR TUNNEL

This article presents the extremely rare case of the congenital heart disorder, the aortic left ventricular tunnel in newborn and

the diagnostics’ difficulties.
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CTPYKType TIPUYUH MJIAJeHIECKON CMEPTHOCTH,

Tpesk/ie BCeTO HEOHATAIbHON, 3HAUNTENbHYIO

JIOJTIO 3aHNMAIOT BPOXK/EHHBIE TOPOKH CEPAIla
(BIIC), KOTOpBIE CTAHOBSTCA MPUUYMHON puMepHo 11 %
MaeHueckux cMepreii [1, 2]. B cTpyKType Bcex BpOXK-
JeHHbIX mopokoB passutusa BIIC cocraBiagor He Me-
nee 30 %. Cpenu zereii, ymepimx ot BIIC 1 mopokoB
PasBUTHS KPYIHBIX COCYI0B, 91 % MAIMEHTOB — 3TO
mazenisr 1 roga skusan. Okomo 70 % n3 HUX yMU-
paloT B TeueHHe TMEePBOr0 Mecsia JKU3HU, a 35 Yo Jie-
TAJBHBIX UCXO/IOB MPUXOANTCS HA PAHHWI HEOHATATb-
noii mepuoa (o 6 aueit) [1]. B cBsasu ¢ atuM, pannee
BoisiBierne BIIC saBasercss ype3Bbryaiino BaXKHOM 3a-
Jladeii.

Cumxenne HeoHatambHoi cMeptHOCTH OoT BIIC om-
peliesiieTcs BOMPOCAMU OPTAaHU3AINN U 0OeCTIeueH s /Ii-
ArHOCTUYECKOIT IETCKOH Kap/IOJOTHIeCKO 1 HEOHATATh-
HOIT CJIysKOBI Ha MecTax. Pa3paboTaHbl aJrOpuTMbI Op-
ranusanuu moMory HoBopoxaeHubiM ¢ BIIC [3]. Ile-
AMaTpudecKoe OT/AeJeHne /I AeTell IepBOro Toa Ki3-
HH, IHarHOCTUYeCKas CIy>k0a ¢ BO3MOKHOCTBIO SKCTPEH-
HOTO BBITIOJHEHUST 9XOKAPANOTpadUIecKOTo MCCIe[0Ba-
HUS W KOHCYJbTATHBHAS TIOMOIb JIETCKOTO KAPMOJI0-
ra 00eCIeYnBAIOT BTOPOIT ATAll CHEIHATIN3NPOBAHHOI O~
MOTIT HOBOPOKZAeHHOMY. Ha 3TOM aTame mpoBOAUTCS
muarnoctuka BIIC ¢ omenkoii He0OXOAMMOCTH 1 TiesTe-
c006Pa3HOCTH SKCTPEHHOTO TepeBoja HOBOPOXKICHHO-
TO B KapINOXUPYPTUUECKHUI cTalimoHap U obecTieqenus
aJIeKBATHBIX YCJIOBUII B MOMEHT UX TPAHCIOPTHPOBKU.

Crosxxrocts auaraoctuku BIIC unorga 6biBaet cBs-
3aHa He TOJHKO CO CJOKHBIM aHATOMUYECKNM BapuaH-
TOM TIOPOKA, HO U C KpaiiHe peJIKOi BCTPEYaeMOCTHIO He-
KOTOPBIX U3 HUX.

Aopro-nieoskeny1oukoBbiii Tyrues b (AJIKT) — Bposk-
JIeHHOE TTATOJIOTMYeCKOe COOOIIEHNEe MEX/TY JIEBBIM Ke-
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aygouxom (JIDK) u aoptoii, paciosioskeHHoe MexK/1y Bbi-
BOZHBIM TPakTOM TpaBoro skeayaouka (IIJK) n crenkoi
aoptsol [4-6]. Tynmesnb nMeeT OnpeieIeHHYTIO TPOTKEH-
HOCTD 1 /1Ba oTBepcTisA. OHO M3 HUX PACIONOKEHO B
nosocti JIZK HenocpenctBeHHO 11071 GUOPO3HBIM KOJIb-
I[OM A0PTATbHOTO KJalaHa, BTOPOE — HECKOJIBKO BbI-
1Ie KOMUCCYPbL IIPaBOIl KOPOHAPHOI ¥ HEKOPOHAPHOIL
ctBopok. Ilopok BcTpewaercs odeHb pesko. VetnHuas
€T0 JacToTa Hems3BecTHA. IIpH maToIoro-aHaTOMIYeCKIX
nccaenoBanngax cepzert ¢ BIIC gannyio anomanuio 06-
HapysxuBaior B 0,1 % caywaes [7]. B sureparype omn-
cano okosio 60 omepanuit kKoppeknuu mopoka [1].

PaccrpoiicTBa BHYTpHUCEP/EUHOI FeMOIMHAMIKI TPH
AJIZKT o0ycoBIeHbl BBIPDASKEHHON peTypruTtarmeii Kpo-
BU Yepe3 TyHHeJb B noJiocts JIZK B nepnoz quacrosibl.
Jro mpuBoauT K o6beMHON neperpyske JIJK, Goictpo-
My PasBHUTHIO Kapjnomerananu. IIpu aToM HegocraTod-
HOCTb COOCTBEHHO A0PTAIBHOTO KJIAMaHa yMepeHHas, Ja-
e Bropuunasd, Ha dore kapanomerammn. ns AJIZKT
XapaKTepPHO Pa3BHUTHE CEPACYHOH HEOCTATOUHOCTH BCKO-
pe 1ocie POKIeHUsT 1 GbICTPOE ee MPOTPeccupoBaHue,
HOATOMY /IS cliaceHust pebeHKa Tpedyercst paHHee orie-
patuBHOe Jeuenne [1].

IlpuBoaMM KJIMHUYECKHIT Corydaii:

Pe6erok M., B Bo3pacte S CyTOK ObLT TIepeBe/ieH U3
pojjioMa B e aTpIuecKoe OTAeJeHNe s aeTell mep-
BOTO I'0/Ia SKU3HH C JIMarHO30M IIPH Halpassenin: « Bposxk-
JICHHBIN TTOPOK Cep/Ias.

PeGenok ot VII Gepemennoctu, IV poznos. Bepemen-
HOCTD IIPOTEKAJIa C YTPO30il MpephIBaHms, Ha (poHe ane-
MU, XPOHUYECKOTO HeIoHedPUTa MaTepH, BHYTPUYT-
poGHOiT rutokcun noja. Pojbt cpoutbie, B 40 Heesb.
Bec pebenka mpu posxaernn 3680 T, poct 53 cM. B pos-
JloMe ¢ 3-X CYTOK BBICTYIINBAICS CHCTOJIMYCCKUI MIyM
BO BCEX TOUKAX AyCKYJbTAIHH.

[Tpu nepBuYHOM OCMOTpe peGeHKa B IeNaTPHIECKOM
OT/IeJIEHUN OTMeYeHbl HAuaJbHbIe MTPU3HAKH CepeYHON
HegocTaTogHocTH. OJIBIIKK HeT, YactoTa Abixanus 40 B
MuHyTYy. [IepKyTOpPHO rpaHuUIlbl OTHOCHTEIBHO CEPAEYHON
TYIOCTH YMEPEHHO PaCIIMpeHbl BJIEBO. B Jjierkux jprxa-
HIe 1yspu/bHoe. TOHBI cep/illa FPOMKHE, PUTM TIPABUJIb-
HBIH, YacToTa cepevYHbIxX cokpammennii 140 yiapos B Mu-
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CITYYAW KPAVHE PELKOIO BPOXAEHHOIO MOPOKA
CEPOLA — AOPTO-JIEBOXEJTYAOYKOBOIO TYHHENTA

HyTy. BbicayimuBaercst TpyOblil TAHCHCTOIMYECKUI 1TyM
BO BCEX TOYKAX, MPOBOINTCS 3KCTPAKAPANAIBHO.

ITo pesysbTataM peHTreHOTpadun OPraHOB TPYIHOI
KJIETKH KapANOTOPAKATbHbIH MHIEKC 66 % Tpu HOpMe
He GoJiee 55 % [T HOBOPOKIEHHBIX JIETEN.

[TpoBesena saGopaTopHasi IHArHOCTHKA MHMEKINIT
MeTogoM VMDA, B KPOBU: BbIABJIEHDI II0JOXKUTEIbHbIE
K0a(hGUIIeHTs! Mo3uTHBHOCTH antuTen IgG k muroMe-
TaJIOBUPYCY, BUPYCY MPOCTOTO TepIreca, TOKCOILIa3MaM,
TO ecTb, K Kap/AHOMaTOTEHHBIM BO30YINTEISAM.

[Ipu samucu saekrpokapauorpammbl (DKT) na do-
He CHHYCOBOTO PUTMa BBLISBJIECHBI IPU3HAKH TEPErpy3KN
npesncepanii. Imy6oxne 3y61nl S B MPaBBIX TPYAHBIX
OTBe/ICHIAX OBLIN PACI[CHEHB! KaK MPU3HAKN Meperpys-
Kn seBoro xkemyaouka (puc. 1) [8].

Mo pauubiM axokapanorpaduu (IxoKT) npu noc-
TyIUIeHHN OBLITO BBISIBJIEHO YMEPEHHOe PACHINpPeHne BCeX
Kamep cepana. JInamerp Jeporo npeacepams (JIIT) 1,8 oM,
npasoro npexacepaus (II11) 1,8 cm, JIK B guacrouy
2,4 cM, TI7K 1,6 cM. B mapactepHaJbHO TO3UIAN TTO
umaaoN ocu JIZK sorposasicst miepuMeMOpaHO3HbII [1e-
dexr Mexskey noukoBoil neperopoaku (JIMIKIT) aua-
merpoM 0,6 M. Ham medexrom pacmosnarasoch MeM6pa-
HO3HOe 06pa3oBaHNe B BH/IE KyMOJa, KOTopoe OBbLIO pac-
nenerno Kak anespusma MJKIT (puc. 2). C6poc uepes
JedekT 6bIT ABYHANIPABICHHDIH. BI3yamsnpoBazoch Tak-
’Ke OTKPBITOE OBaJbHOE OKHO anamerpoM 0,4 cM.

[Tpu Hebosbinx pasmepax IMIKIIL 6bL10 CaI05KHO
OO0BSACHUTD HATWYNE AMIATAIINN KaMep CepAlna 1 ABY-
HaIpaBJICHHBIN c6poc uepe3 gedekT. KanHmdeckn oT-
MedJasoch POrPeCCHPOBAHNE CepP/ICTHON HEeJOCTAaTOYHOC-
™. B cBg3u ¢ atim IxoKI moBropumin.

[Tpu nmoBTopHOit Ix0KI B Bospacte 11 cyTok orMe-
yajach OoTpHIlaTeJbHasA AMHaMuKa. Habuonamoch yBe-
Jimaenne pa3Mepos BeexX kamep cepama: JIIT 1,9 em, 111
1,9 eMm, TIDK 1,8 cM, JIJK 2,7 cMm. B Goubiieil crenenu
HabJ01a710¢ch yBemyenne padmepos JIXK. B mapacrep-
HaJIbHOIT no3uin 110 JumaHoi ocu JIZK TypOynenTHbrit
MOTOK 3aITOJTHAT TTOJOCTh AHEBPU3MBI, HO HEIb3s ObI-
JIO YETKO OMPE/EeJUTDh PACTIPOCTPAHEHIIE €TO B MOJIOCTD
IT7K. Kpome ToTO, BU3yaqm3npoBajcs fedeKT B aopTe
Bbilie cTBOPOK KJjanana (puc .2). Pasmep gedekra B
mapacTepHATbHOM CEYeHNN MO KOPOTKOW OCH Ha YPOB-
He a0pTAJbHOTO KJIATaHa, a TaKXKe B BePXYIICUYHOM T~
TuKamMepHoM cedenmn coctaBui 0,8-0,9 cM. [ledexT B 1mis1-
THKAMepHOI BEPXYIICUHON MO3WIINHN BBITJIA/IET B BHJE

CBepeHus 06 aBTopax:

PucyHok 1
dnekTpokapauorpaMmma npu NocTynieHnumn
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PucyHok 2

dxokapauorpadus. NMapactepHanbHas No3nuus,
ceyeHue no AnvHHon ocn. NMeprumem6paHO3HbIN
pedekT, KyrnonoobpasHas aHeBpu3Ma (CTpenku)

TpyOKH, cocyaa ¢ TypOyJICHTHBIM ABYHAIIPABICHHBIM MO~
TOKOM, KOTOPBIil pacIoJiarajcs Bblllle yPOBHS KOPOHAP-
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PucyHok 3
dxokapauorpadus. MaTMkaMmepHoe BepxyLueyHoe
ceyeHue. [lepekT B BUAe TyHHens (cTpenka)

HpIx aprepuii (puc. 3). JlonupoBaanuch N3MEHEHHBIE YTOJI-
IIIeHHbIe CTBOPKU A0PTATBLHOTO KJIATIaHa, HeAOCTaTOUHOC-
TH KJIallaHa He BbIABIeHO. /[aBieHue B JIETOUHOI apTe-
pUM B Tpe/iesiax HOPMBI.

[To OKT B gunamuke (puc. 4) yBeiudenue 3y6ia
P, 3y6110B S B mpaBbIX TPYAHBIX OTBeflenusx: S B V1 =
14 »M, S B V2 = 34 MM, 4TO OBLIO paciieHeHo KakK Ha-
pacTanue Meperpy3Ku Mpecepnii, yBeandeHne Inac-
tTosmveckoii meperpysku JIZK [8].

BricTpo mporpeccupyiomniasg o6beMHas meperpyskra
JIUK, He xapaktepHas [T MAJIbIX U CPETHUX TIepuMeM-
6panosubix JIMIKII, neoGpranast popma sedexra B Bu-
Jle TpyOKHU, HAIU4We BYHANPAaBJIEHHOTO cOpoca depe3
JeeKT PN OTCYTCTBUN JIETOYHON TUTIEPTEH3UN, HEBO3-
MOKHOCTD BU3YaJTM3UPOBATh PACIPOCTPAHEHNEe TTOTOKA
u3 aneBpuaMbl MJKII B monocts 17K, 3actaBuio mpes-
TTOJIOKUTH HAIMIMe APYToil (pOpMbI KOMMYHUKAITAH, SIB-
JISTIONIelicsl TIPUUYMHON HapacTaroleil 00beMHON Teper-

PucyHok 4
dnekTpokapauorpaMmma B Bo3pacte 11 aHen
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pysku JIZK. BpLio BeicKazaHo MpeanooKeHne o0 HaIm-
ynn AJIJKT, kotopoe 6bL10 HEOOXOAMMO TTOATBEP/IUTD.
[lna yrounenus anatomun BIIC tpeGoBanoch 10moIHI-
TeJabHOEe 00CIeJ0BaHIe.

Bpolesinoit KOHCYIbTaTUBHON PeaHnMAaIlMOHHON Heo-
HaTaJIbHOI GPHUrajioil pe6eHOK ObLT 9KCTPEHHO TPAHCIIOP-
THPOBAH B OOJTACTHON KapIOXUPYPTIIECKUN CTAIIMOHAD,
rJie TIPU TIPOBE/IEHNN BEHTPUKYJI0A0pTOTpadun ¢ TYyTUM
HaIoJIHeHHeM ObLI BbISIBJIEH COPOC KOHTPACTHOTO BEIIEC-
TBa Uepe3 TyHHesb u3 aopThl B JIZK. Bbln BeicTaBIeH M11-
arno3: «BIIC: aopTo-7eBosKeTyJOUKOBbII TyHHE by . Pe-
6eHOK OBbLJT CBOEBPEMEHHO YCIIEITHO MTPOOTEPUPOBAH.

TakmM o6pa3oM, Mpu IXOKAPANOTPADIIECKOM UCC-
JieIOBaHUH TPyAHOCTH A depeHtinaabHol TMarHOCTH-
ku BITC MoTyT GBITH BBI3BAHBI CJIOKHOCTHIO aHATOMUH
MMOPOKAa M YPE3BBIYAiHO PEIKOI eT0 BCTPEUaeMOCTHIO.
Kapauomeranust 1 GbICTpO HapacTaiolast cep/ieuHasi He-
JIOCTATOYHOCTH B TEPBbIe JHU JKU3HU peberKa TpedyeT
SKCTPEHHOTO MEPEBO/IA B CIIEIUATN3UPOBAHHBIN KapIu-
OXUPYPTrUYecKuil CTAImOHap [T yTOUHEHUST TOMTUKU TO-
POKa C UCIOIb30BAaHHEM PEHTITEHKOHTPACTHBIX METO/IMK
1 CBOEBPEMEHHOTO XUPYPIUYECKOTO JIeYEHUS.
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