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[MnonnasunAa gyru aopTbl B COYETAHUN C APYTVMIA
BPOKAEHHbIMW MOPOKaMK cepaua y MnafeHLeB:
pe3ynbTaTbl OA4HOS3TAMHOIO JIeYeHUs

Aortic Arch Hypoplasia in Combination with Other Congenital
Heart Defects in Infants: Results of a One-Stage Repair

Pe3tome

BBegeHume. Bonpoc 3TanHOCTN XMPYPruyeckoro neyeHus runonniasum gyrm aopTbl B COYETaHUN
C ApyrvMu BpoXaeHHbIMU nopokamu cepaua (BMC) octaetca guckytabenbHbiM. MpenmylyecTtsa
OAHO3TAMNHOrO JIeYeHMA TaKOro CIOKHOIO COYeTaHMA 1N XOpOoLUMe OTAANIEHHbIe pe3ynbTaTbl AeNnaloT
OfiHO3TarnHoe fleyeHne MeTOAOM Bbibopa KoppeKLmy rmnonniasuy Ayrv aopTbl C CONYTCTBYIOLMMMN
BMNC.
Llenb. [MpoBecTy aHann3 HeNnoCpeaCTBEHHbIX 1 OTAANIEHHbIX pe3yNbTaTOB OAHO3TAMHOW KOppeKLu
rmnonnasum gyru aopTbl B coyetaHuu ¢ gpyrumu BINCy mnageHues.
Matepuanbl n metogbl. [pynny nccnefoBaHna coctasuny 148 nocnefnoBaTtesbHbIX MaLNEHTOB He-
OHaTanbHOro neproga, KOTopbIM BbiNOSIHEHA OAHO3TANHAA KOPPEKLUMA rMnonnasmum ayrn aopTbl 1
conyTcTBytowwmx BMC. MauneHTbl C OfHOXeNy[0UKOBOW dr3nonorvein He 6binn BKIOUYEHbI B UCCTe-
foBaHue. MNaureHToB My»KcKoro nosna 6110 95 (64%), »eHckoro — 53 (36%). CpefiHuUin Bo3pacT na-
umeHToB cocTtaBmn 1,2+0,5 mecAua, cpeaHAa macca Tena — 3,8+1,1 kr. CermeHT Ayru aopTbl cYnTanu
rMnonnasnpoBaHHbIM, eCNv OTKNOHEeHNe Z-score COCTaBnAano meHee 2,0.
Pe3synbratbl. [ocnutanbHasa netanbHOCTb coctaBuna 2,7% (n=4). MNpuunHbl netanbHOCTU Obinv
CBA3aHbl ¢ Koppekumel conyTcTeyowmx BMNC. AnntenbHOCTb UCKYCCTBEHHOTO KPOBOOGpaLLeHNsA B
cpegHem coctasuna 111,44+39,2 MyH, Bpemsa nepexatna aopTbl — 73,4141,5 MUH, BpemA cenekTns-
HoW LepebpanbHoi nepdysun — 22,4+7,4 MUH. [pagneHT faBneHna B MecTe NNacTuku Ayru aopTbl
nocse onepauun B cpeiHem 6bi1 18,2+11,5 Mm pT. CT. [pofomKUTeNbHOCTb Neprofa HabnoaeHns
cocTtaBuna ot 1 mecAua fo 9,4 roga (cpepnHee 3HayeHue 2,8+2,5 roga). B otganeHHom nepuoge
neTanbHbIX CyyaeB He 6b110. Y 14 (9,4%) nauneHTOB B NoCieonepaLoHHOM neprioge pasBuica
MOBTOPHbIN CTEHO3 Ha Ayre aopTbl, KOTOPbIV GblS1 YCNELWHO YCTPAaHEH SHAOBACKYNAPHBIM NN XK-
pypruyeckum nyTem. Mokasatenb cBO60AbI OT MOBTOPHbIX OnepaLuuii B OTAaneHHOM Nnepuoje Ha-
6ntopeHuns yepes 1 rog coctaBun 89,4%, yepes 4 rofa v cnepytoLire 6 neT ocTaBancsA NOCTOAHHLIM U
6b151 87,5%. CnyyaeB KOMNpPeCcumn Tpaxeun, 6POHXOB, HEBPOJOMMUYECKNX OCIOKHEHWI B OTAANIEHHOM
nepuoge He Habnoganoco.
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[vnonnasua [AYr aopTbl B COYETaHUN C PYTMMIN BPOXAEHHBIMU MOPOKaMun cepaLa
Yy MnageHueB: pe3ynbrtaTtbl OAHO3TANHOIo nevyeHna

3aknioueHne. OfHosTanHasA KOpPEeKUMa rMnonnasum gyri aopTtbl B coueTaHun ¢ gpyrumu BrC
AnAeTcA 3GPeKTUBHLIM 1 6e30MacHbIM METOAOM JIeUeHMA Y MIAfEHLIEB C XOPOLWVMI Henocpes-
CTBEHHbIMW 1 OTAANIEHHbIMY pe3ynbTaTamu. [IpoBefeHHOe nccefoBaHMe yKasblBaeT Ha TO, YTO
[laHHaA XMpypruyeckasa cTpaTterva MoXkeT OblTb Mpuemnemoln anbTepHaTBON ABYX3TanHOMYy Xu-
pypruyeckomy neyeHmnto 3To KOMMaeKCHOW NaTonoruu.

KnioueBble cnoBa: BpoX/eHHble MOPOKM cepALa, Mnonnasunsa fyrv aopTbl, OAHOSTaNHaA KOppek-
U, aHTerpafHas LepebpanbHaa nepdysuns, MaageHLubl.

Abstract

Introduction. The question of the stages of surgical treatment of aortic arch hypoplasia in
combination with other congenital heart defects (CHD) continues to be debated. The advantages of
one-stage treatment of such a complex combination and good long-term results make one-stage
treatment the method of choice for correcting hypoplasia of the aortic arch with concomitant CHD.
Purpose. To analyze the immediate and long-term results of one-stage repair of aortic arch
hypoplasia in combination with other CHD in infants.

Materials and methods. The study group consisted of 148 consecutive neonatal patients who
underwent one-stage repair of aortic arch hypoplasia and concomitant CHD. Patients with a single
ventricular physiology were not included in this study. There were 95 male patients (64%), female -
53 (36%). The average age of the patients was 1.2+0.5 months. (from 0.03 to 12 months), the average
body weight was 3.8+1.1 kg (from 2.2 to 7.5 kg). A segment of the aortic arch was considered
hypoplastic if the deviation of the Z-score was less than 2.0.

Results. Hospital mortality was 2.7% (n=4). The causes of mortality were associated with the
correction of concomitant defects. The mean cardiopulmonary bypass time 111.4+39.2 minutes, the
mean aortic cross-clamp time was 73.4+41.5 minutes, and the time of selective cerebral perfusion
was 22.4+7.4 minutes. The mean pressure gradient at the site of the aortic arch repair was 18.2+11.5
mm Hg.The long-term follow-up ranged from 1 month to 9.4 years (mean 2.8+2.5 years). In the long-
term period, there were no deaths. Restenosis on the aortic arch developed in 14 (9.4%) patients in
the postoperative period, which was successfully treated endovascular or surgically. The freedom
from reoperations in the long-term follow-up period after 1 year was 89.4%, after 4 years and the
next 6 years it remained constant at 87.5%. There were no cases of compression of the trachea,
bronchi, neurological complications in the long-term period.

Conclusion. One-stage repair of the aortic arch hypoplasia in combination with other CHD is an
effective and safe method of treatment in infants with good immediate and long-term results. The
conducted research indicates that this surgical strategy can be an acceptable alternative to two-
stage surgical treatment of this complex pathology.

Keywords: congenital heart disease, aortic arch hypoplasia, one-stage repair, antegrade cerebral
perfusion, infants.

B BBEOEHWE

[wnonnasma ayru aopTbl BCTpeyvaetca B 60-80% ciyyaes nNpu KoapKTa-
uun aopTbl [1]. OTa NaToNnoOrMa MOXET BCTPEYATbCA Kak B U30NMPOBaHHOM
BMAeE, Tak 1 B coyeTaHum ¢ conyTctyowmmun BIC. Yawe Bcero nopok co-
yeTaeTcs ¢ AedeKTOM MeXx>KenyaoUuKoBol neperopofku [2]. TakTuka xupyp-
rMYecKoro neyeHna rmnonnasuy Ayrn aopTbl C BHYTPUCEPAEUHbIMM aHO-
ManMAMN UMeeT 2 HamnpaBneHWA: OfHO3TaNHaA KoOppPeKuna gyrn aopTbl U
KOppeKuna ConyTCTBYIOLWEN BHYTPUCEPAEUYHONM MAaTONOMMN CO CPEeAUHHOrO
[OCTyna 1 3TanHbI NOAXOoM4, NPV KOTOPOM Ha MepPBOM 3Tane BblNOMHAETCA
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PeKOHCTPYKLMA Ayrv aopTbl C 6GOKOBOro JOCTyMa C NaninaTvBHbIM BMeLla-
TeNbCTBOM M0 NMOBOJY BHYTPUCEPAEUYHbIX aHOMaNIA, @ Ha BTOPOM — KOppeK-
una conytctaytowmx BIC. YnyuweHne pasnnyHbix METOAVK NAACTUKN Jyru
aopTbl CO CPeAVHHOrO AOCTYMNa, a TakXKe COBEepLUEHCTBOBaHMeE CTpaTerum
3alMTbl FOIOBHOMO MO3ra YBESIMYMIO KOMMYECTBO CTOPOHHWMKOB OAHO-
3TanHoro nevenua. MocnefHne nccnefoBaHMA MOKasblBalOT OTCYTCTBUE
CyLIeCTBEHHON pa3HULbl B pe3y/bTaTaXx OAHO- 1 ABYX3TarHOro JleYeHws, B
YaCTHOCTU MO NoKasaTenAM NeTanbHOCTV 1 MPOLLEHTY Pa3BUTUA NOBTOPHbIX
CTEHO30B Ha MecTe MNacTUKM Ayrn aopTbl. HecMOTpA Ha 3TO, MHOrMe Befy-
Wye KAMHWKN NPeanoYnTaloT OfHOSTarNHoe JleyeHre Kak MeTof Bblbopa
KOppeKuMn rmnonnasmm gyrm aopTbl ¢ conyTcTeytowwmmm BIC [3].

B LIEJIb NCCNEAOBAHUA

MpoBecT aHann3 HeMOCPEeACTBEHHBIX M OTHANEHHbIX Pe3ynbTaToB of-
HO3TamnHOM KOpPeKLMN rMnonaasum gyru aoptbl B COYETaHWUU C APYTMMU
BMCy mnageHues.

B MATEPWAJIbl N METO/LbI

3a nepuiog ¢ 2010 no 2019 r. B 'Y «HauMOHanbHbIN NHCTUTYT cepaey-
Ho-cocyamcTon xupyprum um. H.M. Amocosa HAMH YkpauHbi» n I'Y «Hayu-
HO-NPaKTUYECKUN MEAULNHCKAN LIeHTP AETCKON KapAnmonorun n Kapamo-
xupyprum M3 YkpauHbl» 148 naumeHTam B Bo3pacTe Ao 1 roga BbiNonHeHa
OfHO3TaMnHaaA KoppeKuna rmnonnasmv gyrm aopTbl B COMETaHUMU C APYrMU
BIMC. NMauneHTbl C OfHOXENYAOUKOBOWN GDU3MONOrnen He GbiN BKITIOUYEHbI B
JaHHoe uccnenoBaHue. PasgeneHrie nNo reHgepHoMy nNpuHUUNY 6bino cne-
aytowmm: 95 (64%) naumeHTOB My>CKoro nona, 53 (36%) - xeHckoro. Cpeg-
HWUI BO3pacT naymeHToB coctasun 1,2+0,5 mecaua (o1 0,03 go 12 mecaues),
cpefHAa macca Tena — 3,8+1,1 kr (o1 2,2 po 7,5 kr). CpegHas nnowagb no-
BEPXHOCTU Tena cocTasuna 0,28+0,1 M.

Yacrota conyTcTBytowmx BIMNC npu runonnasmm gyru aopTbl y NaLMeHTOB
nccnenyemon rpynnbl npeactaBneHa B 1abn. 1.

Mepen npoBefeHvem onepaTMBHOIO fleYeHMA NauMeHTam BbINOAHANN
CTaHAapTHble obLeKNnHUYeckme, broxnmmuyeckne, Gaktepronormyeckme
nccnefoBaHuA, SnekTpokapanorpaduio, peHTreHorpaduio opraHoB rpya-
HOW KneTkn. OCHOBHbIM METOLOM ANArHOCTUKMK FMMOMNAasumn gyru aopTbl,
aHaTOMMYeCK/X 0COBEHHOCTE CONMYTCTBYIOLIMX MOPOKOB CEPALa, a TaKxKe
OLIeHKM HeMocpeCTBEHHbIX U OTAANEeHHbIX Pe3ynbTaToB 6bi10 3X0Kapano-
rpaduryeckoe (IxoKr) obcnepgosaHue. Mpu nposegeHnn IxoKl namepanu
1 OLleHVBanu BCe CermeHTbl Ayru aopTbl. Mpy npoBeaeHUn nccnefoBaHuna
NoNb30Ba/ICh KJIAaCCMYECKON CXEMOW CEerMeHTAapHOro pasfeneHua Ayru
aopTbl (Castaneda AR. et al., 1994). CermeHT A fiyrn aopTbl — MeXAY NIeBO
NoAKIOUYMYHON apTepuein n apTepranbHbIM MPOTOKOM (NepeLleek), CerMeHT
B — mexnay neBoi obLeli COHHOW 1 NIeBO NOAKMYNYHOW apTepuamu (guc-
TanbHaA ayra), cermeHT C — NPOMEXYTOK MeXx Ay MieyerofioBHbIM CTBOSIOM 1
neBoii 06Lei COHHOW apTepuen (MpoKcMmanbHaa gyra). U3 pasnnuHbix me-
TOLOB onpefeneHnsa rmnonnasumy Ayr aopTbl B HaLLEM UCCIE[OBaHUMN Mbl
MCMONb30Bann CTaHZAPTU30BaHHYIO OLEHKY Z-score, KOTopas yuuTbiBaeT
BbIPaXKEHHOCTb MMMNOMMasnni Ayrn aopTbl MO OTKIOHEHNIO OT HOPMAJIbHbIX
nokasartenen. CermeHT Ayru aopTbl CYUTANN MMNOMNNA3NPOBaAHHbIM, €C/IN OT-
KNOHeHwue Z-score cocTaBnano meHee -2,0. CpegHuin rpagueHT faBneHnsa B

«Kappgunonorusa s benapycn», 2021, Tom 13, N2 6

887
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Ta6bnuuya 1

ConyTtcrBytowme BMCy nauneHTOB € runonnasmein Ayrn aoptbl

Table 1

Concomitant CHD in patients with aortic arch hypoplasia
BIMnC Konunuyecrtso (n) %
AMXTI 66 44,6
TMC 52 35,1
amnn 10 6,8
Ao cTeHO3 7 4,7
ABC[ 4 2,7
AHOManunmM KOPOHapHbIX apTepUin 2 13
AHOManua J6TenHa 1 0,7
AJl okHO 1 0,7
TAQJ1B 2 13
YALNB 2 1,3
Tetpaga ®anno 1 0,7
Bcero 148 100

Mpumeuanua: MMM - gepekt mexxkenynoukoBoi neperopoakn, TMA — TpaHCno3uumMa maructpanbHbix aptepuin, ABCH —
aTPUOBEHTPUKYNAPHBIN cenTanbHbli AedekT, AMMM — pedeKkT mexnpeacepaHon neperopofakm, Ao — aopTanbHbiii, AJT - aopTo-
neroyHoe, TAQJIB — TOTanbHbI aHOManbHbIN APeHaX feroyHbix BeH, YALJIB — yacTUYHBIN aHOManNbHbIV APEeHa) NeroyYHbIX BEH.

MecTe runonnasmm coctasun 36,4+1,7 (o1 10 o 71 mm pT. cT.). Dpakuma Bbl-
6poca (OB) neBoro xenygouka konebanacb ot 32 no 74%, cpefHee 3Have-
Hue 63112%. CpefHMe pa3mepbl CErMEHTOB Ayry aOpTbl 1 pacnpegeneHme
OTKJIOHEHMA OT HOPMalbHbIX 3HaYEHWI NO WKane Z-score B rpynne uccne-
[I0BaHMA, a TaKXKe aHTPONoMeTprYecKmne nokasartenun npegonepaLioHHOro
nepviofa npefcTaBneHbl B Tab. 2.

MNepepn npoBegeHiem onepayumn naLyeHTam ¢ HeJOCTaTOYHbIM CUCTEM-
HbIM KPOBOTOKOM [N MOAAEPKaHWA afleKBaTHOW cuctemHon nepdysun
nposogunnu nHdysn npoctarnaHauHa E1 (8 pacuetHom gose 0,05-0,1 mkr/
Kr/MVH) OnA NpegoTBpaLleHna 3aKpblTUA OTKPbITOro apTepuanbHOro npo-
TOKa W Pa3BUTUA KapAMOreHHOro LoKa.

Y 8 (5,4%) nauneHToB, JOCTaBAEHHbIX B KIIVHUKY B TAXEIOM COCTOAHMM,
KaK HauvanbHyI0 »M13HecnacatoLyio npoueanypy NpoBOAMAN PEHTIeHIHA0BA-
CKYNIAPHYI0 AunaTaumio rmnonnasmpoBaHHoN Aayru aopTbl. OfHaKko Bce 3Tu

Ta6bnuua 2

MNpeponepaunoHHble NoKasaTenu

Table 2

Preoperative characteristics
B meey | Bectn MonGni) CHEE L e | cormantC
AMXTI 1,3%£1,2 3,9+1,3 30/25 -5,48+2,3 -3,06+1,39 -2,74+1,84
TMA 0,6+0,3 3,6+£0,8 35/17 -2,6x1,7 -4+0,9 -2,7+1,1
ABCA 2,311 3,8+1,0 9/12 -2,6+1,0 -3,6+1,7 -4,1+1,7
amrn 1,4+0,8 3,9+1,0 8/2 -5,9+2,3 -2,6+£1,8 -3,7+1,9
Ao cTeHo3 1,0£0,1 4,0+0,7 2/2 -5,6%+1,8 -1,2+0,4 -2,5+1,1
Hpyrue 1,1£0,27 3,304 2/4 -3,4%1,5 -1,7£1,0 -2,0£0,8
Bcero 1,2+0,5 3,8+1,1 95/53 -5,48+2,3 -2,8+1,4 -2,5+1,7
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naumeHTbl 6b1IM NPOONEePUPOBaHbI B TeYeHVEe NepBbIX 2 MecALeB nocne aun-
natauun.

Onepauun nNpoBoAnnN Yyepes CpeanHHY cTepHOTOMMIO. [JaHHbIA fo-
CTyMN NO3BOJIAET BbIAENUTb U MOOWNM30BaTb BOCXOASALLYIO aOPTY, CErMEHTbI
Ayrv aopTbl 1 NneyveronosHble cocyabl. Y 62 (41,8%) naumneHToB onepauun
NPOBOAWAN B YCNIOBUAX UCKYCCTBEHHOTO KpoBoobpalyeHnsa (MK) n cenek-
TUBHOW aHTerpagHon LepebpanbHon nepdysnv Npu ymepeHHON runotep-
MUK (Temnepatypa oxnaxgeHus 24-26 °C). Y 86 (58,2%) naymeHTOB PeKoH-
CTPYKUUIO Oyry aopTbl BHIMOMHANM Ha paboTaiolieM cepaue B YCNOBUAX
napannencHoi nepdy3mm 6e3 Kapauonnernyeckor OCTaHOBKW cepAaua,
nepexmnman HUCXOAALLYIO TPYAHYI0 aOpPTy 1 Ayry aopTbl B MPOKCMManbHOMN
ee vactu. Mogkntouann MK no cxeme «aopTa — nonble BeHbl». Bocxoaalyto
aopTy KaHonMpoBanu rmbKon apMMpPOBaHHON KaHIoNell B MeCTe OTXOX-
OeHMA nieyeronoBHOro cTeona. lonbie BeHbl KaHINMPOBanu pasfefibHO
l-06pa3HbIMU KaHIONAMM MO CTaHAAPTHOW MeToauKe. [pu npoBefeHnn ce-
NIEKTUBHOW Nnepdy3mmn ronoBHOro Mo3ra NpPoBOAMM apTepranbHY0 KaHo-
110 B MJ1eYErosIoBHON CTBOJ M HauMHaNM HeMnoCpeaCcTBEHHO OCHOBHOW 3Tan
onepauun B YCNOBUAX CENIEeKTUBHOW aHTerpagHon LepebpanbHol nepdy-
3un. Mpwn atom npownssogutenbHoctb UK cHmxann go 30-40% ot pacuet-
HoW. [AnA 3awmTbl MMOKapAa UCMoNb30BaNn XONOAOBYIO KPUCTaNNONAHYIO
Kapavonnervio. Ins npodprnakTuky BO3ayLWHON 3MO0IMN COCYAOB rOnoB-
HOrO MO3ra Npuv BbIMNOMHEHUN PEKOHCTPYKUUM YT aopTbl TYPHUKETOM
06XXVMManu aopTanbHY0 KaHIONIO U Nepexmmanui neByio obLLyl0 COHHY 1
NeBYI0 NOAKMIOUMNYHYIO apTepuu. [IpoBOANAN pe3eKLMIo BCeX AYKTallbHbIX
TKaHel, NpoAnAny paspes Jyrn aopTbl MO Manoi KprBK3He BAOMb BCEro
rMNonaasnpoBaHHONO yyacTKa 1 BbIMOMHANN NAACTUKY Ayrv aopTbl MO Me-
TOAMKE PaCLUMPEHHOTO aHAaCTOMO3a KOHeLl-B-KOHeLl 1 KOHew-B-60K. Y 16
(10,8%) NauMeHTOB PEKOHCTPYKLMIO Ayr aOPTbl BbIMOMHAAM MPY MOMOLLU
3annatbl U3 ayTonepukapga. lNepukapn npensaputesisHo GUKCUPOBanu B
0,6% pacTBOpe rnioTapanbiervaa B TeyeHve 1-2 muH. lMocne 3aBeplueHns
NNacTUKM Ayrv aopTbl NPOBOANAN NPOGUNAKTHKY BO3AYLLIHOWN 3mMb6onuu, 3a-
TeM apTepranbHYIO KaHioNio nepemellLani B yry aopTbl, BOCCTaHaBAMBaNmM
pacyeTHylo npoussoauTenbHOCTb MK 1 HaumHanu corpeBaHve nauueHTa
[0 HOpMOTepMUMM. Ha 3TOM 3Tane NpoBOAMAN KOPPEKLMIO CONMYTCTBYOLWMNX
BMncC.

B PE3YJIbTATbHI

locnuTanbHaAa neTanbHOCTb cocTaBuna 2,7% (n=4). MpunyrHbl NeTanbHo-
CTW He 6biNy CBA3aHbl C METOAMKOMN MIACTVKL Ayrn aopTbl. OaUH NaumeHT
B BO3pacTe 7 CyTOK Obl/1 FOCNUTANN3MPOBAH B COCTOSHUM KapAWOreHHOro
woka. Mocne peaHVMaLMOHHbBIX MEPONPUATUA U CTabunmM3auum cocTos-
HMA 6blNa BbIMOJIHEHA PEKOHCTPYKLUMA AYr aOpTbl CO CPeAMHHOro AOCTY-
na B ycnosuax MK c aHTerpagHoi LuepebpanbHoi nepdysmen 1 nnactuka
OMMIT. MaymeHT ymep Ha 2-e CyTKM OT HapacTaloLen cepAevyHO-CoCyancTomn
He[oCTaTOYHOCTW. 2 MauMeHTa C AMarHo3oM «aHomanua Tayccur — buHra ¢
runonnasuen gyru aopTbl» UMENN aHOMaJIbHY aHaTOMUIO KOPOHapPHbIX ap-
Tepuin. B nocneonepaunoHHOM nepuoae C APKO BblParkeHHOW MUOKapAu-
anbHOW He[OCTaTOYHOCTbIO 06a NauveHTa Obiy NOAKIOYEHbI K annapaTty
SKCTpaKopnopanbHo MeMbpaHHOW oKcureHaumm. MpuynHamm neTanbHOro
ncxopa y oboux naumeHToB 6bl1 MHPAPKT MUOKapha NeBOro »KenyAouka
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BCNeAcTBMe npobnem, CBA3AHHbIX C PeuMnnaHTaumMel KOPOHAPHbIX apTe-
pun. Ewe y ogHOro nauveHTta nocieonepauyoHHbIN Nepro OCIOXHUICA
TPOMO030M BEpPXHEN MONON BeHbl 1 nocnefytoLlein Tpomboambonuen ne-
rOYHOW apTEPUN, YTO 1 CTaNO HEMOCPeACTBEHHONM NPUYNHON cmepTu. [o-
KasaTenu nepronepaLnoHHOro neproaa npeacTaBseHbl B Tabn. 3.

Mpw BbinonHeHMn IxoKI nepeq BbINUCKON rpagueHT AaBNeHNA Ha MecTe
NAacT1KM ayrv aopTbl B cpeaHem coctasun 20,5+4,9 mm pT. cT. CpefHee 3Ha-
yeHue $paKkLuK BbIbpOCa NeBOro Xenyfouka oo 67+5,7%. HeBponoruue-
CKUX OCJIOKHEHWIA, CTEHO3MPOBaHNA TPAaxen 1 rMaBHbIX 6POHXOB B paHHEM
nocneonepaunoHHOM NepProAE BbiSBIEHO He OblS1O.

OCNOXHEHNA paHHEro NocneonepauoHHOro nepuoga nNpeacTaBaeHbl
B Tabn. 4.

Kak nokasaHo B Tabn. 4, 14 naymeHToB (9,4%) BCneacTBMe BblpaXKeHHOM
cepaeyHol HeloCTaTOYHOCTY U MaJIoro cepieyHoro Bbibpoca nocne one-
pauuu 6bIIM OCTaBNeHbl C pa3BefeHHON rpyauHoN. NpuunHamm KpoBoTeye-
HWU 1 PECTEPHOTOMMUI B PaHHEM NOCJIeonepaLoHHOM nepuoge y 3 nauu-
€HTOB 6blna NMHMA WBa B 0611aCTU BbIMONIHEHUA PEKOHCTPYKLUM Ay aOPThl.

Ta6bnuua 3

MepnonepaunoHHbie NoKasaTenn npm conytcreytowux BMC

Table 3

Perioperative indicators with concomitant CHD

AnutenbHOCTb UK Mepexatune Bpemsa

Brc onepauuu (MUH.) | (MuH.) aopTbl (MuH.) | CALN B (4.) OPUT {cyT.)
LM 249,5+82,8 108,5+38,6 56,9+36,4 26,4+11,5 63,9+40,1 6,1+3,3
TMA 321,1+82,4 194,3+73,1 108,5+35,6 19,6+7,2 85,3+76,1 11,4433
ABC 302+121,2 165,3+89,5 80,6+31,9 21,6t4,3 26,5+16,9 4,6+2,3
amMnn 189+96 75+26 39422 19+6 40+22 6+1,1
:\E;Te' 228471 108463 25428 15414 2274128 |4+l
Lpyrue 259472 109431 48+26 1712 69,8+32 9+5
Bcero 270,8+100,3 111,4+39,2 73,4415 22,4174 74,9+43,5 9,1+4,2

Mpumeyanus: UBJT - nckycctBeHHan BeHTUnAuma nerkux, CALIM — cenekTrBHanA aHTerpagHas uepebpanbHas nepoysuvs, OPUT -

oTaeneHve peaHnmaymm n VIHTEHCUBHOWN Tepanun.

Ta6bnuua 4

Ocno)XHeHUs Ha rocnuTasbHOM 3Tane

Table 4

Complications of the hospital stage
OcnoXxHeHusa KonuuectBo ocnoxxHeHuin (%)
PectepHoTOMMA NO NOBOAY KPOBOTEUEHUA 5(3,3)
Pa3BefieHHan rpyavHa BCIEACTBME BblPaXeHHOW cepfieyHoi Hepo- 14 (9,4)
CTaTOYHOCTU !
ATp1OBEHTPYKYNApHan 6nokaaa 2013)
(noctaHoBKa VIBP) !
SKMO 1(0,6)
MNape3s anadparmbl (Namkayms) 2(1,3)
XnnoTtopakc 1(0,6)

Mpumeyanus: SKMO - akcTpakoprnopanbHas membpaHHas okcureHaums, VIBP — NCKycCTBEHHbIV BOAUTENb pUTMA.
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Tabnuua 5

MokasaTtenu OxoKI Ha pa3HbIX 3Tanax neyeHns

Table 5

Echocardiography at different stages of treatment

CpepHue nokasatenu 3xoKr

Cpok HabniopeHna TpaaveHT paBneHunA Ha pyre ®B neBoro xenygouka
aopTbl (MM pT. CT.) (%)

MNepen onepauven 31,8+16,2 57,9+14,1

HenocpepncteeHHO nocne onepaymmn 20,5+4,9 67+5,7

Yepes 6 mecALeB nocse onepauum 18+10,2 66+9,1

Yepes 3 roga nocne onepauumn 14+6,5 68+2,9

Yepes 5 neT nocne onepauuu 19+8,3 67+1,8

Y 1 mayueHTa WCTOYHUK KPOBOTEYeHWsA Obll B 06MacTu perMmiaHTauum
JIEBOI KOPOHAPHOW apTepU NP BbINOSIHEHMW ONepaLMn apTepuanbHOro
nepekntoyeHns. MPrUUrMHY KPOBOTEUEHWI YCMELWHO YCTPaHWAN NyTeM Ha-
JIOXKEeHNA [OMNOMHUTENbHBIX WBOB. Elle B OAHOM Cllyyae NCTOUYHMKM KPOBO-
TeyeHUA He 6blIn 06HapPYKeHbl, MPUUYNHBI MOBbILIEHHOW KPOBOTOUMBOCTH
ObINN CBsI3aHbl C KOarynonaTmen.

Mo paHHbIM OxOKI, KOTOpasA BbINOMHAMACL B NIAHOBOM MOPAAKe B Te-
yeHue 24 4 C MOMEHTa onepaLm, OTMEeYEHO AOCTOBEPHOE CHUXKEHME rpa-
AVeHTa JaBneHna Ha gyre aoptbl € 31,8+16,2 go 20,5+4,9 (p<0,05) 1 nosbI-
weHne OB neBoro xenygouka ¢ 57,9+14,1 po 67+5,7% (p<0,05). aHHble
3xoKapamnorpaduryeckoro obcnefoBaHNA NALMEHTOB Ha Pa3HbIX Tanax je-
YyeHus nokasaHbl B Tabn. 5.

Kak B1gHoO B Tabn. 5, nocne Xmpypruyeckon KOppekumm ayru aopTbl OT-
MeYannCb XOpoLLMe HENMOCPEACTBEHHbIE U OTAANEHHbIe pe3yNbTaTbl OTHOCK-
TeSIbHO rpaAMeHTa AaBneHna Ha ayre aopTbl. OB neBoro xenygouka nonHo-
CTbl0 BOCCTAHOBWUIIACb NMOCSe MPOBEAEHNS OMNEPATUBHOIO BMeLLATENbCTBA
y BCEX MaLMEHTOB U B AaNibHELLIEM COXPaHANacb Ha AOCTAaTOYHOM YPOBHE,
yTo NoaTBepaaeT 3GHEKTUBHOCTb JaHHOIO MeTofa leYeHu .

MpopomKUTENbHOCTL Nepuofa HabnodeHns coctaBuna ot 1 mecsaua
0o 9,4 ropa (cpenHee 3HauveHune 2,8+2,5 roga). JletanbHbix Cny4vaeB B OTAa-
JIeHHOM nepuropge He 6b1n10. Y 14 (9,4%) naumeHTOB B NOCIeoNepaLiOHHOM
nepuope pa3BucA NOBTOPHbBIN CTEHO3 Ha Ayre aopTbl. Y 8 U3 HUX CyXKeHne
yCMewHo YCTpaHeHO 3HAOBACKYNAPHO nyTeM OGannoHHOW Awunatauuv B
cpokm oT 1 fo 3 mMecALeB nocne onepaTMBHOrO BMeLWaTenbCcTea. Y oiHOro
nauveHTa 6annoHHyI0 AUnaTaLuio BbIMOJHANM ABaXAbl, Yyepes 2 1 3 mecs-
La nocsie NepBUYHOI onepauny COOTBETCTBEHHO. 2 MaLieHTaM BbIMOHN-
NN 6annoHHy0 AnnaTauuio pecTeHo3a, a 3aTeM MOBTOPHYIO MAACTUKY Ayru
aopTbl XMpypruyecknum nytem ¢ 60koBor Topakotomum yepes 1 1 3 mecaua
nocre onepaTrMBHOroO BMeLlaTeNbCTBa COOTBETCTBEHHO. Y 1 naymeHTa yepes
5 mMecALeB Noc/e NePBUYHOTO BMeELLATENbCTBa BbIMOMHMAN MOBTOPHYIO Nia-
CTVIKY Ayrv aopTbl Yepe3 60KOBYto TopakoTomuto. Elle 2 naumeHTam yepes
6 1 7 MecsLleB COOTBETCTBEHHO NOC/Ie NEPBUYHOIO BMeLIaTeNbCTBa BbIMNOJ-
HUAM NOBTOPHYIO NAACTMKY Ayrn aopTbl ayTonepukapavanbHO 3anaaTon
B YC/IOBUAX MCKYCCTBEHHOrO KPOBOOOpaALLeHWA. Y oCTasnbHbIX MauneHToB
B OTAANIEHHOM nepuofe reMoAvHaMMYecKn 3HaYMMOro rpagueHTa faBre-
HUA B MeCTe PEKOHCTPYKUMM AYr aopTbl He oTMeveHo (Tabn. 3). TwaTtenb-
HOe BHMMaHue yAensanocb BOMPOCY aHeBPM3MOObOpa3oBaHMsA, 0CO6eHHO
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Puc. 1. BbnkuBaemocTb B OTAaIEHHOM Nepuroje nocsie OAHOMOMEHTHOIN KOppeKuun runonnasum ayru
aopTbl 1 conyTcTBylowmx BIMC

Fig. 1. Long-term survival after one-stage correction of aortic arch hypoplasia and concomi CHD

y NaLVeHTOB, Y KOTOPbIX ANA MNacTUKM WCMONb30Bany ayTonepuKkapa.
QopmupoBaHVe aHeBPK3M B MeCTe NMIacTUKKU Ayr aopTbl 3adpUKCUPOBaHO
y 1 nauymeHTa. lMauneHTy BbIMOMHEHA pe3eKuna aHeBpr3Mbl Jyr aopTbl C
60OKOBOI TOPAKOTOMIM C NMOBTOPHOW PEKOHCTPYKLMeEN Jyri aopTbl. Hespo-
NOFNYECKNX OCIOXKHEHMI, KOMNPECCUU TPaxen U rnaBHbIX OPOHXOB B OTAa-
NEHHOM Nepuope He BbiABMIEHO.

[Noka3aTenb BbIXMBAaeMOCTN B OTAASIEHHOM nepuoge npeactaBeH Ha
puc. 1.

Mo paHHbIM aHanm3a Kaplan — Meier, nokasaTtenb KyMynsaTUBHOW BbIXW-
BAaeMOCTU NaLMEHTOB B OTAANEHHOM nepuoge HabnogeHus yepes 1 rog co-
ctaBun 97,1% v ocTaBasnca NOCTOAHHbIM crefytome 9 ner.

CBo60ofa OT MOBTOPHbIX BMeLIATeNbCTB (Kak SHAOBACKYNAPHDIX, TakK U
onepaTUBHbIX) B OTAANIEHHOM NEepPUOoAe NpefcTaBieHa Ha puc. 2.
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Puc. 2. CBo60ia OT NOBTOPHbIX BMELLATENIbCTB Y NaLieHTOB Noc/ie OfHOMOMEHTHOI KOppeKLuun
runonnasun Ayru aoptbi n conytcrBylowmnx BIMC B otaaneHHom nepuoge

Fig. 2. Freedom from reoperations in patients after a one-stage correction of hypoplasia of the aortic arch and concomitant CHD in the
follow-up period
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Mo paHHbIM aHanu3a Kaplan - Meier, nokasatenb KyMynaTUBHOWM Aonn
nauveHToB 6e3 MOBTOPHbIX ONepaLuii B OTAaJIEHHOM Nepuoge HabnoaeHus
yepes 1 rog coctasun 89,4%, yepes 4 roga n cnegyowue 6 net octaBanca
NOCTOAHHBIM 1 6b151 87,5%.

B OBCYXJAEHUE

TakTKa XUPYPrnyeckoro fieyeHusa MiafeHueB C runonnasviein ayru
aopTbl B coyeTaHun ¢ conyTctaytowmmn BINC ocTaeTca npoTmBopeyrBoN.
lMnonnasma Jyry aopTbl Yalle BCTPeYyaeTCA B COYETAHUN C APYTUMU BHYTPU-
cepAeyHbIMM aHOManMAMU, Yem B u3onmpoBaHHol dopme [4]. ConyTcTBy-
towme BMNC cywwecTBeHHO BAUAIOT Ha COCTOAHME MALMEHTOB 1 MOGYXAaoT
K BbIMOJIHEHVIO OAHO3TAMNHOM KOPPEKLUMM 3TON KOMOUHauun. Kpome Toro,
COCTOAAHME MJIafieHLEeB BO MHOFOM 3aBUCUT OT CTeMeHn o6CTpyKuuM Ayru
aopTbl. Mpwr 3HaUUTENBbHON rMNONAA3UN Ayr aopTbl NALMEHTbl HAXOAATCA B
TAXKESIOM, UHOTZA AaXKe KPUTUYECKOM COCTOSIHUWM, YTO TpebyeT Ha3HauyeHusA
npocTarnaHAVHOB ANA NOAAEPXKaHUA afileKBaTHOW cuctemHon nepdysun,
WHOTPOMHON NOAAEPXKKN, UCKYCCTBEHHOW BEHTUIALMU JIETKMX U NpoBeae-
HMA HEOTNIOXKHOIO XMPYPrMYecKkoro BMeLlaTeNibCTBa.

JlutepatypHble faHHble CBUAETENbCTBYIOT 0 6€30MacHOCTU NpoBeeHNA
OJHOMOMEHTHOW KOppeKLMM 06CTPYKLMM BYT a0PTbl Y BHYTPUCEPAEUHbIX
aHOManuin y HOBOPOXAEHHbIX U MaeHLEB CO CPEeMHHON CTEPHOTOMUY, a
Manbll reCTalMOHHbIV BO3PACT 1 Masbli BEC HOBOPOXAEHHbIX He ABNAIOTCA
NPOTVBOMNOKA3aHUAMN 151 OLHOMOMEHTHOW KOPPEKLUMU TaKoro coueta-
HuA [5]. CywecTBytoT ny6nvKkauuy, roe npennaratT BbiNMOMHATL OAHO3TAM-
HYl0 KOppeKLWIo, HO 13 2 foCTyrnoB (BOKOBOro 1 CpeArHHOrO0), NoKa3blBas
MeHblLuee Bpema VK 1 cpok rocnutanmsaumm no CpaBHEHMo C OAHOSTaNHbIM
fleYyeHnemM co cpeaunHHoro goctyna. OgHaKko Takasa TakKTUKa He Halna Wu-
pokoro npumeHeHus [6]. OgHOSTanHaA TakTMKa Yyepes CPeAUHHbIA JOCTynN
B ycnoBusax VK gaeT BO3MOXHOCTb BbINOSHATE KOPPEKLMIO TMMOMIasum Kak
OTHENbHbIX, TaK U BCEX CErMeHTOB Ayry aopTbl. Onepaumm, BbINOMHEHHble
yepes cpefiviHHY0 CTePHOTOMMIO, MO3BONAIOT OCYLLECTBUTb PEKOHCTPYKLMIO
[yrn Ha Bcem NpoTaxeHun [7]. IMeHHO 3TOT focTyn obecneumBaeT afjeKBaT-
Hyl0 MOOMNIM3aUKI0 BCEX CETMEHTOB Ay aOpTbl, MEYErosoBHbIX COCY0B
N HUCXOZASALLEN aopThl, @ TaKXKe ABMAETCA BECbMa BaXKHbIM [/1A U36exKaHus
CTEHO3VPOBAHUA TPaxeun 1 GPOHXOB.

Y 605bLWMHCTBA NALMEHTOB UCC/IeAyEeMON FPYMbl, KaK 1 B 60NbLUNHCTBE
nepefoBbIX KNMMHVK MPa, MNACTUKY Ayrv a0pTbl BbINOAHANN COOCTBEHHBIMU
TKaHAMY NyTeM HaNIOXKeHUA PacLUMPEHHOro aHaCTOMO3a KOHeLl-B-KoHeL, i
KoHeL-B-60K. [py BbIpaXeHHOW TMMNoniasum BCeX CErMeHTOB Ayrvi aopThl
[ONA NAACTUKW UCNONb30Bany ayTonepuKkapg, YTo AaeT BO3MOXKHOCTb npeay-
npennTb KOMMPECCUto AbiXxaTenbHbIX NyTe. Y YacTy nauveHToB nnacTuky
Zyrv aopTbl BbIMOMHANN C ucnonb3oBaHnem UK nnun 6e3 Hero, Haknagbisas
3a)KMMbl Ha a0PTY TaKMM 06pa3oMm, UToObl COXPaHNTb KPOBOTOK MO Mnsieyve-
ronoBHomy ctBofly. OfHaKo Takum cnocob6oM BbIMOMHANM MNACTUKY Ayru
aopTbl TOMBKO NpK runonnasum cermeHToB A u B gyru aopbl. Mpwu runonna-
3um cermeHTa C fyrv aopTbl ucnonb3osanu VK ¢ cenekTnMBHOM aHTerpagHom
LepebpanbHoi nepdysunen, uto No3BoNsAeT N3bexaTb HECTAaBUNbHOW remo-
OVHaMVKM B Meproj nepexaTtna aopTbl U NpeaoTBpallaeT BOSHMKHOBEHNE
HeBpONornyecknx ocnoxHenun [8, 9]. Cnyyan BO3HNKHOBEHWA MOBTOPHO-
ro cTeHo3a B MecTe PeKOHCTPYKLMUM Jyr1 aopTbl B NMocieonepauyioHHOM
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nepuoae 1 NOBTOPHbIe BMeLllaTeNnbCTBa (kak SHAOBACKyNAPHbIE, TaK N XWN-
pyprmquKme) B VICCJ'Ie,EIYEMOIz rpynne 6blV CBA3aHbI C HELOCTAaTOYHbIM yAa-
JNIeHeM AyKTaJibHbIX TKaHel B MeCTe NnacTnkmn AYyrn aopTbl.

B 3AKJ/TIOYEHNE

OpHo3TanHas KoppeKuusa rmnonaiasnm Ayru aopTbl B COYETAHUN C ApY-
rumu BINC siBnseTcs 3¢ PpeKTMBHBIM 1 6€30MacHbIM METOAOM JIRUEHUS Y MIIa-
[EHLEB C XOPOLUMMUN HENOCPELCTBEHHBIMU 1 OTAANEHHbIMX Pe3ynbTaTaMu.
MpoBeaeHHOe UCCIEAOBaHME YKa3blBAET Ha TO, UTO AaHHAA XMpPypruyeckas
cTpaTerna MoXeT ObiTb NPYEMIEMON anbTEPHATVBOW ABYX3TaNHOMY XMpyp-
rMYECKOMY JIeUEHNIO STOI KOMMIEKCHON NaToNoruu.
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