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B pabote npencTaBieHbl pe3yabTaThl iedeHus 11 maimeHToB ¢ aTpe3ueil JJIeTOUYHOM apTe-
PUM C MHTAKTHOM MEXOKeJYJT0YKOBOM MEeperopoaKoil B COYeTaHNN C KOPOHAPO-TTPABOXKEITy-
JOYKOBBIMU (DUCTYIaMU.

KiroueBble ci10Ba: ampesus ae2ounoll apmepuul ¢ UHMAKMHOU MeNCHCeny004K 080l nepecopooKol,
KOPOHApO-npagosceny0oukogoie (pucmynsl, RPasoicesy004K060-3a8UCUMbLI KOPOHAPHbLI KPOBOMOK.

ATpe3usi JIerOYHOI apTepruy ¢ UHTAaKTHOI MeXCoKeTynouKoBoii eperopoakoit (AJTAMMXKIT)
SIBJISIETCSl PENKUM BPOXIEHHBIM MOPOKOM CepAlla U XapaKTEepU3yeTcsl OTCYTCTBUEM OTTOKA
KPOBHU U3 MTPABOTI0 XKeTyA0UKa B IETOUHYIO apTEPHUIO WU Yepe3 AeeKT MEXKeTy10UKOBOM Te-
PErOpoIKY B JIEBBII XeJypo4deK. Boixo 13 rmpaBoro xeinyaouka B 75% cityuyaeB OTCYTCTBYET 3a
CYET ITOJIHOTO CAMSIHUS CTBOPOK KJlalaHa JierodyHoi aprepuu. B 25% ciydaes atpesust cop-
MUpOBaHa 13-3a MbILLIEUHOU 00JIUTEpALIMU UHPYHAUOYISIPHOM YacTu MpaBoro xeayaouka [1].
Hns ATAUMKII xapakTepHa pa3HOii CTENeHU IMIOIIa3usl TPeXCTBOPYATOro KjiaraHa v rnpa-
BOTO Xenynouyka. B 3aBucuMoctu oT MOpdoJioruy mpaBoro Xeyayaouyka BbIAEISIOT TPU OCHOB-
HbIX aHaToMuueckux BapuaHta AJIA o C. Bull [2]. [TepBas — HeOonbas runomiaszus [12XK:
COXPaHEHbI BCE OCHOBHbBIE OTIEJIbI TPABOTO XKeayaouKa (TPUTOUYHBIN, TpabeKyISIpHBIA, UHDYH-
IUOYIIsIpHbIiA). JlaHHBII BapuaHT BcTpedyaeTcs ¢ yactoroit S0—58% cpenu Bcex ciydaeB. Bropast
— yMepeHHasl TUTIOTUIa3usT: OTCYTCTBYeT TpabeKysipHblit otaen [T2K. Cocrasnsier 30—34%. Tpe-
Thsl — BbIpaxkeHHast Tunoruiasust [12K: oTcyTCTBYIOT TpabeKyIsIpHbIN U MHGYHIUOYISIPHBII OT-
JIeJTBI IIPaBOTO XKeynouka. Berpewaerces ¢ wacroroit oT 7 mo 20% cpenu Bcex popwm [2, 3]. TTopok
YacTO COYETAETCs C aHOMAIUSIMU KOPOHAPHOTO KPOBOOOPAIIEHUsI 33 CYET HATTUUMSI KOPOHAPO-
CcepAeUHbIX GUCTYJI, CTEHO30B WU aTPE3UU YCThsl KOPOHAPHBIX apTepUid.

AHOMaIMM KOPOHAPHBIX apTepuil 0OHapyXuBatoT Gojice ueM y 31% GONbHBIX, TPU 3TOM
MPaBOXEYI0YKOBO-3aBUCUMBbII KopoHapHbIii KpoBoTOK (IT3KK) mpucyrcrsyer (IT3KK) y 5%
0osibHBIX [4]. UMeHHO Hanuyue mpaBoXeay10uYKOBO-3aBUCUMOT0 KOPOHAPHOTO KPOBOCHA0-
JKEHUSI MMOKap/ia onpenessieT BbKMBAEMOCTD MOCJIE IEKOMITPECCUU MTPABOTO XeJya0ouka, TaK
KaK BO3MOXHO Pa3BUTHE «CUHIPOMa 0OKpaIbIBAHUST» C TTOCIEAYIONIUM Pa3BUTUEM TUCHYHK-
LIMU JIeBOTO Xejqynouka. Hannuue yyacTka Myuokapjaa JeBOro XKelyno4yka, pacroa0oXXeHHOro
JIUCTaJIbHEE CTEHO3a KOPOHAPHBIX apTepUil, 0COOEHHO KOT1a BOBJIEYEHBI 00€ KOPOHAPHbIE ap-
Tepuun 1 3(pheKTUBHBIC KOJUTaTePaIid OTCYTCTBYIOT, IPUBOIUT K UIIIEMUU U Pa3BUTHUIO MH)ap-
kTa Muokapaa. [loaTtoMy TouHoe omnpenesieHue aHaAaTOMUU KOPOHAPHBIX apTepuil y HOBOPOX-
neHHbIX ¢ ATTAUMIKII siBasieTcst o6s13aTebHbIM [4, 5].

Ieab padoThl — MpOAaHATM3UPOBATH pe3yabTaThl JeueHnst AJTAVMMKII B coueTaHnH ¢ KO-
POHaPO-TPABOXETYA0UYKOBBIMU (DUCTYIaAMU.
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Marepuai u meroapl. 3a nepuos ¢ 2006 o 2015 rox mocrynuio 11 naupentos ¢ AJTAUMIKIT,
Y KOTOPBIX ObLTU AUATHOCTUPOBAHBI KOPOHAPO-MPABOXKETy10UKOBbIe (hUCTYJIbI. CpenHUii BO3-
pacT AeTell B 9TOi IpyIine Ha MOMEHT BBITIOJIHEHUSI 9HI0BACKYJISIPHOTO BMEIIATEIbCTBA COCTa-
Bua 2,8+2,1 nug (ot 1 no 11 gueit). Cpeanuii Bec — 2,9+0,8 kr (ot 1,8 g0 3,5 kr). Catypauust
KPOBH IO JaHHBIM MyJibcoKcuMeTpuu 6b11a 80+7,9% (ot 60 10 86%). Anametp hucTy1 cocTap-
Js1 oT 1 710 3 MM. Y 4eThipex HOBOPOXKAEHHBIX BbISIBIEHO CTEHO3bl KOPOHAPHBIX apTepUii ¢
MPaBOXEJTYyT0UKOBO-3aBUCHUMbIM KOPOHAPHBIM KPOBOTOKOM, Y OJJHOTO peOeHKa ObLT CTEHO3
nepeHe HUCXOAs1Iel KOpOHAPHOM apTepuu, Y ABOUX — CTEHO3 TepeaHel HUCXOMMIIEH U
orubarolileit KOpoHapHOU apTepru, Y OMHOTO BBISIBJIEHBI CTEHO3bI TIEPeAHEN HUCXOASILIEH 1
MnpaBoil KOpoHapHOi apTepuil. BceM naiyeHTam ObLIO MPOBEIEHO AMArHOCTUUECKOE 30HIM-
pOBaHUe C BU3yaiu3alueil v OLIEeHKON KOpOHApO-CepAeYHBIX (DUCTYI, a TAKXKe ObLia BBITOTHE-
Ha OaJUIOHHAas aTPUOCENTOCTOMUS. Y BCeX OOJIbHBIX 3TOU IPYMITbI PAaBbIi XKeJyI04eK U TPeX-
CTBOPYATHIN KjamaH UMeEJIU BbipaxkeHHYylo runomiasuio. Hasaenue B [12K Obu10 BhILIE
cucteMHoro. C y4yeToM BbIpa>k€HHOI TUIOTIa3uKM MpaBbiX OTAEJIOB cepalia U Hanuuus duc-
TyJ1, nepdopalus KianaHa JIErouHON apTepuu 1 AeKOMITPECCUS TTPABOTO Xeaya0ukKa He Mpo-
BoaMIUCh. Bce HOBOpOXKIEHHBIE MOMyYaiu MH(Y31IO BazanpocTaHa 1S moaaepxaHnus GyHK-
LIMOHUPOBAHUS OTKPBITOTO apTEPUATIBHOTO MPOTOKA.

PesyabTatel. VI3 ceMu malMeHTOB ¢ KOPOHAPO-TMPaBOXKETYI0UYKOBBIMU (DUCTyIaMu 63
TI3KK xupypruyeckoe BMEIIATEIBCTBO ObLIO BBIMTOJIHEHO Y UeThIpeX. B Tpex ciyyasx poaute-
JIM OTKA3aJIUCh OT XUPYPTUUECKOro JieueHus. TpouM neTsiM OblT HAJIOKEH CUCTEMHO-JIET0U-
HBI aHAacTOMO3. B nanbHeiiieM UM ycrenrHo Oblia BeINoJHeHa onepalust [JieHHa — yepe3 6, 8
u 37 mecsieB. OmMHOMY peOeHKY ObLIO BHIMIOJHEHO CTEHTUPOBAHUE OTKPBITOTO apTEPUATIbHOTO
MPOTOKA KOPOHAPHBIM CTEHTOM. DTOT MallMeHT ObLI B3SIT HA MPOLEAYPY CTEHTUPOBAHUS B TSI~
>KEJIOM COCTOSTHUM Ha (hoHe MHMEKIIMU U CHUKalolleiics caTypaunu. PebeHOK ymMep Ha TpeTbU
CYTKM TOCJIe CTEHTUPOBAHUS OT JbIXaTEIbHOU HEIOCTATOYHOCTU Ha (DOHE MTHEBMOHMU.

W3 yeTbIpex nereit, y KOTOPbIX UMEIUCh CTeHO3bl KopoHapHbix apTepuii ¢ [13KK, noum
XUPYPTAYECKOE BMENIATEIbCTBO HE MPOBOJMUIOCH U3-3a OTKa3a poauTeseit OT onepauuu. JIBym
OCTaJIbHbIM oTepalius Obl1a nposeaeHa. OqHOMY ObLT HAJTOXEH CUCTEMHO-JIETOYHbII aHACTO-
MO3, BTOPOMY —HaJI0XXeH CUCTEMHO-JIETOYHbIIf aHAaCTOMO3 U NiepeBsizaHa ¢uctyaa. Oda nau-
€HTa YMepJiu B MepBble CYTKU Mocje onepaiuu. [Tpu BCKpbITUM Y HUX ObUT TMAarHOCTUPOBAH
UH@apKT MUOKap/a.

W3 mectu npoonepupoBaHHbix neteit ¢ AJTAMMKIT u KopoHapo-TnpaBoXeaTyaA0UYKOBbIMU
(ducTtynamu Tpoe AeTeil yMepJIo, JIeTaabHOCTh coctaBwia 50%. Y 1BOMX U3 HUX CMEPTh ObLIa
CBSI3aHa C HApyILIEHUEM KOPOHAPHOTO KPOBOOOpAlLIEHUs U pa3BUTUEM UH(apKTa MUOKapa.
Bce HOBOpOXIEHHBIE, Y KOTOPBIX UMEJICS MPaBOXETYI0YKOBO-3aBUCUMBbII KOPOHAPHBII KPO-
BOTOK, yMepJu. JeTh, KOTOPhIM XUPYyPruyecKoe BMELIATeIbCTBO HE MPOBOAUIOCH, YMEPJIU B
Mepuoie HOBOPOXIEHHOCTH, 3a UCKIIIOUEHUEM OTHOTO pedeHKa, ymepliiero B Bo3pacte 11 me-
caueB. Takum obpazoM, u3 11 mauMeHTOB ¢ KOPOHAPO-TIPABOXKETYIOUKOBBIMU (DUCTYIaMU
BBIKMJIO YETBEPO, BBIKMBAEMOCTh cocTaBuia 36%.

Ob6cyxnenune. KopoHapo-cepaeuHble (UCTYIIBI SIBISIIOTCS PE3YJIETATOM OCTaBIIIMXCSI OTKPbI-
TBIMU CUHYCOU/I, CYILIECTBOBABIIUX B (DETAIbHOM MUOKAP/E, B CBSI3U C MOBBILLIEHHBIM JaBJie-
HUEM B ITpaBoM kemyaouke [2, 5]. [IpaBoxeny104KOBO-3aBUCUMAs KOPOHAPHAS LIUPKYISLIUS
dopmupyeTcs B pe3yabTaTe CTeHO3a WU aTPe3un KOPOHAPHOU apTepuun mpokcuMasbHee huc-
TYJIbI, 4TO JieJJaeT KPOBOCHAOXEHUE MUOKapIa 3aBUCUMbBIM OT aIeKBAaTHOTO IaBJICHUS B Mpa-
BOM XeJynouke. [1py Takux yCcJIOBUSIX IEKOMITPECCUSI TPABOTo XKeaynoyKa MPUBOIUT K 3HAYH -
TeJbHOW MIIEMUU MUOKapAa, €CAU HET NJOCTAaTOYHOW KoJjjJaTepalbHOW CETH B 30HE
KPOBOCHA0XEHUSI, U, KaK MPaBUiIo, JETATbHOMY UCXOY.
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BeneHue Takux maiMeHTOB TPeOYET TUIATEIBHOTO M3YyYeHUs] KOPOHAPHOU aHATOMUU U
BoisiBneHust [I3KK. Hanuuue kopoHapo-npaBoxenynoukoBbix puctyn 6e3 [I3KK He sBasieTcs
MPOTUBOITOKA3aHUEM K IE€KOMITPECCUU MPaBoro xenayaouka. Giglia B 1992 r. coobumi o6 aH-
ruorpaduyeckux uccienoBanusx 16 maureHToB ¢ ATAMMIII u BeHTpUKYJI0-KOPOHAPHBIMU
ductyramMmu, KOTOpbIM Obl1a MPOBeaeHa IEeKOMIIPEeCCHs MTPaBoro xeaynouyka. CeMb MallueHTOB
C BEHTPUKYJO-KOPOHAPHBIMU (DUCTYIaMU, HO O€3 CTeHO3a WUJIU aTPE3UU KOPOHAPHBIX apTePUiA
BBIKMJIM ITOCJIE OnepaLyu. YeTbipe 13 6 malKeHTOB CO CTEHO30M OJHOI KOPOHApHOI apTepu-
el BBKIJIU TaKXKe, B TO BpeMsI Kak 3 MaldeHTa CO CTEHO30M JIBYX IJIAaBHBIX KOPOHAPHBIX apTe-
puil yMepsu B MEpBble THU MOCJIE AEKOMIIPECCUM TTPABOTO XeaynoykKa B pe3yabTaTe OCTpOi
JIEBOXKEJYT0UYKOBOU nuchyHkimu. Takum 00pa3om, OH MPUIIENT K BBIBOAY, YTO HAIMYUE CTe-
HO3a JABYX IVIABHBIX KOPOHAPHBIX apTEepUil SIBJSIETCS MPOTUBOMOKA3aHUEM K NEKOMIIPECCUU
MpaBoro xeaynouka. [1pu ycioBuu cTeHO3a OAHON U3 KOPOHAPHBIX apTepuil WX HATUIUU
KOpPOHapHOU (UCTYIbI 63 CTEHO3a KOPOHAPHOI apTepur BO3MOXHA I1e€KOMITPECCUST TTPABOTO
SKENTYI0YKa, XOTSI OTAAICHHBIN Pe3yIbTaT MeHee OJ1aronpusiTHbIN [6].

Powell B 2000 rony npencraBui CBOM pe3yJibTaThl JedyeHus y 12 nanueHtoB ¢ AJTTAUMIITT
U1 KOPOHAPO-TPaBOXKETYA0UYKOBBIMU DUCTYJIAMU, TOABEPTLIMXCS OJHOXKETYI0UKOBOMY Tal-
JIMATUBHOMY JiedeHUI0. [IaTrieTHss BbKMBAaeMOCTh coctaBuiia 83%. JIsoe mauneHToB (17%)
yMepJio B TeueHue 4 MecseB, MPEAIOI0XKUTEIbHO B pe3ybTaTe uiieMuu Muokapaa [7]. bo-
Jiee MO3THUE UCCIIeIOBaHMS TPAKTUIECKU UIEHTUYHBI: JIETaJIbHOCTh COCTaBIIsIeT 0KoJ10 18%,
pu 3ToM 5, 10 u 15-7eTHSS BIKMBaeMOCTh — oKoJio 80% [8]. Bce meTanbHBIC MCXOIBI TIPO-
HUCXOMST Ha MEePBbIX MeCsILaX MOCJe HATOXEHUSI CUCTEMHO-JIETOYHOTO aHACTOMO3a, BEPOSIT-
HO, B CBSI3U C pa3BUBILIEHcS ulieMueii. Takxke oTMeuaeTcsi OTCYTCTBUE MOBBIILIEHHOTO pUcKa
HajoxeHus aHacTtoMo3a [ienHa 1 @oHTteHa [8]. Kpome Toro, B oTHaJieHHOM MEPUOIE AL -
€HTBI, TPOLIEAIINE OTHOXETYTOYKOBBIN MyTh KOPPEKLUU, JVTUTEIBHO HE HYKIAI0TCS B TPAHC-
TUTAHTAllUU Cepala.

TouHbBIIT MEXaHN3M pa3BUTHUS UILIEMUU He SICEH, BO3MOXHO, BOSHUKHOBEHWE UIIIEMUU CBSI -
3aHO C MPEMNSITCTBUEM, CO3aBAEMbIM BEHTPUKYJIO-KOPOHAPHON (PUCTYI0i HOpMaIbHOMY J1a-
CTOJIMYECKOMY aHTErPaHOMY KOPOHAPHOMY KPOBOTOKY. ClieyeT TaKKe YUYUThIBaTh, UTO Mep-
dy3ust MUOKapa BEHO3HOM KPOBBIO C HU3KOM caTypaliueid KpOBU B TPABOM XKeJIyI0UYKe TaKXKe
BHOCHUT BKJIaJl B pa3BuTue uiliemuu. HakoHell, mpu HaJIOXKEHUU CUCTEMHO-JIETOYHOTO aHACTO-
MO3a BO3HUKAET HEOOXOAUMOCTb B MIEPEBSI3KE OTKPHITOTO apTepUaTbHOIO MPOTOKA, T.K. BO3-
HUKaeT OoJiblliasi 00beMHas Meperpy3ka cep/la v, B CBS3U C MOCTHATAJbHBIM YMEHbIIEHUEM
PE3UCTEHTHOCTU COCYAOB JIETKUX, YBEIUUMBACTCSI TOK KPOBU Yepe3 JIETOUHYIO apTepUlo, YTO
MPUBOAUT K NUCHYHKIIMU MUOKAPIIA U CHYXKEHUIO TUACTOJNUYECKOTO NaBICHUS.
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JlocBin JiKyBaHHA aTpe3ii JiereHeBOi apTepii 3 IHTAKTHOI0 MIKILTYHOYKOBOIO
NePeropoaKoI0 B MOEIHAHHI 3 KOPOHAPO-NPABOLLIYHOUKOBUMH (hicTyIaMu

Josramok E.A., Boiiko O.I1., Makcumenko A.B., Ky3smenko 10.JI., Motpeuko O.0., loBramok A.A.

B pobori npeacrasieHi pe3yiabTaTui JliKyBaHHs 11 mauieHTIiB 3 aTpe3i€lo JiereHeBoi apTepii 3 iIHTaKTHOIO
MIXIILTYHOUKOBOIO MEPETOPOIKOIO B OETHAHHI 3 KOPOHAPO-TTPABOILTYHOUKOBUMU (DiCTyJIaMU.

Kiouosi cioBa: ampesis aecenesoi apmepii 3 iHmaKmHor MidCULAIYHOUK 080K Nepe20pooK0I0, KOPOHAPO-npa-
BOULAYHOUKOBI (hicmynul, NPABOUWNYHOUK080-3ANCHCHULL KOPOHAPHULL KPOBOMIK.

Treatment Experience of Pulmonary Artery Atresia with Intact Interventricular
Septum Combined with Coronaro-Right Ventricular Fistulas

Dovgalyuk E.A., Boiko O.P., Maksimenko A.V., Kuzmenko Yu.L., Motrechko O.0., Dovgalyuk A.A.

Results of the treatments of 11 patients with pulmonary artery atresia and intact interventricular septum in
combination with coronaro-rigth ventricular fistulas are presented in this work.

Key words: pulmonary artery atresia with intact interventricular septum, coronaro-right ventricular fistulas,
right-ventricular dependent coronary circulation.
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