YK:616.131-007.271-089.844

DxokapauorpaguyecKue KPUTEPUH YCIEIHOi OMBEHTPUKYISIPHO#
KOPPEeKIUH ATPE3UH JIErOYHOM apTepuy ¢ UHTAKTHOM
MEXIKeJIyI0YKOBOI1 eperopoaKou

Boiiko E.I1.!, Pynenko H.H.!2, Kysbmenko F0.J1.!, Tosramok A.A."2, Makcumenko A.B. 1,
Emen M.H.!

' TV « Hayuno-npaxmuueckuii MeOuyuHckuii yenmp 0emckoii kapouoaoauu u kapouoxupypeuu M3
Yxpaunwvr (Kueg)
2 Hayuonanbhas MeouyuHcKas akademus nocieouniomHo2o obpasosanus umenu I1JI. Hlynuka

ATpe3usi JIeroYHOol apTepry ¢ UHTaKTHOI MeXCoKeTynouKoBoii eperopoakoit (AJTAMMZKIT)
— penkuit BpoxxaeHHbI nmopok cepata (BITC), koTopblii XapakTepu3yeTcsi MHOXKECTBOM MOP-
doaoruyeckux nposiBaeHuit. [Iopok cornpoBoxKaaeTcsl BLICOKO CMEPTHOCTBIO U TPEOYyeET Jieue-
HUS B MEpBbIe JHU XU3HU. B cTaThe MpeayioxkeH airOPUTM IOOIEPallMOHHON AUArHOCTUKU
MOpPOKa, Ha OCHOBAaHWU KOTOPOTO pa3paboTaHbl MOKa3aHUs K Pa3IUYHBIM BUIAM XUPYypruyec-
KOTO BMEILIATebCTBA, ONpeaeieHa BEPOSITHOCTh YCIEIIIHOM OMBEHTPUKYISIPHON KOPPEKIIUMU.

KimoueBbie cioBa: ampesus ne2ounoii apmepuu, 08yxaiceay0o4K08as, NOAYmMopaiceayo0o4koeas,
00HOXCENYO0UK08A5 KOPPEKUSL.

ATpe3usi JIeroYHOol apTepry ¢ UHTaKTHOI MeXCoKeTyn1ouKoBoii eperopoakoit (AJTAMMZKIT)
— penkuii BpoxaeHHbI mopok cepaua (BITC). Ero yactoTa coctaBisieT, Mo JaHHBIM pa3HbIX
aBTOpOB, 1—3% cpenu BpoXAeHHbIX aHOMaIuii cepaua [1, 2].

JlaHHBIN MOPOK XapaKTepU3yeTcss MHOXKECTBOM MOP(MOJIOrMuecKux mposiBieHuil. B ocHo-
BE 9TOU MaTOJOTUU JIEXKUT OTCYTCTBME BhIXoJa U3 Mpasoro xenynouka (I12XK) u obecneueHue
JIETOYHOTO KPOBOTOKA 3a CUET (DYHKIIMOHUPYIOIIETO OTKPBITOTO apTepuaIbHOro MpoTOKa
(OAI). IMopok coueTaeTcs ¢ pa3IMYHON CTENEHbIO BIPAXKEHHOCTU aHATOMUYECKHX U3MEHe-
Huii [T2K u TpexctBopuaToro kianaHa (TK) — ot pe3koii runomiaszuu no awnatauuu [12K. Ot
MPaBUIBHOU OLIEHKHU MPaBbIX OTAEJOB CEpAlla 3aBUCUT yCIIeX WU Heyaaya OMBEHTPUKYJISIP-
Hoit koppekiuu. [To nTaHHBIM MHOTUX UcceqoBaTeneit, nuameTp KoJibla TK npsimo Koppesu-
pyet ¢ pasamepamu I12K [1, 3]. Ha noonepalinoHHOM 3Tarne BakHO JMAarHOCTUPOBATh HAJIMUKeE
UHOYHIUOYISIPHON UM MEMOPAHO3HOM aTpe3nu, cTeHo3a wiu aunatauuu TK, a Takke rnaro-
JIOTUYECKUX MU3MEHEHUIT KOpOHapHbIX apTepuil. [Topok TpebyeT Xupypruyeckoro JieYeHusl B
nepBble IHU XU3HU. [TaBHO 3agauyeii paHHUX Na/UTMaTUBHBIX BMEILIATEIbCTB SIBJISIETCS yCTpa-
HEeHMe TMITOKCEMUH U 00ecTieYeHHE JIETOUYHOTO KPOBOTOKA, HE 3aBUCSILETO OT (hyHKIIMOHUPO-
BaHust OAIL. Ycrpanenue ooctpykiuu I12K v cozgaHne aHTerpagHoro JEro4HOro KpoOBOTOKa
CMOCOOCTBYET POCTY CTPYKTYP IMPaBbIX OTACJOB cepAla. XUpPypruuyeckoe JeuyeHue Mmpu dToi
aHOMaJIMK COTIPOBOXKIAETCS BhICOKOM JieTalbHOCThI0. PazMepsl 1 Mopdosorus [12K, pazmepst
u dyukiusg TK, Hanuuue win OTCyTCTBUE MPABOXETYA0UYKOBO-3aBUCUMOI KOPOHAPHOI LIUP-
KYJISIUUAU SBJISIIOTCS (haKTOpaMU, ONPEesIONIMMU MePCIEKTUBbI XUPYPIUUECKOTrO JIEUECHUS.
ITpu GUBEHTPUKYISIPHON KOPPEKIIUU, TOMUMO TPAHCIYJIbMOHAIBbHOI BAJIbBYJIOTOMUU, C 90-X
TOJIOB MPOIIOTO CTOJIETUS C YCTIEXOM CTajla UCTI0JIb30BaThCsl UHTEPBEHIIMOHHAs KaTeTepu3a-
LIMS C 9HAOBACKYJISIPHBIM OTKPBITUEM aHTETPATHOTO KPOBOTOKA B JIETOUHYIO apTEPUIO.

Iens padoThl — OMpPEeIUTh IX0KapArorpacdhuIecKrue KPUTEpUU yCIEeITHOTO NCcXoaa Ou-
BEHTpUKYJsipHOI Koppekuuu ¢ AJTAMMKIT y HOBOpoXKIeHHbIX.
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Marepuan u Metoabl. Hamu mpoaHaiM3upoBaH OIbIT JieueHUs 47 yCreuHo Mpoorepupo-
BaHHbIX nauueHToB ¢ AJTAMMIKII 3a nepuoj ¢ ceHTs16pst 2003 o nekadpb 2013 p. v onpeneie-
Hbl aHATOMUYECKNE KPUTEPUM [IJIs1 MPOTHO3UPOBAHUS YCTIEITHOM OMBEHTPUKYJISIPHOIK KOPPEK-
uuu. BeceM netsiM ObUTM BBIMTOJTHEHBI YJIBTPAa3ByKOBOE U aHTMOrpaduyeckoe UCCieq0BaHus.
Oxokapauorpaduueckue (9xoKI') nccaegoBanus ObUIM MPOBEAECHBI Ha annapaTtax Sonos 5500,
7500 u 1E-33 dupmsi Philips. [Tpu OxoKTI' B anvkanbHO 4-KaMepHOI MO3UIIMU B KOHIIE T1AaC-
TOJIbI OTIPEeNE/IsIN AUHY JieBoro xeaynouka (JIZK) u T12K, auamMeTpbl MUTpaJIbHOTO KjlaraHa
(MK) u TK, mimpuHy cpeaHeit mopumu XeJayaouKoB Hal aTpPUOBEHTPUKYJISIPHBIMU KJlariaHa-
mu. [To KopoTkoit ocu Bo 2 1 3 MexXpeOdepbe U3MEPSIIU IMaMeTp JIETOYHOM apTepuHu, Mo AJIUH-
HOU MmapacTepHaIbHOI MO3ULIMS 110 4 MeXpeOephlo OLIEHUBAIM a0pTalbHbIN KianaH. Coriac-
Ho Bull u de Leval ¢ coaBropamu, I12K Mopdo10ruuecku COCTOUT U3 Tpex yacTeid (MpUTOYHOIM,
MBbILIEYHOU, UHOYHAUOYISIPHO ), MbI BBIACSIN 2 TUTIA aTPE3UU — MEMOPAHO3HYIO 1 MbIILIEY-
Hy10 [2]. Metonom DxoKI 6bu1M 3amoao3peHbl aHOMaJIuKi KopoHapHbIX apTtepuii (KA), KoTo-
pble MOATBEPKAEHbBI AaHTUOTPaUUECKHU.

W3 47 neteit cooTHOIIIEHUE NEBOYKM,/ MUK cocTaBwio 24/23. Bee maliMeHThI ¢ quar-
Ho3oM AJTAMMKII nocTtynanu B KIIMHUKY 1 OB TPOONEPUPOBaHbI B BO3pacTe oT 1 yaca 10
14 nHeit (mequana (1 kBapTwib; 3 kBapTuib) — 2 (1; 5,25) nHeit), macca Tena coctasisiia ot 2100
104600 r (B cpennem 3387,8+477,61).

Hcnonb3oBajcs mokaszaTesib Z-score TPEXCTBOPUYATOro KjaraHa Mo Homorpammam. Ero
BBIUUCJISIIM KaK OTHOIIIEHKWE pa3HULIbI U3MepeHHoro auametrpa TK u cpeqHero HopMaabHOTo
IraMeTpa o HoMorpamMe K CTaHIapTHOMY OTKJIOHEHUIO OT cpeaHero nuamerpa TK, paccun-
TaHHOTO Ha riolaab tena [4]. OxoKI-noka3arenu onpeneasyiuch B 2 rpymmnax NalueHTOB B
3aBUCUMOCTHU OT pe3yJibTaToB jieueHus: | rpynmna — 34 mauueHTa, KOTOPbIM MpoBeneHa OMBeH-
TpukyasspHas koppekius (BBK), Il rpynna — 13 mauueHToB, mepeHecnX MoayTopa- WiK ofl-
HOXeJyI0YKOBYIO KOppeKiinio. BceM aeTsM ObLia BbITTOTHEHA KaTeTepu3alus MoJaoCcTei cep-
1. /{151 3TOro nucnoJib3oBajgach peHTTeH-aHrnorpaduyeckas yctaHoBKa “Axiom Artis” hupmbl
“Siemens”.

¥ nereit | rpymmei co cpentum Z-score TK - 0,68 nmosocts 12K nMena HeGObIIIYIO CTENIEHb
runoruiazuu. [TpaBeiit xenynodyex 6611 chopmupoBaH U3 3 yacteit y 30 maliueHTOB, Uy 4 OTCyT-
cTBOBasa TpabekynsapHas yactb [12K. I'maBHoii Lenbio BBK sBnserca nekommnpeccust 12K 1 obec-
MevyeHre aHTerpaJHoOro KpoBOTOKa, YTO B AajibHEIIeM criocoOCTBYET pocTy Kamepbl TT2K.

Y nauuenTos I1 rpynnel ¢ ymepenHoit runomiasueit [12K cpennuii Z-score 661 -3,7. TTK
ObLJT TUMOIJIa3UPOBaH, COCTOsT U3 1 niu 2 yacreit, BoixoaHoi TpakT [12K orcyTcTBOBany S ue-
JIOBEK U MpeacTaBieH MeMOpaHoit y 7 neteil. IM Obl1a BeIMOIHEHA TIpolienypa PamkuHaa u
MEePBUYHO HAJIOXXEH CUCTEMHO-JIETOYHbBII aHACTOMO3, 3aTEM TpearnoJiaraiach reMoIuHaMUyec-
Kasi KOpPEKIIUS MO OJHO- UJIU MOJyTOpaxeayroukoBomy mytu. [TannenTtam 11 rpymmsl ¢ numu-
HyTuBHBIM [T2K 1 BbIpaxkeHHoi1 runoruiazueit Kojblia TK, ¢ mpaBoxeny104KoBO-3aBUCUMbIM
KOPOHAPHBIM KPOBOTOKOM ILJTAHWPOBAJICS OAHOXKETYIOYKOBBII MYyTh KOPPEKIIMU.

Bce nauueHTs! mostyyany UHGY3UIO MPOCTArIaHAMHOB 10, BO BpEMSI U MOC/Ie XUpPypruyec-
KOW U KaTETEPHON MHTEPBEHLIUU.

JlaHHbIe 0L 00pabOTaHbI C MOMOIIIbIO cTaTUcTUYecKoro maketa IBM SPSS Statistics 21.0.
ITpoBepka Ha HOPMaAJIBLHOCTb MPOBOAMIACH C MOMoIIbIo TecTa KosMmoropoBa-CmupHoBa. st
JIAHHBIX, PACIIPEACIEHHBIX 0 HOPMAJTbHOMY 3aKOHY, PACCUMTHIBAJICH MTAPAMETPbI CPETHETO
3HAYEHUS U CTAHIAPTHOTO OTKJIOHEHUS, U1 CPaBHEHUSI ObLT UCITOIb30BaH t-kputepuit CTbio-
neHTa. 1 [aHHBIX, pacipeneeHHbIX M0 3aKOHY, OTIMYHOMY OT HOPMaJbHOTO, PACCUUThIBA-
JINCh MEUAaHbI, KBAPTUIU, MUHUMYM U MAaKCUMYM, a JUIs1 CDaBHEHUS IBYX TPYTIIT ObLT UCTIOIb-
30BaH KpuTepuii MaHHa- YUTHU.
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Pe3synbTaThl M 00CyKIeHHE. Y HOBOPOXKICHHBIX ITPU TIEPBOM BMEIIIATEILCTBE HE OBLIIO 3HA-
YUTETHLHON pa3HUILIBI B BO3PACTE U TUArHO3e.

JIByx>kemymoukoBbIit KpoBoTOK (I rpyrima) 6b11 BoccTaHoBieH y 34 (72,3%) neteii B Bo3pa-
cre ot | no 14 nHeii (MenaunaHa (1 kBapTuib; 3 KBapTuiib) — 2 (1; 5) nHeit) ¢ maccoii Teaa ot 2400
r 10 4600 r (cpeansst macca 3461, 89+£474,21 r).

II rpynima HacuutsiBana 13 (27,7%) HOBOpOXAEHHBIX B Bo3pacTe ot 1 1o 11 nHeit (menua-
Ha (1 kBapTuib; 3 kBapTuib) — 2 (1,5; 7,5) nHeit), maccatena — ot 2100 r 1o 3700 r, B cpeaHeM
3176,92+437,86 r. I1pu KareTepu3aLiy MPaBOXETYI0YKOBO-3aBUCUMBbIIA KOPOHAPHBIA KPO-
BOTOK B I'pyTIIie BBDKMBIIMX ObUT MTOATBEPXIeH Y | manueHTa U GUCTYJIBI BCTPETWIIUCH Y 2
JIeTe.

Tabauya 1
XapakTepucTHKA MANMEHTOB B rPyNnax

INokazaTtenun I rpynima 11 rpynna p
M/ 23/34 16/18 7/6 0,747
Bospacr (1H1)" 2 (1;5) [1;14] 2(1,5;7,5) [1;11] 0,797
Bec (1) 3461,89+474,21 3176,92+437,86 0,064
Iponomx-cts 8 OUT (aun)” 10 (6; 5) [2;17] 15(9,5;5) [3;35] 0,049
WBJI, nponomx-cTh (THU)" 1(0; 4,25) [1;17] 5(0,5; 8) [1;100] 0,015™
MUMETHKH, TPONOJIK-CTh (THU)" 0(0;5) [0; 7,5] 7(3,5;5)[0; 11,5] 0,044™
IK ¢ucr. - 2 -
ITK3KK - 1 -

* Menuana (1 KBapTuJ/ib;3 KBAapTWIb) [MUHUMYM; MAKCUMYM |
** PazHuua 3HauuMa Ha ypoHe p=0,05

BrisiBiI€HO, UTO YeM MEHbIIIE BO3PACT U BEC IeTeil, TeM 60Jiee ObLIN BbIpaXKeHbI KITMHUYEC-
KMe nposiBeHus ropoka (tabj. 1). [TauueHts! | rpynnel, ¢ HeOosblIol runomniaasueit I12K,
MeHbIlle Haxonuarch Ha MBJI, HyXnaiuch B MeHbIMX 103aX (2—3 MKT/KT/MWH) U BpeMEeHU
MPUMEHEHMSI CUMITAaTOMUMETUKOB. [1J1 onpeneneHust MOpGhOIOTUYECKUX KPUTEPUEB MPOTHO-
3upoBaHus xupypruueckoro jgedeHusst AJTAVUMMZKII 66111 u3MepeHbl COOTHOLIEHUST AUaMeT-
poB MutpanbHoro u TK, cootHomeHnus aiuH I[12K k JIZK 1 ipaMeTpoB KeayaoukoB, Z-score
TK, nuameTpsl kjanaHa JierouHoit aptepuu (JIA) u aopranbHoro kiamnaHa (AK), Z-score kia-
naHa JIA. B rpynmnax orMeyvanach 3HauMTeabHas padHuua (tada. 2) [5].

MHorue aBTopbl oaTBepxKaaloT, uto npu AJTAMMIKIT BbicoKa BEpOSITHOCTH CO3AaHUS
JIBYXXKEJTyTOUKOBOTO KPOBOOOPAIIEHUS MPU HATUIUN MOPdoiornyecku chopMUPOBAHHOTO U3
3-xyacreit [T2K (mpuUTOUYHBII, BHIBOAHOW U UHOYHAUOYISIPHBIA OTIE/bI) U OTCYTCTBUM aHOMA-
JIN1 KOpOHapHBIX apTepuii |3, 2]. M3 Bcex 47 manmeHToB y 34 (72,3%) B pesyabTaTe XUpypru-
YECKOro JIEYeHUsI JOCTUTHYTa HOpMasibHas ABYXKETYAOUKOBas remonvHamuka. B I rpymmne
MalXeHTOB MEePBUYHO YCTAHOBJIEHUE OUBEHTPUKYISIPHOTO KPOBOTOKA METOMOM OaslIOHHON
BaJIbBYJIOTUTACTUKH C YCTIEXOM ObII0 TOCTUTHYTO Y 29 (61,7%) n xupypruyeckum —y 5 (10,6%).
Bo II rpynne Bcem nmaireHTaM BBIMIOJIHEHO XUPYPTUYECKOe BMEIIATETbCTBO — FeMOJUHAMMU -
yeckasi Koppekius. CoriacHO HallluM UCCJIeIOBAaHUSIM, YCTAHOBJIEHBI aHATOMUYECKUE KPUTe-
puu 1uist otoopa 60abpHBIX Ha BBK.
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Tabauya 2
Dxokapauorpaduyeckre napaMeTpbl B rpynmnax

INokazaTenn I rpynima I rpynna p
TK guamerp (Mm) " 11 (10;13) [8; 28] 7 (3,5; 10) [3; 24] <0,001™
Z-score TK' 20,8 (-1,55; 0,3) 23,2(-5,15;-1,05) <0,001"
[-3,1;3,4] [-8; 3,1]

TK/ MK’ 91,7 (78,05; 105) [50; 250] | 62 (42,5;72.5) [21;200] | <0,001°
ITX wmna (Mm) 17,9+10,6 13,249,4 <0,001™
CooTHOIIIeHUE IJINH 80,2 (66,5; 87,8) [51,6; 133] | 67 (57,7;70,8) [32,4; 134] 0,002"
UK /K

K nuamerp” 13 (12; 15) [10; 22] 12 (10; 14) [7; 19] 0,036"
COOTHOLIIEHNE TNaMETPOB 79 (72,15; 93,35) 69,9 (64,3; 81,9) [45;110] | 0,004™
K /JK [3;24]

* Menuana (1 KBapTUJib;3 KBAPTWIb) [MUHUMYM; MAKCUMYM |

** PazHuua 3HauuMa Ha ypoHe p=0,05

1. Ipu cooTHomeHuu auameTpoB [TK/JI2K >0,72 BepoITHOCTb yCTIETHON OUBEHTPUKYJISIP-
HOIi KoppekLuu coctabiser 84,6% (n=40).

2. Ipu cootHomeHuu auameTpos [TK/JI2K <0,72 v pmun TT2K/J12K <0,81 GuBeHTpUKYJIsspHast
KOPPEKIMS HEBO3MOXHA.

3. Ipu cootHomenuu auameTpoB [12K/JIK <0,72 u coorHomenue aymH [12K/JI2K >0,81 Be-
POSITHOCTB yCIiexa ABYXKeyIOUKOBOI KOppeKLIMK coctannseT 75% (n=35).

W3 13 gereii 11 rpynmst 3 (6,4%) MMEIOT MOIYTOPAXeETYI04KOBOE KPOBOOOPALLEHHUE, OCTA-
JbHBIM 10 (21,3%) BbIMOJTHEHA OTHOXKETYI0YKOBast KOPPEKIIMS. Y OOTbHBIX C COOTHOILIEHUEM
JUaMETPOB XKeJTya10ouKoB MeHble 0,72 u cooTHoueHueM ux inH MeHblie 0,81 bBP 6bu1a Hey-
crnemHa. B cirygae cooTHOIIeHUS IIMH XeryaoukoB ooubiie 0,81 ycriex BBP Bepositeny 75%
neteit. Ecii cooTHOIIEHME TMaMeTpOB XKeTy104KoB Oosbiiie (0,72, TBYyxXKeJTyT109KoBasi KOppeK-
LSt BO3MOXHa y 84,6% HoBopoxaeHHBIX ¢ AJTAMMXKITI.

CoBepllIeHCTBOBaHUE METOIA YJIbTPA3ByKOBOI IMAarHOCTUKU, MTOSIBJICHNE HOBBIX TEXHOJIO-
TUii TI03BOJISIIOT BHOBb BEPHYTHCS K BOMPOCAM IMAarHOCTUKU cloXHBIX BIIC, HO Ha HOBOM,
0oJiee BLICOKOM YPOBHE, OCHOBBIBasICh Ha onbiTe, HakoruieHHoM B HITMIIJIKK u HUCCX
M. H.M. AmMocoa HAMH. TouHas KoimuecTBeHHasl U KaUeCTBEHHAas OLIeHKa MpaBbIX OTIe-
JIOB cep/lia MO3BOJIIET BBIOpaTh MpaBUIbHYIO TaKTUKY JeueHust AJTAVMMKIT u cHu3uth puck
OIepaTMBHOTO BMEIIATEIbCTBA.

BoiBoapl

1. Ons muiaHupoBaHus nyteit xupyprudyeckoit koppekuuu AJITAMMZKIT Heo6xoauMo yYuThI-
BaTh yJbTPa3BYKOBbIE KPUTEPUN, KOTOPbIE BKIIOUYAIOT U3MEPEHUE IIMH U AuameTpoB JIK
u 12K 1 X COOTHOILIEHUIA.

2. Omnepaiiueit BbIOOpa 1711 OUBEHTPUKYJISIPHOM KOPPEKLIMU Y HOBOPOXKIEeHHbIX ¢ ATTANMMKIT
SIBJISIETCS OAJIJIOHHAS BajbBYJIOIUIacTUKaA. Meron addektuBeH y 72,3% (n=34) aereii.
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Exoxkapniorpacgiuni kpurepii ycnimmnoi 6iBeHTpUKY/ISIpHOT KopeKii aTpe3ii
JieTeHeBOil aprepii 3 IHTAKTHOI0 MiIZKIILTYHOYKOBOIO NEPEropoaKoio

Boiiko O.I1., Pynenko H.M., Ky3bmenko 10.J1., Josramok A.A., Makcumenko A.B., Emens .M.

AJIAIMILIT — pinkicna BBC, sika xapakTepu3yeThbcsi pi3HOMaHITHICTIO MOp(doJIoriyHUX MposiBiB. Baga
CYMPOBOJIXKYETHCS BACOKOIO CMEPTHICTIO Ta MOTpeOye JIiKyBaHHS B IEPIi IHi KUTTS. Y CTaTTi 3alPOINOHO-
BaHO AJITOPUTM JOOTEPALIIITHOT 1iarHOCTUKY aHOMaJTi1, Ha MiICTaBi IKOTO PO3pO0JIEHO MOKA3aHHS J10 Pi3HUX
TUMiB KOPEKIIii (JIBOILLTYHOYKOBOI, MiBTOPAUTYHOUKOBO1, OTHOLITYHOUKOBO1) Ta BU3HAUY€HA BipOTiIHICTh
YCHIUIHOTO JIIKyBaHHS NP Pi3HUX aHATOMIYHUX BapiaHTaXx.

KiouoBi ciioBa: ampesis neeenesoi apmepii, 060uAyHOUK06a, NIBMOPAUAYHOUK08A, OOHOULAYHOUKOBA KO-
DeKUis.

Echocardiographic Criteria of Successful Biventricular Repair of Pulmonary
Atresia with Intact Ventricular Septum

Boyko O., Rudenko N., Kuzmenko J., Dovgaliuk A., Maksymenko A., Yemets I.

Pulmonary atresia with intact ventricular septum (PA-IVS) is a rare congenital heart disease, which is
characterized by a number of morphological manifestations. The disease results in high mortality and requires
treatment in the first days of life. In the article an algorithm for preoperative diagnosis of the disease is described
on the basis of which surgical judgment about different types of surgical corrections (biventricular, one and
halfventricle, single ventricle) is made and there is a certain probability of successful treatment in different
anatomical cases.

Key words: ampesia necenesoi apmepii, deéouriynoukosa, niemopauiiyHouk08a, 00HOUWAYHOUK08d KOPEKUis.
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