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PE3IOME BpoxaEHHble NOpOKKM cepala 0CTaloTCs OAHOM U3 Hanbonee pacnpoCTpaHEHHbIX aHOMaNWi pasBUTHUS.

CoBpeMeHHas MeAWLMHA AOCTUINA 3HAYUTENbHbIX YCNEX0B B AMArHOCTMKE M IEYEHNUM JaHHbIX 3360-
NeBaHWiA, 0AHAKO NOPOKM MO-MpeXHeMyY NpeaCcTaBNSIOT CepbE3HYL0 NpobaeMy A1 [eTCKOW Kapanono-
rMu. EDMHCTBEHHDIV Xenyaodek cepaua OTHOCUTCH K PeAKUM U YHUKaNbHbIM BPOXAEHHBIM NMOPOKaM.
EctecTBeHHOE pa3BuTHe 3ab60neBaHMs HeONaronpusTHO: OKOMO ABYX TpeTei NauueHToB NornbatoT B
nepBbIi O, XM3HU M3-3a THXKENOM NEFOYHON r’MNepTeH3MM, HapacTaloLen cepae4yHON HeA0CTaTOuHOC-
T, BbIPQKEHHOM MMMNOKCEMUM 1 aPUTMUIA.
B naHHOI cTaTbe MpeacTaBneHO KAMHMYECKOe HabnioAeHne naumMeHTa C MpeHaTanbHO AMarHoCTMpO-
BaHHbIM COYETAHHbIM MOPOKOM CepALa B BUAE PYHKLMOHANbHO €AMHCTBEHHOrO NIEBOTO XeNyno4Ka
(JX) c aTpe3ueit TpUKYCNUAANbHOIO KnamnaHa, runonaasueit npaBoro xenyaoyka (c obpasoBaHueM
«BbINMYCKHMKa»), 6€3 CTeHO3a NErOYHOM apTepun 1 HannuneM fedeKkToB MexnpencepaHon 1 MexoKeny-
no4koBoWi neperopopok. C Lenbio cTabunmnsaunm cocTosiHUs HOBOPOXXAEHHOIO MO UCTEYEHUU NEPBOTO
MecsLa XM3HK BblNo caenaHo onepaTMBHOE BMELIATENbCTBO B BUAE CYXXMBAaHWUS CTBONA NIEFOYHON ap-
Tepuun. B Bo3pacTe 6 MecsLes NpoBeAeHO onepaTMBHOE BMELLATENbCTBO MO OPMMPOBAHMIO ABYHar-
paBlIeHHOrO KaBOMY/IbMOHAILHOMO aHacToMo3a. CpeAHss NPOAOMKUTENBHOCTb XXM3HM 3TOM KaTeropum
NaLMeHTOB MpW ecTeCTBEHHOM TeYeHUM NopoKa CoCTaBnseT He 6onee 5-6 neT, npuyem B NepBsbIii rof,
OT NPOrpeccMpoBaHUS CEPLEYHOM HEAOCTAaTOYHOCTM U TMMOKCUM YMUPatoT 6onee 75% 60NbHbIX M MULLb
okono 20% poXuBaKOT A0 25 neT. T NOPOKM NpeLCcTaBNSIOT 0COOY0 CNOXKHOCTb ANS KapAMoXupyp-
MK, MOCKOMbKY X PaAMKanbHas KOppeKLuMs aHaTOMMYeCKn HEBO3MOXHA. B CBA3M C 3TUM BbINOMHSAOT
MO3TanHOe XMPYpPruyeckoe NIeYeHne — reMoANHaMUYECKYI0 KOppeKLuio. Xupypruyeckoe hopmM1MpoBa-
HWe ABYHaNpaBJIEHHOrO KaBOMy/bMOHAIbHOTO aHACTOMO3a CTAHOBMTCS KCMacaTeNbHbIM KpYroM» Ans
naumMeHToB C eanHcTBeHHbIM JDK. CnepyeT oTMeTUTDb, YTO B HacTosiLLEee BPeMS AaHHOE OornepaTMBHOE
BMeLLaTeNbCTBO NPOBOAST B MaKCUManbHO PaHHWE BO3PACTHbIE CPOKM, MOCKObKY XPOHMYECKas apTe-
puanbHas rMnoKceMms Bbi3bIBAET HEOOPaTUMble U3MEHEHWS BO BCEX OpPraHax U CUCTEMAX.
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KoHdnukT nHTepecos ABTOpbI 3a59BNSKOT 06 OTCYTCTBUM KOHMANKTA UHTEPECOB

BnaropapHocTb, puHaHCMpoBaHMe MccnenoBaHue He MMeeT CMOHCOPCKOM NOAAEPKKM

BAJIK — 6osnbliiast aopTo-a€rouHas KoiaTepasib T30 — TpoM60IMOOIMUECKIE OCTOKHEHNST

BIIB — BepxHs4 1os1ast BeHa V31U — ynbTpa3ByKOBOe UCCIeI0BaHMe

BIIC — BpoXZEHHbIE TOPOKY CepALa @OLICCX — denepanbHblii LEHTP CepAEUYHO-COCYAUCTOM
JKITA — nByHanpasIeHHbI}i KaBaIlyJIbMOHAIbHBI aHaCTOMO3 XUPYyprum

EXC — enmMHCTBeHHBbIN Xkelyqouek cepala IIHC — ueHTpanbHas HepBHas cucTeMa

JDK  — /1eBbIit JXeTyouek 9x0KI' — axokapauorpadms

ITDK  — mpaBblii Jkenymouek
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BBEALEHUE

Bpoxnénnble nmopoku cepzaua (BIIC) mo-mpexxHemy
SIBJISIIOTCSI  BaYKHOM MeIMKO-COLMATbHONM IPO6IeMOii.
HecmoTpst Ha XOpomIo OTpabGOTaHHbIe MeXaHM3MbI JMa-
THOCTMKYM U JIe4YeHMs], B TOM 4MC/Ie Ha aHTeHaTaIbHOM
JTare pasBUTHUS IUIOJA, 3afauM CBOEBPEMEHHOI IocTa-
HOBKM IMarHo3a, Tepanuu B 60pp0oe 3a XK13Hb pebEHKA He
TepsitoT akTyanbHOCTH [1]. OcHOBHbIMMU IpyuyHamu BIIC
y IeTeit SIBISIIOTCS XpOMOCOMHbIe HapymieHus (5%), MyTa-
LMY eVHUYHBIX TeHOB (2—3%), BHelIHMe (GaKTOphI B BUIE
anKkoronsMa, BUPYCHBIX, TORCH-uHGbeKIU BO BpeMmsi
6epeMeHHOCTM U MpuéMa OTpeeEHHbIX MeIMKaMEHTOB
(1-2%), a TakKe IMOJUTE€HHOE MY/IbTU(MAKTOPHOE Hacie-
IOBaHMe, Ha KOTOPOe MPUXOOUTCS IOJaBIsioliee 6Ob-
LIMHCTBO c1y4aeB — okoso 90% [2]. PacmpocTpaHEHHOCTD
BIIC BO Bcex cTpaHax Mupa, B TOM uncie B Poccuu, Bapb-
upyet oT 2,4 no 14,2 cnyyasa Ha 1000 HOBOPOXKIEHHBIX.
B cTpyKType CMepTHOCTM OT BPOXAEHHBIX aHOMaIUM
Ha [0/ CepAevyHO-COCYIUCTBIX IOPOKOB MPUXOIUTCS
TIOYTY ITOJI0BMHA ci1yvaeB (47%, wnn 12,2 Ha 10 000 xxuBo-
poxxnéHHbIX) [2]. [lokasaTeny neTaabHOCTY NPU LAHHOM
MaTOJMIOTUM OCTAIOTCSl 3HAUUTENbHbIMU. OmHaKo 6raro-
Jlapsi COBpeMeHHbIM MeTOHaM [IMarHOCTUKU U JIeYeHUSs
85% Takux MalMeHTOB JOCTUTAaIOT B3POCJIOr0 BO3pacTa.
IanHas rpyrina aHoMasauii pa3BuTus obumpHasi. Yactora
BCTPEUaeMOCTM Pa3/JIMYHBbIX MTOPOKOB B JETCKOI MOMYJIsi-
MM CWIJIbHO BapbupyeT. Ocob6oe 3HaUeHMe MproGpeTaoT
MOPOKM, OT/INYAKIIMECS CJIOXKHO reMOAMHAMMKOM, 1i1a-
HO30M U TpeOylollye ONMepaTMBHOTO BMEIIATETbCTBA B
KpaTyuajiine Cpokyu rnocjue poxxnenus [3]. CBoeBpeMeHHas
JIMarHOCTMKA M BepHas TepaneBTHUUYecKasl TaKTUKa oIpe-
JeJISIIOT BbDKMBAeMOCTh TainyueHTa. K Takum mopokam
OTHOCUTCS eAMHCTBeHHbI kenymouek cepaia (EXKC). EXXC
BCcTpeuaeTcs: ¢ vactoroii 0,13 cayuas Ha 1000 HOBOPOXK-
IEHHBIX, UTO cocTaBiseT 2,5% ot Bcex BIIC u 5,5% cpenn
kputnuecknux BIIC [2]. Be3 xupypruueckoro jgeyeHus: 10
75% TaKMX MalXeHTOB MOTrM6al0T B TeUeHKe MepBoro roja
sku3HU. Hamboree pacnpocTpaHEHHOV aHATOMMUUYECKOi
(¢bopmMoii maHHOV TATONOTUM SIBJISIETCSI IBYIPUTOYHBIN
neBbllt xenygouek (JDK) ¢ TpaHcmosuuyeil MarucTpanb-
HBIX apTepuii, KOTAa aopTa OTXOOUT OT IIPABOrO >Kemy-
mouka (IDK) [3]. EcrecTBeHHOe TeuyeHMe IIOpPOKa MMeeT
KpajiHe He6GIarompMsITHBIN MPOTHO3: 6e3 OIepaTUuBHOTO
JIeueHus] Ha MEePBOM TOMY JKM3HU YMUPAIOT Gosee MOJo-
BUHBI JleTell, a K JeCSTUJIeTHeMYy BO3pacTy JIeTaTbHOCTD
mocturaetr 90% [4]. EnMHCTBEHHBIN >Kemygouyek — 3TO
Lesiasi TPyIma MOPOKOB PasBUTUS CepAla, BKIKOUYAIOIAS
pasHble BapMaHTbl CTPYKTYPHBIX aHOMajuii cepiua u
MarucTpaabHbIX COCYHOB. [JaHHYI0 aHOMAaJIMIO Pa3BUTUS
OTHOCSIT K KPUTUYECKUM AYKTYC-He3aBUCUMMbBIM ITOPOKaM
CpefHeli CTeNeHM TSDKeCTH, AJIsI KOTOPBIX XapaKTepHO
oboraiieHyne Majoro Kpyra KpoBoo6pamienus [4]. B gjaH-
HOJ1 CTaTbe pacCMaTpUBAETCs cydaii egMHCTBeHHOro JDK
C aTpe3ueii TPUKYCOUAAIbHOTO KjallaHa, IMIIOIuIasueit
IDK (c o6pa3oBaHMeM «BBIITyCKHNUKA»), 6e3 cTeHO3a JIErou-
HOJ1 apTepuu U HanuumeMm JedekToB MeXIIpeacepaHOi 1
MEXKeTyI0YKOBOI Teperoponok. lanHas ¢opma mopo-
Ka BCTpedvaeTcsl NJOBOIbHO penko, B 1 crydae Ha 10 ThIC.
HOBODOXAEHHBIX, ¥ TpebyeT MpOBeAeHUs] psna TMauin-
ATUBHBIX onepaunﬁ[, HaIlpaBJIEHHbIX Ha KOMII€HCalIMIO
TUIIOKCEMMM ¥ PA3rpy3Ky JIETOUHOTO KPOBOOOpAIeHMsI.
Anatomuueckue ocobenHoctu EXKC mpuBOZST K BbIpa-
SKEHHBIM TeMOAVHAMUYeCKUM MU3MeHEeHUSIM: TPOUCXOOUT
CcMellleHVie BEHO3HOI (HEeOKCUTeHMPOBAHHON) U apre-
pMaNbHOM (OKCUT€HMPOBAHHOW) KPOBM, UTO HEMU36EXK-
HO BbI3bIBAeT CUCTEMHYIO I'MIIOKCeMMIO [5]. B ycmoBusx
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pPaBHOTrO JIETOUHOTO M CUCTEMHOIO KPOBOTOKA YPOBEHb
HaChILeHNMsI KPOBYU KUCIOPOLOM JOCTUTAeT AuIlib 75-80%.
VBenuueHue JErOUHON mepdys3suy CIoco6CTBYET POCTY
CUCTEeMHO OKCUTeHaluu. bamaHc KpoBOTOKA B MaJioM U
GOJIBIIIOM KPyTax KPOBOOGPAIIEHMSI OIPeesieTcsl COOT-
HOLLIeHVeM COCYAVCTBIX COIIPOTUBIIeHNI [6]. Upe3MepHBbIi
JIETOUHBI KPOBOTOK BbI3bIBAET OBICTPYIO 0OBbEMHYIO TTepe-
IPY3Ky €AVMHCTBEHHOTO JKeJlylouKa, IIPOBOLMUPYST Pa3BU-
THe CepHeYHOl HeJOCTATOYHOCTU IO 3aCTOHOMY TUITY.
TO CBSI3aHO C HECTTOCOGHOCTDBIO €IMHCTBEHHOI JKeTyI0u-
KOBOJ1 KaMepbl aieKBaTHO CIIPABJISITbCSI C TTOBBIIIEHHON
06BEMHOI HArpy3Koii [2, 7].

V nauueHTtoB c¢ EXXC Hab6momaeTcss xapaKTepHbIi
CUMIITOMOKOMILIEKC, BK/IIOUAIONIMII MPU3HAKU Cepheu-
HOV HEeJOCTAaTOYHOCTY — OJBIIIKY, LIMAaHO3, TaXUKaPAUIO,
KOMITEHCATOPHBIN 3PUTPOLIUTO3, & TaKKe CKIOHHOCTb K
TPOMOOTUUECKMM OCTAOKHeHUsIM [2]. Taske mocie mpo-
BelleHVsI MHOTO3TAlHbIX XUPYPrU4Yeckux BMeIIaTesIbCTB
JIUIIb eIVHUIBI GONbHBIX TOCTUTAIOT 3PENoro BO3pacra.
OCHOBHBIMM TIPUUYMHAMU CMEPTEeNIbHbIX UCXOHOB CIyKaT
MPOTpeccUpymoIasl cepaeyHas HeJOCTaTOYHOCTh, TSKE-
Jible HapylleHus PUTMa CepAala M cyyay BHe3aIHo
cepaeuHoii cmeptu. [IporHo3 maieHTa BCelesio 3aBUCUT
OT CBOEBPEMEHHOCTM U BO3MOXXHOCTEI OIepaTMBHOIO
neyeHud [7].

Emié ogHoM BaskHO TPO6IEMOii COBpEMEHHO Teay-
arpum SIBNSIOTCS coueTaHue BIIC ¢ aHOManusIMu pasBu-
TUS IPYTUX OPTaHOB U OGYCIOBJE€HHAs JTaHHOI MaTONO-
reit KOMOPOUIHOCTD. B MTepaType ornmcaHbl COYeTaHUS
BIIC c mopokaMu aHOPEKTaJIbHOI 06/1aCTH, ITOYEK ¥ MOYe-
BBIIENUTENbHBIX MyTel, Tumyca. CoueTaHHble TOPOKU
cepAalia U MOUeBbIAeIUTeNbHO CUCTeMbl MOTYT BCTpe-
YaThCsI KaK M30JIMPOBAHHO, TAK U B COCTaBE TeHETUYECKUX
cungpomos (Mapdana, Anaxuns, Veemapka). Yactora
TaK1X KOMOMHAIVI BapbUpPyeT, M B IETCKOM TOMY/ISIINA
cocraBisieT oT 4,5 mo 22,4% cpenu Bcex aHOMasIUii pas-
Butus [8, 9]. CouetaHus yka3aHHBIX HapylLIeHUI MOTYT
OBITh Pa3HBIMU: B CTPYKType MOPOKOB PasBUTUSI IMOYEK
BCTPEYAIOTCS KaK «MSTKME» aHOMaJIMM pa3BUTUST (pOTa-
uusl, yOBOEHMeE), TaK U CepbE3Hble, YTPoKaIoIIye KU3HU
pe6éHka (6uaaTepasibHasl areHesust). B omuchiBaeMOM
nanee xayHu4yeckoM ciaydae BIIC couerancss ¢ mOpOKOM
pasBUTUS TIOUeK (TTOSICHUYHO-TIOB3AO0IIHONM AMCTOMNMe
1IpaBoil MOYKY, yIBOEHMEM ¥ poTalyeil IpaBoii MOYKM).
CoueTaHMe aHOMAaJINI Pa3BUTHUS CEPJIIA U MTOYEK HEPEIKO
OCTOXKHSIeTCsT GOPMUPOBAHMEM KapAMOPEHATbHOTO CUH-
IpoMa (KOHTMHYYMa), KOTOPBIV XapaKTepu3yeTcsi KOMOP-
6UOHONM AMCYHKIME OpraHoB, CO3/1aBasl IPeAIIOChUIKA
JUISI TIpOTpeccupoBaHmsi 3a60/1eBaHNit U 3aTPYIHSIS TAKTH-
KY BeJleHUsI TaKUX MalleHTOB.

Oxokapauorpadus (3xoKI) — oCHOBHOI MeToq, aua-
THOCTUKM CePIEUHO-COCYAMUCTHIX 3a60IeBaHMI, TPUMEHN -
Mblif B JII060M Bo3pacTe. OqHaKO OIleHKa COKPATUTETbHOI
¥ HaCOCHO# PyHKIMM cepalia ¢ momoinbio dxoKI' satpym-
HeHa Mpu u3MeHeHUM GOPMbI Kamep cepAia, 0CO6eHHO B
cryyae anomanuy TDK. [laHHbIE CTOSKHOCTY 0GYCIOBJIEHbBI
aHaTOMMUUYECKMMU OCOOGEHHOCTSIMM: B oTanume ot JDK,
uMeroniero uiconauyo Gopmy, IDK coctout ns tpéx
OTHENOB (MTPUTOYHOTO, TPAGEKYISIPHOTO M OTTOYHOTO) U
cokpaiaercs nHaue [10, 11].

Emé Gonpliye TPYOIHOCTM BO3HMKAKOT IPU IOIBITKE
oueHuTh GyHkuuo EXC. HecranmapTHas reoMeTpus,
BapMaTMBHOCTh aHATOMUM U OCOGEHHOCTM COKpaIleHMs
TPe6YIOT MIpMMeHeHNs MarHUTHO-Pe30HaHCHOI TOMOTrpa-
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bun, MyIBTUCIIMPATBHOV KOMITBIOTEPHOI TOMOTpabunn
Y IPYTUX MHBa3MBHBIX METO/IOB OLIEHKM [2].

Xupypruueckoe neuenne EXXC ocyujecTsisiercs B ABa
aTamna C Lenbl0 KOppeKUuuyu reMOAMHAMUYeCKUX Hapylie-
HMii. Ha nmpepornepaiioHHOM 3Talie K/IK4deBoe 3HaueHle
MMeeT MeAVKaMeHTO3Hasl Tepamnusl MpoCTarIaHOMHAMMU
E1 pnsa noppepskaHusl OTKPBITOTO apTepuaaibHOIO MPOTO-
Ka. [lepBoe omnepaTuBHOE BMeEIIATEIbCTBO 3aK/I0YAETCs
B CO3[aHMM [ BYHalpaBJeHHOIO KaBalyJIbMOHAJIbHOIO
aHactomo3sa (JIKITA), 4To TI03BOJISIET YMEHBIIUTL 00BEM-
Hyl0 Harpy3ky Ha EJKC 3a C4€T 4aCcTMYHOro IIyHTUPOBa-
HMSI BEHO3HOJ KpOBM B JIEroyHOe pywio. Ha BTopom srare
BBINOJHSIOT TOTaJIbHOE KaBallyJIbMOHAJIbHOE COefMHe-
Hue (omepauust PoHTeHA), IPU KOTOPOM BCS CUCTEM-
Hasl BEHO3Hasl KPOBb HAIIpaBJISIeTCS] HEMOCPeICTBEHHO B
JIETKMe, MUHYS CepAeuHble KaMepbl, YTO 00ecrieunBaeT
3 dekTuBHYIO OKCHUreHanuo KpoBu [12, 13].

Knnunyeckoe HabOmeHne

[esoyka A., pogunacb OT 3-i GepeMeHHOCTH, nepBbIX
npexaeBpeMeHHbIX poaoB. MepBas 6epeMeHHOCTb — Hepas-
BMBaloLLAACs, NpepBaHa B 5-6 Henenb. Bropas 6epemeHHOCTb
3aKOHYMNIACh BbIKMABILEM Ha TOM Xe cpoke. B TeueHue Bcei
3-i4 bepeMeHHOCTM OTMeYanach yrpo3a eé npepbiBaHus BBUAY
HannMumsa apTepuanbHOM TMNepPTEH3UKU C TSXKENON Npesknamn-
CUelt M recTallMOHHOIO caxapHoro auaberta.

B pamkax ckpuHuHra 6epemeHHoi Ha 18-i1 Hepene rec-
TaLMOHHOIO CpoKa Mpu NpoBefeHUN YNbTPA3BYKOBOIO Mccne-
posanua (Y3W) nnopa 6bin BbisBneH BINC B Buae atpesuu
TPWKYCMMAANBHOrO KnanaHa 6e3 cTteHo3a NEroYHon apTepun.
Ha cpoke 19-20 Henenb rectaumm bepemeHHas 6bina npo-
KOHcynbTMpoBaHa B DIBY «®depnepanbHblii LEHTp cepaey-
HO-cocyaucToi xupyprums M3 PO Actpaxanu (DLICCX), rae
[MarHo3 611 NOATBEPXKAEH.

B coBpemMeHHOlM MeauuMHe npeHaTanbHas [AMArHOCTU-
Ka WrpaeT KJIYEeBYK pO/b B OMpeaeneHun TakTUKM Bepe-
HUS BGepeMeHHOCTM, MOCKONbKY MO3BONSIeT BOBpeMs 0OHa-
pyxuBatb natonornn. Cpenu MeTOO0B BHYTPUYTPOGHOrO
BbISIBNEHMS NOPOKOB cepaua nnogda IxoKIl cymtaetcs Hanbo-
nee 3pdekTMBHON. OCHOBHBIM CTaHAApTOM ocTaétcs 2D-Y3U,
KOTOpOe coyeTaeT BbICOKYH WHPOPMATMBHOCTb, Besonac-
HOCTb M 0Oe3bonesHeHHOCTb. [ns aHanu3a remMoauHaMuKu
npu IxoKI NpUMEHSOT MMNYNbCHYIO M LBETOBYIO AOMMIEPO-
rpaduio. MpeHaTanbHas AMArHOCTMKA TaKMX MATONOMMM, KaK
CMHAPOM TUMOMNNa3unmK NeBbIX OTAEN0B CepALa, TpaHCNo3nLuus
MarucTpanbHbIX apTepuit 1 KoapKTaLlus aopTbl cnocobcTByeT
CHWXXEHWIO MOCTHATaNbHOW NleTanbHOCTM M 3aboneBaeMocTy.
KomnnekcHoe obcnenoBaHMe MOBbLIWIAET TOYHOCTb AMATHOC-
TMKK 8o 98%.

B Hawem cnyyae koMnnekc cepaeyHbiX aHOManui 6bin
[IMarHOCTMPOBaH Ha 3Tane MNpeHaTaNbHOro CKPUHWUPOBAHMS,
4TO [ano BO3MOXHOCTb MHGOPMMPOBATL CEMbID O NMPOrHO3e
pa3BuTus pebérka. OnHaKo XeHLWumHa caenana Bbi6op B Nosb-
3y COXpaHeHMs BepeMeHHOCTH.

Popopaspelenune xeHwmHbl 6bi10 NpOBELEHO MO Meau-
LUMHCKMM TMOKa3aHuaM (TskEnas cTeneHb npeskaamncum)
Ha cpoke 32 Hepenu. [yTéM onepauun kecapeBa CeyYeHus
usBne4yéH pebéHok Becom 1560 r, poctom 41 cm. Mocne
pOXAEHUS AEBOYKA B THKENOM COCTOsSIHMM Obina nepesefe-
Ha B OTAeNeHMe aHecTe3MoNorMu-peaHMmaumMmM Ha anmapat
HEeWHBA3MBHOM WMCKYCCTBEHHOM BEHTUAAUMKM NErkux c SPAP
C AMarHo3oMm: «BpoxpaéHHbIM nopok cepaua. Atpesus Tpu-
KyCnMAanbHOro KnanaHa. EAMHCTBEHHBIN NeBbli enynoyek.
[ledekT MexokenyaoukoBOi neperopoaku. AHeBpU3Ma Mex-
npeacepaHoln Neperopofku C MHOXECTBEHHbIMU HepecTpuK-
TMBHbIMU dedekTaMu. OCNOXHEHUS, Bbl3BaHHblE OCHOBHbIM
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3aboneBaHueM: CepaeyHas HeAQOCTAaTOYHOCTb 2A cTeneHwm.
ApTepuanbHas rmnokcemMus.

ConytcrBytowme 3aboneBaHuns: [lepuHaTanbHOE TUMOK-
CUYECKM-ULLEMUYECKOE MOPAXEHME LEHTPANbHOW HEpPBHOM
cuctembl (LHC), cnHaopoM yrHeTeHus. HesaBepluéHHbIM Bac-
KynoreHes ceT4yaTkM obomx rnas. YoBoeHue MpaBoi MOYKM.
Jlérkas nuenosktasusa cneea. HepoHoweHHOCTb — 32 Hepe-
nny». TSKeCTb cocTosiHMS Bblna 0b6ycnoBneHa pecnupaTopHbIM
ANCTPEeCC-CMHAPOMOM U AblXaTeNbHOM HEeAO0CTaTOYHOCTbIO
2-i cTeneHn. PebEHKY npoBOAMAM peCcnMpaTOPHYO U Kapau-
OTOHMYECKY0 Noaaepxky. MNyTém TenemeanLUMHCKON KOHCY b~
Tauumn pebeHok npokoHcynsTMpoBaH B PLICCX AcTtpaxaHu.
Bbbino pekoMeHAOBaHO HabnwAeHWe U pelleHue BOMpoca O
BO3MOXHOCTU MNPOBELEHUS OMNepaTMBHOrO BMeLIATeNbCTBA
Mo UCTEYEHUM NEPBOr0 MeCcsLa XM3HM, YTO U OblNo cAenaHo
01.07.2020 roga. MannuatmeHoe onepaTMBHOE nevYeHne Hb110
CBefeHO K CY>XMBAHMIO CTBONA NEroYHoM aptepuun. Ha Tpetui
[leHb MocneonepaLMoHHOro nepuoaa B NpaBoM npeacepamm
BbISIB/IEHO A0MNONHUTENIbHOE 06pa3oBaHue, pacLeHeHHOe Kak
KaTeTep-acCoUMUPOBaHHbIM TpoMbo3. B panbHeiwem npwu
NpoBeAEeHUN KOHTPONbHbIX IxoKI-nccnemoBaHuin AMHAMMKK
MO OTHOLUEHWIO K pa3MepaM U MeCTOHAXOXAEHUI0 TpoMba He
0TMeYanoch.

Ha 43-u cyTkM Xu3HM cocTosHMe pebEHka no3Bosu-
no ocyulectBuTb ero nepesof B BY3 M3 AO «OOKB um.
H.H. Cunuwesoi» Ha dhoHe KapAMOTOHWYECKOW MOAAEPNKKM.
Cneumnannctammn OLICCX gaHbl pekoMeHAALMK No ceaytoLLe-
My 3Tany Xupypruyeckow koppekumun (Hanoxenue [OKIA) B
BO3pacTe 6 Mecsues. BoinncaHa ¢ aMarHosom: «BpoxxaéHHbiv
Nnopok cepaua. ATpe3usi TpUKYCNUAANbHOrO KjanaHa.
EonHctBenHbin JDK. Jedekt MexkenynoykoBoW nepero-
poaku. AHeBpu3Ma MexnpeacepaHO Neperopofku C MHO-
YKECTBEHHbIMU HEpeCTPUKTUBHbIMK HOedekTamu. CepaeuHas
HepoCTaTOYHOCTb 2A cTeneHw. ApTepuanbHas TUMNOKCEMMUS.
Onepauna 01.07.2020 ropa: cy>xMBaHue CTBOMA NErOYHOM
aptepun. Tpomb603 nNpasoro npeacepams (kKatetep-accoLMmpo-
BaHHbIM) ot 03.07.2020 roga. ConyTcTBytolimMe 3aboneBaHuUs:
MepuHaTanbHOe TMMNOKCUYECKU-ULIEMUYECKOE TMOpaXeHne
UHC, cuHopoM yrHeteHus. MpepeTMHoONaTMs HeQOHOLEHHbIX
(He3aBepLIEHHbIM BacKynoreHes CeTYaTKM). YABoeHue npa-
BOWM MOYKM, MMEN03KTa3mnsa cnesa. MHbekuns MoyeBbIX nyTen.
MaxoBas rpbika cnpasa. AHeMUS NErkon creneHu, aedbuumnt-
Hasl, CMellaHHoro reHesa». B gekabpe 2020 roga pe6EHOK,
6ynyun B Bo3pacTe 6 MecsLeB, MOCTYMUA HA NAaHOBOE Nieye-
Hue B @OIBY «®LCCX» M3 PO Actpaxanu. poeeaeHo one-
paTMBHOE BMewaTenbscTso no dopmuposanuio [KIA, nocne
yero feBoyka Obina BbiMMCaHa Ha ambynaTopHoe nedyeHue u
NS NPOAO/MKEHNUS €€ HAbNAEHUS AeTCKMM KapAMOI0roM U
y4acTkoBbiM neguatpom B 6Y3 M3 AO «[ITI N2 5». Ha npots-
YXEHUU paHHEero BO3pacTa AEeBOYKY PerynsipHO KOHCYNbTUPO-
Banu cneumanuctol [6Y3 AO «O6nacTHOM KapAMONOrnyeckui
amcnancep» U OIBY «PLICCX» M3 PO ActpaxaHu.

B Bo3pacte 3 net n 2 MecsaueB y pebéHka Bnepsble Obin
oTMeyeH 0bMopouHbii npuctyn. C xanobamu Ha ObICTpyto
YTOMNIIEMOCTb, LIMaHO3 MLA U KOHEYHOCTeW oHa Bbina roc-
nUTann3MpoBaHa B neguaTpuyeckoe otaeneHne N2 1 [BY3
M3 AO «OKB M. H.H. CunuwieBoit», a 3aTeM nepeBeseHa Ha
cTaumoHapHoe neyvenmne B OIBY «OLUCCX» M3 PO ActpaxaHu.
B ycnosusax ctaumoHapa npoBeAeHa KOMMbOTEPHask TOMOT-
padus opraHoB rpyaHO KNeTKu, Mo AaHHbIM KOTOPOW OTMe-
YeHbl CefyllMe aHOManuMu: atpesus TPUKYCMUAANbHOro
KnanaHa, eanHcTBeHHbIV JIK (MK npencraBneH BbiMyCKHUKOM
AN NEroyHoW aptepum — Ha 3ToM ypoBHe 1,1 cMm), nedekT
MEXKEeNyLo4YKoBOM neperopogkn 1,2 cm, mexnpencepLHon
neperopogku; uccevyeHa [L06aBOYHAS NIEBOCTOPOHHSS Bep-
XHAg nonas BeHa (BIlB), ApeHupylowasncs B KOPOHApHbIN
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cuHyc (amametp 0,46 cm). OT Manoi NonyoKpy>KHOCTU aopThl
Ha ypOBHEe NEeBOM MOAK/YUYHOM apTepuW BbISIBEHA OAM-
HoyHas 6onblias aopTonéroyHas konnatepanb (BAJIK) ana-
meTpom 0,2 cM, OT KOTOPOM MAYT BETBM K MPAaBOMY U 1€BOMY
nérkomy. B xope uccnepoBaHus otmeveHo dopMupoBaHue
[OKMA no pe3ynbtataM onepaTMBHOrO NevyeHns B Aekabpe
2020 ropa. AHacTOMO3 MpPOXOAUM, ero AMaMeTp COCTaBnseT
1,0 cm. lNpoBeneHo 30HOMPOBaHME KaMep cCepAua — HOp-
MalnbHble JaBfeHue B NIErOYHOM apTepumn u obliee neroyHoe
conpoTtusneHue. JaHHoe 06MOpPOYHOE COCTOSIHME pacCLEHEHO
Kak cuHKonanbHoe. [locne HempoaomKUTENbHOrO nepuona
HabnoaeHNs B KNMHMKe pebEHOK Obin BbIMMCAH M NepenaH B
Y4acCTKOBYIO nenumatpuueckyto cnyxby. [lo 4-netHero Bospacta
MOBTOPHbIX 0OMOPOYHbIX COCTOSIHUIA He Habnaanock.

B Bo3pacte 4 net M 2 MecaueB BbINOAHEH CleLYHLWMMA
3Tan OMepaTMBHOIO JleYeHUs — npoBefeHa 3Mbonusaums
nmetowmxca bAJTK.

B HacTosee Bpems B Bo3pacTe 4 neT u 9 MecsaueB AeBoY-
Ka Becut 13 kr, MeeT pocT 96 CM, MHAEKC Maccbl Tena paBeH
14,1 kr/m2.

B ncuxomotopHOM nnaHe pe6EHOK pasBWT MO BO3pacTy:
XOAWUT CaMOCTOATENIbHO HA KOPOTKME PACCTOSHWS, OfHaKO
6bIcTpo ycTaéT. C10BapHbIN 3anac M ypoBeHb 0OLWMX 3HAHWM
B npepfenax BO3pacCTHbIX KoMneTeHUuMH. Peub c pedekTom
B MpOM3HOWeEHUN. [CMXOIMOLMOHANbHBIA (DOH HECKONbKO
CHWxeH. [leBoyka AOCTYyNHa KOHTAKTY, 33laHUS BbIMOJHSET C
MHTEpecoM, HO ObICTPO MCTOLLAETCS, CTAHOBMUTCS Kanpu3Has,
pasfpaxuTenbHas, Ha OCMOTp pearnpyeT u3bupaTtenbHo, K
YY)KUM OTHOCUTCS HACTOPOXEHHO.

Y pe6€HKa 0TMeYaeTcs HU3KMIA ypoBeHb caTypaumu (Sp0,
65-75%) Ha hoHe OTHOCUTENBbHO CTaBUNbHOM reMOAUHAMUKM
(4acToTa cepaeyHbix cokpalyeHuii 101 ya./MuH, aptepuanbHoe
nasneHune 104/61 MM pT.CT., 4acTOTa AbIXaTENbHbIX ABUXKEHUN
24 /MuH). KoxXHbIi MOKPOB MMeeT 6iefHY0 0KPAaCKy C yMepeH-
HbIM AMDDY3HBIM LIUAHO30M, KOTOPbIN YCUIMBAETCS NPY Nave,
®U3MYEeCKOM M NCUMXO3IMOLMOHANbHOM Harpyske. Buaumbie
CM3UCTbIE LMAHOTMYHO-PO30BOrO LBeTa. Pusnyeckoe passu-
TUe HU3KOe, rapMOHMYHOe. Typrop TKaHewl CHUXKEH, MOAKOXHO-
XMPOBOM CNOW PasBWUT HeYOOBNETBOPUTENbHO, pacrnpenenéH
HepaBHOMEPHO: CHMXKEH Ha KOHEYHOCTaX, B obnactu nepe-
[Hel OpIOLWHOM CTEHKU U YMEPEeHHbIN Ha nuue. MbllleyHbli
TOHYC paBHOMEpHO CHWxeH. MiMeeTca aedopmaums nanbLes
pyk B Buae «bapabaHHbIX Manoyek» W HOITEBbIX Miac-
TMH B BMAE «4acoBbix CTEKoM». O6nacTb cepaua BM3yasnbHO
M3MEHEeHa, YMepeHHO BbibyxaeT, rpyanHa aedopMMpoBaHa
nocneonepaumMoHHbiM pybuom 6e3 Mpu3HaKoB BOCMANEHMS.
MepkyTOpHO rpaHuLbl cepala yMepeHHo paclunpeHsbl. [pasas
rpaHuLa onpenenseTcs no NpaBoi NapacTepHanbHOM UHUK,
BEPXHSS — Ha YpOBHe 2-ro pebpa, neBas — Ha 2 CM KHapyxu
OT 1eBOM CPeAMHHO-KMIOUYUYHOW NMHUK. TOHbI cepaua Npuray-
LeHbl, pUTMUYHbIE. Boonb neBoro kpas rpyamHbl BbICIYLIK-
BaeTCs Herpybblit cuctonmyeckuin wym. B npouecce ocmotpa
CO CTOPOHbI APYrMX BHYTPEHHWX OPraHOB MaTONOMMYECKMUX
WU3MEHEHWIA HE BbISIBNEHO.

OBCYXIOEHUE

TakuM 06pasoM, IIpeACTaBJIEeHHbI Cay4dail SIpKo
IeMOHCTPUPYeT BO3MOKHOCTU XUPYPIUUECKOil Kop-
pexuuu nuaHotuuyeckux BIIC y neteit. Xupypruueckoe
dbopmuposanme IKITA CTaHOBUTCS «CIacaTeIbHbIM KpYy-
romM» [ nauueHToB ¢ eduHcTBeHHBIM JDK [14]. CrenyeT
OTMETHUTD, YTO B HACTOsIIlee BpeMs JaHHOe OllepaTUBHOE
BMENIATEeNIbCTBO MPOBOIAIT B MaKCUMMajlbHO DPaHHME BO3-
pacTHbIe CPOKM, MTOCKOJIbKY XpOHMYECKasi apTepuaabHast
TUITOKCEMMSI BbI3bIBAET HEOOPATUMbIe M3MEHEHMS BO BCEX
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opraHax u cucremax. dbdextuBHocts IOKIIA y nereit
pPaHHEro BO3pacTa OOBSICHSIETCSI TEM, YTO Y T'OAOBAJIOrO
pebEHKa BEHO3HbIIT BO3Bpar 1o cucreme BIIB cocrasmsier
50-55% oT MMHYTHOTrO 06béMa. OmHaKO K 7 Tomam oSt
BEHO3HOro Bo3Bpara mo BIIB cHikaeTcs g0 35%, 4To
y:Ke HeIOCTaTOYHO [JIs1 afeKBATHOTO KPOBOCHAGKEHUS
JIETKMX [2].

CorlacHO COBPEeMEHHBIM AAHHBIM, TPOMOOIMOOIN-
yeckue ocokHeHMs1 (TAO) ABASIOTCS OHOM 13 OCHOBHBIX
MIPUYMH CMEPTH KakK B paHHEM, TaK U B OTHAJIEHHOM Tepu-
ofle TIoc/ie TeMOAVHAMMUYEeCKOoi Koppekiuu [15]. Ocobyro
TPEBOTY BBI3BIBAIOT CTy4ay TPOMOO30B, BOSHMKAIOIIMX Ha
(oHe mpoBemeHUS MeIMKAMEHTO3HON IPOGUIAKTUKMA.
DTO CBSI3aHO C T€M, UTO IOC/Ie olepalii o UIyHTUPOBa-
HMIO TIPaBbIX OTHAEJIIOB CepAlia 3aMejiseTcs KPOBOTOK, a
TaK)Xe HepeJKo MPUCYTCTBYET BPOKAEHHDIN, B TOM UuCiIe
TeHeTUYeCKy 06YCIOBIeHHbI, TedUIUT GaKTOPOB CBEP-
TBIBAHMUS KPOBU. B couetanmm 31 HakTOpbl 3HAUUTETHHO
YBeIMUMBAKOT pUCK pa3Butus TOO B mocieorepanyioH-
HOM Tiepuoe.

[MarMeHTHI TAKOTO POJA MPECTABISIOT OCOOYIO CJIOXK-
HOCTb ¥ TPe6YIOT TIIATeIbHOTO IMOAX0Ja KaK CO CTOPO-
Hbl KapaMOXUPYProB, KapAMOJIOTOB, IeJMaTpOB, TaK U
ponuTesneii. [I03TOMY GONBIIVMHCTBY AeTei MeIUIIMHCKAS
ITOMOIIb HEeOOXOoAyMa B CKOPOIIOMOIIHOM M HEOTIOX-
HOM pexume, U e€ ciaemyeT IPOBOAUTHL yKe C TepPBbIX
JHeli KM3HM, TaK KaK OT BbIGOpA TaKTMKU JIEUEHUS BO
MHOTOM 3aBUCSIT IMPOAO/IKUTEIBHOCTh M JaJibHeiilee
KavyecTBO KM3HU. B CBSI3M C BBIIIEU3IOKEHHBIM, TIEPBO-
HauyaJbHBIM 3TallOM XMUPYPrUYECKOTO JieueHUsl B ITOM
rpyIilie MmanyeHToB ocTaércst dopmupoBanue JKIIA u
remMoaHaMuueckasi Koppekiusi. C MOMOIIbIO TaHHOM
orepauuy TOCTUTAIOTCS YCIOBUSI CHUKEHMSI apTepuaib-
HOVi TUITOKCEMUM U TIPOUCXOAUT afariTalus Majoro Kpyra
KpOBOOOpaIieHns: K M3MEeHEHHBIM TeMOAVHAMUYECKUM
ycinoBusiM. Kpome TOro, co3maroTcsi MPeroChbUIKY JIJist
rocieaylomero srana — onepaunuy @oHTeHa.

3AKJTIOYEHUE

biiarogapsi JOCTVOKeHUSIM TIpeHaTaabHOM OMAarHOCTU-
KU, YCOBEPIIEHCTBOBAHNIO OTepPaTUBHBIX METOIMUK U pa3-
BUTUIO PeaHMMATOJIOTUU CTAJI0 BO3MOXKHBIM BBITIOTHEHYE
KOPPEeKIMU Pa3IUYHbIX, B TOM YMUCIe KpailHe TSIKETbIX
BPOXXIEHHBIX TTOPOKOB CEP/IIIA Y IeTel IePBbIX JIeT XKU3HMU.
OIHMM 13 TaKUX XUPYPIUUECKUX BMEIIATeTbCTB SIB/ISIETCS
dbopmupoBaHye IBYHAITPABIEHHOIO KaBOITYIbMOHAIbHO-
ro a”HacToMoO3a — [OMOJHUTENbHOTO aHATOMMUYECKOTO
06pa3oBaHus, TO3BOJISIIOIIETO XUTh OOPEYEHHOMY Ha
cMepTb pe6€HKy. CremyloLMM 3TaroM XUPYPTUUYEecKoi
KOpPEeKIMM U ONTUMAaJTbHBIM Na/UIMATUBHBIM pellleHreM
JIJISI TALlIeHTOB C OJHOKEIYyL0YKOBOJ aHaTOMMeli cepaa
CTaHOBUTCS omnepanusi PoHTeHa, YCIexy KOTOPOil CBs3a-
HbI C 6e30ITaCHOCTBIO0 €€ TIPOBENEHNUS U OXugaemoit 30-
JeTHelt BbDKMBAEeMOCTbI0 Gosiee 85% neTeit M XOPOIIMM
(YHKIIMOHATBHBIM CTaTyCOM Y OOJIBIIIMHCTBA Al IeHTOB.

B mpecTaBieHHOM KIVMHUYECKOM HaGMIOIeHUN CBOe-
BpeMeHHasl MarHOCTUKa ¥ KOPPeKLUs IOPOKa O3B0 -
JIV COXPAHUTH KU3Hb PEOEHKY.

Takum 06pa3oM, okasaHue paHHel U 3DPEKTUBHON
HEOTJIOXKHOV CIelMaIu3upOBaHHON TOMOIIM OETSIM C
KPUTUYECKMUMU BPOKAEHHBIMM MMOPOKAMM CEPJIA CTAIo
BO3MOXXHO B HACTOSIIIee BpeMsl IPU CIaKeHHOM B3auMO-
IeViCTBMYM KOMaH/Ibl CIIeIMaaCTOB, BKIOYAIOIel Bpaueit
Y/IbTPa3BYKOBOM AMArHOCTUKM, HEOHATOJIOTOB, JETCKUX
KapAMOXUPYPTOB, IEeTCKUX KapAMOIOTOB U MeIuaTpOB.
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A Rare Congenital Heart Defect in a Child: a Clinical Case
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ABSTRACT Congenital heart defects remain one of the most common developmental anomalies. Modern medicine has made significant progress in the diagnosis
and treatment of these diseases, but malformations are still a serious problem for pediatric cardiology. A single ventricle of the heart is one of the rare and unique
congenital defects. The natural progression of the disease is unfavorable: about two-thirds of the patients die in the first year of life due to severe pulmonary
hypertension, increasing heart failure, severe hypoxemia and arrhythmias.

This article presents a clinical case of a patient with prenatally diagnosed concomitant heart disease in the form of a functionally single left ventricle with
tricuspid valve atresia, right ventricular hypoplasia (with the formation of a graduate’), without pulmonary artery stenosis, the presence of atrial and interventricular
septal defects. In order to stabilize the condition of the newborn after the first month of life, a surgical intervention was performed in the form of narrowing of
the pulmonary artery trunk. At the age of 6 months, a surgical intervention was performed to form a bidirectional cavopulmonary anastomosis. The average life
expectancy of this category of patients in the natural course of the defect is no more than 5-6 years, and in the first year more than 75% of the patients die from
the progression of heart failure and hypoxia, and only about 20% live up to 25 years.

These defects are especially difficult for cardiac surgery, since their radical correction is anatomically impossible. In this regard, a step-by-step surgical treatment
is performed - hemodynamic correction. Surgical formation of a bidirectional cavopulmonary anastomosis becomes a ‘lifeline’ for patients with the single left
ventricle. It should be noted that at present this surgical intervention is carried out at the earliest possible age, since chronic arterial hypoxemia causes irreversible
changes in all organs and systems.

Keywords: congenital heart disease, single left ventricle, child, clinical case
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