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AHHOTa M

BpoxJieHHbIe TIOPOKH Cep/lia SIBSIOTCS OJHOW U3 Haubosiee UacThIX MPUYMH AETCKOH CMEPTHOCTH, UTO Jle/laeT JaHHYHO
npobseMy ocobeHHO aKTyajbHOM W B Halld JHU. B faHHOI cTaTbe IpefcTaB/ieHa XapakTepuUCTHKa TeTpajbl Pamwio —
KOMOMHMPOBAHHOI'O IIOPOKA, XapaKTepU3YIOIerocsi CTEHO30M BbIBOZHOIO TPAKTa IIPABOTO JKEIY[OuKa, JeKTparo3uliyei
aopThl, [edeKTOM MeXUKeMyIouKOBOM Teperopokyd W rureptpodueil CTeHOK IpaBOro >Kely[odka. PaccMOTpeHbI ee
JTHUOJIOTHS, TIaTOTeHe3, BO3MOXKHbIE COIYTCTBYIOLME aHOMa/MH, OCOOEHHOCTH K/IMHHUYECKOHM KapTHHBlI U METOZABI
KOHCEepBaTHBHOIO W XMPYPrUUecKoro jeueHus. [lofuepKuBaeTcss BaKHOCTb CBOEBPEMEHHOM AWarHOCTHKU M MeULMHCKOTO
HaOJTFOZIeHNsT [1/1s1 TIOBBIILIEHUs] BBDKUBA@MOCTH U Y/TyUIlieH|s KaueCTBa KU3HY MaL[eHTOB C IaHHOH MaTo/Iorven.

KiroueBble c10Ba: BPOXK/EHHbIE TIOPOKH, BPOXK/IeHHBbIe TIOPOKM cepua, Tetpasa dPasio, fedeKT MexOKemyIouKoBOH
TIeperopojiKy, orepanys bianok-TayccrHr, XMpypriuyeckoe jeueHue.
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Abstract

Congenital heart disease is one of the most frequent causes of infant mortality, which makes this problem particularly
relevant today. This article presents the characteristics of Fallot's tetralogy, a combined malformation characterized by right
ventricular outflow tract stenosis, aortic dextraposition, interventricular septal defect and right ventricular wall hypertrophy. Its
etiology, pathogenesis, possible concomitant anomalies, features of clinical picture and methods of conservative and surgical
treatment are examined. The importance of timely diagnosis and medical monitoring to increase survival and improve the
quality of life of patients with this pathology is emphasized.

Keywords: congenital malformations, congenital heart defects, Fallot's tetralogy, ventricular septal defect, Blalock-
Taussing operation, surgical treatment.

BBeaenue

Bpoxaennsie miopoku cepata (BIIC) B cpegHem cocTaBisitoT 0 35% OT BCeX BPOXKIEHHBIX aHOMa/lIWi pasBUTUS U
CBSI3aHBI C BLICOKOM MJTafIeHueCKOM CMepTHOCTBIO. YacToTa BCTPeYaeMOCTH JAHHOrO HapyIIeH!s] BHYTPUYTPOOHOTO pa3BUTHS
coctaBnsieT 8-12 ciyyaeB Ha 1000 poguBLIMXCS >XUBBIMU Jeteld [1]. TIpo6remMbl cBOeBpeMeHHOM JUarHOCTHKK BPOXK/I€HHBIX
TIOPOKOB Cep/lia, Tpe/ioNepariiOHHON TTOATOTOBKM M TIPOBEJEHHs CJIOKHOTO XWPYPru4yecKoro jedeHWss W oOecrieueHue
TMOCJIe0TIEPAlIMOHHON peabUMTALMH SIBISIETCS aKTyaIbHOM A/t TIeAUaTpOB 110 BceMy Mupy [2].

Onwmpasch Ha K/IaCCU(UKALMIO BPOXK/IEHHBIX MOPOKOB cepta 1o K. Marder MO)KHO BbIJIeSIUTS /iBe GOJIbIIIME IPYIITIbI:

1) «benoro» THMa- C JieBO-TpaBbIM COPOCOM KPOBW, 0e3 CMeLIMBaHWs apTepHaJbHOW W BEHO3HOM KPOBW, C TO3JHUM
L[1AaHO30M /i 0e3 I[MaHo03a;

2) «CcUHero» TUMa- C TPaBO-JIeBbIM COPOCOM KDPOBH, CO CMEIIMBAaHWEM apTepUaJbHONM U BEHO3HOW KPOBH, C PaHHUM
LMaHO30M M apTepHhaJbHON FUIOKCeMUEH.

Tempada Panno (TP) siBasieTcs: caMbIM PacHpOCTPaHEHHBIM BPOJK/I€HHBIM ITOPOKOM cepgria cuHero tura. Cpegu Bcex
BIIC uactoTa BcTpeuaemMocTu coctasisieT 7-10%. Yaiije xapakrepHa /st ManbuvkoB [3]. [TaHHas matosiorys Obia mofpobHo
omucaHa B 1889 rogy ¢paHIy3CKMM MaToioroaHaToMoM JTbeHOM-JIyn Pasio, o UMeHM KOTOpOro OHa W Oblia Ha3BaHa.
[aHHBI edeKT MOXKET COueTaTbCsi C APYTMMH aHOMA/USIMUA CepJLia U COCYHOB: OTKPBLITBIM OOTa/UIOBLIM (apTepHasbHbIM)
TIPOTOKOM, OTKPBITHIM OBaslbHbIM OKHOM, NPaBOii [yroii aopTh! U TA. [4].
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Teopus pasBUTHA TeTpajbl Panio

T® dopmupyercs Ha 2-8 Hefene 3MOpPUOHANBHOIO Pa3BUTHS, BCJ/IEJCTBHE HapyILLEHUs TeHe3a CepredHO-COCYAUCTOM
cucteMbl. KOHOTPYHKYC («IyKOBULja cep/iia») Ha 5 HeZlene sMOpHroreHe3a 00bIUHO pasziensieTcs: CUpanbHOM IIeperopokoi Ha
[iBa OJMHAKOBBIX 110 pasMepy COCyZa — aOpTy U JIerouHblit cTBos1. Ecsu mporjecc cenapariyiy pOMCXOAWUT HepaBHOMEPHO, TO
ctBosl JIA MoXeT ObITh rumnorna3upoBaH (TyOynsipHbiid THm). [Ipu smbOpuonoruyeckom tune TP creHo3 JIA pa3BuBaeTcs
BC/Ie[JCTBHe CMell[eHUs] KOHYCHOM IIeperopofKu KIepefiyd U ee HM3KUM pacrioniokeHWeM. IIpy Takoil poTaljuM CenThbl B
KOMOWMHALIY C yBe/IMUeHHeM ee POKCUMAa/TbHOTO CerMeHTa pa3BUBaeTCsl TUIepTpodryecKuii Tum tetpagbl ®anio. [pudarHoOi
0OCTPYKIMM BBIBOJHOTO TpPaKTa MPABOrO JKey[ouka TPY MHOTOKOMITOHEHTHOM THUIe SIBJISIeTCS 3HauWTe/bHOe YIJIMHEeHWe
KOHYCHOM TTeperopojku [5].

XapakTepHucTHKa OpoKa

[17151 [aHHOM NaTO/IOTUY XapaKTepHbl UeThIpe KOMITIOHeHTa:

1) ob6cTpyKIMs BRIBOAHOTO OTZAEe/a npaBoro xxenynouka (TDK);

2) nedeKT MexOKenyaoukoBoit neperopogku (JMIKIT);

3) IeKCTPOTO3UIHS aOpTHI;

4) runiepTpodyisi MMOKap/a MpaBoro JKeayJoukKa.

Hecbexm medncorcenydoukoeoil nepecopooku tipy Td moutu Bceraa siB/sieTcs: 60/bIimM (2-4 €M) ¥ CMeILieHHBIM KITepe/iu,
MPOZIO/KAETCS Ha MeMOPaHO3HYH0 06/1aCTh, TTO3TOMY €ro ellle Ha3blBaloT «epuMeMbpaHo3HbiM JJMXKIT», «cybaopTaabHBIM»,
«TI07TpeOeIIKOBbIM». 3a CUeT CBOMX OOJIBIINX PasMepOB OH HEPECTPUKTHUBEH, TO eCTh He INpEMSTCTBYeT TOKYy KPOBU MeXIy
TIpaBbIMU U JIEBBIMU OTJe/laMi Cep/ilja, UTO CO37aeT JlaB/leHHWe B IIPaBOM JKely[ouke, paBHOe JieBOMy (cucreMHoMy). Eciu
JedeKT MaseHbKIIA WK YaCTUUHO MPUKPBIT TKAHBIO TPUKYCIIH/AAIbHOIO KilallaHa, BbICOKA BePOSTHOCTD TIOBBIIIEHUS JlaBleHUs
B IDK BbIllle crcTeMHOro, YTO TIPUBEZET K ero CylleCTBeHHOM rumnepTpoduy U YBeJUUEHHIO pUCKa NP oOrepaljud o ero
koppekiuu. CrereHb 0OCMpyKyuu 8bIBOOHO20 OmMOeand npagozo JiceayOoukd 3aBUCHT OT pa3Mepa KOHYCHOHM IMeperopofKy,
BeICTYyHaroileii B cropoHy orroka u3 IDK. Tak >ke BO3MO)KHO pa3BUTHe HaJK/IallaHHOTO CTeHO3a IIPH CY)KeHUH B
CUHOTYOY/ISIPHOM Tepexofie («MecOouHble Yackl»), BCAEACTBUE CpalleHHsi CBODOOAHOTrO Kpas CTBOPKM KJlaraHa JIero4HOH
apTepuu co cteHkol JIA. TIpy OTCYTCTBHMM COOTBETCTBYIOILIETO JIeUeHHs 3a cueT runepTpoduu IDK ob6CTpyKIMsl CTAaHOBUTCS
Bce Oojiee BhIp@KEHHOH, ycyrybisis Turokcuio y pebetka [6]. Jekcmponosuyus aopmbl — cMelljeHHe BIIPaBO M/IM YaCTHUHOE
OTXOXKJeHHe aopThl OT MPaBOro >KelyAouka. [laHHbIN fedeKT pa3BUBaeTCsl BC/IECTBUE HeJOpa3sBUTHS MPaBOXKETYL0YKOBOTO
KOHyCa, C/lefloBaTe/lbHO, K/alaH JIerOYHOW apTepud [UC/IOLMpYeTCsl K3aJud U KHU3y OTHOCHTEIbHO €ro HOPMAa/bHOIOo
nosioxkenusi. [ToaToMy aopra 3aHUMaeT Oosiee mepefHee MooXKeHWe oTHOcuTenbHO JIA. T'unepmpocbpusi npagoeo dHcenydouka
SIB/ISIETCSI KOMITEHCATOPHBIM MeXaHW3MOM IIpY IIOBBLILIIEHHWH JaBieHus B HeM. [Ipu OTCYTCTBUM JleueHHsI CO BpeMeHeM
npucoearHseTcsl GrUOpo3, yCyryOsomuii 1UacTOMMYeCKYIO JUCHYHKLHIO.

JluazHocmuka TIOpoKa TMPOBOJUTCSI C TIOMOIIBIO0 3XOKapAuorpadrueckoro MCCief0BaHus. [/ MPUHSTHS B3BeLIEHHOTO
PELLeHUsT O TTPOBe/IeHUs] XUPYPriyecKoro BMeIaTe/IbCTBa, CPOKaX BHIMOHEHUsI ONepalid U BbIOOpa KOHKPETHOW MEeTOJUKU
KODpeKLIUM HeoOXO[MMO TIpOBeJileHHe aHrhokapauorpaduy. OTO WHBAa3WBHAas IpOLiefypa, KOTOpas BBINOJIHAETCS C
NpuMeHeHWeM o00lero Hapko3a B CIElMaJM3UPOBaHHOM KapIMOXHPYPruueckoM CTalyoHape. Ecin ¢ momolbo
aHrvoKapzuorpadry HeBO3MOXKHO TIO/IyYMTh OTBETHI Ha BCe BOMNPOCHI MHTEpeCyHoIljie KapAKuo/ora U XUpypra, BbIIO/HSIETCs
KOMITBIOTOPHAst TOMOTpad¥isi Ui MarHUTHOpPe30HaHCHasi ToMorpadusi, YToObI AeTabHO BHU3yalU3UpOBaTh CTPOEHUE Cepzlia.

Knunuueckast kapmuHa 3aBUCUT OT CTeNeHU OTTOKA KPOBU M3 MPABOro >kenyzouka. Kak Obu1o ckasaHo yxke Boime, JJMOKIT
nipy T® HepeCTPUKTUBHBIM, TO3TOMY TIPU MPOTPeCCHPOBAHKH CTeHOo3a JIA yBenmunBaeTcs cOpoc uepe3 iedeKT MmeperopoiKu
B AOpTY, W, CJle[[0BaTelbHO, YCUJIEHHWe IMaHo3a B TIOKoe. XPOHHUECKOe TedeHHe KHCJIOPOJHOTO TOMOJAHUS MPUBOAWUT K
TIO/IULIUTEMUH, U, KaK ee OCJIOKHeHHe, TPoMO03y MO3roBbIX apTepuil. HabmoaeTcss yTosieHHe HOTTEBBIX (hasiaHT MasblieB
(«bapabaHHble TaIOUYKW»). XapakTepHbl IMAaHOTMUYecKWe NPHUCTYyNbl. CHCTOMMYECKUH IIyM H3THAHUS MAaKCHMasbHO
BBICJ/IYIIMBAETCS HaZ, JIerOuHOH apTepueil Bo II Mexxpebepbe y j1eBOro Kpasi rpyAuHs!I [7].

Jleuenue

XOTsS yIyuyLIUTh COCTOsiHMEe peOeHKa C TeTpajjoil MOXKHO C TIOMOILBI0 MeJUKaMeHTO3HOW TeparuH, AaHHBIA MeTOf
HEeHaJle)keH, TaK KaK He yCTpaHdeT OCHOBHOM INPUUMHBI KIMHUYECKUX MPOSIBJIEHUM U He MOXKeT CUMTaThCs IMOHOLeHHBIM
JiedeHreM. KoHcepBaTHBHOE JjieueHre MOXKeT OBITh 3TaroM TOATOTOBKH K OIMepaTUBHOMY BMellartenbCTBY. [Ipu T® mokaszaHa
XUpYpruveckasi KOppeKLusi, KoTopas /I0/DKHa ObITh IPOBeJieHa Kak MOXKHO paHblile, s HOPMa/jIbHOTO Pa3BUTHSI OPTaHOB U UX
cucteM. Tak, OTCpoYka ornepanjii MOXKET NMPUBECTH K OTCTaBaHWIO Pa3BUTHSA IUIOLIAAM JIETOYHOM TKaHH, TaK KakK pa3BUTHE
JIETKOTO TIPOZIO/DKAETCs] B TeueHHe I[1ePBbIX HECKONbKUX JIeT JKU3HM. B 3aBUCMMOCTM OT o6beMa BBINOJIHSIEMOTO
BMelllaTe/IbCTBa, [PUHSATO BbIJe/ATh Na/iMaTuBHyo (1 3Tam) U pajukaabHyo (2 3Tam) KoppeKuuto nopoka [8]. PagrkansHas
KODPEeKLMsI [I0POKa 3aK/iouaeT B cebe BOCCO3/aHe HOPMa/IbHOW aHaTOMUY Cepzlia, sBMssiCh PeKOHCTPYKTHUBHOH orepariyeid. B
TO BpeMs Kak IpU IpOBeJeHUH MNa/IMaTUBHOM orepaljyy, Lie/bl0 KOTOpOH sIB/SIeTCSl YMeHblleHHe TSDKeCTH KJIMHWYeCKUX
MIPOSIB/IEHUH W y/IydllleHWe OOILero COCTOSHWS TIaljMeHTa, CO3/aeTcs ellle OAWH JOIMOJHUTENBbHBIA JedeKT — mpsMoe
coolileHre MeXXy KpyramMu KpoBooOpalleHus. BapwaHToM BbibOpa METOAWKH [Jisi TepBOro (Ma/uyIMaTUBHOTO) STama
XUPYPryuyecKoro JieueHus sIB/seTCsl Ha/lo)KeHHe aHacTOMO3a MeXAy MOAKIounuHod apTtepuedd u JIA no basnok-TayccuHr.
HannHasi TexHWKa Oblna ycoBepineHCTBOBaHa je Jlepanem B 1975 rofy, TNpUIyMaBILUM W3rOTOB/IEHHE TIPOTE30B W3
nonurerpadTopatisieHa (I1TD3). IIpenmMyitiecTBOM JaHHOI METOAUKY SIB/ISIETCS] OTCYTCTBHE HEOOXOAMMOCTY TIOJK/IIOUEeHHs K
HCKYCCTBEHHOMY KpoBooOpaijeHuto. Kak rpaBusio, nanidaTiBHast oIlepaliysl BBINOMHsETCsS B Bo3pacTe OT 3 10 6 MecsLes, U
PelKo JeTsaM craplie 3 JieT.

B Haum fHM 00beM XUPYPrudyecKoro BMeLlaTe/lbCTBA OIpeAeNseTcss TSKeCTbI0 COCTOSHHS MaryeHTa. Ecim siBHO
BBID&)KEHbI KJIMHUUECKHE TIPOSIB/IEHUS], UTO TIPUBOJUT K OTCTaBaHUIO peOeHKa B Pa3BUTHH, YaCThIM OZBIIIEUHO-LIMaHOTHYECKUM
MIPUCTYTIaM, TO TaKTUKOW BBIOODA SIBJISIETCS pa3sze/ieHre KOPPeKIMK Ha Ma/UTHaTUBHBIA W PaZIiKaIbHBIN Tarbl C TIPOMEKYTKOM
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B 1-3 roga (oxomo 30% cnyuaeB) [9]. Eciu ke Terpasa Panio MpoTeKaeT C YMEPEHHO BBIPKEHHBIMH K/IMHWUECKUMU
TIPOSIBJIEHUSIMH, TO TIPOBOAUTCS Cpa3y pajfiukaibHasi PEKOHCTPYKLIMSI HOPMabHOW aHaTOMUU Cep/lia.

IMocne mpoBesieHsT YCIeIHON pa/iuKaIbHOM OTepalyy JeTH Majlo OTJIMYAlOTCS OT CBEPCTHUKOB. [lallieHThbl CTaHOBATCS
MPaKTUYEeCKUA 3/I0POBBIMH, PAaCTyT W Pa3BMBAOTCsA COIVIACHO BO3paCTy, MOTYT 3aHUMaTbCsl crioproM. OfHaKo, pa3 B rof
MOKa3aHo NPOBeZieHre 00CieloBaHNe y KapAXO/Iora /sl KOPPEeKLUK MPOBOAMMOr0 MeAWKAaMEHTO3HOTO JIeUeHHUs! U BbISBIEHUS
CKPBITBIX TOC/IEOTIEPAI[IOHHBIX OC/IOKHEHUM (HapyIlleHHsl Cep/IeuHOr0 PUTMa, peKaHa/mu3aus AedeKkra MeXxoKemy0uKOBOr
Meperopo/iK|, CTeHO3 JIETOUHOM apTepyH, HeI0CTaTOYHOCTh KJlaraHa JIerouHoH apTepun). B ciiyuae oOHapy»keHus MPU3HAKOB
OCJIOKHEHUH, TIPUHUMAETCS PeIlieHHe O MPOBeJEeHUH TOBTOPHBIX XUPYPTrUUeCKUX BMEIIaTe/TbLCTB.

3aK/IloueHue

Takum o6pa3om, Terpaga Panno SBASETCS YACTO BCTPEUANOLIMMCS KOMOMHHUDPOBAHHBIM BPOXXEHHBIM TOPOKOM Cep/Lia.
CBoeBpeMeHHbIe [IMAaTHOCTHKA U JiedeHHWe CHOCOOHBI CBeCTM K MHWHHUMYMY KIMHUUECKWe TIPOSIBJIEHUs, a TaKxke
CKODPeKTHPOBaTh BO3MOKHBbIe HeTaTWBHbIe TOCHeACTBUs JaHHOW maronoruu. Oxomo 30% geredt, poxzaeHHbIX C T,
HY)XX[JAIOTCSI B HEOTJIO)KHOW TOMOIIM B TIEpBble MeCSlbl TOCTAe POXKIEHUs, OCTalbHbIM HEOOXOAUMO XUPYPruueckoe
BMeIIaTeTbCTBO B TepBbid Tof >ku3HU [10]. Be3 pazukampHON KOppeKIMU BHYTpPHCepAeuHOW reMmoguHaMuku 50-60%
TIAIeHTOB C IaHHOM T1aTO/IOTHeW yMHUpaloT B Bo3pacTe 7o 1 roza. UTo /oKa3biBaeT Ba)KHOCTb pPaHHEeH JUAarHOCTHKHU TeTpPafibl
®anno y geteil.
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