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AHHOTaNUsA

Bpoxaennsie mopoku cepamna (BIIC) sBustorcs Hambonee paclipoCTpaHEHHBIMH TOPOKAaMHU pa3BHTHA. Y JETeH B CTPYK-
Type Bcex nopokos pazsutus, BIIC Bctpedaercs B 30% ciydaes, u ABISIOTCS OAHOM M3 HanOOJIEe YaCThIX IPUUUH CMEPTH
JieTel paHHero Bo3pacTa, u 5-8% Bcex BIIC cocrasnser Terpana ®anno.

CornmacHo MexnyHapoaHo# kinaccudukaru 6omesnei 10-ro mepecmotpa Beiaensor: Q 21.3 Terpamga Panmo — nedext
MEXOKETYTOUYKOBO IMTEPETOPOIKH CO CTEHO30M arlIi aTpe3nel JIETOUYHOW apTepuH, IEKCTPOIIO3UIIeH aOpTHI U THIepTpodueit
mpaBoro xeryaodka. [lepBeie coobmenns o mopoke mpuHapiesxkat M. Stensen (1673). A.A. Kucexns (1887) BuepBrie ocyte-
CTBWJI TIPIDKM3HEHHYIO THAarHOCTUKY mopoka. @panimysckuit noxtop Eienme-Louis Arthur Fallot (1888) BBen TepmuH «Te-
Tpagay (tetralogy) i KIMHAYECKOTO 0003HAUEHHUS YETHIPEX COCTABIAIONINX «CUHE» Oonesnn. Kmmamka Terpamsr ®ainmo
MOJKET OBITh pa3INYHa, YTO 00YCIOBICHO BAPHAOEIBHOCTHIO TEMOANHAMUYECKIX HAapyIIeHHH. BbIpakeHHOCTh reMOANHAMH-
YECKUX PACCTPONUCTB M TSXKECTh TCUEHHSI TOPOKA B IIEPBYIO OUEPEb ONPEACISIOTCS CTETICHBIO CYKEHHS JIETOYHON apTepuH,
KOTOpPOE MOKET OBITH OT HE3HAUUTEIHHOT'0 CTCHO3UPOBAHUS 10 e¢ moiHoH aTpe3nn. s Terpamsr @anino xapakTepHBI BEICO-
KU OOTBIION JePeKT MEXKKEITyTOIKOBON Ieperopoaky (mepuMeMOpaHo3HBIN cy0aopTaabHBINA) U AEKCTPOIIO3UIIHAS a0PTHI,
TO €CTh CMEIIEHHE yCThs a0OPThI BIIPABO TAK, YTO OHA KaK OBl «CHAWT BEPXOM» Ha MEXOKEIYJIO0YKOBOW MEPETOPOJIKE, a U3
IIPABOTO JKEITyT0OYKA MMEETCSI HEIOCPEICTBEHHBIN BBIXO B TPOCBET A0PTHI.

TakuMm 06pa3oM, B a0OpTy OCTYTAIOT JBa MOTOKA KPOBH — M3 MIPABOT0 JKETyI0UKa (BEHO3HAS) M JICBOTO JKEITyT0uKa (apTe-
puanbHast). YeTBEepTHIH MPU3HAK MOPOKA — THIIEPTPOGHS PABOTO KETYA0UKa, SBISIOIIASCS BTOPUIHBIM KOMIIEHCATOPHBIM
kommoHeHToM. CocrtosiHue pebenka ¢ Terpanoit @amio mporpeccupyeT ¢ KaKIbIM pa3oM 0e3 XHpyprudeckoil KOppeKTH-
poBkH. B Hacrosiee BpeMs MpoCiieKUBAETCSI MUPOBasi TEHACHIMS PAHHETO BBIMOJIHEHUS OIIEPATUBHOTO JiedueHus. JleTckue
KapINOXUPYPTH TOBOPST O HEOOXOANMOCTH BBIIOJIHEHHUS ONIEPALMH B TEUCHNE MIEPBOTO I'oJa )KU3HU. B IIpoBeIeHHOM HaMu
UCCIIEIOBAaHUN XOTHM PACCKa3aTh O BA)KHOCTH JIAHHOH ONepany IMEHHO B MEPBBIA IO KHU3HH.

Kntrouesnie cnosa: oemu, 8posicoennvle nopoku cepoya (BIIC), omxpvimoe osanvroe okno (O0O0), nesoe npedcepoue (JII1),
npagoe npedcepoue (I111), nesviii sxcenyoouex (JIK), meaxrcnpedceponas nepecopooxa (MIIII), omkpvimeiii apmepudivHbiil
npomox (OAII), npassiii srcenyoouex (1K), depexm medxncacenydourosoui nepezopooxu (AMKII), oeghexm mescnpedceponoii
nepezopooku (AMIIII), obwuii apmepuanvusiti cmeon (OAC), obwui omkpuimeiti ampuosenmpuryaapHuii kanair (OOABK),
KOpPUSUPOBAHHAS MPAHCNO3UYUA MacucmpanvHoix cocy0os (KTMC), cunopom eunonnazuu neswvix omoenog cepoya (CIJIC).

BBenenne. Bpoxnennsie mopoku cepana (BIIC) — ato
AQHOMAJINU CTPOGHUS CEepAlla M KPYMHBIX COCYI0B, (hOpMH-
pyromuecs B TeprUoa dYMOPHOHATBFHOTO Pa3BUTHA (IMOpH-
OTIaTHH), B PE3YyJbTATE KOTOPBIX BO3HHUKAIOT HApYIICHUS
TeMOJNHAMHKH, YTO MOJKET MPUBECTH K CEPACYHON HENo-
CTaTOYHOCTH M AUCTPOPUUECKUM H3MEHEHHSIM B TKaHIX
opranm3ma.Yactora BIIC B Poccun cpemn HOBOPOKIEHHBIX
konebnercst B mpeaenax 0,7-1 %. Ilo wactoTte BcTpeuae-
Moctr BIIC 3aHUMAIOT TPeThbe MECTO IOCIE BPOIKICHHBIX
aHOMAaJMH ONOPHO-ABUTATENBHOrO aIllapaTa, LEeHTPaJIbHOI
HEPBHOM CHCTEMBI U COCTaBISIOT okoio 10% Bcex BpOX-
nmeHHbIx anoManmii. Cpemam Bcex BIIC nambornee wacTo
BCTpeUaroT: MeeKT MexOKeIyI0uKoBoi neperopoaku (15-
33%), OTKpBITEIA apTepHaidbHbIH MPOoTOK (6-18%), medekr
MEXIIpeacepaHoi meperopoakn (2,5-16%), koapkTanuio
aopTsl (6-15%), Terpamy Pamio (8-14%), cTeHO3 TETOYHOM
aprepun (6,8-9%), TPaHCHO3ZHUIUIO MAaruCTPAIBHBIX COCY-
108 (5-7 %), cTeHo3 ycThst aopThI (2-7 %), OTKPBITHIN aTpH-
OBEHTPUKYISIPHBIN KaHan (2-6%), oOmmii apTepuanbHbINA
ctBou (1-4%).
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VYV mHuorux gereir ¢ BIIC mMeroT MecTo codeTaHus pas-
JUYHBIX TOPOKOB cepana. [Ipumepno y nereit BIIC couera-
I0TCA C OKCTpaKapAHAIbHBIMUA BPOXXICHHBIMH aHOMATHIMHU
(OTIOpHO-IBUTATENFHOTO ammapara, eHTPaJbHOW HEpBHOM
CHCTEMBI, KEITyJOYHO-KHUIIEYHOTO TPaKTa, MOYETIOJIOBOMH
CHCTEMBI  [Ip.) 1 MHOTOYHCIICHHBIMH CTHTMaMH TU39MOpH-
orenesa [10].

@axTops! pucka pazputus BIIC. [TpuauHbl BOSHUKHO-
BEHHA BPOXKJIEHHBIX MOpokoB cepana (BIIC) mo konma He
SICHBL.

BIIC cranoBsaTcs mpuunHOW He Menee 11% wmuramen-
YeCKHUX CMEpTell, Ha WX JOJI0 MpuXoauTcs okono 50% ot
BCEX CIIy4aeB CMEpPTH, ACCOIMUUPYIOUINXCA C IMOPOKaMHU
pasButna. TexHWUECKHH mporpecc, 3HAUUTEIbHBIC YCIIEXU
KJIIMHUYECKOM MEIMIIMHBI, IPEHATAIbHON U paHHEN MMOCTHA-
TaTbHOW AMATHOCTHKY W KapJAHOXHPYPTHH, BHEAPECHHE Ma-
JIOWHBA3UBHBIX W HHIOBACKYJISIPHBIX TEXHOJIOTHHA W COBEp-
IICHCTBOBAHNE XHPYPTHUH BPOKICHHBIX MOPOKOB paHHETO
BO3pacTa CIOCOOCTBYET €KEroJHOMY TOBBIIICHNIO YUCIICH-
HOCTH OOJBHBIX, KOTOPHIM OBIIa MMPOBEIeHA XUPYPTrUYecKas
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xoppekmust BIIC, Ha 7-12%. MoXHO OXHIaTh, 9TO B CBS-
3W C YIyYIICHHEM IOCICONEePAIMOHHON BBDKHBAEMOCTH U
MTOBBIIIICHIEM KadecTBa W d3()()EKTHBHOCTH peadmiIuTannn
OOJIBHBIX, YHCIIO ACTEH, MEePEeHECIINX KapIUOXHpYyprudie-
CKHE Oomnepanu, Oy/1eT HEyKIOHHO PacTH.

[MorennuanbHO omacHbe A (OPMHUPOBAHUS MATOJIO-
THH CEpJICYHO-COCYAUCTON CHCTEMBI IUIoAa (hakTopel pH-
CKa MHOTOYHCIICHHBI M MOTYT coderaTbcs. K HUM oTHOCAT
BpO’KJCHHBIE U TPHOOPETEHHBIC 3a00IeBaHIs MaTepH (peke
0TIIa) ¥ TIJI0JA, a TAaK)Ke TepaTOTeHHBIE (PaKTOPHI BHEITHEH
Cpempl.

Haunboiee Ba)XHBIMU ABIISIIOTCS HACIEACTBEHHBIE 3a00J1€E-
BaHUS (XPOMOCOMHBIC AaHOMAJIHNH W TEHHBIC MyTalluH), UH-
(exkuroHHBIe, B MEPBYIO OUYEpEIb BUPYCHEIC 3a00JeBaHMUS,
MaTooTHss OOMEHa, TOPMOHAIBHBIC HAapyMICHHS, alIKOTO-
JU3M U TIPHEM HapKOTHYECKHX BEIIECTB, Psi Mpodeccro-
HaJIbHBIX BPEIHOCTEH.

Y HOBOPOXXJCHHBIX, POANBIINXCS )KUBBIMH, YacTOTA I10-
pakeHuil cepaua Mo AaHHBIM MCCIEIOBAHHUN COCTaBIIAET B
cpenuem 8-14 Ha 1000 HOBOPOKICHHBIX U BaphUpPYET B 3a-
BHCHMOCTH OT cTenenu Tspkectu BIIC n ynensHOTO Beca oT-
JETBHBIX HO30JI0THYECKUX (GopM. MIMeeT MecTo TeHaeHINS
K yBeNW4YeHHIO yucia peructpupyemsix BIIC, gTo Bo MHO-
TOM CBSI3aHO C YJIy4YLIEHUEM IpeHaTaJlbHOW U paHHEHN Heo-
HaTanpHOH quarHocTuku BIIC MeTomom sxokapamorpadun.
Kpowme Toro, BeissBsiemocts BIIC 3aBucut oT nHbOpMUpPO-
BAaHHOCTH Bpadeil HEOHATOJOrOB M IEAMATPOB O TPyIHax
pHCKa U IpuHIHIIAX panHel auarnoctuku BIIC, coBeprien-
CTBOBAHUS OPTaHM3AIMOHHBIX ACTIEKTOB MEIUIIMHCKOH MO-
MOIIX JIETSIM ¢ JaHHOW maTtojiorueil. Henp3st Takke UCKIIO-
YUTh U UCTHHHOE yBEIUYEHHE YUCIIA CIydaeB MOPAKCHUN
Cepama Cpear HOBOPOXKICHHBIX B OOIIECH MOIyJIAINH.

W3BecTHO, 9TO Hambomee ySI3BUMBIM I HEOIAarompu-
SITHBIX BO3JEHUCTBUM Ha pa3BUBAIOLIEECS CEpALE SBISIETCS
TIepHoJ co 2-i 10 7-10 Heaemo 0EPeMEHHOCTH — TIEPUOT 3a-
KJIaIKA 1 (POPMUPOBAHHSI OCHOBHBIX CTPYKTYp Cep/la.

VYaenbrbrit Bec Bcex BIIC (¢ ygeTom cirydaeB BHYTpHY-
TpOOHOW CMEPTH TUTOAA M PAHHUX BHIKUABIIICH) CPEIH IO-
poxoB passutus gocturaet 40%. BIIC gacto oOHapykuBa-
I0TCSI IpU THOENN TUI0/Ia HA PAHHUX CPOKaX TeCTalllH, B TO
BpeMsI KaK CiTydan rHOeNy MI04a Ha 3aBEPIIAIONINX CTATUIX
OepeMeHHOCTH damie 00yCIOBICHB XPOMOCOMHOM ITaTOIO-
THEH ¥ TSOHKEITBIMH AaHOMAJIMSIMU Pa3BUTHS.

[TonATHE «KPUTHYECKUI MOPOK CEpAIa» MPHUMEHIETCS
st oboznauerns BIIC, compoBokmaromuxcs pa3BHTHEM
KPUTHYECKUX COCTOSHUI B ONIKaiflme 4achl WINM CYTKH
nociae poxaeHus. CoriacHO peKOMEHIANNsAM psja CIICIH-
anmuctoB, BIIC MoxHO paccMaTpuBaTh KaK KPUTHUICCKHUH B
CiTydae, €CII MOPOK MPUBOJIUT K CMEPTH peOEHKa B OTCYT-
CTBHE XHPYPTUIECKOTO BMENIATEIbCTBA B TEUEHUE ITEPBOTO
rojia *KHU3HH.

Kputnaeckoe cocrosiaue HOoBOpoxaeHHoro ¢ BIIC xa-
pakTepu3yeTcs OCTPHIM ACPHUIMTOM CEpISYHOTO BEIOpOCa,
OBICTPBIM NPOTPECCHPOBAHUEM CEPACUYHON HEIOCTATOYHO-
CTH, KHCIIOPOJHBIM T'OJOJaHWEM TKaHEH C pa3BUTHEM Je-
KOMIICHCHPOBAHHOTO META00IMYECKOT0 aIi103a U HapyIe-
HUEM (YHKIUH KU3HEHHO Ba)XKHBIX OpPraHOB. B ocHOBHOM
kputndeckue coctossaust npu BIIC BO3HMKAIOT B TEpHOT
Tepexoaa OT MPEHATATbHOTO K MOCTHATAILHOMY THITY KpPO-
BooOOpaIeHus, Korma MpekpamaeTcs (yHKIHOHUPOBAaHUE

(eTambHBIX KOMMYHHKAIWH: OTKPBITOTO apTepHAIBLHOTO
npotoka (OAII) u otkpeiToro oBansHOTO OKHa (O0O0).

OTKpBITOE OBAIBHOE OKHO BHYTPUYTPOOHO obecrednBa-
et copoc kposu u3 nmpasoro npencepaus (I111) B meBoe mpen-
cepaue (JIIT) m amekBaTHBIN MPUTOK KPOBH K JIEBOMY JKEITy-
nmouky (JIXK) cepama. ITocme poxxnenuss OOO 3akpsiBaeTcs
MOCPEACTBOM KJIallaHa MEPBUYHON MEXIpeAcepAHOM mepe-
roponku (MIIIT) co croponsr JIII. KpoBoTok wepes OO0
YMEHBIIIACTCS B TEUCHHE MEPBBIX CYTOK (24 4acoB) KU3HU
" K 4-5 gHIO coxXpaHseTcs TONbko ¥ 47% nereit. Bo3amosken
TIePEKPECTHBIN COPOC KPOBU «IUISA Pa3TPy3KM» Mpencepanii
B TIEPHOIC HOBOPOXIEHHOCTH. Tak, Py Iiade Win KopmMIe-
HUH KPaTKOBPEMEHHO BO3HUKAET COPOC CIIpaBa-HAIEBO, YTO
MOJKET TPOSIBIATHCS JIETKUM [HAHO30M. AHATOMHUYECKOE
3akpeiTHe OO0 HabmomaeTcs k 1-2 rogaM Ku3HU.

OTKpHBITHIHN apTepuanbHbIii mpoTok (OAIT) BHYTpIyTpOO-
HO oOecrmeunBaeT KPOBOTOK U3 mpaBoro xemynodka (1K)
B Hucxomiamyo aopty (AO). [lykrambHas TKaHb CTEHKH
MPOTOKA YYBCTBUTEIbHA K MpOCTarjaHIuHaM rpynmsl E n
KHUCIIOPOAY, TOITOMY BHYTpHYTpoOHO mpoxoaumocts OAIT
TOJIICP>KNBACTCS BBICOKOH KOHIIEHTpAIMEH IPOCTarIaH/H-
HOB TUTAIICHTH U HU3KUM NapIHalbHBIM aBICHNEM KHCIIO-
pona (pO2). B Hopme kpoBoTok yepe3 OAII coxpanseTcs B
TEUYEHHE HECKOJIbKUX YaCOB WM JHEH IOCie pOXKACHUS. 3a-
kpertre OAII mpoucxoaut B 2 stama. K 1-2 Mecsmam nmpowc-
XOJWUT TIEpBUYHOE (PYHKIIMOHAIBHOE 3aKPBITHE BCIICICTBHE
COCYZIUCTOTO CIla3Ma, a 3aTeM MPOUCXOJUT OKOHYATEIEHOE
AQHATOMHMYECKOE 3aKPBITUE C ACCTPYKIUEH IHIAOTENHS, TIPO-
mudepanneii 1 CKIepO3UPOBAHUEM.

JlpIxaHue CMeChIO BO3/lyXa C BBICOKOW KOHILIEHTpalueu
kucnopona (O2) BwI3BIBaeT yckopeHHoe 3akpwiTue OAIIL
Tak Kak O2 WHUOUUPYET cma3M, ASHCTBYS Ha pPEreHTOPHI
TJIAAKUX MBIIII, YTO YPEBATO TMOENBI0 peOeHKa MpH TyK-
Tyc-3aBucUMBIX BIIC.

Tepmun «/lykTyc-3aBHUCHIMOE KPOBOOOpAIIEHNEY ITPUMe-
HSIETCSI 47151 0003HAUEHHSI KPOBOOOPAIIEHHSI TP HEKOTOPBIX
TOpPOKax cep/a y HOBOPOXKACHHBIX, KOT/1a OTKPBITHIN apTe-
PHATBHBIN TPOTOK (IYKTYyC) SBISETCS OCHOBHBIM HCTOYHH-
KOM MOCTYIIJICHUS! KPOBH B JIETOYHYIO apTEPUIO UM a0pPTYy.
B 3TuX ciydasx 3akpbITHE IPOTOKA MPUBOANT K 3HAYUTEIb-
HOMY YXYIIICHHIO COCTOSHHS, 4acTO HECOBMECTHMOMY C
*ku3Hb0. [Ipu npyrux maromormsx Hammuame OAIT moxer
yCyryOnsiTh TEMOIUHAMUYECKHE MTPOOIEMBI, OJHAKO HE SB-
asieTcss BegymuM (GakTopoM. B cBsI3M ¢ 3THM ompenensior
MIPUHAAIICKHOCTh TTOPOKA K JTYKTYC-3aBHCHMBIM HIIH TyK-
TyC-HE3aBUCHMBIM aHOMAJIHSIM.

Jyxtyc-3aBucumbie BIIC:

1) C obecrneueHneM Jero4HOTO KpoBoTOKa uepe3 OAITI
(TIOpoK¥M ¢ aTpe3nelt JISTOYHOW apTePHH WA C KPUTHICCKUM
JIETOYHBIM CTEHO30M, TPAHCIIO3UINS MaruCTPalbHBIX apTe-
puii). Copoc xpoBu uepe3 OAII ocymecTBisieTcs cieBa Ha-
paBo (M3 aOPTHI B JIETOYHYIO apTEPHIO);

2) C obecrieueHNEM CUCTEMHOTO KpoBOTOKa depe3 OATI
(mepepsIB TyTH aOpTHI, Pe3Kast KOAPKTAalus aoOpThl, KPUTH-
YECKHUH aopTalbHBIA CTEHO3, CUHAPOM T'MIIOIUIA3UU JIEBOTO
cepnama). Copoc kposu gepe3 OAII ocymecTBaseTCs cripaBa
HaJeBo (M3 JETOYHOH apTepruu B aOPTY).

3) Hyxryc-me3aBucumble BIIC: medexr mexxemymod-
koot meperopoaku (AMIXKII), medext mexmpeacepaHon
neperopoaku (AMIIIT), aHoManbHBIA ApeHaX JETOYHBIX
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BeH, obmuit apTepuanbHbiii ctBo (OAC), 00muit OTKPHI-
THIM aTpuoBeHTpUKYIsIpHEBIH karan (OOABK), koppurupo-
BaHHAs TPAHCIIO3UIUS MarucTpaitbHbIX cocynoB (KTMC) u
T. 1.

Ho 20% neteit ¢ BIIC nMeroT Tak Ha3bIBaeMbIe «KPUTH-
geckne» BIIC meprona HoBopokaeHHOCTH. [IpH 3THX TIO-
poKax cepjma KpoBooOpaIIeHne 1 XU3Hb peOeHKa KECTKO
JIETEPMUHUPOBAHBI ()YHKIIMOHWPOBAHUEM (DETAITBHBIX KOM-
MYHUKAIH: OBAIbHBIM OKHOM, apTepHAIbHBIM HPOTOKOM.
3akpeiTe (peTaNTbHBIX KOMMYHHUKAIWHA, €CTECTBEHHOE IS
MOCTHATAJIBHOTO TEPHOAA, BEJET K CMEPTH TaKuX JETeH B
TEYEHHUE MEPBBIX YACOB MM JHEH )KU3HU.

Hwxe npuBoauTCS MepedeHb OCHOBHBIX MPUYHMH PA3BH-
THS KPUTHIECKOTO COCTOSHUS Y HOBOpokaeHHOTO ¢ BIIC:

1) 3akpertue OAII pu IyKTyCc-3aBHCHMOM KpPOBOOOpa-
IICHUH;

2) Peskas oOcTpykmms KpOBOTOKa (JIETOYHBIA CTEHO3,
AOPTANBHBIN CTEHO3, KOAPKTAMsA AOPTHI, CHHAPOM THIIO-
TTa3UH JIEBOTO CEepIia);

3) HeanmexkBaTHBII BO3BpaT KPOBHU K JIEBOMY cepAmy (To-
TAbHBIA AaHOMAJBHBIM JPEHAX JIETOYHBIX BEH, aTPe3ns Je-
TOYHOW apTEPUM C MHTAKTHOM MEXOIKENyJI0YKOBOM NEpero-
poaKoi);

4) BrIpaskeHHasi TUTIEPBOJIEMHS MaJloTO Kpyra KpOBOO-
Opamenns 1 oObeMHas Teperpys3ka cepamna (oOmmii apre-
pHANBHEI CTBOJ, OONBIION IEPEKT MEXIKETyIOIKOBOH
neperopoaku (JMKII), HeZoCTaTOYHOCTH aTPUOBEHTPUKY-
JSPHBIX KIIATIAaHOB);

5) BeipaxkeHHas apTepuanbHas THITOKCEMUS (TPaHCIIO3H-
UL MAaTACTPANTBHBIX apTEPUIA, aTpe3ns JETOYHOH apTepun);

6) Vmemus wim TUNOKCHS MHOKapnaa (aHOMalbHOE OT-
XO0KJIEHHE JIEBOM KOPOHApPHOI apTepuu OT JETOYHOM apTe-
PHH, TPAHCTIO3UIIHSI MATHCTPAIBHBIX apTepHil).

HexoTtopsle U3 3THX NMPUYUH MOTYT codeTaThest. OqHaKo
MOTYT OBITh U APYTHE MPUUNHBI JUTS TSHKEIIOTO TEUSHHS 110-
poka.

K xputngeckum BIIC otHOCSTCS:

1) CHHIPOM THIIOIUIA3MH JIEBBIX OT/IEIOB CEP/LIA;

2) TPaHCIIO3UIINS A0PTHI U JICTOUYHOH apTepuu;

3) KoapKTamus aopTEl;

4) BEIpaXCHHBIN CTCHO3 WM aTPE3Hs JISTOYHON apTepHH;

5) KpUTHYECKHH CTEHO3 KJIallaHa a0PTHI;

6) TIOJTHBIN AHOMAJBHBINA JPEHAX JIETOYHBIX BEH.

Kmuangeckas xaptuaa BIIC MokeT pe3ko M3MEHSTHCS
Ha TPOTSHKCHWN IMEPBBIX THEW JKU3HU, UYTO TUKTYET HE0O-
XOJUMOCTh TIOBTOPHOTO TIIATEJBHOTO OCMOTpa peOEHKa
Tepes BBITUCKOW M3 POAMIBHOTO J0Ma, AaKe HECMOTPS Ha
TO, 9TO TIPU NIEPBUYHOM OOCIIEJOBaHUH PEOCHOK HE BBI3BAI
HAaCTOPOKEHHOCTH Bpadya M TEPBOHAYAILHO OBLT paciie-
HEH KaK «OJIaromoiydHbIiny. XapakTepHOW 0COOCHHOCTHIO
6ompHBEIX ¢ kpuTHueckumu BIIC sBisieTcst oTcyTCcTBHE WIIN
ciabast BEIpaKEHHOCTh KOMIICHCATOPHBIX peakiuil (rumep-
Tpopum MHOKapna, KOJIJIaTepasbHOTO KPOBOOOpAIIeHUs U
1.11.). bonee 70% neteit ¢ kpurnuecknmu BIIC moryT ObITH
CIIaceHbl NPU TOYHOM paHHEW IMarHOCTHKE, aJeKBaTHOM
WHTCHCUBHON TEPAllM W CBOCBPEMEHHOM XHUPYpPTHUECKOM
BMEIIIATEIBCTBE.

CunnpoM rumomiasun JeBbx otaenos cepama (CIJIC)
OTHOCHTCSI K THIHYHBIM «IyKTYC-3aBUCHMBIM» ITOPOKaM,
XapaKTepu3yeTcss BBICOKOH JIETAIIFHOCTBIO B TIEPBBIC THH
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KU3HU pebeHka. OCHOBHBIMHM XapaKTEPHCTHKAMH TOpOKa
SIBIISTIOTCSI pe3Kasi TUIOIUIA3Ws, CTEHO3 WIIM aTpe3us MH-
TPaJbHOTO KJIallaHa, BBIPAKCHHAS THIOIUIA3US TOJIOCTH
JICBOTO JKEITyAO4YKa, Pe3Kasl THIOIUIA3ns, CTEHO3 WIIN aTpe-
3Ws A0PTAJFHOTO KJIATaHa, THIOIIA3HsI BOCXOAAIIEH yacTn
n gyru aopTtbl. CMEPTHOCTD Ha TMEPBOW HE/ENE KHU3HHU CO-
craBisieT 71%. B ocHOBe reMoanHaAMHUYECKUX HapyIICHHN
IIPA TaHHOM BHJIE TTOPOKA JIEKHUT OOCTPYKINS KPOBOTOKY
Yepe3 JIEBBIE OT/AEIBI CepAna. B cBs3u ¢ 3TuM, apTepHaib-
Hasi KPOBb M3 JIEBOTO TPEACEPIHS TIOCTYMAET Yepe3 OTKPbI-
TO€ OBaJbHOE OKHO B TIpaBoe Tpesacepaue (To ectb cOpoc
KpOBH ClIieBa HampaBo!), MpaBBId JKEIyHOYEK, JETOUYHYIO
apTepHIo M Yepe3 OTKPBITHIN apTepHaIbHBIA MPOTOK (cOpoC
KpOBH cIIpaBa HaseBo!) B HUCXOISIITYIO aopTy. To ecTh, s
TO/IIEP’KaHUSl CHCTEMHOTO KPOBOOOpaIIeHnuss HEoOXO0au-
MO (PYHKIMOHHPOBAHHE OBAJILHOTO OKHA M apTEPUAIBEHOTO
nportoka. [Tpu Beipaxxernom CI'JIC cuctemHOE KpoBOOOpa-
IICHUE MOJIHOCTBIO 3aBUCHT OT MPABOTO JKEIyA0YKa, KOTO-
pBIii GYHKITHOHHUPYET KakK OOUIHI T OOJBIIOTO M Majoro
KpyTOB KPOBOOOpAIICHHUS.

HavanpHble TpOSIBIEHHSI MOPOKAa BO3HMUKAIOT HAa IIEp-
BbIC — BTOPBIE CYTKH IOCIIE POXKICHHUSA W HAITOMHUHAIOT pe-
CIUPATOPHBIN nucTpecc-cuaapomM, mnopaxenue [[HC wmm
cenTuyeckuil mok. KoxHble MOKPOBBI MMEIOT CEPOBATHIM
OTTEHOK, KOHEYHOCTH XOJIOIHBIE, OTMEYAETCS BBIPAKCHHAS
OJIBIIIIKA C BTSDKCHUEM YCTYMUHBBIX MECT TPYJHOH KIIETKH,
BIIQJKHBIE XPHUIIBI B JIETKKX. [[aH03, KaK MpaBHII0, BEIPAXKEH
YMEPEHHO, B HEKOTOPBIX CIIydasX MOXHO BBISIBHTBH TU(de-
PEHIIMPOBAHHBIN ITHaHO3 — OoJiee BBIPaXCHHBIH Ha HOTAX
(m3-3a cOpoca BeHO3HOU KpoBH yepe3 OAIl B HEICXOIATITYTO
aopTy). CHCTOTUYECKHHA ITyM MOKET OBITh HEOOIBIION, 00-
ycnoBneHHBIH ¢yHkmonupoanneM OAIL. XapaktepHoit
0COOEHHOCTHIO MTOPOKa SABISETCS ocnabieHue neprudepmdae-
CKOM MyNbcaliy ¥ CHIKEHNE apTepPHaIbHOTO AABICHUS HA
Bcex KoHeuHocTsax. [Ipu 3akperrun OAIT w/umm OOO otme-
JaeTcst OBICTPOE HApaCTaHNWE CEPJCUYHON HETOCTATOUHOCTH.
CHHIPOM HHA3KOTO CEPIETHOr0 BEIOPOCA MOXKET yCHITUBATh-
csl O4eHb OBICTPO, COMPOBOXKIATHCSA HAPYIIEHHEM (DYyHKIIHN
MOYEK, JCKOMICHCHPOBAHHBIM META00INIECKIM allUI030M.

EauHcTBeHHBIM crioco0oM JieyeHHs sIBJIsIeTCS] XHPYP-
rudeckoe BMmemarteabcTBo. [Ipn momo3pennn ma CIJIC
HE00X0INMO HE3aMEUITUTENBHO MPOBECTH YJIBTPa3BYKOBOE
WCCIIEIOBAHNE CEpAla, HCKIIOYNTh KHCIOPOAOTEPAIHIO,
s moaaepkannd, Gpyakunonupyromero OAIl meobxonn-
Ma mH]Yy3us Bazompocrtana (0,005 — 0,02 MKr/Kr/MHH TIO-
CTOSIHHO KalleJIbHO), KpaifHe Ba)KHO 00ECTIEUUTh OCTATOU-
HBI 00beM HUPKyIUpyIomeil kpoBu. [Iporao3 3aBUCUT OT
CPOKOB AMAarHOCTHKH M BO MHOTOM OIIPENIENISIETCS] CBOEBpE-
MEHHOCTBIO MIEPEBO/IA B KAPANOXUPYPIHUECKUH CTAMOHAD.

s Hac mpeacTaBUil MHTEPEC KIMHUYECKUN ciiydyail pe-
Oenka 13 meT, MOMydYaromero jJe4YeHHEe B OTICICHHUU Kap-
muopesmatonoruu ['/JIKb Ne2. [Mamment P., 27.05.2017 r.
MOCTYTIMIJI 9KCTPEHHO, C XKanodaMu Ha OJIETHOCTh KOXKHBIX
TTOKPOBOB, INAHO3 Ty0 W KOHEYHOCTEH, OBIIKY (ObIIIeH-
HO-IIMAHOTHYECKUH TPUCTYT), OOIb B JIEBOM TIPEAILICUbE.
VYxynamenne  0OyCIIOBJIEHO — OJBIIIEYHO-IIHAHOTHIECKUM
MIPUCTYTIOM.

Anamnes 6onesnn: BIIC ycranoBnmeH B 6 MmecsIeB; Ha
«» yuere, cocrout ¢ muaraozom: BIIC, terpana damro,
HK 1 cr., 65110 peKOMEHI0BAaHO OMIEPATHBHOE JICUCHHE, OJI-
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HAKO MaMa KaTeTOPHUYECKH OTKA3bIBACTCS OT OTIEPATHBHOTO
nedyeHns. PebeHnok perymsipHo momydaet jedenue B JI'Kb
No2, mocnemnss rocmranu3anus B Mmapte 2017 roza.

W3 amamHe3a XHU3HU: MaJbudK OT 2 OepeMeHHOCTH, 2
ponoB Ha (OHE aHEMHUH, YIPO3bI TPEPHIBaHUS OEpEeMEHHO-
CTH, POABI IyTeM KecapeBa cedenus. B 2012 roxy mepenec
THOMHBI MEHHHTHT, MMEET XPOHHWYECKHE 3a00JeBaHMSA:
JUKBII, XpoHHYECKMH TracTpOIyOJEHHUT, XPOHUYECKHI
puHodapuHTHT. Y TepBoro pebenka BIIP (meszapamenune
TBEpAOro HeOa); HACIEICTBEHHOCTh OTATOIICHA — y MaMbl
BIIC, OOO. CocTosHEE TSXKEIO0E 32 CUET HEKOPPETHPOBAH-
svoro BIIC, terpaxsr @amro, HK, camouyBcTBHE cTpamaer.
ITpn ocMoTpe: KOXKHBIE TIOKPOBBI OJIEAHBIE, THAHOTUIHEIE,
TIEPOPANBbHBIA IMAaHO3, OTMEYAIOTCS MPU3HAKA XPOHHYE-
CKOW THUTIOKCHU - «9aCOBBIE CTEKIa», «OapabaHHbIE Manod-
KHM», BEPXYILICYHBII TOTYOK Pa3IUTON, OCIAbICH, TPAHUIIBI
Cep/Ia pacInPeHbI B MMOTICPEYHIKE (TTpaBasi — MPaBbIid Kpail

I/IHCprMeHTaﬂLHLle METOAbI UCCJICTOBAHUSA

Ceparie o (hopMe HamOMUHACT camnor. JIerouHsIii KpoBo-
TOK oOe/iHeH, Tanus yriayonena. [IpaBblif sxenryiouex pe3ko
YBEIUYEH U OTTECHSIET BJIEBO JIEBBIN KETYI0UCK.
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TPYAWHEI, BepxHIA — 3 pedpo, meBas — CKJI). Ayckynbpra-
THUBHO: TOHBI CEpJIla TPUTIYIICHbI, PUTMHYHBIE, CHCTOJH-
yecKuil myM BO 2-oM Mexpedepbe cieBa, YCC 88 B MuH.,
A1 100/60 mMM. pr. CT.

B OAK: HGBI181-176 g/L, spurpouutsl 6,74-6,62 x
1012/L, HCT 56,7-57,3% (oTMedaeTcs CTyIIEHHE KPOBH),
neikomwTh 5,82-6,85%x109/L, Neu% 53,6-45,5%, TpombGo-
mutel 144-240x109/L, COD 2-3 mm/u. BAK: ACT 20 U\L,
o0m1. oumupyoun 19,7MxMons/n, npsimoit Omnmupyousn 3,6
Mimons/n, JIAT 335 En/nm (moBbIIeHWE KOHIEHTPALIUN
JAKTATIETHIPOreHE3bI-BO3MOIKHO CBSI3aHO C COTPOBOXK/IA-
FOLIMMCSI UIIIEMHUYECKAM HEKPO30M CPEIHETO CJIOSI MbIIIEH-
HOW TKaHW cep.Ia), MOYEeBHHA 2,5 MMOJIbB/JI, KPEaTHHUH
64,1 Mxmomns/m, oOmmit Oemok 72,7 T/m, XomectepuH 2,63
MMOJIB/IT, TIF0K03a 5,48 MMonb/n, Tpuriunepuasl 0,65 Ex.,
ACIJI-O 109,9 en/a, CPBb 5,0 mr/m, Na 140,6 mmous/a, K 3,8
mMmoJe/1, Ca 2,02 MMOJIB/II.

DJleKTpoKapAnorpaMmMa pebeHka c¢ terpaaoii danno: nmpusHaku
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Koncyabranuu cnenuaiucros: Kapaunoxupypr
— IokazaHo orepaTMBHOE JieueHHE MOpoka. Mama
OTKAa3bIBACTCS OT OMEpPaTUBHOrO seyenus. Kapu-
omor — JI/3: BIIC, Terpaga ®ammo, gacTble OJBI-
[IEYHO-IIMAHOTHYECKUE MPUCTYIbl. Heobxomuma
KOPPEKIHsI MOpOKa, OJHAKO Mama KaTeropH4YecKH
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OTKa3bIBaeTcs. [IporHo3 /isl )KU3HN CephEe3HBIH.

Koncuinym ot 06.06.2017 roga cocrosinue pe-
OCHKa TsDKeJIoe MO KapIualbHOW MaTOJIOTHH, CBS-
3aHHOW C HEKOPPETMPOBAHHBIM «CHHHM» MOPOKOM
cepaua, Terpanoit ®@amio. B aunamuke mporpec-
CHpPOBAaHNE CEP/ACYHON HEZOCTATOYHOCTH, HacThle
THITOKCEMHYECKHE KPU3bl Ha (JOHE KOHCEPBATHUBHOM
TEpaIuy, 9TO MPUBEIIO K PA3BUTHIO THIIOKCHIECKOH
sHuedaronarnn. OTpunaTeNbHas JWHAMHUKA 10
Ox0KT', B cBs3U ¢ 4eM, peOEHOK HYKIAeTCsl B CPOU-
HO¥ omepatuBHOU Koppekiuu BIIC. C mamoii mpo-
BeJeHa Oecela, MOJMYyYeH KaTETOPHYECKHH OTKa3.
[Iporno3 ans >xu3HM 6€3 ONEpaTHBHON KOPPEKINH
HeOJIaronpusTHBIN.

Ilonyuan nedenue: VYBIAKHEHHBIA KHCIOPOL
Kaptan 5,0 (neBokapuutun) 0,9% p-p NaCl 100,0
mn, ['mrokosa 10%100,0 mum+HWuacymur 2 Ex+4%
KCl112,0+ MgS04 25% 2,0, Aatuarperant 150 mr
(Obnonoruueckre aKTUBHOE BEIIECTBO AICTHIICAIIH-
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munoBas kucaora 150) mr 2 tabd x | pa3 B nens, O03uman
(aHTHAHTUHAIIBHOE, THIOTCH3MBHOE, AHTHAPUTMUYECKOE)
40 mr 2 Tabi. X 2 pa3a, AHTHOMOTHK (OMOTOTHYECKH aKTHB-
HOE BEIIECTBO a3UTPOMHUITIHA AUTHAPAT) 250 MT X 1 pa3Ne5,
omernpazon (MHrHOUTOp MPOTOHHOTO Hacoca) 20 mr X 2 p,
Jlunexc (3yomoTuk) 1 kamce. X 2 p.

B munamuke Ha (oHE MPOBOAMMON TEpalié COCTOSHHE
pebenka cpenueil cremenu Tspkectr 3a cder BIIC, XCH
2a cTeleHu, reMoAuHaMuKa ctaOmibHas. B nerkmx xect-
KO€ JIbIXaHUE, XPHUIOB HET. TOHBI cepala cTann 3By4YHEE,
PUTMUYHBIE, IIyMOBas KapTWHA NpExXHsSA. Pexomennmanyum
JaHbl. BemuceiBaeTcst mojx HaOMIOJEHHE YyYacTKOBOTO Iie-
raTtpa.

Takum o0pa3zom, Terpaga Pamno (TD) sBusercs on-
HUM U3 CIIOKHBIX BPOXKJICHHBIX ITOPOKOB CEP/Ia, MMEIOIIHNA
XOpOIIYI0 BBDKHBAEMOCTh B PAaHHEM IIOCIICONIEPANNOHHOM
[IEPUOJIE, UTO OTPAXKAET MEAUATPUUYECKUN aCIEeKT AaHHOU
anomanuu. Okono 70% manuenToB ¢ T® HyXIalOTCsA B XU-
PYPTHUYECKO KOPPEKINU Ha TEPBOM rofy Ku3HH. OcTaib-
Hble 30% TpeOyIOT HEOTIOKHOM ONEPaIliy B TIEPBBIC MECSI-
61 SKU3HU [3].

ITo cratuctnyeckum nanasM BO3 B o0miel cTpykType
TIOPOKOB Pa3BUTHSI PErHCTPUPYETCs yBemmueHue 10 22 %
nmonmu BIIC, xoTOpbIe HTpafoT BaXXHYIO POIh B (hOpMUPOBa-
HUU MJIQJIECHYECKOW CMEPTHOCTH M MHBAJIIMAHOCTH. [1o naH-
HBIM OONBITIHCTBA aBTOpOB dacToTa BIIC xomebmercs ot §
o 10 ma 1000 poxuBIIMXCst AeTEH, ¢ TEHIACHIIMEH K Hapac-
TaHUIO B Tocienuue aecsatminetus [4, 5]. Pacmpocrpanén-
nocth BIIC MensieTcst He TOJIBKO 10 roaM HaOJII0AeHHs, HO
U [0 peruoHam, U ¢ BO3pacToM jaeTeil. B mepBbie mMecsibl
JKU3HH, 0OCOOCHHO B TIEPHOJIE HOBOPOKAEHHOCTH, HE BCE T10-
POKH IMAarHOCTHPYIOTCSI CBOEBPEMEHHO, B TO K€ BPEMsI OHH
YacTO MPHUBOJAT K JICTATBHOMY HCXOJY; APYTHE K€ BBISBIISI-
IOTCSI TIO3K€, OTPENEISIsl TMHAMUKY PacIPOCTPAaHEHHOCTH U
CTPYKTYpPY B pa3iMyHbIC BO3pAcTHBIC MEPHOIbI. M3BecTHO,
gTo cymiecTByeT 6oinee 90 BapuanToB BIIC 1 MHOKECTBO HX
couetanuii [6, 7]. be3 pagukansnoi xoppeknuu 50 — 60 %
JeTeil yMUPAroT Ha IEPBOM Toxy ku3HU. OCOOCHHO BBICOKA
JIETaIbHOCTH OT MOPOKOB CEPANA B MEPHOJE HOBOPOXK/ICH-
HOCTH [8].

B Kazaxcrane B cTtpykrype aerckoir cmeptHoctn BIIC
3aHUMAIOT OJTHO M3 MEePBBIX MeCT. C KaXKABIM T'OJIOM yBEIH-
YUBAETCS MPOICHT BBIIBIIEMOCTH U POXKIAEMOCTH JIETEH ¢
nIaHHOW maTtonorueii. B PecmyOmike exeromHo pokmaeTcs
oxoio 3000 nmereit ¢ BIIC, u3 Hux 80 % ymmupaet 1o rona, B
TepBBIe Henenn Ku3Hu — 110 20 %, B MepBBIA MecsIl — /10
27 %. B Bo3pacTHOH CTPYKType CMEPTHOCTH OT BPOXKJICH-
HBIX aHOMAJHI cepIla U MaruCTPaIbHBIX cocynoB — 91 %
COCTaBIIAIOT JIETH NEPBOTO TOAA KU3HH, CPelu HUX Ooiee
TIOJIOBUHBI COCTABIISIOT JIETH HEOHATAILHOTO TIeproaa (Trep-
BbIe 28 nmHel xKu3HM) [9].
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Tyiinai

Tya Oitken xypek akayinapel (TXKA) en ken Tapamran axaynmap Oonbin TaObutajabl. bamamapna Oapnblk amy akayJdapbIHBIH
kypoutbiMbIHIa TOKA 30% xaraiina ke3necesi xoHe xac Oananap eTiMiHIH CH KeIl TaparaH ceOenTepiHiH 0ipi OOMBIT TaObLIAIbI, OAPITBIK
TXKA iminge 5-8% ke3znecerin daito Terpanacsl OONBIN TAOBLIABI.

Aypyrap/ibIH XabIKapalblK Kiaccu(uranusice! oonbiama : Q 21.3 damo TeTpasackl- OKIe apTepHsIChIHBIH CTCHO3bI HEMECe aTpe3u-
SICBI, A0PTa JIGKCTPOIIO3UIIMSCHI JKOHE OH YKaK KapbIHIIAHBIH THIEPTPOPHACH 0ap KapBIHIIAIBIK TIEp/Ie aKaybl.

Aypy b anramksl 6asaiamanapsl M. Crencenre tuecini (1673). A.A. Kuccens (1887) GipiHrii O0JbIN akay1bIH HHTPABUTAb] JA1a-
THOCTUKACBIH JKYPTi3i.

@panmy3 nopirepi Jiienme-JIyn Apryp ®ano (1888) «xex» aypyablH TOPT KOMIIOHEHTIHIH KIMHUKAIBIK OErici YIIH «TeTpaja»
TepMUHIH eHrizai. Pamio TeTpanachiHBIH KIMHUKACHI pPTYPI OOMYBI MYMKiH, TeMOJIMHAMMKAIBIK OY3bUTYJIAp/BIH ©3repMeNiirine
OainmanbIcThl. ['eMoMHAMMKAIBIK OY3bLTyJIap/IblH ayBIPIbIFEI )KOHE aKay/IbIH aybIpJIbIFbI OKIE apTePHsCHIHBIH TapbUly JopexeciMeH
aHBIKTAJIaIbI, OJT )KEHLUT CTEHO3/1aH OHBIH TOJIBIK aTPE3HsChIHA JCHIH OOITyBl MyMKIH.

dato TeTpasackl YIKEH KapbIHIIA apallblK Mepe akaybIMeH (epuMeMOpaHalblk Cy0aopTalbK) sKSHE KOJIKA ACKCTPOIIO3UIIUSCBIMEH
CHIIATTAJIa/Ibl, SIFHU KOJIKA CAaHBUIAYBIHBIH OHFA JKBIIDKYBI, OJ1 KapBIHIIAapaIIbIK KalKa/ia «aT YCTIH/IE OThIpaIbh) )KoHE OH KaK KapbIHIIaIaH
AOpTaHBIH JIFOMCHIHE TiKeNeH MbIFy 0ap.

Ocplaiiina, eki KaH aFbIHBI a0pTaFa TYCE/Il - OH JKaK KapbIHIIa1aH (BEHO3/IBIK) JKSHE COJI JKaK KapbIHIIA/[aH (apTePHSIIBIK).

AKayJIBIKTHIH TOPTIHIII OCNTici — OH JKaK KapbIHIIAHBIH TUTIEPTPODHACHL, OJ1 KaliTalaMa KOMITICHCATOPIIBIK KOMITOHEHT OOJIBII Ta0bLIa-
ap1. Dasto Terpagackl Oap GanaHbIH XaFIaiibl XUPYPTHsUIBIK Ty3eTyci3 KUbIHAai Oeperi. Kasipri yakpiTra epre XUpyprusuiblK eMJIeyaiH
oNeMAIIK TeHjeHImsICH Oap. bananap xapmuoxupyprrapsl eMip/iH OipiHIN JKbUIBIHIA OTEpalnys kacay KaKETTUIIr Typajbl alTaspl.
bi3nin 3eprreyimizzie 613 Oana eMip/iH OipiHIII KBUTBIH/IAFBI OTNIEPAIMSHBIH MaHBI3BUIBIFBI TypasTbl A TKBIMBI3 KEJe/I.

Kinm ce30ep: bananap, scypexmiy mya oimxen axaynapul (AKTA), auvix cayvliay, con scax ampuym (LA), on orcax ampuym (PA), con
arcak, kapwinwa (CIK), ocypexuie kankanwl (ASA), awvix apmepuosovr mymix (PDA), oy srcax kapwinwa (RV), Kapvinwansliy nepoe akaybl
(VSD), ampuanvowr nepoe axayvl (ASD), owcannvl awwix ampuosenmpurynsapnvix kanan (OOAVK), yaxken mamoipiapoviy mysemineeH
mpancnosuyusicol (TMC), con ocax scypexmiy eunoniacmuranvix cunopomot (SHHS).

CONGENITAL HEART DEFECTS: TETRAD OF FALLO
(clinical case)

K.T. Bayakova, B.J. Jumajanova, *S.Sh. Tairjanova, A.B. Setieva,
A.A. Tashmetova, S.B. Ergalieva, Sh.U Hanalieva
NEI «Kazakh-Russian Medical University», Kazakhstan, Almaty

* Corresponding author: Sahinur Sh. Tairjanova. E-mail: sahinur.tairzhanova@bk.ru

Summary
Congenital heart defects (CHDs) are the most common malformations. In children, in the structure of all malformations, CHD
occurs in 30% of cases and is one of the most common causes of death in young children, and 5-8% of all CHD is Fallot's tetralogy.
According to the International Classification of Diseases of the 10th revision, there is Q 21.3 Tetralogy of Fallot - a ventricular
septal defect with stenosis or atresia of the pulmonary artery, aortic extraposition, and right ventricular hypertrophy. The first
reports of vice belong to M. Stensen (1673). A.A. Kisel (1887) was the first to carry out an intravital diagnosis of the defect. The
French doctor Eyeppe-Louis Arthur Fallot (1888) introduced the term "tetralogy" (tetralogy) for the clinical designation of the four
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components of the "blue" disease. The clinic of Fallot's tetrad can be different, due to the variability of hemodynamic disorders.
The severity of hemodynamic disorders and the severity of the defect are primarily determined by the degree of narrowing of the
pulmonary artery, which can range from slight stenosis to complete atresia. The tetrad of Fallot is characterized by a high large
ventricular septal defect (perimembranous subaortic) and aortic extraposition, that is, the displacement of the aortic orifice to the
right so that it “sits astride” the interventricular septum, and from the right ventricle there is a direct exit into the aortic lumen. Thus,
two blood streams enter the aorta - from the right ventricle (venous) and the left ventricle (arterial). The fourth sign of defect is right
ventricular hypertrophy, which is a secondary compensatory component. The condition of a child with Fallot's tetrad progresses
each time without surgical correction. Currently, there is a global trend of early surgical treatment. Pediatric cardiac surgeons talk
about the need to operate during the first year of life. In our study, we want to talk about the importance of this operation in the first
year of life.

Key words: children, congenital heart defects (CHD), open oval window (LLC), left atrium (LP), right atrium (PP), left ventricle
(LV), atrial septum (MPP), open arterial duct (OAP), right ventricle (RV), ventricular septal defect (DMJP), atrial septal defect
(DMPP), common arterial trunk (CCA), common open atrioventricular canal (OOAVC), corrected transposition of the great vessels
(CTMS), hypoplasia syndrome of the left heart (SGLS).

OmHuowenus u 0eamenbHOCMb: 6Ce AGMOPbl 3AAGIAIOM 00 OMCYMCMBUU NOMEHYUATLHO20 KOHMIUKMA UHmepecos, mpedyio-
weao packpbimust 8 OAHHOU CIambe.
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AHHOTAIMA

Coueranue tyoepkynesa (Th) nerkux u caxapuoro guadera (CJ]) octaercs ogHON M3 aKTyaJbHBIX IPOOJIEM COBPEMEHHOM
¢rrznarpun. Jleuenne Th nerkux y 6omnpHbIX ¢ C/1 siBiIsieTCs CIIOKHOM 3aaueit n3-3a ocioxxHeHui auadera [3]. [Ipu aTom Ha
(oHe HapylIeHHsT METa0OINIECKUX MPOIECCOB, 00YCIIOBICHHBIX THUIIEPIIIMKEMHEH, BOZHUKAIOT IMOPaYKEHUS Pa3IMYHbIX Opra-
HOB U cucteM opranm3ma [1, 3]. Hanmume ocnoxuenuit CJ] yBenmuuBaeT prCK pa3BUTHS HEXelNaTeNbHBIX peakiuii (HP) Ha
npotuBoTyOepkynesnsie npenapatsl (I1TII), kotopeie cHmkaOT 3P PEeKTHBHOCTH JI€UEHUs NAMEHTOB, OTPAHUYHMBAsT BO3MOXK-
HOCTHU IPOBEAEHUS MOTHOLEHHOIO ¥ HENIPEPBIBHOIO Kypca Xumuorepanud. COOTBETCTBEHHO, NapaJUIENbHOE JICUEHUE U Befle-
HHE NalMeHTa ¢ TyOepKyJe30M JIerkux B coueranuu ¢ CJI 10CTaTOYHO CII0KHO ¥ POOJIEMHO. YUHUTBIBAs 3TO 00CTOSATEIBCTBO,
ABTOPBI HOCUUTAIH HEOOXOUMBIM HMOAEIUTHCS CBOUM KIMHUYECKHM OIBITOM C IIMPOKUM KPYTOM Bpadei-(Tu3naTpos.

Kniwouegvie cnosa: ungunompamusnsiii myoepkyies ieekux, caxapuviii ouabem, Xumuomepanus, npomueomyoepkyiesnvie
npenapamul.

Coueranue tyoepkyiesa (Th) nerkux u caxapHoro nua-
oeta (CJ/I) ocTaeTcst OHON U3 aKTyaJIbHBIX MTPOOJIEM COBpe-
MeHHO# (rusnatpun. B Hacrosiee Bpemsi, cornacHo BO3
(2021), mannemust COVID-19 cepbe3Ho mojopBayia ycre-
XM, JOCTUTHYThIE B O0pb0e ¢ TyOepKyJie30M BO BCEM MUpE:
BIIepBbIe 3a Oosee ueMm 10 Jer mokasarenu CMEPTHOCTH OT
sToro 3aboneBanus Bo3pociu. Tak, B 2020 r. oT TyOepKy-
Jie3a CKOHYaIKCh 1,5 MITH yenoBek, Bkiatouas 214 000 BIY-
nHGuuupoBaHHbIxX nul. B 2019 r. B mupe 3ab6oneno Th 10
MJIH denoBek. Bmecte ¢ Ttem, B 2020 r. Mo CpaBHEHHIO C
2019 r. 3HAaYUTENHHO CHU3UIIACH YUCICHHOCTD JIIOACH, Mpo-
XOoAmUX JUArHoCTUKy, JICUCHUC WU HpO(bI/IJ'IaKTI/I‘-IeCKyIO
Tepanuio TyOepkyne3a. CoriiacHO MOJEIbHBIM HPOTHO3aM
BO3, B 2021-2022 rr. yucao 3ab0JEeBIIMX M YMEPIIUX B
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pe3ynbTare MHQUIUPOBAaHUS TyOEpKyJie3oM Jojeil Oyner
ropaszo Belie [6]. 3a mocneqHue HECKOJIbKO JASCATUICTHI
ypOBeHb 3a00s1eBacMOCTH TyOepKyse3om B Kasaxcrane cra-
ownbHO cHUkaetcs. B ctpane B 2020 r. 3adoneBaemocts Th
coctasmia - 35,7 Ha 100 ThIC. HaceneHus, CMEPTHOCTH OT Th
- 1,9 na 100 tbICc. Hacenenus [8]. CHUKEHHE OCHOBHBIX IO-
ka3aTeneil HaOmonaercs B cBs3u ¢ ma"gemueit COVID-19.
[TanueHTsl, Kak ¥ BCE HAcENCHHE CTPaHbl, OBUIM HAa CaMo-
N30JIA0UHu, COOTBCTCTBCHHO HC MOIJIM NocCClaTh MCIMIIMH-
ckue yupexaenus. C npyroit croponst, CJI, Hapsay ¢ BUY-
WH(EKIeld, BHOCUT BKJIAJ B YXYALICHHUE DIUIAEMHYECKOM
cutyanuu 1o Th [2, 10, 11], sBissick pakTopoM pucka pas-
putus Th [9]. CJ] mo Temmnam pacnpoCTpaHEHHs omepekKa-
€T BCC HCHMH(CKIIMOHHBIC 3a00scBaHus. Tak, YHCICHHOCTh



