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Summary. According to an extensive meta-analysis of the world literature,
congenital heart defects are a common pathology among newborns.
In Russia, the frequency of these anomalies is 8 per 1000 births (or 1
per 125). The most common defects requiring surgical intervention are
in 5070 % of cases. The study analyzed congenital heart defects in
the territory of the Republic of Crimea, indicated the statistics of their
spread, as well as the causes of their occurrence. The purpose of the
study is a comprehensive analysis of the prevalence of congenital heart
defects in the Republic of Crimea on the example of the State Medical
Institution of the Republic of Kazakhstan «Republican Children’s Clinical
Hospital». The goal assumes the solution of such tasks as the analysis
of individual congenital heart defects, the prevalence, as well as the
primary incidence of congenital anomalies of the circulatory system.
Methods: the indicators of the incidence of congenital heart defects in
children were studied, the analysis of the dynamic series of indicators was
carried out, the structure of abnormalities of the cardiovascular system
was considered. Results. During the observation period, it was found that
cardiovascular abnormalities, which represent an important segment of
pediatric cardiology, are experiencing a serious increase in cases in Russia.
The progressive development of advanced technologies in this direction
is noted, problems and their relevant solutions for the development of
cardiac surgery on the Crimean Peninsula are noted.
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AnHomayug. Tlo JaHHbIM 06LIMPHOTO MeTaaHanu3a MWPOBOI NMTEpaTypbl
BPOX/eHHble MOpOKM CepALa ABNAKTCA PacnPOCTPaHeHHOI NaTonorueil cpesm
HOBOPOXeHHbIX. B Poccum uactota 3tux aHomanuii coctasnAeTt 8 Ha 1000 pox-
LeHuid (unn 1 Ha 125). Hanbonee yacto BCTpeyatoTca Nopoku, Tpebylotume xu-
pypruyeckoro BmeLLatenbcTea, B 50—70 % cnyyaes. B uccnegosatnm npoata-
NM31POBaHbI BPOXEHHblE MOPOKM CepaLa Ha Tepputopuu Pecnybnuku Kpbim,
YKa3aHa CTaTUCTINKa MX PAaCpoCTPaHEHVA, a Takxke MpUYIHbI NoABReHuA. Lienbto
NCCNes0BaHNA ABNAETCA KOMMNEKCHDIIA aHanu3 pacnpoCTpaHeHHOCTU BPOXeH-
HbIX MopokoB ceppua B Pecnybnuke Kpbim Ha npumepe bY3 PK «Pecnybnu-
KaHCKaA JeTckan KnuHudeckas 6onbHuLa». MoctaBneHHas Lenb npegnonaraet
pelLeHue TakuX 3afay, Kak aHanu3 oTAeNbHbIX BPOXAEHHbIX NOPOKOB CEPALA,
PacnpoCTpaHEHHOCTY, a TaKxKe NepBIYHOIA 3a001€BAEMOCTY BPOX/EHHDIX aHO-
Manuii cuctembl KpoBoobpatLeHna. Memodsl: u3yueHbl nokasatennn YactoTbl
BCTPeYaeMOoCTM BPOX/EHHbIX MOPOKOB CepALa Y eTeil, NPOBeAeH aHann3 au-
HaMuyecKnX pALOoB NoKa3aTeseil, paccMOTpeHa CTPYKTypa aHoManuii cepeyHo-
COCYANCTOI cUCTeMbI. Pe3ybmamel. 3a nepuop HabniofeHNA YCTaHoBAEHO, UTo
CepAEYHO-COCYANCTbIE AHOMANUK, NpeAcTaBnALMe 060 BaXHbIli CerMeHT
FLeTCKOI Kapanonorun, nepexuBaioT cepbésHoe Bo3pacTaue cnyyaes B Poc-
cvn. 0TMeyaeTca NporpeccuBHOe pasBuUTIe NepefoBbIX TEXHOMOTUI B JAHHOM
HanpaeneHnn, 0TMeYeHbl Npobnembl 1 X aKTyanbHble PeLLeHna AnA pa3BuTua
Kapauoxmpypruu Ha KpbIMckom noyocTpose.

Knioyessle cnosa: petn, BpPOXAeHHbIEe MOPOKK cepaLa, PacnpoCTpaHeHHOCTb,
)Il,e(beKT MEH()KEI'IWJ,OLIKOBOVI neperopoakn, TPaHCMO3nLUKUA MarucTpanbHbIX ap-
TepI/II7I, TAXeCTb NOpOKa, reHeTyeckne CMHAPOMbI.

Cepus: EcmecmeeHHble u mexHu4yeckue Hayku N° 11-2 HoA6pb 2024 2.
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BseaeHve

poxaeHHble nopoku ceppua (BMC) asnatoTtca pac-

NPOCTPAHEHHOW MNaToNIOrnen cpean HOBOPOXKAEH-

HbIX. B Poccum vactota 3TMx aHOManui cocrtaBnset
8 Ha 1000 poxpgeHun (unm 1 Ha 125). Hanbonee yvacto
BCTPEUAIOTCS MOPOKMK, TpebyioLlre XMpPYpruyeckoro Bme-
waTtenbcTBa, B 50-70 % cnyyaes. K coxkaneHuio, cTaTtucTrka
no BINC yx<acatowan: 29 % HOBOPOXKAEHHbIX C KPUTUYECKON
naTosiormen yM1mpatoT B TeueHune 7 gHewn, 42 % — B TeueHne
30 gHen n 87 % — B NepBbIN rof *KN3HW. Ha cerogHAWHMN
[eHb, bnarofapa passuBaLWUMCA MEAVNLNHCKAM TEXHOMO-
rmsim 6onee 98 % HOBOPOXAEHHbIX, KOTOPbIM Oblfla onepa-
TUBHO OKa3aHa MOMOLLb, MOTYT »K1Tb AOJIblLE MepPBOro roga
XKWU3HW, €CNN OHM NONyYaT NeyeHre B JeTCKOM Bo3pacTe.

Ha paHHbIi MOMeHT cTaTucTmka no BINC Pecny6nuku
KpbiM Ha npumepe TBY3PK «PecnybnukaHckasa fetckas Knm-
H1uyeckan 00sbHMLA» NMOKa3bIBaET, YTO B pe3ysibTaTte Meau-
LMHCKON MOMOLLUM AETCKOMY HacesleHWto, HamnpassieHHOM
Ha CBOeBPEMEHHYI0 IarHOCTUKY 1 leueHre Npu COTPYAHU-
yecTBe C Kapgmonornyecknmm ueHtpamm Poccuimnckon Qe-
Aepaunn, yactota BcTpeyaemocTn BINC 3a nocnegHve nAtb
neT yMeHbLUaeTcA Nnbo 0CTaéTcA Hem3meHHol. CTaTnCTuKa
e Mo pacnpoCTPaHEHHOCTU aHOMAsWUA CUCTEMbl KPOBO-
o6paueHus n BMC HensmeHHO pacTeT BBepx. O6paboTKa
CTaTUCTUYECKMX AAHHbIX — OfjHa W3 OCHOBHbIX 3a4ay fJaH-
Horo o63opa.

CerogHAa B KpbiMy BOMpPOC O pasBUTUM KapAaMoXMpyp-
rMYeckon NMOMOLLN OeTAM ABMAETCA aKTyasibHbIM, BaXKHbIM
N HacyWHbIM, TaK Kak MogepHu3auma OaHHOM obnactu
B CTPYKTYpe 34paBooxpaHeHusa Kpbima KpaliHe Heobxoau-
Ma. B coBpemeHHOM Mupe onepaTvBHOE XMpypruyeckoe
neueHue BMNC npepctaBnaeT co6oi OBLWVPHDBINA, COXHbIN,
aKTYyasibHbIA 1 aKTMBHO M3Yy4YaeMmblll BOMPOC, OAHAKO AaH-
HbI pa3fen KapanoxXmpyprum 4o KOHLA He N3yyeH 1 umeet
HanpaeBneHuA gna pa3BUTUA.

OcHOBHbIe pe3yAbTaThbl

PacnpocTpaHEHHOCTb BPOXAEHHbBIX aHOMANNM CUCTEMbI
KpoBoobpalleHus B Pecnybnvke Kpbim B Bo3pacTte fo 14
net B 2021 ropa coctaBnaAna 8360 cnyyaes, Torga Kak B 2023
rogy — 9327, uto Ha 967 cnyyaes 6onblue. Cpean NnogpocT-
KOB KOJINYECTBO TaKXe yBennmumnoch: ¢ 633 ao 741, Ha 108
cnyyaes (Tabnuua 1). [laHHble e nepBMYHON 3aboneBaemo-
CTV oTnnyvatoTcsa 6onee GnaronpuATHON AvHamukon: 2000
cnydaes B 2021 rogy v 1682 cnyuas B 2023 (Tabnvua 2).

B 2021 ropgy mocne gucnaHcepm3auum rpynnbl geTten
C CepaeyHo-CoCyaMCTbIMU 3ab0NeBaHNAMN BPOXKAEHHbIE
NMOpPOKM pa3BUTUA ObinK BbiABMEHbI B 7371 cryyae, B TO Bpe-
MA Kak B 2023 rogy — 8367 cnyuvaes, UTto Ha 996 cnyyaeB
6onblle 1 XapaKTepusyeTca OTpULaTeslbHOW AUHAMUKOMN.
BpoaéHHble MOPOKM Ppa3BUTUA CepAeYHO-COCYANCTON

Tabnuua 1.
PacnpocTpaHéHHOCTb BPOXKAEHHDBIX aHOMAJINIA CUCTEMDI
KpoBoob6palleHus
T | an—mon | 2o | 2—10g
JIETW (0-14 NET) 8360 9052 9327
MOAPOCTKK (15—17 NET) 633 674 741
Tabnuua 2.

MNepBryHasn 3a60neBaemMoCTb BPOXKAEHHbIX aHOMANNIA
CMCTEMbI KPOBOOOpALLEeHNA

I P T ey

NETU (014 JTET) 2000 1867 1682
MOAPOCTKM (1517 NET) 36 66 65

cucTembl coctaBunm 31,2 % OT UHbIX BblAABNEHHbIX 3aborne-
BaHWN BO BpeMsA gucnaHcepusaumm B 2021 rogy v 46,53 %
B 2023 (Tabnuua 3).
Tabnuua 3.
Owncnancepusauna rpynna geten ¢ CC3 0-17 net

BIP CCC 7371 8993 8367

bCK 7619 4361 4228

B gnaHHOWM cTaTbe BbIMOSIHEH aHaNN3 N3MEHEeHUI B YacCTo-
Te BbIAB/IEHVA PA3IVUHbIX TUMOB MOPOKOB cepaua. K Hum
OTHOCATCA: AedeKT Neperopofku Mexpay >Kenypaouykamu,
Hanmume TPaHCMO3MLUMM MarncTpasnbHbIX COCYAOB, TeTpa-
fa ®anno, KoapKTauua aopTbl, OTKPbITbIA apTepuanbHbIi
NPOTOK, OTKPbITbI aTPUOBEHTPUKYNAPHDbIV KaHas, gedekTt
MeXnpeacepAaHo Neperopoaku, aHOManbHbIN ApeHax ne-
FOYHbIX BEH, CTEHO3 aOPTaJIbHOTO YCTbA Y CTEHO3 JIEFTOUYHOM
apTepuu (NoapPO6HbIE CBEAEHWA MOXKHO HAMTKN B Tabnuue 4).

NedekT mexxenygoukoBol neperopogku (AMXKIM) —
3TO cepfeyHoe 3aboneBaHue, xapakTepusyiolleecs Hapy-
LIEeHVeM LIeSIOCTHOCTM MeperopomKkn Mexay »enygoukamm
cepaua, MOXeT ObITb KakK BPOXAEHHbIM, TaK 1 NPUOOPETEH-
HbIM. B 6onbLunHCTBe cnyyaeB (okono 20-32 % Bcex BPOX-
JEHHbIX aHOMasnui) Bpayn BbIABAAIOT Takue HepjoCTaTKu
y Oetel, UTo OObBACHAETCA reHeTMYecKoW npeapacrono-
»KeHHOCTbo K HUM [1,2]. Cpean Bcex Bugos OMMIT — um3o-
NIMPOBaHHbIN BCTpeyvaeTca B 25 % cnyyaes, BO 50 % OH
HabniojaeTca ABNAETCA COYETAWUMCA C  PasNYHbIMUY
natonormsamu. Mo cnoco6y BO3HMKHOBEHWA Pa3fnyatoT re-
prMemMbpaHo3HbIi — 61,4-80 %, MbiweyHblin — 5-20 %,
1 NosiHbIi — meHee 80 %. Ob6a nona cTpagatoT 3TON aHo-
Manuen MOPOBHY, UTO YKa3blBaeT Ha reHETUYECKYI0 NPUPo-
Zy 3aboneBaHus: npumepHo 47-52 % peBouek n 48-53 %
ManbunkoB. Menkne HeJOCTaTK/ MOPOW MOTYT Ucye3aTb ca-
MOCTOATENbHO, YTO CHMMKAET CTeNeHb BbIPAXKEHHOCTU CUM-
NTOMOB C BO3PacTOM.
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Xopowwui WaHC Ha Bbi3JOpOBAeHNe AAET Xupypruye-
CKOe MM SHA0BACKYNAPHOE NlevyeHne, KOTopoe Hanpasne-
HO Ha 3akpbiTne MKl — 370 CHUXKaeT neTanbHOCTb A0 35—
45 9% [17,18].

YnomaAHyTble MOPOKN CepAaLa Yalle BCEero pa3BmBaloTCcA
B nepvog ¢ 3 no 8 Hepenb 6epeMeHHOCTU. BonbLIMHCTBO
U3 HUX, TaKNX Kak AedeKT MeXXKenyLoUYKoBOW NeperoposKu
(AMPKI), nmetoT MHOrodaKTOpPHOE U NOINFEHHOE Hacneno-
BaHWe, coctaBnAn 90 % Bcex cnyyaes. B 5 % cnyyaeB oHM
CBA3aHbl C XPOMOCOMHbIMU aHOMaNUAMN (Hanpumep, CUH-
apom [layHa, Matay, CoToca) nnm reHHbIMU MyTaLuAaMU.

OMMXIT — 3TO BpOXAEHHbIN MOPOK cepAua, CBA3aHHbIN
C HapyLleHMneM HOPManbHOrO TOKa KPOBW, KOrga KpOBb
13 NIEBOrO »eflyaoyka HEHOPMasibHO MOCTYNaeT B NpaBsblil.
BnuaHue sToro pedekta Ha KAMHMYECKMe MPOSBIEHUA
N NporpeccrpoBaHne cepheyHon HeloCTaTOYHOCTN OOy-
C/1aB/IMIBAETCA OCOOEHHOCTSAMU JIEFOYHOTO COMPOTMBEHUS,
CBULLEBbIX aHACTOMO30B, Pa3Mepamu 1 rpagueHTom AaBne-
HUA MeXay 6ONbLUMMU 1 ManbiMK Kpyramu KpoBoobpalle-
HUA. DTO NPMBOAWT K Neperpy3Ke npasbiX OTAENOB cepALa
1N BO3MOXKHOMY Pa3BUTUIO TPUKYCNUAANbHOW HeaoCTaTou-
HocTu [4,5].

CornacHo cTaTUCTUYECKMM AAHHBIM, 3a NOCNegHME NATb
net B IBY3PK «PecnybnukaHckana petckas KiMHU4YecKas
6onbHMLa» KONMuecTBo cnydvaeB Hanuuma OMXI y neten
cHu3unocb B 1,5 pasa. laHHble 3a 2019 rog coobwatot o 111
crlydasx B TeUeHMe KaneHOapHoro rofa, Torga Kak B 2023
rogy 6bino BbiAiBNeHo 74 cnyyas. KonuyectBo 3a 2024
Ha NoHb — 21 cnyyan.

TpaHcno3sunuma maructpanbHbix aptepun (TMA) — rpyn-
na BPOXIEHHbIX MOPOKOB CepALa, OTHOCAWMXCA K aHo-
ManuAM KOHOTPYHKYCa, OOWMUMK MpPU3HAKAMU KOTOPbIX
ABNAIOTCA NpeAcepaHO-XKeNyaoukoBas KOHKOPAAHTHOCTb
N Xeny0uKoBO-apTepranbHasa AnckopaaHTHocTb [13-15].

Mo pacnpocTpaHEHHOCTU TPaAHCMO3MLUMA MarucTpanb-
HbIX apTepPUn 3aHMMAET BTOPOE MecTo nocse TeTpagbl Pan-
N0 B CMUCKE LMaHOTUYECKUX MOPOKOB. B CcTpyKType BCex
BPOXKAEHHbIX NopokoB BINC coctaensaet 2,5-5 %. Hepeako
couetaetca ¢ gpyrumn BIC, Takumm kKak AMKI (20-45 %),
06CTPYKLMA BbIXOLHOTO TpaKTa NleBOro »enypouka (5-
25 %), aHoOManum KOPOHapHbIX apTepui (25 %) [16].

Mpy 3Tom 3aboneBaHUV HabNIOAAETCA HemnpaBuibHaA
aHaTOMUS CepAeyHO-COCYANCTON CUCTEMDI, UTO 3aTpyAHAET
HOpPManbHbI KPOBOTOK [3]. MaTonorma npuBoauT K TOMy,
YTO BEHO3HasA KPOBb MOCTyMNaeT B nerkme ana oboraweHuns
Kucnopogom. bbicTpoe Bo3BpalleHMe o6OraleHHON Kuc-
NIOPOAOM KPOBU B cepfue M JanbHenlee pacnpeaeneHme
Nno KpyrnHbIM apTepusiM Bbi3blBaeT pe3koe KpoBoobpallle-
Hue [3].

TMA (TotanbHaa MukpoBackynapHaa ApTtepmnanbHas ru-
nepTeH3unA) OTHOCUTCA K ABYM rpynnam nayuneHToB. [epsas
rpynna cocTouT U3 TeX, y KOro Mex>kenygouykoBasa nepe-
ropogka HaxoAWTCA B HOPMAJIbHOM COCTOSIHWW, a e[UH-
CTBEHHbIM MECTOM [NA LWYHTUPOBAHMA CNyXaT OTKPbITOe
OBaflbHOe OKHO W/unn apTepuanbHbI NPOToK. B page cny-
YyaeB MOXeT GOPMMPOBATLCA CUHAPOM apPTEPMIOBEHO3HOIO
cbpoca, UTO MOXET NPUBOANTL K CHIXKEHWIO YPOBHSA apTe-
puanbHoW caTypauun. [laHHas natoniorus nmeet boree ce-
Pbé3Hoe TeyeHue no cpaBHeHuto ¢ AMXKI (JedekTom Mex-
XenyaoukoBol lNeperopofkn) ¢ napannenbHbIM JOCTYMOM
K OTKPbITOMY apTepuanbHOMY NPOTOKY. Takxe 3TK naumeH-
Tbl TpebyloT Gonee paHHEro XMpypruyeckoro BMeLLaTesib-
CTBa M3-3a BbIPa)KEHHbIX CMMMNTOMOB M PUCKa Pa3BUTUA
neroyHomn runepTeHsnm. [lo3ToMy, HeCMOTPA Ha CIIOMKHOCTb
CMTyauumn, CBOEBPEMEHHOE OrnepaTrBHOE feyeHve ABnA-
eTCA NPUOPUTETOM AJ1A NOBbIWEHNA LWAHCOB Ha YCMNeLUHbI
NCXOA.

MaTonormm Mex>kenyfoykoBON MNeperopofkm Xxapak-
TepusyTca  UHOMLMPOBAHMEM  CepAevYHO-COCYUCTON
CMCTEeMBbI, YTO MPUBOAWT K HeEnpaBUbHOMY pacnpepnene-
HU1IO NOTOKOB KpoBWu. H.A. PA3aHOBCKMI NnogyepKmBaeT, UTo
«B CJlyyae BPOXAeHHbIX aHoManuii GopmMupyeTca CmeLlnBa-
HUe KPOBW, YTO 06A3aTENBHO NPOUCXOANT NNOO B XKenyaou-
Kax, Tn6o B c/lyyae aHOManum — B npeacepanax 1 60bLmx
cocypax» [1].

Cratnctnueckn B FBY3PK «PecnybnukaHckaa petckas
KnunHnyeckasa 6onbHuua» TMC BCTpedyaeTca He TaK 4acTo,
KaK HekoTopble apyrue nopoku. B 2019 rogy 6bino BbisBe-
Ho Bcero 16 cnyyaes 3a rofl, a B 2023 rofly — TONbKO OfUH.
C 2020 no 2022 roga n3secTHO 0 12 cnyyanx, no 4 3a rogd.

KoapkTauusa aopTtbl (KA) — BpoXAeHHOEe Cy>KeHne Bepx-
Hero oTaena HUCXoAALen YacTu rpyaHON aopThbl, pacnono-
YKEHHOro HenocpefcTBEHHO Nepen OTKPbITbIM apTepuainb-
HbIM MPOTOKOM (nepeLuerikom aopThbl). B cIOXHbIX cnyyasx
HabnofgaeTca aTpe3unsi aopThl, HO CTEHKA COCyAa OCTaeTCA
HenpepbiBHON. MpouncxoxaeHne KAO obbsacHAeTCA nome-
LIATeNIbCTBOM TKaHM OTKPbITOMO apTepuasibHOro MpOTOKa,
YTO BbI3bIBaET pOPMUPOBAHMIE MEMOPAHHOW KOHLEHTPUYE-
ckown cknagku [10]. Hannune aTom cknagkn BKOYaeT Haka-
nAvBaHne rmanypoHOBOro SKCTPALESITIONAPHOIO MaTpUKCca
B Cy63HOOTENMaNnbHOM WMHTMME apTepuanbHOro MpoToKa
1 MPUEralWmx TKaHAX, KOraa BbIABNAETCA KHEOUHTMMY.,

KA — 3To aHOManua, Kotopasa BCTpeyaeTca y 2—-5 HOBO-
poxaeHHbIx 13 10 000 n coctaBnAaeT 6-7 % OT BCEX BblAB-
naembix BMNC. KA y HOBOpPOXAEHHbIX MMeeT 3aBUCMMOCTb
3a CYET OTKPbLITOro apTepPranbHOro NPOTOKa 1 B GONbLUINH-
CTBe CJlyyaeB TpebyeT XMPYypruyeckoro BMeLLIATENbCTBA
B paHHeM Bo3pacTe. 80 % cnyyaeB KA He KOMOMHUPYOTCA
C Apyrummn aHomanuamu passutua. CyLllecTByoT Nonosble
pasnnurA B pacnpoCTpPaHeHHOCTH, rae My>XU1H Habnogaet-
CA B 1Ba pa3a yvalle, YeM XKeHLLMH.
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CornacHo ctatuctuke, y geteii B TbY3PK «PecnybnukaH-
CKas feTckaa KnvHuYeckas 60nbHMLa» KoapKTaumsa aopTbl
8 2019 ropy 6bina 3admKcupoBaHa B 68 criyyasx. Tem He mMe-
Hee, AMHaMKKa NO NaToNOrMK 3a NocneaHmne roabl npope-
MOHCTpUpOBana cHuxeHne, n B 2023 rofy 3aperncrpupo-
BaHO NULWb 27 CNyyaes.

Mocne poXxaeHns Horga BO3HMKaeT HEHOPManbHOe Co-
CTOAAHME, KOTAa COXPaHAETCA CBA3b a0OPTbl C JIEFOYHON apTe-
puen, 4To MOXKeT NPUBECTU K 3HAUNTENbHbIM 3a60N1€BaHNAM
cepiua. OTO ABJIeHVE Ha3blBAETCA OTKPbITbIM apTepuanb-
HbiM npoTokom (OAT).

YCTaHOBNEHNE MOMEHTA TPAH3UTOPHOCTM OTKPbLITOrO
apTepuanbHoro npotoka (OAI) u ero TpaHchopmaLmm B Na-
TONIOrMYeCKNn NpoLecc — 3afava He u3 nerkmx. B Hopme
MeXaHMN3M ero 3aKpbITUA 3aBepLUAETCA B TEYEHMEe NepBOM
Hepenu xu3HW. OAl HabnogaeTca B cnefyoWwmnx COOTHO-
weHwusx: 0.14-0.3 % cpean geTen 6e3 BPOXKAEHHbIX MaTONO-
rvn, 7 % cpean feTen ¢ BPOXKAEHHbIMU aHOManAMK cepa-
ua, 1 3 % cpeau bonee TAXKeNbIX ClyyaeB. Yalle BCEro Takomn
Hedyr OOHapPY>KUBAETCA CPefV HeOHOLWEHHbIX Un AeTel
C manon maccon Tena. Hecmotpa Ha Hanuume OAI, npo-
[OMKNUTENbHOCTb XN3HW Y NALMEHTOB 3HAaUYNTENbHO COKpa-
weHa: 40 % npoxmsatoT go 40 net, 20 % — ymmpatot K 30
ropgam, 42 % — ymmpaltot K 45 rogam, 60 % pgoxmsatoT fo 60
net. CTatuctmka npegoTBpallaeT HernpaBOMepHble Aen-
ctBuA B 30 % cnyyaes CO cMepTesbHbIM ncxogom — 13 neT.
OCHOBHbIMM NPUYMHAMW NeTanbHbIX WUCXOAOB ABMAOTCA
cepaeyHas HefoCTAaTOUYHOCTb, MHGOEKLVOHHbIE 3aboneBa-
HUS, B TOM Ymncie 6akTepuasbHbIil SHAOKAPAWT (3HAapTEpPU-
UT), @ TaKXe pa3BUTME 1 pa3pblB aHEBPU3MbI MPOTOKa.

MBaHoB V.M. BbigBMraeT npeanonoxeHne O TOM, 4TO
«B YMCJIE KITIYEBDIX MPELLECTBYIOLMX MOMEHTOB CIIOXKHO-
CTel C MOJSIOM XeHLUMH MOTYT CTaTb reHeTnyeckue 3abone-
BaHMSA, a TaKXKe o6LWMe Anst BCEN NonynaumMm unm cneymou-
yeckme Ana [aHHOW MEeCTHOCTU 60sie3HeHHble COCTOSIHUA
MaTepu, NepeHeceHHbIe et B MPOLiecce BblHALLVBaHUSA M0-
na» [1, c.45].

B IBY3PK «PecnybnukaHckaa pfeTckad KJMHMYecKan
6onbHMLa» HabnogaeTca JMHaMMKa B [MArHOCTUKE OTKPbI-
TOro apTepuanbHOro NpPoToka: ¢ 52 cnyyaes B 2019 rogy
3TOT NoKasaTesb BO3poc Ao 66 B 2020 rogy. [NokasaTenb po-
CTa coctaBun 26 % 3a cueT ynyylleHnAa ANarHoCTUKN 1 no-
BblLLEHNA OCBEOMIIEHHOCTY Bpayeil 06 3ToM 3aboneBaHuUN.
OpHako B nocnepytowme rogbl (2021 n 2022) cnyyam 3Tomn
naTonorMm CHU3NAKCHL Ao 43 1 38 cooTBeTcTBEHHO. [0 Npo-
rHosam, B 2023 rofy 3TOT nokasartesib JOCTUTHET 29 cyya-
€B, UTO ellle pa3 NoATBepKAaeT CHUXKeHMe 3a601eBaeMoCTy.

ATp1OBEHTPUKYNAPHbIN KaHan (ABK) — 3710 nopok
Pa3BUTUA, XapaKTepU3YOLWUNCA NPUCYTCTBUEM UN HeJo-
pa3BUTMEM MEPeropofoKk Mexay Npeacepaunamut u Xeny-
Joukamu. B TpéxkamepHoM ceppue npoasBnsaeTcA aTpuo-

BEHTPUKYNAPHbBIVA KnanaH, 06pasyoLmninca eguHbIM LenbiM,
HO AenAWMACcA NomnosiaMm Ha NpaBylo U NIEBYIO YacTu, Npu
3TOM OTMEUYEHO MOJIHOEe pacluensieHne MexnpencepLHom
neperopofku (MMY). YnomaHyTble NOpPOKM B CepAevHON
AHATOMMU CMOCOOHbBI MPUBOANTD K YBENUYEHMIO N3MEHEHUI
B BepXHeln cekumm cepgua. TOT TMM NaToNorMm nmMmeHyeTca
HenosnHbiM AB-KaHanom.

ATPUOBEHTPUKYNAPHbIN KaHan (ABK) — 3To oguH 13 BuY-
0B [edeKToB CepAeUYHO-COCYANCTON CMCTEMbI, COCTaBNA-
owmn 3-6 % BCeX BPOXAEHHbIX aHOManuin cepgua u Ha-
6nofawmnca y 1-3 HoBopoxaeHHbIX Ha 10. CyulectByeT
1 6onee WunpoKuit nHTepean ana ABK, koTopbiin cocTaBnseT
3-6 % BCex BPOXAEHHbIX NopoKkoB cepaua (BrNC), n cpean
HUX BCTpeyaeTca y 1-3 HoBopoxaeHHbIX 13 10. Vi3onupo-
BaHHOoe cyeHue ABK He knaccudumumpyetca kak octpoe
1N yrpoxaiowee coctoaHma. OgHako y 5 % HOBOPOXKaeH-
HbIX TpebyeTca IKCTPEeHHAA KoppeKumsa B Cpok Ao 1 mecs-
La C MOMEHTa POXAEHUA, UTO CBA3AHO C BbICOKUM PUCKOM
ObICTPO MPOrpeccupyioLllen CepaeyHon HefoCTaTOUYHO-
CTW, BO3HMKawLeln Ha GoHe neperpyskn npasblX OTAESOB.
Y 75 % peten ¢ ABK B page cnyyaeB coyetaHum C CUHAPO-
Mom [layHa.

B npouecce ambpuroreHesa GpoOpMUPYOTCA SHLOKAPAU-
anbHble MOAYLIKW, KOTOpble HeobxoauMbl AnA 06pa3oBa-
HUS MEXMNPeACePAHON N MEXPKENTY0YKOBOW NeperopooK
cepaua. OHY B3aMMOAENCTBYIOT ApYyr C APYroM, 4To B UTO-
re NPUBOAUT K pa3feNeHnto opraHa Ha MpaBylo U NeByo
MOMOBVHbI, @ TaKXKe K 06pa3oBaHU0 3-X UK 2-X CTBOpYa-
TbIX KMamnaHoB, KOTOPbIE KOHTPONUPYIOT [BUXEHNE KPOBW
13 Mpeacepaun B xenygouku. HenpasunibHoe passButue
3TUX CTPYKTYP MOXKET MPUBECTM K HapyLUeHMO0 GOpMMpoBa-
HUA NeperopofokK, YTo NPUBELET K CepAeUYHO-COCYANCTbIM
3aboneBaHVAM, MPOABAAWMUMCA PA3IMYHBIMKA  aTPUO-
BEHTPUKYNIAPHbIMUK CenTasibHbIMK fedbeKkTamu — no mepe
YMEHbLUEHNA TONWMUHbI TEPEFOPOSKM.

B 2023 ropy B IBY3PK «PecnybnukaHckana fetckasa Knu-
HUyeckas 60nbHMLa» Obin 3aPpUKCUPOBAH NULLb €AUHCTBEH-
HbI CNyYal aTPUOBEHTPUKYIAPHOrO KaHasa, KoTopblIi cTan
M3BECTHbIM 3a NOCNeHNe NSATb NeT.

Hedekt mexxnpencepaHoli neperopoaku (AMIMM) — 310
MOPOK, CBA3aHHbIAN C aHOMAaJIbHbIM Pa3BUTUEM TKaHeMW, CO-
CTaBNALWMX NEPEropofKy mexay npeacepamamm cepaua,
0b6ecneyrBaOLLMI NATONIOTMYECKNIA JOCTYN KPOBU Mexay
HUMWN.

OMIMM — 3710 ofgHa 13 popm BHYTPUYTPOOHBIX aHOMa-
NV, KoTopble 3aHMMaloT 7,1-8,7 % cpeln BCeX BPOXAeH-
HbIX NMopokoB cepaua (BMNC). MNokasaTtenn 3aboneBaemocTu
BapbupytoT ot 0,317 go 0,941 Ha 1000 HOBOPOXAEHHbIX,
1N 3TN UnMdpbl CYyLWECTBEHHO M3MEHAIOTCA B 3aBUCUMOCTM
oT cneundrKm TeppuTopranbHom aunarHoctukn [12]. Cywe-
CTBYeT CTaTUCTNYECKaA NPeapacnonoKeHHOCTb: XeHLWMHbI
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CTpafaloT 3TOV NaToNOren B fiBa pa3a Yalle, YeM MyKUMHbI
(1:2). Y 30-50 % manblwwen, y KOTOPbIX AMAarHOCTMPOBaHbI
BINC, nmetoTcs AoNoNHUTENbHbIE NPOBIEMbl C CepAeUHON
CNCTEMOW, YTO NoATBepPXKAAeTCcA cBA3bio ¢ [AMII.

MaTonorum cepaua o6pasytoTcs, Kak NpaBuilo, No npu-
uvHe HenosHoro ¢GopMUPOBaHUs CeNT (Meperoponok)
N HeJoOCTaTOYHOWM BbIPAaXeHHOCTM KOHLEBbIX (3HAOKapau-
anbHbIX) CKNaZoK, Ha 3Tane aMbpuoHanbHon ctaguu. Mpu-
YMHaMKN MOTYT BbICTYyNaTb Kak HacnefCTBeHHble 0OMeHbI,
a Takxe MHOeKUMOHHble 3aboneBaHnA, Tak U 3Konoro-du-
3uyeckrie ¢GakTopbl, HEraTVBHO BO3AENCTBYIOLME HA pas-
BUTWNE 3MOpPMOHa.

[loKa3aTenbCTBOM ycreLHol paboTbl HOBLUECTB B Kap-
aunonorun ctana pekomeHgauua MeaHosa W.M., koTopbin
CCbINaeTcA Ha CTaTUCTUKY, COMTAaCHO KOTOPOW «KOSIMYECTBO
Cny4YaeB 3HauUMTENbHO COKPaTUIOCh» [1, . 45].

Mpn Bblpa’*keHHOM HapylleHUN [peHa)KHoW ObyHKUMUK
neroyHbix BeH (TAJIB) otmevaeTca oTcyTCTBME MAM NaTo-
NIornyeckoe coefmnHeHne BEHO3HbIX CTBOJIOB JIEFOUYHOW Ch-
CTeMbl C NIeBbIM NpeAcepAHbIM OTBOLOM, YTO COMNTAaCHO MEX-
OyHapoaHoOU Krnaccudukaumy paccTpoONCTB AbiXaTeNlbHOM
CUCTeMbl OTHECEHO K BPOXAEHHbIM aHOMaNMAM Pa3BUTUA.
Mpwn nsonnposaHHon TALJIB neyeHb pacnonokeHa aHaTo-
MUYECKM HUXKE OTHOCUTENbHO Avadparmbl: ee BepxyLlka
BblCTynaeT Ha ypoBHe Xll rpygHOro no3BoHKa M BepXHUN
NOJIIOC Cefe3eHKN — Ha YyPOBHe |-ro NOACHNYHOro. KopHu
OPOHXOB CMeLLATCA MeflnanbHo, a Tpaxea OTKpbITa C 0be-
UX CTOPOH. B oTaenbHbIX cnyvasax Habnogaetca fgobaBou-
HadA, AN HenpaBWIbHAA CBA3b JIETOYHbIX BEH, YTO TakKXe
CO3[aeT CIOXKHble YCNOBMA AJIA MNOCTMapTa, 0COObIX TOK-
CMYECKMX BO3ENCTBUN Ha OpraHu3Mm, 1 BedeT K aedektam
B Pa3BUTUN NErKmnX.

Mo nHpopmauum M3 pPasaNYHbIX MCTOYHUKOB, TPAHC-
nosuuma maructpanbHbix aptepuin (TALJIB) BO3HMKaeT
c yactoTom ot 0,83 % go 2,8 % [7-9]. locnuTanbHaAa netanb-
HOCTb BapbuUpyeTcAa B 3aBMCMMOCTU OT GOpPMbI: CcyrnpaKkap-
AnanbHaa — 14,2 %, BHyTpekapaunanbHaa — 11,6 %, vH-
dpakapananbHaa — 32,6 %, KOMOUHUPoOBaHHast — 15,8 %,
HeonpepgeneHHaa nokanusauna cocynos — 31 %. Mpwn oT-
nenbHon TALJIB nocneonepalyiOHHaA neTanbHOCTb MOXeT
pocturatb 16 %. [MporHo3 3aBUCKT OT COCTOAHUA FeMOfAu-
HaMWKW: NPU HEOOCTPYKTVBHON GOpMeE PUCK NETASIbHOCTY
coctasnsaet 50 % B 3 mecAua n 80 % K 1 rogy, B TO BpemsA
KaK npv o06CTPYKTUBHON hOpMe NOABNAETCA 3HaUUTENbHOE
YNCNO NeTanbHbIX CllyYaeB B MePBbIA MeCAL, YTO MPUBOANUT
K TOMY, YTO GONbLUVMHCTBO C/lyYaeB 3aKaHUMBAETCA CMEPTbIO
B TeyeHue nepsbix 30 gHen.

Hepopassutne 3agHero mMesoTenna BeH, pacnosara-
IOWNXCA B JIETKOM, OObACHAET BO3HUKHOBeHue TALJIB.
[maBHOeE, UTO 06bEeAUHsIeT pa3Hble GOpPMbl MaToNIoOrNy —
peBepcHble MOTOKN KPOBU, FAe Kak Jierkme, Tak 1 obwme
cucTeMbl NPUBOAAT K MpaBomy npefcepauio. Mpobnembl

C NPOAOCIXUTENbHOCTbIO XM3HK ¢ TAQJIB nayT B yHUCOH
C pa3BuTMEM LIYHTa, 06pasyoLLerocsa B Cilyyae Hanuuns He-
MOJSTHOWM OBCTPYKLMUN MeXAY ABYMA TUMAaMK KpoBOoobpalle-
HUA. OBbIYHO, LYHT 3TO OTKPbITOE OBaNlbHOE OKHO C ypaBHe-
HUeMm AaBeHUN.

B Pecnybnuke KpbiM aHOMasnbHbIi fpeHax NErovHbIx
BEH ABNAETCA AOBONbHO PefKo BCTpeyatoLlenca natonoru-
el. 3a nocnepHve 5 net 3a rog B CpefHeM BCTpeyvaeTcsa oT 7
fo 10 cnyyaes.

AopTanbHbin cteHo3 (AC) — nopoK ceppua, CONpPoBO-
xXpaowmnca gedopmaumen CTBOPOK 1 /U CyKeHeMm Kna-
NMaHHOro OTBEPCTUA.

AKTyanbHble JaHHble O 4acToTe cepAeYHO-COCYAMCTbIX
3abo0neBaHNli, CBA3aHHbIX C MOPAXeHVEeM KJlanaHoB, —
6onbluol Npoben Ha MUPOBOM ypoBHe. Ho yxe mmeloLya-
Aca MHPopmaumsa 06 3ToM JOCTAaTOYHO MoKasaTesbHa. Tak,
B paboTax S.H. Goldbarg yka3biBaeTcs, Uto cpefm KnoueBbix
3aboneBaHNin Ha NePBOM MeCTe OKa3blBaeTCA a0PTO-HEMOJ-
HOLIEHHOCTb, YTO 0OBACHAETCA AereHepaTUBHbIMY M3MeHe-
HUAMU KNanaHbl y NoXunbix ntogeit. [pobnema aopTanbHOro
CTeHO3a umeet pacnpocTtpaHeHue ot 1-2 1o 4 %, 4To umeet
pacxoxpeHue no nony. Y xeHwmuH ¢ukcnpyetca 1.4 %, a 'y
MyXUnH — 2.7 %, cermeHT nocsne 65 neT AemMoHCTpupyeT
10.7 % no paHHbiMm D.S. Bach. WccnepgoBaHua Euro Heart
Survey oxsatunn 10207 naumeHTOB C OCTPbIM KOPOHaPHbIM
CMHAPOMOM, B 489 cnyyaeB CTaBUICA AUNArHO3 BbIPAaXXEHHOM
HeAO0CTaTOYHOCTN KNamnaHoB, Yvalle Bcero GpuKcnpoBanmcb
NeMMYECKNEe W3MEHEHUs, aKTyann3npoBanucb CTEHO3
AopTaNibHOrO KfanaHa v oTpuruaTesibHble OTKIIOHEHNA aop-
TanbHoro Tkauva. B Poccuiickon Pepepaumm Ha npoTsaxe-
Hun 2009 ropa 3apernctpuposaHo 178 623 criiyyaes Hapy-
LIEeHUI, CBA3AHHbIX C KnanaHamMmu, NMeoLNX XPOHMNYECKUN
peBmaTuyecknii GoH. XoTa mcnonb3yemas npakTuyeckas
CTaTMUCTMKa MPenMyLLEeCTBEHHO CBA3aHa C peBMaTUYeCKUMU
naTosiormsiMu, HabaaeTcs BO3pacTaHe KONMYeCcTBa one-
pauui, obbACHAEMbIX «ereHepaTVBHbIMK HapyLIeHUAMU»
B paboTe KnanaHoB, NpuBoAsLLKX K 46,6 % OT 06LLero umnc-
Na NpoBefleHHbIX BMELLATENbCTB MO UCMPABIEHNO NPro6-
peTeHHbIX NOPOKoB B 2014 roay.

B TBY3PK «PecnybnukaHcKasi [eTcKasi KJMHUYecKas
6onbHuLa» ¢ 2019 no 2024 rop cnydvan CTeHoO3a aopThl
He PUKCUPOBANNCD.

Mo mHeHuto A.A. MNeTpoBa, «CTEHO3 JIErOYHOW apTepun
(c1A) npencTaBnaeT cobol Kapguonornyeckoe 3abonesa-
HVe, BO3HMKaloLLlee B pe3ynbTaTe HEMpaBuIbHOrO GopMU-
poBaHMA KanaHHOro annapata, YTo Bbi3blBaeT TPYAHOCTU
B KPOBOTOKE OT NPaBOro »eyfoyKka K JIero4HoOm apTepumn»
[5,c. 112].

CTeHO3 neroyHoro apTepuanbHOro KnanaHa npepacras-
nAet cobon Hambonee pPacNpPOCTPAHEHHOW aHoManven
cepAua 1 ABNAETCA MMaBHOW MNPUYMHON CPeAn YNCIIEHHbIX
BPOXKAEHHbIX CepAeYHO-CcOCYANCTbIX AedeKToB. [aHHble
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Tabnuua 4.

TeHAEeHUMN N3MEHEHNA YAaCTOTbl BCTPEYAEMOCTM NMOPOKOB
B cTaumoHape IBY3PK «PecnybnukaHckan getckas KnnHuyeckasa 6onbHuLa»

LedeKT MexkenyaouKkoBoi neperopoakm (AMXI) Q.21.0

TPaHCNo3uLna MaructpanbHbix cocynos (TMC) Q208 16 4 4 4 1 0
Tetpaga Oanno (T0) 0213 14 13 9 13 26 7
KoapKTaLua aopTbl 025.1 68 45 37 32 27 4
OTKpbITbIi apTepuanbHblii npotok (OA) Q25.0 52 66 42 44 29 8
OTKPbITbII aTPUOBEHTPUKYNAPHDIN KaHan 142.5 0 0 0 0 1 0
fedekT mexnpeacepaHoii neperopoaku (AMMM) Q21.1 167 128 95 98 71 25
aHOMaJbHbIil peHaX NErOYHbIX BeH 026 9 10 7 8 3 3
CTeHO3 YCTbA a0PTbI 1350 0 0 0 0 0 0
CTEH03 NEFOYHOIA apTepun 0256 34 34 N 22 15 6

KIMHUYECKMX UCCNe0BaHNM NMOKa3blBaKOT, YTO AAHHbIN MO-
pok HabnopaeTca y 7-12 % nauneHToB, UMeKLMX COCYAU-
CTble MOPOKM, a Take Bbi3biBaeT 80-90 % cnyyaes HefjoCTa-
TOYHOCTM KnanaHoB cepgua. MpumepHo y 20 % naumneHTOB
3aperncTpupoBaHbl U3MEHEeHVA B aHaTOMUW KJlarnaHoB fe-
royHou apTepun. [JaHHaA ¢dopmMa CTEHO3a MMEET BaXKHOEe
3HaYeHue reHeTUKK: HapyleHua Ha 12-n XpoMocoMe Ha-
6niogatoTcs Npu onpeaeneHHbIX CUMHAPOMAxX (Hanpumep,
cmHgpom Koonepa, cuHAPOM Yunbamca n cnHapom Anake-
nA) 1 NepeaarTca No ayTOCOMHO-AOMUHAHTHOMY TUMY.

B 60nblWMHCTBE C/lyYaeB NPUYMHON CTEHO3a JIeFrOYHOTO
KnamnaHa ABfAeTCA Hefopa3BUTME BbIXOAHOrO otaena. 1o
npuBoANT K GUKCMPOBaHMIO CTBOPOK KiamaHa OKOJMlo OcC-
HOBaHMA 1 NX OFrPaHNYEHHON NOLABUXHOCTU. KpaiiHe peako
buKcnpytoTca cnyyan C MOMHOW CPaLLeHHOCTbIO CTBOPOK,
yto 3PPeKTVBHO MPEnATCTBYeT MPOXOANMOCTM, KOTOpas
MO>eT HaxoAmUTbCA B Anana3oHe ot 1 cm npwu nerkux ¢op-
Max Ao MeHee 3-4 Mm npwu Taxenbix popmax. Y 20 % nauu-
€HTOB KJlanaH MOXeT ObITb aHaTOMMYECKN [IByXCTBOPYATLIM
UV METb BOPOHKO0OPa3Hyto KoHbUrypaumto.

B TBY3PK «PecnybnukaHckaa [eTcKas KiMHWYecKas
6onbHULa» B 2019 rogy Habnoganocb 34 cnyyaa CTeHO3a
NIeroyYHon apTepuu, B TO BpeMa Kak B 2023 3TOT nokasarenb
CHM3MNCA o 15 cnyyaes. OTO CBUAETENbCTBYET O CHUMXKEHUM
3aboneBaemoctu Ha 2,3 %.

3aKAlo4eHue

Cepﬂe‘-lHO-COC)/,D,I/ICTbIe aHOManuu, npeactasnAawowne
Cco60 BaXKHbI CErMeHT AeTcKom KapanoJiornn, nepexun-
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BalOT CepbE3HOoe BO3pacTaHue ciyyaes B Poccuun. Hannune
CNOXHbIX $GOpPM 3ab0NeBaHUN BbI3bIBAET HEOOXOANMOCTb
CBOEBPEMEHHOIO AMarHOCTUPOBAHMA, YTO KPUTUUYHO ANA
onpefeneHusa TakTUKWU NeYeHns, BAUAIOWEN Ha [EeTCKue
nporHo3sbl. Ocob6oe 6eCnoKOoNCTBO Bbi3biBAET HECCUMMTOM-
HOEe TeyeHMe HEeKOTOPbIX He3HaUUTEeNbHbIX MOPOKOB, UTO
MOKET MPOCTMPATbCA HA BCKO XMU3Hb. TakUM 06pa3om, He-
06X0AMMO yunTbIBaTb BO3MOXHOCTb DU3NYECKON AKTUB-
HOCTU — upe3MepHble HArpy3Ku MOTyT CHIXKaTb obliee
COCTOAIHME VI MPOJOIKUTENIbHOCTb XKU3HW Y feTen C cepaey-
HO-COCYAUCTBIMU Npobiemamu. Tem He MeHee, B NoCsiefHue
JecaTnneTns, feTckasa Kapauoxmpyprua B Poccum 3Hauu-
TeIbHO MporpeccrpoBana 6narogapsi nepegoBbiM TEXHO-
NOTUAM, MO3BONAIOLLMM HEe TONbKO 3QDEKTUBHO NCMPaBUTb
AHOManuu, HO N COQENCTBOBATb COLMANIBHOW MHTErpaumm
naumMeHTOB, BCIeACTBME Yero OHU JOCTUraloT YPOBHA 340-
[POBbA TAKOrO e, KaK X CBepCTHUKN [1, 2].

Ha cerogHAWHMIA ieHb OUeHb BaXXHO pa3BuMBaTb Kapau-
oXMpypruio Ha KpbiMckom nosyoctpoBe. ECTb MHOTO aKTy-
anbHbIX BOMPOCOB, KOTOPbIE OCTAOTCA Ha CTaAMMN Pa3BUTUA:
1) OTKpPbITVIE AETCKOTO KapANOXUPYPrYeCcKoro oTaeneHus;
2) OTKpbITVE [LETCKOro KapAMOXMPYPruyeckoro peabuniun-
TaLMOHHOIO LEeHTPa; 3) 3aKymnka COBPEMEHHOro 06opy-
[OBaHusA; 4) npuBfieyeHne BblCOKOKBANNGULMPOBAHHbIX
CNeynanncToB; 5) cosgaHune BbICOKOKBaNMGULMPOBAHHOIO
AMArHOCTNYECKOTO LieHTPa BPOXAEHHbIX MOPOKOB cepaua
AN CBOEBPEMEHHOW AMarHOCTUKM C MOCiefyloWwnmM fede-
HVieM (NpeHaTanbHasn AMarHOCTUKa).
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