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Pesiome

MuTpanbHbIV KnanaHHbIA KOMMNEKC NpeacTaBiseT cobol CIOXKHbIN Mo CTPYKType anna-
paT, PYHKLMOHaNIbHAA COCTOATENIbHOCTb KOTOPOrO 3aBMCUT OT COYETAHHOM paboThbl BCexX
KOMMOHEHTOB. HapyLueHnA CTPOeHNA CTeHKM NeBOro npefcepaus, MUTPanbHOrO KOJb-
La, CTBOPOK MUTPAsIbHOrO KnamnaHa, CTBOPOUHbIX XOPf, NanuAAAPHbLIX MbIWL, U CTEHKU
NEBOrO Xenyaouka NpPUBOAAT K NMOABIEHUIO CTEHO3a UM HEJOCTAaTOYHOCTU MUTPasibHO-
ro KnanaHa. PaHHee pacrno3HaBaHWe aHOMasuii, Bbi3blBAKOLIMX PA3BUTUE BPOXKAEHHON
MUTPANbHON HefOCTaTOUYHOCTW, NPOoBOAUTCA (U3UKaNbHBIMA MU UHCTPYMEHTaNbHbIMU
MEeTOAaMU, MO3BOJIALUMA BbIABUTb CTEMEHb U TAXECTb HapyLeHUNn reMoanHaMuKm.
CBoeBpeMeHHO NprMeHsAeMble pa3paboTaHHble MeToAbl fleueHUA NO3BOAAIOT KOPPUru-
poBaTb HapyLIEHUA CTPOEHUS KOMMOHEHTOB MUTPANIbHOrO KOMMJIEKCa, reMorHaMmye-
CKMe pacCcTpoCTBa 1 YNyyLIalT NPOrHO3 XM3HU NaLNeHTOB.
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Abstract

The mitral valve complex is a structurally complex apparatus, the functional viability of
which depends on the combined work of all components. Violations of the structure of
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the wall of the left atrium, mitral ring, mitral valve leaflets, leaflet chords, papillary muscles
and the wall of the left ventricle lead to the appearance of stenosis or insufficiency of
the mitral valve. Early recognition of anomalies that cause the development of congenital
mitral insufficiency is carried out by physical and instrumental methods, which make it
possible to identify the degree and severity of hemodynamic disorders. Timely applied
developed methods of treatment make it possible to correct violations of the structure
of the components of the mitral complex, hemodynamic disorders and improve the
prognosis of patients’ lives.

Keywords: mitral valve complex, leaflets, mitral annulus, chords, anomalies, mitral
insufficiency

B BBEJAEHWE

HapyLieHua cTpoeHuns KnanaHHbIX 1 NOAKMNanaHHbIX CTPYKTYP MUTPasibHOro KfanaHa
C BO3HWKHOBEHMWEM 06PaTHOIO TOKa KPOBM 13 JIEBOTO XeJylouKa B JIeBOe npefcepame Bo
BPEeMA CUCTONbl MPUBOAAT K Pa3BUTUIO BPOXAEHHON MUTPanbHOW HefocTaTouHocTh [1].
JoKymeHTMpOBaHHaA pe3ynbTaTammn dxoKapamnorpaduueckoro mccnegoBaHva (IxoKr)
BPOXAEHHaA MUTpanbHaa HeJOCTaTOYHOCTb BCTpeyaeTca B 0,6% BCex BPOXKAEHHbIX Mo-
POKOB CepALa Kak M30/IMpoBaHHaA NN B COCTaBE CJIOXKHbIX BPOXAEHHbIX MOPOKOB cepa-
ua. YacTtoTa ee, BepOATHO, eLle Bbilwe (80 1% y feTeln) Npy He3HaUYNTESNTbHbIX KITMHUYECKMX
N reMOAUHAMMNYECKUX NposiBeHusiX [2]. Bo3HuKWwMe B nepriofg ambproreHe3a aHOManmm
pa3BUTMA KOMMNOHEHTOB MUTPaNbHOMO KOMIIEKCa, He COOTBETCTBYA APYr APYry aHaTOMU-
YecKw, B MOCTHaTaSIbHOM NeproAe Bbi3biBAKOT MOABNEHME MUTPANIbHON HEAOCTAaTOYHOCTH,
npoTeKatowwen ¢ KNnMHMYeckon maHndectaumen nam mManoCcMmMnToMHO. B ¢pyHKUMOHanb-
HoW KnaccndurKaumm mutpanbHom HegoctatouHocTu (A. Carpentier, 1976) onucaHbl oco-
6EeHHOCTN ABMXKEHUA CTBOPOK MUTPANbHOrO KfanaHa M OCHOBHblE MPUUYMHBI Pa3BUTUA
peryprutauum KpoBu B NeBoe npefcepamne, BO3HMKaLWme B SMOpUOHanbHOM nepuroge.
B pernameHTMpyoWmx JOKYMeHTax B nocneayioLre roabl knaccubukauma JonosHAnachb
pe3ynbraTamn KiMHuyeckoro, 9xoKl- n mopgonoruyeckoro mnccnegosaHmin. Hanbonee
copepkaTesibHble KIIMHNYeCKe peKoMeHAaLmMmn obLEeCTBEHHbIX KapaMONOrnYecKrx op-
raHmsauum Poccuiickoii Oepgepaumn C OLEHKOM aHAaTOMUYECKUX U FreMOAMHAMUYECKUX
HapyLleHnin pa3paboTaHbl 1 ony6nvKkoBaHbl B 2021-2022 r.

PacnosHaBaHvne BPOXAEHHOW MUTPanbHOW HeJOCTaTOYHOCTU W MPUUMH, Bbi3blBalo-
WMX CTPYKTYPHbIE 1 FreMofMHaMUYecKe paccTponCTBa, HEOBXOANMO ANiA NPOBefeHUA
CBOEBPEMEHHOW MeAULIMHCKOWN peabunmTaumm naLmeHToB.

B KNACCUOUKALMA BPOXAEHHOW MUTPANTbHOW
HEQOCTATOYHOCTH

BnepBsble cermeHTapHY10 KnaccupuKkaLmio BPOXKAEHHbIX aHOMaNNA MATPANbHOIO KNa-
naHa npepcTaBuav no gaHHbim aytoncum F. Davachi n coast. B8 1971 r. [3]. B nocnegyto-
e roApl cermeHTapHas Knaccmpukauusa nogBeprnacb KPUTUKE, MOCKONbKY BPOXAEH-
Hble HapyLeHna (MUTPanbHbIN CTEHO3 WM HEAOCTAaTOUYHOCTb) BO3HMKANM B pe3ynbTaTe
MHOFOCErMEHTHbIX MOPAXKEHUIM MUTPaNbHOro KnanaHa. [inutenbHoe Bpems MCnonb30Ba-
nacb xmpypruyeckasa ¢yHKUMOHanbHaa knaccudmkauma A. Carpentier n coaBT., KOTopble
NpPeasIoKuIv MHOrOCErMEHTHBbIN NOAXOM U CUCTEMATM3NPOBANI OCOBEHHOCTY ABUKEHUA
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Knaccudumkauma BpoxkaeHHOW MuTpanbHoii HegoctatouHocTu A. Carpentier [4]

Classification of congenital mitral insufficiency A. Carpentier [4]

Tun ABMXEHNA CTBOPOK

| - HopmanbHoe aBUXe-
HUWe CTBOPOK C HOpMaJib-
HOW KoanTauuen

Il - aHOManbHanA KoanTauusa
C Ype3mMepHOI NOABMXKHOCTBIO
CTBOPOK

Illa - orpaHnyeHmne
LBVXXEHWA CTBOPOK
B cucTony

Illb — orpaHuueHmne
LBWKEeHVs CTBOPOK
B AnacTony

MpuYnHbI MUTPaNbHOI H

eA0CTaTOYHOCTN

[Mnonnasua cTBOPOK,
deHecTpayma, pacenne-
Hue CTBOPOK, AnnaTtauus
$1bPO3HOro KonbLa,
[BOVIHOE MUTpasnbHoe
oTBepcTMe

YanvHeHue, n36bITOUHOCTb
CTBOPOK W/ CTBOPOYHbIX
XOpA, NPonabrupoBaHme CTBO-
POK, rMnonnasua unm yanu-
HeHMe NanuIAPHbIX MbILLL,
pa3pbiB CTBOPOYHOW XOPAbl

CpalyeHne Kommuc-
Cyp, yKopoueHue
CTBOPOYHbBIX XOPA,
aHoManus J6wrTenHa

AHOManuu nanunnap-
HbIX MbILUL| — areHe3us,
runonnasus, napatuio-
TOO6pasHbIi Knanax,
ramakoo6pasHbliii
KnanaH

CTBOPOK MUTPAJSIbHOTO KnamnaHa 1 NpyUnHbI, Bbi3blBaloLMe NOABNEHNE MUTPANbHON He-
poctatoyHoctu [4]. Knaccndumkauyma A. Carpentier ocHoBaHa Ha HabnogeHUAX NPUYnH
BPOXXAEHHOWN MUTPasIbHOM HeJOCTaTOUHOCTU NPY XUPYPTNYECKOM JIeUeH M.

B knuHuuecknx pekomeHgaumax Poccuninckon Gepepauum (2022 r.) npeactaBieHa pac-
LWIMPEeHHaA Knaccudrkauma BpOXKAeHHON MUTPanbHOW HEJOCTaTOYHOCTY, BKOYaloLWan
3TMONOruio, TeueHme, PyHKLMOHaNbHbIe U reMoAnHaMMYecKmne HapyleHms [1].

Knaccudukauma BpoxaeHHON MUTPanbHOM HeAOCTaTOUYHOCTL:

1. To atmonorum:

& M301MpPOBaAHHbIE ﬂeq)EKTbl MWTPANbHOIO KJianaHa;
B fereHepatuBHOE 3aboneBaHve (MMKCOMaTO3Has pereHepauma MUTpanbHOro Kna-

naHa);

u ,D,eq)eKTbl MUTPanbHOro KnanaHa, CBA3aHHbIE C APYTMMU BPOXAEHHDBIMI MOPOKaMU

cepaua.
2. Mo TeyeHuto 3abon

€BaHuA:

1) OCTpble NPUYNHbI — NieMmnyeckmne, HeoHaTaslbHaA, VIHd)EKLI,VIOHHbIe;
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2) XpOHUYECKMe NPUYMHbI — BPOXKAEHHbIE HapyLUeHNA (M30IMPOBaHHbIE U B COYeTa-
HUW C APYTUMW BPOXAEHHbIMY MOPOKaMu cepAua), iereHepaTBHble HapyLleHNUA
(MMKcomaTO3Hasa fereHepaLma CTBOPOK MUTPanbHOMo KnanaHa, cmHapom Mapada-
Ha, dnepca — [laHno u ap.), nHdeKuMoHHble 3aboneBaHunsA, KapgnommonatTum (au-
naTauyMoHHasA n ap.).

Mo aHaTOMO-PYHKLMOHANbHBIM XapaKTepUCTUKaM:

®  Tun |: HEKOCTaTOYHOCTb MUTPAJILHOTO KilanaHa C HOPMaJsibHbIM ABUXKEHMEM CTBO-
pok - gunatauma GuMOPO3HOro KosbLa MWUTPANbHOrO KanaHa, paclennieHve
CTBOPKM MUTPasbHOro KfanaHa, fedekT CTBOPKY;

® 1un ll: nponanc CTBOPKY — yAnMHeHWe Xopg, YANUHEHNe NanuIAPHbIX MblLLL, OT-
CyTCTBME XOPfA;

= 1un lll - orpaHnyeHne NoaBMKHOCTK CTBOPOK: A. HopmanbHoe CcTpoeHune nanuin-
NAPHbIX MbILIL, MATPANbHOIO KnanaHa (cpalieHrie Mo Kommccypam, YKopoueHue
xoppa). B. AHomManbHoe CTpoeHre NanUINAPHbIX MbILIL MUTPaNbHOTO KnanaHa (na-
paLloTo06pasHbIi MUTPASbHBIV KNanaH, ramakoobpasHblii MUTPasbHbIA KnanaH,
rmnonnasua NanuIAPHbIX MbiLL).
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4. To cTeneHu BbIPaKeHHOCTU MUTPASIbHOWM HEQOCTAaTOYHOCTM U TAXKECTH 3aboneBaHuA
(no pesynbratam 3xoKr):
= c1agmAa A (c dakTopamm prcKa PasBUTUA MUTPANIbHOM HEAOCTAaTOYHOCTN) — NErKUN
nponanc MUTPasbHOrO KnanaHa C HOPManbHOW KoanTauuen CTBOPOK; Nerkoe
yTOfLWEeHNe W OrpaHnyeHre MNOABWMMHOCTM CTBOPOK; ManeHbKasa LieHTpanbHasa
CTpyA, 3aHnmaroLwwan <20% nnowaam 1esoro npeacepans, vena contracta <0,3 cv;

®  cragua B (nporpeccupytowlas MutpanbHaa HeOCTaTOYHOCTb U 6eccMnToOMHoe
TeueHwune) — TAXeNbI Nposnanc MATPASbHOIO KnanaHa ¢ HoOpMasnbHOWM KoanTaumen;
N3MeHeHMWA KnanaHa Cc orpaHnyYeHem NoaBMKHOCTY U HapyLUeHMNEM LLeHTPaibHOM
Koantaumu; ueHTpanbHaa cTpya nnowagbio 20-30% nesoro npepcepava wuam
no3gHecncTonnyeckan sKCLeHTPUYHaA CTPyA; vena contracta <0,7 cm; o6bem pe-
ryprutaumm <60 mn; ¢pakuma peryprutaumm <50%; ERO <0,40 cm? nerkoe pac-
LUIMPEeHMe NeBOro NpeAcepAans; OTCYTCTBME pacCLLMPEHNA NEBOrO XenyaoukKa; Hop-
MasibHOe fjaBfieHMe B JIeroYHOM apTepuu;

= cTagma C (beccMnTOMHOE TeYEHMeE C TAXKENON MUTPaNbHON HEOCTAaTOUYHOCTLIO) —
TAXENbI NPoNanc MUTPanbHOro KnanaHa C HapyLleHem KoanTauumn CTBOPOK U
MONOTALLEN CTBOPKOW; MU3MEHEHNA KNanaHa C orpaHnYyeHem NoaBuMHOCTA 1 Ha-
pyLUEeHMEeM LieHTPpabHOW KoanTauuy; LeHTpanbHasa cTpya naowagbio >40% neso-
ro npegcepama WM rosoCUCToNMUYecKan dKCLEHTPUYHaA CTpyA; vena contracta
0,7 cm; obbem peryprutaumm 60 mn; dpakuua peryprutaumm 50%; ERO 0,40 cvm?;
YMepEeHHOE UKW BblpaxeHHOe pacLuMpeHune SIeroYHOM apTepui; yBenmyeHmne neBo-
ro »kenygouka; noctkanunnapHasa (BeHO3HaA) NeroyHasa rmnepTeH3na MOXeT Npu-
CYTCTBOBATb B MOKOe Unu npu GU3nyeckon Harpyske.
C1: dpakuma Bbibpoca NeBoro xenyaouka >60% 1 KOHEYHbI CUCTONNYECKUI pa3-
mep <40 mm. C2: ppakuma Bbibpoca NeBoro xenygouka <60% 1 KOHeYHbIN CUCTO-
nnueckui pasmep KCP =40 mm;

® cragma D (cMNTOMHOe TeuyeHue C TAXKENOW MUTPASIbHOW HefOCTaTOYHOCTbIO) —
TAXENbI Nponanc MUTPaANbHOroO KnanaHa C HapylweHWem KoanTaumm wnu
MONOTALLEN CTBOPKOW; M3MEHEHWA KfanaHa C OrpaHMyYeHueM MNoABUMHOCTUA U
HapyLeHneM LeHTpanbHOWN KoanTaumu; LeHTpanbHaa cTpya niowagbto >40% ne-
BOro Npefcepana Nnn ronocucTonnyeckas SKCLeHTPUYHaA CTpys; vena contracta
0,7 cm; obbem peryprutaumm 60 mn; dpakuua peryprutaumm 50%; ERO 0,40 cvw?;
YMepEeHHOE UKW BblpaxeHHOe pacLuMpeHune SIeroYHOM apTepun; yBenmyeHmne neBo-
ro »Kenyfouka; JleroyHas rmnepTeH3uns; CHUXeHe ToNepaHTHOCTU K Gr3nyeckon
Harpyske, ogblliKa Npu GU3nyecKom Harpyske.

B HacTtosAwem o630pe paccmaTpurBaloTCA U30MPOBaHHbIE AedeKTbl MUTPaNbHOro
KrfanaHa, Bbi3BaHHble BPOXAEHHbIMY OTK/TOHEHMAMW B Pa3BUTUN KOMMOHEHTOB MUTpPaSIb-
HOro KOMIMneKca.

BpoXpaeHHble OTKNOHEHWA Pa3BUTUA KOMMOHEHTOB MUTPANIbHOrO KOMMJeKca B CIly-
Yyae 6ecCMMNTOMHOIO AN ManOCUMMTOMHOFO TEYEHUA MUTPASIbHON HEe[OCTAaTOYHOCTU
BbIABNAT CJlyYaliHO Npu 3Xxokapauorpaduyeckom nccnepgoaHum (IxokKr), marHuTHo-
pe3oHaHcHol Tomorpadum (MPT), Kapanoxmpypryeckom BMeLIaTeNbCTBe UKW ayTOMNCUN.

OCHOBHbIM ayCKYNbTaTUBHbIM MPU3HAKOM BPOXAEHHON MUTPasIbHOW HEAOCTaTOUHO-
CTW ABNAETCA CUCTONNYECKUI LWYM Ha BEPXYLLKe cepaLa, PacnpoCTPaHALWMIACA B NEBYIO
nogmblLLeyHyo 0651acTb, KOTOPbIV BbICNYLIMBAOT B MOCTHaTanbHOM nepuopge. B cnyuae
pa3BUTMA reMogUHaMNYECKX PacCTPONCTB, 06YCNOBIEHHbIX aHOMaNMAMN MUTPANIbHOTO
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KOMMJeKca, AaNbHeNWan KNMHMYeCcKas KapTUHa NpeAcTaB/ieHa Npu3HakamMu Nporpeccu-
pyloLen cepaeyHon HegocTaToyHoCTH [5].

B HopmanbHO chpopmMrpPOBaHHOM CepALie MAUTPAsbHBIN KamnaH paccMaTprBaloT B COCTa-
BE KOMIMIEKCa, BKitoyvatoLero Grnbpo3Hoe aTpUOBEHTPUKYNAPHOE KONbLIO, MepesHIo 1 3a-
[HIOIO0 CTBOPKM, CYyXOXMWIIbHbIE CTBOPOYHbIE XOPAbl, NAanUAAAPHbIE MbILLLbl U CTEHKY JIEBOTO
Xenygouka. Hanbonee yactbim sMO6prOHaNbHBIM N3MEHEHMAM Pa3BUTUA NOABEPratoTcA na-
NUANAPHbIE MbILULbI, 3aTEM CTBOPKU, KOMUCCYPbI CTBOPOK 1 CYyXOXKWIIbHbIE XOpabl.

B AHOMAJIN CTBOPOK MUTPAJIbHOTO KJTATTAHA

MN3meHeHne KonnuecTsa, pa3mepa, Hanmuve deHecTpauum unm paclienneHna cTBo-
POK NPUBOAUT K UX HEMIOTHOMY CMbIKaHWIO U peryprutaumm notoka KpoBu 13 f1eBOro
XKenypnouka B neBoe npeacepaue.

TpexcTBOpUaThif B BUAE TPUWINCTHUKA UKW YeTblPeXCTBOPUATbLIN MUTPasbHbIV KnanaH
BCTpeyaeTca pefKko, npy 6eCCUMNTOMHOM TEYEHUN Ha NPOTAXKEHWUM MHOTUX JIeT OCTaeTcA
HeaMarHoCTUPOBaHHbIM. HapylieHna reMogMHaM1Ky B BUAE MUTPaNbHON HeQoCTaTou-
HOCTU 06blYHO OOYC/IOBMIEHbI HEMOMHOW KoanTaumen CTBOPOK, NPU KOTOPOW n3peaka
oTcyTcTByeT ANChYHKUMA KnanaHa. Cyyaun YyeTblpexcTBOpUYaTOro MUTPanbHOro KnanaHa
C TAXKENOW MUTPaNbHOWM HE[OCTaTOYHOCTbIO U 06CTPYKLUMEN BbIXOLHOMO TpaKTa IeBOro
Xenyaouka, BbiiBeHHble Npy nposeaeHun IxoKI, onrcaHbl y NauneHToB ¢ runeptpodu-
yeckowm Kapguomuonatumen [6-8].

B cnyyae rmnonnasumu CTBOPOK MUTPANbHOrO KnanaHa reMoOgMHaMuyeckue Hapylue-
HWA 3aBUCAT OT pa3MepOB NaTONOrMYeCkn U3MeHEHHOW CTBOPKI U BOBIEUEHHOCTM OAHOM
unm obenx cTBOPOK. MNpun He3HaUNTENbHON MMMNOMNAa3UN OAHOW N3 CTBOPOK CTPYKTYPHbIE
1 GYHKLMOHaNbHble HapyLIEeHNA BbIABNAIT BO B3POCIOM BO3PaCTe, NPU BblPaXKeHHbIX 13-
MEHeHUAX — B MNageHuYeCKOM BO3pacTe No Npu3Hakam Bblpa)KeHHON MUTPanbHOW Hefo-
CTaTOYHOCTU 1 NpOrpeccupytoLen cepaevyHomn HegoCTaTouHOCTU. [pU3HaKM MUTpPanbHON
HefOoCTaTOYHOCTM NPY HEBbIPAaXEHHOW rMnonnasnmn 3agHen CTBOPKM BO3HNKAIOT peke Mo
CpPaBHEHMIO C U3MEHEHHOW MepefHen CTBOPKON, UX AMArHOCTUPYIOT NMpu NpoBefeHnn
IxoKrI cnyuaiHo y nuu cpepHero Bo3pacTa [9, 10]. B cnyyae He3HaumTenbHbIX GYyHKLMO-
HaslbHbIX HapYyLUEHWI He BbINOMHAIOT ONepaTMBHOE NeyeHne aHoManuu.

(eHecTpaumio CTBOPOK MUTPasbHOrO KnamnaHa AnmarHocTupyioT pefiko, B nnutepaType
ONUCbIBAIOT eANHNYHbIE CIlyYan BPOXKAEHHON MUTPaNbHON HEAOCTaTOYHOCTM CO CyYali-
HbIM BbifIBNIeHNeM dpeHecTpauuy nepeaHen CTBOPKM MUTPaNbHOIO KfanaHa v ycrnewHbiM
XNpYpruyeckum neyeHmem aHomanum [11, 12].

MponabupoBaHue CTBOPOK MUTPANbHOTO KNanaHa — camas Yactas npuumHa (3-5% Ha-
cenleHunA) BPOXKAEHHON MUTpanbHoM HegoctaTtouHocTu [13]. Mponanc MuTpanbHOro Kna-
naHa (MMK) paccmaTpurBaloT Kak HECUHAPOMHbIN (MEPBUYHBIN), CUHAPOMHbIN, BO3HMKalO-
WM KaK NPOsABNEHNE MOHOTEHHbIX CUHAPOMOB (cMHApomMa MapdaHa, dnepca — [laHno n
Ap.) U NPV HEKOTOPbIX BPOXAEHHbIX MOPOKax cephua, 3aboneBaHMAX MUOKapaa, yMeHb-
LIeHUN pa3mepa NoNoCTY NeBOTo »enyaouka, fedopmMaLmm rpyfHoN Knetku. K oCHOBHbIM
dakTopam, obycnosnusatolmm nosasnaeHve NMK, 0OTHOCAT M3MeHEeHWA CTPYKTYpbl coefu-
HUTENbHOW TKaHW, @ TaKXKe YacTo BCTPeUaloLLyoCA MUKCOMATO3HYto AereHepauuio. NMMK
MUWKCOMATO3HbI ANAarHOCTUPYIOT NPU CMELLEHMI CTBOPOK Bbille MAOCKOCTY Grbpo3Ho-
ro konbua 6onee 2,0 MM BO BpeMA CUCTOMbl U YBENYEHUUN TOMNWMHBI CTBOPKK >3,0 MM
[14]. Mpwn NMMK xpoHnyeckasa MUTpanbHaa HeLOCTaTOYHOCTb 3aBUCUT OT CTEMEHMW Npona-
6UpoBaHNA CTBOPOK M BCTPEYaeTCcA OT MUHUMANbHONM 0 3HauuTenbHoN. Mpn paspbise
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MUKCOMaTO3HOW CTBOPOYHOW XOpAbl MUTPanbHasa HeQOCTaTOYHOCTb BO3HUKAET OCTPO U
NPVBOJUT K BblpaXKeHHOW MUTPanbHOWN 1 OCTPON cepaeyHon HegocTatouyHocTu [15].

M3onmpoBaHHaA paclienvHa CTBOPKM OTHOCUTCA K pPeaKkum aHOManuAM MUTPasibHOro
KnanaHa, B KOMOVHauMmn C ApyrMmmn BPOXAEHHbIMM NOpOoKaMu ceppua, Npy rurnonniasum
CTBOPKM paclLennHa CTBOPKM BCTpevaeTcsa Yacto. M.H. Bahrami n coaBT. 3a AeBATUNETHUIA
nepvog HabnogeHua (2011-2020 rr.) no pe3ynbTaTam TpaHcTopaKkanbHoM IxoKI otmeTunu
pacLienviHbl CTBOPKW B COYETaHWM C APYIIMU aHOManAMM MUTPaNbHOMO KnanaHay 22 na-
LIMEHTOB, N30NMPOBaHHYI0 pacLlenMHy nepeaHen CTBOPKM MUTPasibHOro KnanaHa —y 2 [16].

B apyrom nccnegosaHun us 19 naumeHTOB C paclienmHaMmm CTBOPKM MUTPanbHOro
KnanaHa y 4 AMarHoCTUpoBanu W3ONUPOBaHHYI0 pacliennHy nepefHen CTBOPKM MU-
TpanbHOro Knanaxa [17].

MpoTAXEHHOCTb M30NUPOBAHHOW pPacLLeNiHbl CTBOPKM COCTaBNAET HECKONbKO MUJI-
NINMETPOB, UM OHa NPOTATMBAETCA MO BCEWN ANMHE CTBOPKW. [Tpyn onepaTtMBHOM nevyeHumn
OoTMeYaloT pasHyto GopMy paclienvH — B BUAe WeneBuaHOro oTBEPCTUA UM U3OTHYTYIO
Kak OykBbl Z nubo S. 3onnpoBaHHana paclennHa nepefHel CTBOPKM BCTPeYaeTca B cer-
MeHTax A1 nnu A3, 3agHeln ctBopkn — P2 [18].

OxoKr 20 pgeten B Bo3pacTe oT 0,4 go 13,6 roga C CUCTONNYECKNM LLYMOM Hafj Bep-
XYWKON cepAua Npu aycKynbTauuu MoKasana Hajmume W30/MPOBaHHOW pacliesinHbI
nepeaHen CTBOPKM MUTPaIbHOrO KnanaHa B 13 cnyyaax. HesHauntenbHaa muTpanbHas
peryprutauua npu nepsom BU3NTe AMarHOCTMPOBaHa y 7, yMepeHHasa — Yy 5, TaAxkenas —
y 1 nauyuweHTa. B ganbHenwem onepaTtMBHOE neyeHne MUTParbHOW HeJOCTaTOYHOCTU
C ylWwMBaHMEM pacLieNiMHbl NepefHeln CTBOPKM MUTPasbHOro KnamaHa noHago6unocb
5 naunenTam (1 — ¢ TAXKenown, 4 — c yMepeHHO MUTPaNbHOW peryprutaymein), NOCKONbKY
yMepeHHas MUTpasibHas peryprutauma nporpeccmpoBsana o 3HauutenobHow [19]. Habnto-
[eHVe B TeueHrie nocneayowmx 3,2 roga CBUAETeNIbCTBOBANIO O CTabMIbHOM COCTOAHUN
ornepupoBaHHbIX NaLMEHTOB.

[rarHocTnKy pacwenuHbl CTBOPOK MUTPaNbHOrO KfanaHa NpoBOAAT COBPEMEHHbI-
MM BbICOKOMHGOPMATUBHBbIMK MeToAaMn MCCefoBaHMA — upecnuweBogHon DxoKr,
3D-2xoKI, nprMmeHeHne KOTopbix 6o5iee MHGOPMATUBHO U B PaHHME CPOKU A0 KIWNHWU-
yeckol MaHudecTauun MUTPaNbHOW HELOCTAaTOYHOCTU NO3BONAET BbISBUTb aHOMaNMu.
B ny6nukauum 2023 r. nccneposaHve 21 nayuneHTa go 18 net ¢ 6ecCMMnTOMHON MUTPanb-
HOWM He[OCTAaTOYHOCTBIO C MOMOLLbIO 3TUX METOAOB NMOKAa3ano Hannyne U3oNnpoBaHHOMN
pacLenvHbl nepefHen CTBOPKM MUTPANbHOTO KfanaHa y 4, 3afiHeli CTBOpKU — Y 12, obeunx
CTBOPOK — Y 5 NauMeHTOoB, Npy 3TOM AJIMHA paclLenmHbl NnepeaHelrt CTBOPKY NpeBbiwana
ANNHY paclienviHbl 3agHen cTBopku (8,85 mm npoTtus 6,64 mm). [JonnepoBckon MeToan-
KOW onpefenunv peryprutauuio yMEpeHHy 1 TaXenylo, CHuXeHne rnobanbHom npo-
LoNbHOWN AedopmMaumm OTMETUAN NPU pacLLenHe 3agHEeN CTBOPKN U MPY HanMumn pac-
LeNnnH 06enx CTBOPOK MUTPasbHOro KnanaHa [20].

Takum 06pa3oM, AMarHOCTMKY M30/IMPOBAHHONM pacllenuHbl CTBOPKM MUTPanbHOMo
KnanaHa Heo6xoAnMo NPOBOAUTbL C UCMOMb30BaHKEM JOCTYMHbIX YNbTPa3BYKOBbIX METO-
[0B nccnegoBaHua nnm MPT ¢ gMHaMMuyeCcKor OLeHKOWN CTeneHn MUTPasnbHON perypru-
Taymn. YactoTta BbIABNEHUA N30/IMPOBAHHbIX pPacLlesiInH CTBOPOK MUTPANIbHOrO KianaHa
3aBUCUT OT UCMOMNb30BaHHbIX METOAOB, KauecTBa annapaTypbl 1 NOArOTOBAEHHOCTN Cne-
umnanucta. OnepatmBHoOE neyeHne Npu 3HauYNTeNIbHOM MUTPaNbHON peryprutaumm 6onee
3bPeKTNBHO Yy NaLMeHTOB B JETCKOM BO3pacTe, 10 NOABNEHUA 3HaUNTENIbHbIX FreMOfMHa-
MUYECKUX PacCTPONCTB.
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®ubpo3Hoe KonbLo MUTPANbHOrO KanaHa UMeeT ceaioBuaHyo Gopmy, Kotopas rs-
MEHAETCA B TeUeHMe CepAeyHOro LUuKIa: BO BpeMs CUCTOSbl MOBEPXHOCTb KOJbLia YMeHb-
WwaeTcA, 3a cyeT 6onee Bblpa)KeHHOW CeasioBMAHOM GOpPMbl, BO Bpema AMacTosbl No-
BEPXHOCTb CTaHOBUTCA MaKc/ManbHoW. Mpy MuTpanbHoOM HegocTaTouHOCTH GUbpPOo3HOE
KOJSbLIO UMeeT 6onbwnii AnameTtp, oHO 6osiee MNOCKOe, CO CHUXEHHOMN CMOCOOHOCTbIO
coKpallaTbca B Havane cuctonbl. B cnyyae NMMK OT cTeneHn MMKComaTO3HOWN AereHepa-
UM 3aBUCUT pa3mep 1 GYHKLMOHaNbHaA cnocobHOCTb GprOPO3HOro KonbLa: 6onbLumni
AMamMeTp U MeHbluasa NOABMXKHOCTb KonbLa (60nbluas «KeCTKOCTb») OTMeYeHbl Npu Bbl-
paXKeHHOWN MMKCOMaTo3HOoW AereHepaumu [21]. NoBblleHHaA NOABUXKHOCTL $pUOPO3HOro
KoJibLia BbIfiB/IEHa NPW OrPaHUYEHHOWN He3HaunTeNIbHOM MMKCOMaTO3HOW JereHepaymu
[22]. UHpuBUAYanbHbIA NOAXOA K oLeHKe GyHKLUOHabHbIX 0COOEHHOCTEN U reoMeTpun
¢dunbpo3HOro KosbLia BO BpeMA CepAeyHoro Lukna nmeet 6onblioe 3HayeHve npu Bbi6o-
pe mMeTofa OrnepaTUBHOIO JIeUEHMS.

[lBOliHOE yCTbe MUTPanbHOro KnanaHa (UM MUTpanbHbI KnanaH C AByMA OTBEPCTUA-
MK) BCTpeuaeTca B 1% cnyyaes BPOXAEHHbIX MOPOKOB cepfLia B AeTCKOM BO3PacTe, BbIAB-
neHHbIX Npu aytoncuu, B 0,06% cnyyaes y B3pOoCnbixX ntogen npu nposegeHmnm IxoKr [23,
24]. na pBONHOrO YCTbA MUTPaNbHOMO KianaHa xapakTepHbl ofgHO ¢pubpo3Hoe KonbLo
W [Ba OTBEPCTVA Ha aTPUOBEHTPUKYNAPHOW neperopopke. TeueHne aHoManum o6blYHO
MasioCMMMNTOMHOE, AMCOYHKLMA KNanaHa BO3HUKaET B NONOBMHE Cy4YaeB B BuJe CTeHO3a
UM HepocTaTtouHocTu [23, 25]. [IBoMHOe yCTbe MUTPANIbHOIO KflanaHa pefKko BCTpeyva-
eTCcA Kak U30/MpoBaHHaA MaTonorus, 4acto acCoUummnpyeTca C ApYrummn BpOXAeHHbIMU
nopokamu ceppaua (KoapKTaumsa aopTbl, 4BYCTBOPYATbI aOpTabHbIA KnanaH, OTKPbITbIN
apTepuanbHbIi NPOTOK). B oTnnume ot deHecTpaLmin CTBOPOK NpU ABOMHOM YCTbe MU-
TPaNbHOro KnanaHa K KpasM OTBEPCTUI Ha aTPUOBEHTPUKYNAPHOW neperopoake npu-
KpennalTca CyxoxunbHble xopabl. [pn ABOMHOM MUTPanbHOM KnanaHe AnarHoCTUPYLoT
ABa Gn6pPO3HbIX KOMbLia CO CBOUMM KilanaHaMu, KOMUCCypamu, CTBOPOYHBIMY XOpAamu v
NanuIAPHbIMU MbLLLLAMMW.

E. Trowitzsch n coaBT. no pe3synbratam IxoKI onucanu Tpu BapmaHTa BPOXAEHHOTO
[BOHOrO YCTbA MUTPANbHOrO KilanaHa: NosHbI MOCTOBON TN — GMOPO3HanA TKaHb Non-
HOCTbIO pa3fienseT aTPMOBEHTPUKYIAPHOE OTBEPCTME Ha PaBHble AW HepPaBHbIe YacTu
C AByMA OTBEPCTUAMY; HEMOJIHbIA MOCTOBOWM TUM — BOJIOKHA, OTXOAALLMe OT cBOGOAHOro
Kpas CTBOPOK, CoeINHAT 06e CTBOPKY; IKCLEHTPUYHBI TUM, Hanbosee pacnpocTpaHeH-
HbI (85%), — BONONHUTENbHOE OTBEPCTME HAXOAUTCA B 06M1aCcTN OLHOMN U3 KoMmmccyp [26].

Hanbonee nHdopmaTMBHBIM METOLOM NPUKU3HEHHOW ANArHOCTUKY aHOManuu fB-
naetca 3D-2xoKI, no3sonsaioLlan BbIABUTb 0COBEHHOCTMN KanaHHOro MUTPASIbHOTO KOM-
nnekca v gpyrue conyTcTBYIOLIME NOPOKM Pa3BUTUA cepiLa B Cllyyae Ux Hanmuums, oue-
HWUTb NOKa3aHUA 1 BbIGpaTb MeTog, XMpypruyeckoi koppekuum [27].

AHOManun CTBOPOYHBIX XOpf BCTPeYalnTca B BuAe M3ObITOYHO YANMHEHHbIX NGO
YKOPOUEHHbIX CyXOXWIbHbIX TAXKeN. KOPOTKME CYyXOXKUIbHble XOpAbl COYETalTCA YacTo
C YAJIHEHHBIMU NanNUANAPHLIMWA MbILILLAMK, OFPaHNYMBan ABMXKEHWE NepefHel CTBOp-
KW MUTPanbHOrO KfanaHa, NpenAaTCcTBYOT NOMHOMY CMblKaHMIO CTBOPOK. Mpy ocMoTpe BO
BpeMA OnepaTMBHOIO NIeYeHNA MUTPANbHOMO KflarnaHa co CTOPOHbI NEBOrO Npeacepans
OH HanoMuHaeT nNo popme ramak UM apkagy, No3TOMy Ha3BaH «raMakoobpasHbim» [28].
CyxoXunbHble XopAbl NPy 3TON aHOMaNMM KOPOTKUE 1 TONCTblE, YMEHbLUEHbI Unn obnuTe-
pUPOBaHbl MeXXopAanbHble NPOMEXYTKU, ABUMEHNA CTBOPOK OFpaHmyeHbl C HEMOJTHON
KoanTtauuen. MuTpanbHbI KnanaH GyHKLMOHNPYET OTHOCUTENbHO HOPMabHO B TeYeHUe
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MHOT VX NeT, UAn pa3BrBaeTCA NPorpeccmpyloLiasn MUTpanbHaa HeJOCTaTOYHOCTb B COYe-
TaHWK CO CTEHO30M, TpebytoLaa onepaTMBHOro neyeHns [29]. Apkaga MATPaNbHOro Kna-
naHa OTHOCWTCA K peAKol naTonoruun, BCTpevaeTca B MinageHyeckom Bospacte (y getein
[0 3 neT) ny B3pocnbix nogen [29, 31].

MapawtoToobpaszHbili MUTPaANbHbIN KnanaH BCTPeYaeTCcA Kak M30/IMpoBaHHasA NaToso-
rMA NN B COYETaHUM C APYTMMU NOPoKamu cepaua (aedekT mexnpencepaHom uam mex-
XKenynoukoBOW Meperopofku, MOsIHaA TPaHCMO3ULUUA COCYAOB, ABOVNHON MUTPAsbHbIN
KnanaH) [32]. B meTaaHanuse nybnvkaumii 0 napawioToobpasHOM MUTPanbHOM KnanaHe
3a nepuog ¢ 2000 no 2018 . B 87% cnyyaeB onvcaH U30NMPOBaHHbI NapalltoToobpas-
HbI MUTPanbHbIN KnanaH, B 13% - B coyeTaHuu ¢ cnHgpomom lloHa (HagknanaHHas
MUTpanbHasa MembpaHa, NapaLoToobpa3sHbI MUTPabHbIN KnanaH, cybaopTanbHbIl cTe-
HO3, KoapKTauma aopTbl) [33].

MN3onunpoBaHHbI NapaLoToobpa3sHbiii MUTPanbHbIN KanaH XapakTepu3yeTca OTXOX-
LEHNEM CTBOPOUHbIX XOPZ, OT OAHOW NanuIAPHON MblLLLbl, 06pa30BaHHON B pe3ynbTaTe
HernoJsIHOro pasfeneHna nepegHen 1 3agHen NanUANAPHbLIX MbILLL, JIEBOTO XeNyaouKa.
JomuHrpytowasa nanunnapHas mbllwua obblYHO 3agHeMeananbHas, oOblYHOro pasmepa,
OT Hee OTXOAAT CTBOPOUHbIE XOpAbl K 06enM CTBOpKaM MUTPanbHOMo KnanaHa, apyras,
YANIVHEHHasA, CMELLIeHa Bbllle B XeNyAouKe, 3pedKa ee KoHel gocturaeT Kpasa ¢pnbpos-
HOro KonbLa MUTpanbHoro KnanaHa. CyxoXunbHble XopAbl KOPOTKMeE, yTONLLeHbl C 06nu-
TEPUPOBaHHbIMU MeXXOpAanbHbIMU NPOCTpaHCcTBamK [34].

B cnyuyae yannHeHHon runonnasnpoBaHHON (He AOMUHAHTHOM) NanWANIAPHON MblL-
Ubl, NPUKPENNAILWENCA HEMOCPEACTBEHHO K CTBOPKE MUTPabHOMo KfanaHa, onucbiBa-
0T aCUMMETPUYHYL0 (HenonHyt) dopmy napallioToo6pasHOro MUTPaNbHOrO KnanaHa,
npoTekKatoLwero AnnTenbHoe Bpema MmanocuMmnToMHo [35]. B gpyrux cnyvasx napatutoto-
006pa3HbI MUTPaNbHBIA KnanaH NpuBoAnUT K GOPMUPOBaAHUNIO CTEHO3a, peXKe — HeJoCTa-
TOYHOCTW MUTPaNbHOro KnanaHa [36]. Xupypruyeckoe neueHve aHomManuM Heo6Xoanumo
OONbLUMHCTBY NaLMEHTOB B CBA3WN C pa3BUTUEM AUCOYHKUMM MUTPaNbHOMO KnanaHa u
cepgeyHon HegocTaToyHocTm [33].

B 3AK/THOYEHUE

B aM6puroHanbHOM nepuoge HepeaKo NOABAAIOTCA OTKIOHEHWA Pa3BUTUS KOMMOHEH-
TOB MUTPANbHOrO KOMIMJIEKCa, OKa3biBalolMe pa3nnuyHoe BRvaHMe Ha GyHKUMIO KnanaHa.
Haunbonee yactbim nposAsneHrem GyHKLMOHANbHOMO HapYLUEHMA MUTPANbHOTO KnanaHa
npw aHOManNMAxX PasBUTMA ABNAETCA BPOXKAEHHAsA MUTPaNbHAsA HeJOCTaTOYHOCTb, MpOTe-
KatoLasa 6eccMMNTOMHO MM NPOrpeccrpyoLlas B paHHeM BO3pacTe 10 NOoABMIEHNA Npu-
3HaKOB CEpPAEYHOI HeQOCTAaTOYHOCTM. AHOMANNN NPEeACTaBNAT COOOM N30/IMPOBaHHbIe
COCTOAHUA NI COYETaHWA C APYTIMU aHOMAMAMM 1 MOPOKaMM cepLa, KoTopble yTaxe-
NAT COCTOAHMNE NauneHToB. COBEpPLUEHCTBOBaHME METOLOB NPUKU3HEHHOWN AMArHOCTK-
KN cnocobcTByeT pacno3HaBaHuio MOphonornyecknx ocobeHHocTen KOMNOHEHTOB MU-
TpanbHOro Komnnekca. [ina BbiABNeHNa ocobeHHOCTeN pa3BUTUA CTPYKTYP cepaLa nocne
CKPUHMHIA METOAOM TpaHCTopaKanbHom DXoKI npumeHAloT Hanbonee MHOPMaATUBHbIE
MeTofbl YNbTPa3BYKOBOW AMarHOCTMKM (upecnvweBoaHas, 3D) n MPT. PelweHne o meTo-
[ax leyeHnsa NPUHMMAETCA B 3aBUCMMOCTU OT CTeMeHr aHaTOMUYECKMX 1 GYHKLMOHaNb-
HbIX HapyLIeHWA.
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