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AHOMaIUM CTPOEHUA JIEBOTO JKEJNyZOUYKa
(JIJK) aBunsioTcsa KpaiiHe peKoli BPOKIEHHOMN
naroJsiorueii. OOIleU3BECTHO, UTO MOPQOJIO-
rus aTPUOBEHTPUKYJIAPHBIX KJAIAaHOB COOT-
BETCTBYET TUIY KeJyJ0ouKa. BHyTpuyTpoOHOe
(opMupoBaHUEe ATPUOBEHTPUKYIAPHBIX KJa-
MMaHOB ITPOMCXOAUT HECKOJBHKO paHBIIE pas-
BUTUS MEMKIKEJYIOUKOBOM IIePeropogKku, II0-
ATOMY MOT'YT BCTPeUAThCA Pa3JINnUHbIe HAPYIIIe-
Hua crpoenusa JIJK m mMuTpasibHOTO KianmaHa
B KOMOMHAIIMY PYT C IPYTOM UJIU IO OTHEJb-
"HOCTHU [1]. OTCyTCTBYeT ObIIIeTpUHATAA KJac-
cuduranma BPOKIAEeHHBIX aHomanuit JIGK.
B mHacrosaimem o0630pe ommcaHa pemdaniias
BpOsKAeHHasa nartoJsorud JIJK, a uMeHHO IBYX-
ramepubiii JIVK, yaBoeHue BepxXyIlIKu cepalia,
OIWBEPTUKYJ JIEBOTO KeJyAOuYKa, yIBOEHU!eE
OTBEPCTUA MUTPAJIbHOTO KJamlaHa, Iy0Jupo-
BaHHBIN MUTPAJbHBIN KJallaH.

HIByxxamepusiii JIdK xapaxrtepusyercsa
pasgenenuem mojoctu JIJK Ha nBe Kamepsnl
AaHOMAJIBHOW MBIIIIEYHON TKAaHBIO-TPeOHEM,
B CBfA3U C UeM OJHA M3 KaMep MOKEeT OBbITh
TpakToOBaHa KaK aHEeBPU3Ma WJIU IICEeBOAaHEB-
pusama JIJK. AHeBpuaMa U IIceBIOaHEeBpU3Ma
JIGK — a10 2 ocnokHeHUa nH(paAPKTAa MUOKAP-
a, IPU KOTOPBIX POJIb BU3YAJU3AI[UU UMEET
IepBOCTENIeHHOe 3HaUueHre. [IceBgoaneBpuaMa
SABJSETCA Pe3yJbTaTOM paspbiBa CBOOOIHOI
CTEHKU JKeJyI0uKa, YAEP:KUBaeMOi BhIIIIeje-
JKaIUM IPUJIeTaouM IePUuKapaoM, U, COOT-
BETCTBEHHO, HE COJEPIKUT BCEX TPEX CJIOEB
CepIeuHON TKaHU, UMeeT Y3KYI0 IelKy u Je-
MOHCTPHUPYET MapajoKcajbHble (IUCKUHETU-
YyecKUe) ABUIKEHUS BO BpeMdA cuUCTOJBI [2].
B To BpeMs KaK UCTUHHBIE aHEBPU3MBI OIIpejie-
JIAOTCA KaK YYaCTKU MCTOHUEHHOT'O0 MUOKap-
1a, KOTOpbIe ABJIAIOTCA AUCKUHETUUYECKUMU
U OXBaATBHIBAIOT BCIO TOJIIIUHY CTE€HKH.
Husepturyn JIdK u gByxxamepnsbiii JIFK co-
IepsKarT Bce 3 CJI0A CePAeUHOM TKaHU, KOTOPhIe
O00BIYHO COKpAIAalOTCA CUHXPOHHO C OCTAJb-
HOM 4YacThiO Keaymouka [3, 4]. B orauuume ot
nByxkamepHoro JIJK muBeprukys mmeer ys-
KYyIO IIIeNKYy, coenuHsAONIyo ero ¢ JIWK [5, 6].
AnomannHoe crpoenue JIK ¢ HOpMasbHOI
CUCTOJIMUECKO! (PYHKIMEeNl CBUIETEeIbCTBYET
B II0JIb3Y AByxXKamepHoro JIJK, a He aneBpus-
MBI [7].

TouHass pacupoCTPaHEHHOCTh ABYXKaMep-
Horo JIJK HeusBecTHa, MOCKOJBKY JJIA OIIKCA-
HUSA 9TOW PEIKOU ITaTOJOTUU B METUITMHCKOMN
JUTEpaType HUCIOJb3YIOTCI HATH YACTUUHO
COBIIAJAIOIINX TEPMUHOB, HE UMEIOIIUX CTPO-

Toro ompefesieHudA: nfobaBouHasa kKamepa JIJK,
anespusMma JIGK, nusepruryna JIGK, mobaBou-
Hasg kKamepa JIZK u moGaBounbrit JIZK. Exu-
HUYHBIE MCCJIeIOBAHUS COOOIIAIOT O YacTOTe
BCTPEUAaEeMOCTH YKa3aHHBIX aHOMAaJHUMN OT
0,04 mo 0,42% cpenu Bcex BPOXKAEHHBIX II0-
pokoB ceparia [8].

ITanmuenTs! ¢ AByxKaMmepubIM JIJK oO0bIuHO
ocTaTcsA 6€CCUMITOMHBIMU, M AHOMAJIUA AB-
JsgeTcda 9XOKapamorpauuyecKoil HaXOIKOM
[3, 9]. MyabTuMOmaabHBIN AUATHOCTUYECKUNA
MOAXO0J C IMpUMeHeHUWeM dXoKapauorpaduu,
KomnbioTepHO# Tomorpaduu (KT), maruurHo-
pesoHaHCHOI TomMorpaduu cepara, KOpoHapo-
auruorpa@uu ¥ BEeHTPUKYJIOrpaduu MO3BOJI-
eT eTaJIbHO OIEHUTh aHATOMUIO, MOP(OJIOTHIO
U reMOJUHAMUKY ONMMCAHHBIX aHoMaunit JIVK.

Pepuaiitryio maToJoTU0 — yABOEHUE BeEp-
xymku JIGK — y yesoBeKa BIIepBBIE OIIMCAJIA
K. Teja, B.C.Sturgill8 1986 r.[10]. I3BecTHO,
YTO OHA YaCTO BCTPEUYAETCS ¥ MOPCKUX MJIEKO-
nurtapinux [11]. ITatomorus mo:keT BcTpe-
yaThCsd KaK MB0JUPOBAHHO, TAK U B coUeTa-
HUU C APYTUMHU BPOMKAEHHBIMU IIOPOKAMU
cepauna. IlpenmosaratmoT, 4TO pasgeaeHue Bep-
XYIIKY CepPAIla IPOUCXOAUT IIPU HAPYIIeHUU
(opMUPOBAHUA MBIIIIEUHBIX BOJOKOH IIPU U3~
rube epBUYHOI TPYOKU B Iepuok aMOpurore-
He3a. B oTeuecTBeHHOI 1 3apy0eKHON Memu-
IIUHCKOH JInTepaType KpaiiHe Majo nHdopma-
muu 006 3TOI aHOMAJIUU, 1 OOJIBIITNHCTBO IPeI-
CTaBJEHHBIX CJIyyaeB ObLIM JUATHOCTHPOBA-
HBI IIPU TIATOJIOTOAHATOMUUYECKOM MCCJIeI0BA-
vuu [10, 12, 13]. IIpu acuMITOMHOM TeUeHUU
yaBoenue Bepxymku JIVK ABigerca nmmarso-
CTHUUYEeCKOU HaxonKoi [14]. 9xoxapauorpadus
ABJIAETCA IMIPOCTBIM METOAOM AUATHOCTUKU
MaHHOUW maToJioruu. KIWHWYecKoe 3HaUueHUe
¥ BJIUSHWE Ha BBI)KUBAeMOCTh JaHHOU IaTo-
JIOTUHU cepjlla MoKa He ndydeHsl [15—17].

IIpuBogUM coOCTBEHHOE HAOIIOAEHNE TBY X~
ramepuoro JIJK B coueraHum ¢ yaBoeHUEM
BepxymiKu cepana. leBouka 13 jsieT mpuiia
Ha amOyJsiaTOpHBIN npueMm. sKamob He mpeab-
apasana. YCC — 74 yn/muu. B BospacTe 2 mec
Obljla BBIIOJHEHA pPe3eKIuA KOoapKTalluu
a0pThI, IJIACTUKA MHOKECTBEHHBIX Ae(heKTOB
MEKIKEeJYIOUKOBOM IEePEeropogKyu WM TPUKY-
cOuIaJbHOTO KJamnaHa. [Ipu nmiaaHoBoM TpaHc-
TOpaKaJbHOM 3XOKapauorpaduuecKoM 1ccie-
JIOBAHUM BBIABJIEHA aHOMAaJbHAas MBIIIEUHA
eperopoaKa-TsaK OT cBoOogHOI cTeHKHU JIJK
K HIKHEN TpeTH MeKIKeJyJIOUKOBOU Iepe-
ropoaku. IlanHoe obGpasoBaHuWe (GOpMHUDYET
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Puc. 1. MyabTuMoOaIbHAS JUATHOCTUKA IIATOJOrUH cepana neBouku 13 set. [Isyxxamepusiit JIK ¢ yaBoernu-
eM BepXYVIIKU CepAlla. a — TpaHCTOpaKaJdbHAA dXOKapauorpamMmMa (IpOoeKIUsa WHAUBUAYAJIbHOTO CKAHUPOBA-
HUSA C ONTUMM3AINel BU3yaIMs3aluu BepxXyInKu cepama). b, ¢ — KT. Crpenkamu yKasaHbl IBe BEPXYIIKU
cepzia.

yaBoeHue Bepxymiku JIWK. 3amonnenme Kpo-
BbIO 00eMX BePXYIIIeK U ee dBaKyallud IPOUC-
X0mAT ¢cBOoOOIHO. OGCTPYKIIUS BBIX0OIa B A0PTY
us JI?K orcyrcrByer. I'mobaibHasA cucTOIAYE-
craa ¢pyurnua JIZK B HOpM™Me ((pakmmsa BbI-
6poca — 62% ; rimobanbHasa gedopMalus: Ipo-
moabHasg — 19,6%, mupkyaapuaa — 18,9%).
DyHKIIMA KJIATaHOB cephalia He nudamenena. KT
C BHYTPUBEHHBLIM KOHTPACTUPOBAHUEM IIOM-
TBepAnJa AUarHod: npyxkamepusiii JIGK ¢ ya-
BoeHueM Bepxymiku JIK (puc. 1).

YaBoeHUEe OTBEPCTUA MUTPAJIBHOTO KJala-
Ha — peaKas aHOMaJuA Pa3BUTHUA KJalaHa,
Ipu KOTOPOIl B WpenesiaX JIEBOTO aTPUOBEH-
TPUKYJIAPHOTO KOJIbIIA WHMEEeTCA MJOIOJIHU-
TeJIbHOE COO00IleHue MeKAY IIpeAceparueM
U KeJYJOUYKOM. YABOEHUE OTBEPCTUS MUT-
paJbHOTO  KJjamaHa IePBBIM  ONIHCAJ
W.S. Greenfield 8 1876 r. [18]. YuurwsiBas
YacTOTY BCTPEUAEMOCTHU, (paKTUUEeCKIe dIIUIe-
MUOJIOTUUECKNEe NaHHBbIe OTHOCHUTEIBHO MU-
TPaJbHOTO KJAaIlaHa C ABOMHBIM OTBEPCTUEM
OTCYTCTBYIOT. B XoAe marTojoroaHaTOMU-
YyecKoro uccaenopanmud 2 733 caydyaeB U3 Kap-
JIVOJIOTUUYECKOT0 PETUCTPA AETCKOM 00 bHUIIBI
B r. Bocrone (CIIIA) yaBoeHWe OTBEpCTUSA
MHUTPAJbHOTO KJallaHa ObIJIO O0OHAPYIKEHO
B 28 (1%) cayuasax [19]. B perpocrieKTuBHOM
nccJieOBaHUM, BKIOUatomeM 79 919 sxokap-
nuorpadguuecKkux o0OCJIeJOBAaHUN B IIEPUOJ
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¢ 1993 o 2006 r., mokasaua 0,01% - BcTpe-
YaeMOCTb YIBOEHUSA OTBEPCTUA MUTPATIBLHOTO
kaamnana [20]. E. Zalzstein et al. [21] ¢ 1980
no 2002 r. oocaemoBanu 46 mereil oT 2 1O
16 jeT ¢ yaBoeHMEM MUTPAJILHOrO KJamaHa
(6e3 KJIaccu(uUKaIU HA TUILI YABOSHU ) AJIs
omnpeneaeHnsA KINHIYECKOH KaPTUHEI, COIIYT-
CTBYIOIIIMX aHOMAJHUii, aHAMHe3a U HCXOHAa.
Y 43% Oblyia BEISIBJIEHA HEJOCTATOUHOCTE MIT-
pajibHOTO KJjamaHa, y 17% — crenos, y 6,5% —
KOMOUHUPOBAHHOE IIOPaKeHIle: CTEeHO3 U He-
JIOCTATOUYHOCTh, ¥ 37% — maTojiorum KJalaHa
He 0b1710. ToIbKO 3 marueHTa OBbIJIN C U30JIUPO-
BaHHBLIM YIBOEHMEM MHUTPAJbHOTO KJalaHa,
ocTajabHble 43 IMalueHTa UMeJN COUYeTaHHbBIe
BpPOKIEeHHbIe TTOPOKU cepiamna. Hambosee ua-
CTO BCcTpeuaeMbIi TOPOK (39% ) — yacTUYHBIHI
ATPUOBEHTPUKYJIAPHBIA KaHal, B 13% ciay-
YyaeB OIpeesAsics 00U OTKPBITHIN aTpuo-
BEHTPUKYJIAPHBLIA KaHaua. Taxike ObLIU CIy-
yay CoOUueTaHUA C KoapKTaljueil aopThl, aop-
TAJIbHBIM CTEHO30M, Ae(EeKTOM MEIKIKEIyq0U-
KOBOM II€PEropoaKy U APYTUMU BPOXKIEHHBI-
MU IOPOKaMU CepAlia. XUPYypruuecKkoe BMe-
IIaTeJbCTBO TPeboBaIoCh B OCHOBHOM M3-3a
accolnuupoBanHoIi marosoruu [21].

S.V. Patted et al. [22] onucwiBazoT 0,05% -10
YACTOTY YABOEHUS OTBEPCTUA MUTPAILHOTO
KJiamaHa ot 0011ieii monyaanuu. Tak:ke BcTpe-
YaloTCA CJAydaum COUYeTaHUs C KoapKTalluen
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aopThI, AOPTAJBLHBIM CTEHO30M, HedEeKTOM
MEKIKeJIYIOUKOBOI IMEPErOPOAKU U IPYTUMU
BPOKAEHHBIMU TOPOKaMu cepaiia. Ilpu aTom
XUPYPruuecKoe BMeIaTeIbCTBO TPeboBaoCh
B OCHOBHOM 13-3a aCCOIIMUPOBAHHON ITaTOJIO-
run [23].

Corutacuo E. Trowitzsch et al. (1985 1.)[24],
Yyarie BCEro BHIAEJAIOT CJAeNYION[e BapUaHThI
YABOEHUS OTBEPCTUS MUTPAJBHOTO KJallaHa
(double-orifice mitral valve):

1) Tun moanoro mocra (complete bridge
type) — xapakTepusyercsi yIBOEHUEM OTBEpP-
CTUA MHUTPAJBHOTO KJallaHa, KOTOPOe BU3ya-
JIUBUPYETCA Ha BCEM MPOTAKEHUN: HA YPOBHE
KOHIIOB CTBOPOK, B CpeJHEN YacTu CTBOPOK
¥ Ha YPOBHE KOJIbIla KJamaHa (00a oTBepCTHUs
OBIBAIOT KPYTJIBIMU, IIOUTU OJUHAKOBOT'O Pas-
Mepa 1 YeTKO OUePUEHHBLIMH);

2) Tun HemoJiHOTO MocTa (incomplete bridge
type) — xapakTepusyercss yIBOEHUEM OTBEpP-
CTUA MHUTPAJBHOTO KJallaHa, KOTOPOoe BU3ya-
JU3UPYeTcA Ha KOHIIaX CTBOPOK, HO HE BUIHO
B CpeHell YacTH U Ha YPOBHE KOJIbIIA;

3) meneBunubiii Tut (hole type) — xapaxre-
pusyeTrcs MOMOJHUTEIbHBIM OTBEPCTHUEM B OJI-
HOI 13 CTBOPOK CO CBOUM ITOAKJIAIIAHHBIM all-
mapaToM, KOTOPOe OIpeAesideTcs Ha ypOBHE
CcepeVHBI CTBOPKU ¥ He BUIYAJUIUPYETCH
IIPU CMeINeHUU CKAaHUPYIOIIEro Jyda K Bep-
xyiike niu ocHoBanuw JIJK (mpu sTom Ture
CTBOPKHU MeIMaJIbHOTO KJalaHa KpPemATcs
K TepegHe-JaTepaJbHON TPYHIEe IalujIsap-
HBIX MBIIIIIT).

TaksKe BBIAEJIAIOT IIOJHOCTHIO AYOJIUPOBAH-
HBIII MuUTpaabHbIi KJjaaman (duplicate mitral
valve), KOTOPBIN XapaKTepusyeTca IByMs He-
3aBHCHUMBIMI MUTPAJbHLIMU KJAIaHHBIMUA
anmapatamMu (CTBOPKY U KOJIbIIa) U IIOAKJA-
IMAaHHBIMH CTPYKTYpPaMu (XOPAbl M IAINJLISIP-
HbI€ MBIIIIbI), KOTOPbIE XOPOIIO0 (PYHKITIOHN-
pyioT mo otaeabHOCTH [25, 26]. 9TO KpaiiHe
PeAKUI TUII yABOEHUA MUTPAJIBHOTO KJallaHa,
KOTOPBI OOBIYHO HE COUEeTaeTCA C APYTUMU
cepIeuHbIMU aHOMaJUAMU. B Hallem cayuae,
IIpeICTaBJIeHHOM HUMKe, y HallieHTa UMeJINUCh
MHOMKECTBEHHBIE Oe(@eKThl MeK:KeJayI0UKO-
BOU IIePEeropoaKu.

IIpuBogum cobcTBeHHOE HAbJIOAEHIE IYO-
JIMPOBAHHOTO MUTPAJIbHOTO0 KJaamaHa. Maabuuk
13 jer, KoTOopoMy B 3-JIeTHEM BO3pacTe ObIIU
IPOBEJleHbl TJIACTUKA U YIIWBaHWE MHOKe-
CTBEHHBIX Ne()EeKTOB MEKIKeJyJOUKOBOM IIe-
peropoiKu, IIMOBHAA IJIACTUKA TPUKYCIIU-
IaJIbHOTO KJIalaHa, (DeHecTpaluy MeKIIpen-

CepIHOI TeperopoiKu, IPUIeJ Ha AWCIaH-
CepHBIHI 0CMOTP K KapAuoJiory.
AyCcKyJIbTaTUBHO ObIJ BBLIABJIEH CHUCTOJIHYE-
CKUI IIIyM Ha BePXYIIKe, B CBA3U C UeM IIPO-
BelleHa dxoKapaumorpadua. Ilpu sxorapauo-
rpaduuecKoOM HCCJIeJOBaHUU BU3YaJIU3UPYET-
cAa aByxkamepHbiii JIZK ¢ myOGampoBaHHBIM
mMutpanbubiM KjaamamoM (duplicate mitral
valve) (puc. 2): ompeneasioTcsa ABA CAMOCTOS-
TeJIbHBIX (PUOPO3HBIX KOJbI[A; ABE TI'PYIIILI
HEM3MEeHEeHHBIX CTBOPOK, KaKIasd — CO CBOUM
MOAKJANaHHBIM ammnaparoM. Jluamerp Jjare-
panbHOTO (GUOPO3HOTO KOJBIIA COCTABUJI
18 mm, meguanbHOro — 19 mm. Ha snarepasib-
HOM KJjamnaHe peryprutanusa II cremenu, Ha
MeIuaJbHOM KJallaHe perypruTanuu  Her.
Hapymienue riobanbHoil GyuKIuu JIGK mHe
BbIABJeHO ((paknua BeiOpoca — 55%, rio-
banbHas gedopmarius: nupomoabHas — 20,4%,
mupkyaapuad — 19,5% ). MurpaonepaiinoHHo
IyOJIMPOBAHHBINM MUTPAJLHBIN KJalaH ObLI
MOATBEPIKIEH, HO BBUIY COXPAHHON QYHKIINNI
KJIallaHa XUPYPrUYecKoe BMEIIaTeJbCTBO He
OBLIIO BBITIOJIHEHO.

Crnenyroiiiee cobcTBeHHOe HAOJIOJeHUE —
KOMILIEKC TUIOIIJIa3UHU JIEBOTO CePAIla C YIABO-
€HMeM OTBEPCTHS MUTPAJIbHOTO KJallaHa IIo
TUIy HemoJiHoro mocta (incomplete bridge
type). HoBopo:KaeHHBINI MaJIbUUK B BO3pacTe
2 pHeit BecoM 1,5 KI' 9KCTPEHHO IIOCTYIIHJI
B KJWHUKY B KpaiiHe TKEeJOM COCTOSHUU.
IIpu TpaHCcTOpakaJdbHOU 3XOKapAauorpapuu
BBIABJIEH KOMIIJIEKC TUIMOMIJIA3UU JIEBOTO

cepaua (runomnasusa JIK (z-6anax = —2,63),
MHUTpaJbHOTO KJjamaHa (z-6amax = —2,92),
aoprajbHOro KJjamaua (z-6annx = —3,76),

BOCXOAsAIel aopThl (z-6ama = —3,84)); arpuo-
BEHTPUKYJAPHBINI KaHAJ IIPOMEKYTOUHOM
(hopMBbI ¢ yABOEHWEM OTBEPCTUSI MUTPAJIHLHOTO
KJIallaHa, BU3yaJM3uPyeMOoro Ha KOHIIaX CTBO-
POK, II0 TUITY HETIOJIHOTO MocTa (puc. 3); KoapK-
TanusA aopThl; IIHUPOKHWHA OTKPBITHIN apTe-
pUAaNbHBINA IPOTOK AuaMeTpoMm 4,5 MM; medeKT
MeKIIpeICepaHON meperopoaku. Beuny Tsasxe-
ctu cocroanud namuenTa KT u MarauTHO-pe3o-
HaHCHaA ToMorpadus He TPOBOUJINCH.

B cayuaax, Korja HOTOJHUTEIHLHOE OTBED-
cTUe He UMeeT NOAKJalaHHbIX CTPYKTYD, cJie-
IyeT TOBOPUTH O (peHecTpamuu CTBOPKU [26].
TpexMmepHas UYpPECHUINEBOAHAS 3XOKapAUO-
rpadua B HalleM HaOJIOJeHUU IT03BOJIMJIA
YCTAHOBUTH HCTUHHYIO aHATOMHUIO MUTPAJb-
HOTO ammaparta ¥ NPUYNHY MUTPAJbHOI pe-
TYPrUTALN.
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Puc. 2. TpancropakajbHble 9XOKapauorpaMMbl Manbunka 13 jer. [IByxkamepusbiit JIFK ¢ qy6imnpoBaHHBIM
MUTPaJIbHLIM KJIAIIAaHOM. BepXyIIeuHbIH JOCTYII B IPOEKIINH YeThIpeX KaMep. a — B B-pe:xuMe Bu3yanusupy-
I0TCA aHOMAaJbHasA MBINIeYHAsA TKaHb-IpebeHb, pasdmenaomada JIJK Ha nBe Kamepbl; [Ba CaMOCTOATEIbHBIX
(puOPO3HBIX KOJIbIIa MUTPAJIBLHOTO KJIAlaHa; ABe I'PYIIbl HEeM3MEeHEeHHBIX CTBOPOK, KaXKAas — CO CBOUM IIOA-
KJIAIaHHBIM allllapaToM. b — B peKKuMe IIBETOBOIO JIOIIIJIEPOBCKOTO KAPTUPOBAHUSA ONIPEAEIAI0TCA PeTypruTa-
nusa Ha JaTepaJbHOM KJalaHe, vena contracta — 4 Mm. CTpesiKM yKasbeIBAIOT HA OTBEPCTHUA LyOJIMPOBAHHOIO
MUTpaJIbHOro KjamnaHa. ITHK — mpaBblit sKesrygouek.

Puc. 3. TpancropaxkanpHas dXOKapAHOTpaMMa HOBODPOKIEHHOIO MajJbUYMKa B BO3pacTe
2 mHell ¢ KOMILJIEKCOM TUIIOIJIA3WU JIEBOTO cepAna. ATPUOBEHTPUKYJIAPHBIN KaHAJ IIPO-
MEXXYTOUHOI (DOPMBI C YABOEHUEM OTBEPCTUA MUTPAJIBHOTO KJallaHa, BU3YaJIU3UPyEeMOTO
Ha KOHIIaX CTBOPOK, II0 TUIY HemoJHoro mocTa (incomplete bridge type). Cy6rocTanbHbIi
JIOCTYII B IIPOEKIIUY II0 KOPOTKO# ocu JIJK Ha ypoBHe CTBOPOK MHUTDPaJHLHOTO KJallaHA.
Busyanmusupyerca yABOeHNe OTBEPCTHA MHUTPAJIbHOTO KOMIIOHEHTa Ha KOHIIAX CTBOPOK
(cTpenkn).
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Puc. 4. UpecnuieBogHbIe 9X0KapAUOTrPaMMbl mariuenTa 32 jet. @eHecTpaiusa nepeaHeil CTBOPKU MUTPAJIbHO-
ro KJamasa ¢ HefgoctarouHocThio II-III cTermenu. a — IBYyXMepPHBIA PEKUM C I[BE€TOBBIM JOIMIJIEPOBCKUM KapPTU-
poBaHUEM. ¥YCThe PEerypPrUTAIlUU PACIIOJIOKEHO B OCHOBAHUU IepeIHel CTBOPKYU MUTPAJIBLHOTO KjamaHa. b —
TpeXMepHBI pekuM. VdaMepeHue pasMepoB (heHecTpauy nepegHei CTBOPKY MUTPAJIBLHOTO KJlallaHa B CerMeH-
Te A3. Crpenkoii ykasaHa eHecrpanusd. JIII — smeBoe npexncepaue, MK — muTpaabubiii Kiaanasd, AK — aopraiis-

HBIN KJIallaH.

ITpuBoaum coOcTBeHHOE HabaOHeHIE (heHe-
cTpauum IepefHedl CTBOPKU MUTPAJIbHOTO
kJganana. My:xuuHa 32 JeT ¢ geTcTBa HabJIIO-
Iajcs IO MeCTY JKUTeJbCTBA C AMATHO30M
“mpoJiaric CTBOPOK MUTPAJBHOTO KJamnaHa
¢ HegoctaTouHocThiO 111 cremnenn”. B TeueHue
mocJIeTHUX 3 JIeT OTMeYaeT YXYAIIIeHe COCTO-
AHUA. AycKyJabTaTUBHO: ocjaabiaeHue 1-ro
TOHA W CHUCTOJUUYECKHN IIyM Ha BepXYIIKe.
IIpu sxoxapaumorpa@ruuecKoM HCCIeIOBAHUN
BU3yaJIN3UPOBAHAa HEJOCTATOUHOCTb MUTPAIE-
"oro kjyamnana II-III crenenu (cTpyd perypru-
Tauy HNCXOAUT U3 OCHOBAHUA IIepegHen
CTBOPKM), YBeJIMUeHNEe JIeBLIX OTAEJI0B Cep.-
ma. [Ipu TpexMepHOM UPEeCIUIeBOJHOM HCJIe-
AOBAHMUM BBIABJIEHO OOIIOJITHUTEJILHOE OTBEP-
ctue ((heHECTpAIMs) ITepeJHell CTBOPKU B CEr-
meHTe A3 pasmepom 7,0 X 3,5 MM ¢ peryprura-
nuett II-III cremenu (puc. 4). WMuTpaome-
PaAIOHHO AUATHO3 ObLI HOATBEPIKIECH.

HaHI/IeHTI:I C yABOe€HHMEM OTBEPCTUA MMUT-
PaJILHOTO KJIallaHa OObIYHO He UMeIOT KJINHIYe-
cKoii cumnroMaTuku. OTHAKO BO3MOXKHO pas-
BUTHE CTEHO3a MUTPAJLHOTO KJallaHa, Peryp-
TUTaIuM, a TakKe COUueTaHUe C IPYroi BPOIK-
IEeHHOU cepleyHoOU aHomaneli. PerieHue o He-
00XOQUMOCTH XUPYPIUUECKOTO JeUEHUS IPU-
HUMAaeTcs HAa OCHOBAHUU KJIMHUYECKOM KapTu-
HBbI UHAUBUAYAJIBHO ¥ KaKI0T0 nanuenTa [24].

WsonupoBanuasa TUIOINJIA3USI BEePXYIIKU
JIJK — penkas BposkIeHHAsA aHOMAJINA cepaIa,
OTHOCAIIIAACA K HeKJACCU(PUIUPYEeMbIM Kap-

AUOMMUOIIATUAM C PECTPUKTUBHBIM THUIIOM Ie-
MOAWHAMUKHU. OTHOJIOTUSA HEU3BECTHA, IPe-
moJjiaraeTcs, 4YToO aHOMAaJInA BOSHUKAET BCJIEH-
CTBME HapylleHuUA Mop@doreHesa cepaia B
paHHEM Iiepuofie dMOpuoreHesa UiIu MyTalluu
reHa Lamin A/C [28—30]. AHoManus MOKeT
OBITH M30JIMPOBAHHON MJIM COUETAHHOU C APY-
TUMHU BPOMKAEHHBIMUN IIOPOKaMHu cepala.
Coruyacuo goHnenuuu D. Goor, C.W. Lillehei
[31], JIZK umeer mpuTouHyio, TpabeKyIsIPHO-
BEPXYIIIEeYHYIO ¥ OTTOUHYIO yacTu. IIpu nsosm-
poBaHHOMH rumnoiiasuu Bepxymku JITK orcyT-
CTByeT TpPaOeKyJsapHO-BepXyIlleuHasd dYacTh
JIJK. Buepsoie B 2004 r. M. Fernandez-Valls
et al. [32] ma ocHoBanuu manubix KT u marauT-
HO-PEe30HAHCHOI ToMOrpa)uu Tpex MarnueHToB
OIlMCcaJI OCHOBHBIE IIPU3HAKY IIATOJIOTHUH:

1) chepuueckoe pemMoaeIMpPOBaHME II0JIO-
ctu JIK u BhIOyXaHMe MeKIKeIyZOUKOBOI
IIeperopoAKy BIIPABO B COUETAHUU C HapyIlle-
HUEM cucToJInYeckolr pyHruu JIJK;

2) samernieHne Muokapzaa Bepxymiu JIGK
SIIMKapANAJIbHBIM KU POM;

3) U3MeHeHHOe KpeIlleHue MaluIapHbIX
MBIIIIIT — JOKAJU3AINA Ha YIJIOIIEeHHON Bep-
xyiike JIGK;

4) yaauHeHHAas I0JIOCTb IIPABOTO JKEeJTy 10U~
Ka, “okyTeIBatoIias’ Bepxymky JIGK.

Busyanusaiusa yKasaHHBIX IIPU3HAKOB IIPU
TPaHCTOPaKaJIbHOM 3XOKapauorpaguuecKoM
HMCCJIeJOBAHUU SABJISIETCS HECJ0KHOI. B 00Jb-
IIMHCTBE MPEJCTAaBJIEHHBIX CJIydYaeB y JeTen
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Puc. 5. MyabpTuMOzanbHaA JUATHOCTUKA MTATOJIOTUHN CEPAIIAa HOBOPOYKAEHHOTO MaJbunKa B Bo3pacTte 4 mHeil.
WsonupoBanuaa runomsmasusa Bepxymku JIGK. a — TpaHcTOpakanabHad dXOKapauorpamMMma (BepXYIIEeUHBIH
IOCTYI B IPOeKInU YeTbipex Kamep). Chepuueckoe pemogenuposanue mouoctu JIVK 1 BoIOyxaHue MEKIKeTy-
IOYKOBOII ITePeropoKu BIPaBo (CTpesKa), 3aMellleHre MUOKapaa Bepxymku JIVK runepsxoreHHOM HECOKpa-
IAOIIecsl TKAHBIO, AHOMAJINS KPeIUIeHNU A ManuIsipHeIX MeIm. b — KT ¢ BHyTpUBEeHHBIM KOHTPACTHPOBA-
HueMm. Bepxyika cepaiia oopasosana ITHK. Cepuueckoe pemogenuposanue moaoctu JIYK u BoiOyxanme Mex-
JKeJTyIOUYKOBOM IIePeropoJKy BIIPABO, aHOMAaJbHOE KpeIJieHre MalMIAPHBIX MBIII MUTPAJBLHOTO KJamaHa

(cTpenka).

U TOAPOCTKOB KJIWHUYECKHE IIPOABICHUSA
OblLIu He3HauuTeJabHbIMU. OgHAKO M3-3a PU-
CKa Pa3BUTHUA APUTMUHA, MOCTKATUJIIAPHON
JIETOYHOM THUIEePTEeH3UUW U HapyIIeHull QPyHK-
AU JKeJyA0UKOB ITaIllMeHThI HY K/Jal0TCA B Pe-
IyJaspHOM TInaTeabHoM HaOmonernuu [27—30].

IIpuBogumM cobGcTBeHHOE HAGJIIOIEHUE M30-
JUPOBAHHOW TuUHOoiIaduu Bepxymiru JIGK.
HoBoposkeHHBIT MaJIbUUK B Bo3dpacTe 4 nHel
BecoM 2,9 KI IOCTYIMJ B OTAeJIeHUE PeaHu-
Mallud B TAKEJIOM COCTOAHUU. Ilo mJaHHBIM
aXOKapauorpauu BHIABJEHBI: M30JUPOBAH-
Had runoiiasusa Bepxymiku JIGK, rumoria-
3UA AUCTAJBbHOI NyTU U Iepelneiika aopTh,
OTKPBITBIA apTepUaNbHLIN IIPOTOK C IPaBO-
JIeBBIM COPOCOM, OTKPBITOE OBaJibHOE OKHO,
JerouHas rumneprensusd (puc. 5). ITpu BoIIOIN-
Heuuu KT ¢ BHyTpUBEeHHBIM KOHTPACTHUPOBA-
HUEeM 3XOoKapauorpadpuyecKuii AuarHos ObLI
MMOATBEPIKIEH.

Husepturkyn JIZK Bcrpeuaerca B 0,26—
0,75% canyuyaeB y mamueHTOB, OINEePUPOBaH-
HBIX WJIX 00CJIeJOBAHHBIX II0 MOBOLY CEpPAEU-
HoIi maTojsiorun. IlaTosorus mpeacTaBiAgeT co-
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0011 DOIOJHUTEJbHYI0 aHOMAJIbHYIO II0JIOCTh
(BeimsauuBanue) JIJK, coobmiatoryioca ¢ oc-
HOBHOM KaMepoil uepes3 coOyCThe, KOTOPOe MO-
JKeT ObITh KaK IITUPOKUM, TaK U y3KuM. CTeHKa
IUBEPTUKYJIa MOKET ObITh 00pasoBaHa BCEMU
MBIIIIEYHBIM CJIOSMHU, WHOTa C BOBJE€UEHUEM
nepukapga [33].

IIpuBogum coGcTBeHHOE HaOJIOMeHUe -
Beprukysa JIJK. IIpu niaHoBoM 5XOKapamo-
rpauyecKoM MCCJIEAOBAHUU Y MaJbUUKa
7 Mec nuarsoctTupoBaHa anomanua JIK — qu-
BepTtukya JIZK B oOsacTu ero BepXyIIKHU.
Huarnos “muBepruryn JIJK” moarTBep:kmen
npu KT ¢ BHYTpUBEHHBIM KOHTPACTUPOBAHU-
em (puc. 6). CemeiiHbIi aHaMHe3 He OTHATrO-
men. yKamo6 poaurenu He NPeAbABIANU.
IIpeHaTanbHO qUArHO3 He OBLT YCTAHOBJIEH.

B kparkom o0030pe JuTepaTyphl, UJLIIO-
CTPUPOBAHHOM COOCTBEHHBIM KJIWHUYECKUM
MaTepHUaoM, IIPeACTaBJIeHbl OCHOBHBIE Bapu-
aHTHI anomaJyuii (popmupoBanua JIGK m muT-
panpHOTO KJIanana. HecmoTpa Ha TO, uTo JIVK
¥ MUTPAJbHBIA KJalaH MPeICTaBIAIT CO-
00if equHYI0 QYHKIIMOHAJBHYIO CTPYKTYDPY,
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Puc. 6. MysisTuMOmaIbHASA JUATHOCTUKA IIATOJIOTUY cepAlia Maabunka 7 Mmec. [uBepturys JIFK. a — TpancTo-
pakajIbHas 9XOKapauorpamMma (Cy0OKOoCTaNbHBIN qocTyl B npoeknuu mo aruuuoit ocu JIGK). b — KT ¢ BuyTpu-
BEHHBIM KOHTpacTupoBanueM. [{uBepTuryJ B o61actu Bepxymrku JIJK — yskas mieiika coefuaaeT nosocTb JITK
C IOTIOJHUTEJIHHOM IIOJOCTHIO, KOTOPAsS NMEET MBIIIIEUHYIO CTEHKY (CTPesKa).
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The brief pictorial review presents the ultrasound features of left ventricle and mitral valve rare con-
genital abnormalities. The ultrasound findings in such abnormalities as double-chambered left ventri-
cle, bifid cardiac apex, diverticulum of the left ventricle, and double-orifice mitral valve are described.
Knowledge of the anatomical and ultrasound features provides the accurate differential diagnosis
of presented abnormalities.
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