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KnuHuyeckue n MOpd)OJ'IOI'W-IeCKI/Ie NMPU3HAKU aHomManum MUTpPanbHOro KOMmnJjiekca

Tpuceetosa E. J1., OgnHa O. A.

MuTpanbHbIii KnanaHHbI KOMMNEKC SBASETCH MHOrOKOMMOHEHTHON CTPYKTYPOW,
aHaToMuyeckv 1 yHKLUMOHaNbHO CKOOPAMHUPOBAHHOM, obecneunBaroLleil Hop-
MasbHY0 AeATeNbHOCTb N1eBOro xenyaoyka (JX) v B uenom cepaua. BpoxaeHHole
HapyLUeHUs CTPOEHMS, KONMYeCTBA, GOPMbl KOMMNOHEHTOB MUTPAIbHOMO KOM-
nnekca MOryT npoTekaTtb MasOCUMMMTOMHO WAW BbI3blBaTb FEMOAMHAMUYECKME
HapyLueHws, Tpebylowme XMpYpPruyeckoro neveHns. Hepenko knvHuyeckve npu-
3HaKM aHOManuii MUTPANbLHOrO KOMIeKca NPosBASIOTCS B BUAE MUTPANIbHOrO
CTEH03a, HelOCTaTO4YHOCTMN MAV COYETaHMS CTEHO3a C HEA0CTAaTOYHOCTBIO U CryXaT
OCHOBaHVEM ]S HEBEPHOr0 AMAarHOCTUYECKOro 3akiodeHus. PacnosHasaHue
MopdONornyeckrx NPU3HaKoB aHOManMin Npu axokapamorpaduyeckoM uccnepo-
BaHUM NpeanonaraeT 3HaHne BO3MOXHbIX OTKIOHEHUI CTPOEHUS CTPYKTYP CEPALa,
HeobXx0aMMbIX ANs BbIGOPa AanbHeLLel TakTukv HabnoAeHUs 1 neverws. B ctatbe
NpVBEAEHO OMNUCaHWEe HOPMANbHOW aHaTOMUM MWUTPAIbHOTO KflanaHHOro KO-
nnekca 1 aHomanuin GuBPO3HOro KosbLia, CTBOPOK, MAMMUNSPHBIX MBILLL, U CTBO-
POYHBIX XOPA MUTPANIBHOrO KNanaHHOro KOMMeKca.

KnioueBbie cnoBa: MUTPasbHbIN KianaHHbIi KOMINEKC, aHOManuu, AMarHocTvka,
KNIMHWYECK1Ee Npu3Haku, Mopdonoruyeckme npusHaku.
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Clinical and morphological features of malformations of the mitral valve complex

Trisvetova E. L., Yudina O.A.

The mitral valve complex is a multicomponent anatomically and functionally
coordinated formation, ensuring the activity of the left ventricle and, in general, the
heart. Congenital disorders of the structure, quantity, and form of the mitral complex
components can be asymptomatic or cause hemodynamic changes that require
surgery. Often, clinical signs of mitral complex abnormalities are manifested as
mitral stenosis, regurgitation or its combination and contribute to misdiagnosis. To
identify the morphological features of abnormalities by echocardiography, it is
necessary to know the possible structure aberrations. The article describes the
normal anatomy of the mitral valve complex and abnormalities of the fibrous ring,
valve leaflets, papillary muscles and chordae tendineae.

Key words: mitral valve complex, abnormalities, diagnosis, clinical features,
morphological features.

Pe3ynbraThl MHOTOUMCIIEHHBIX KIMHUIECKUX, XUPYP-
TMYECKUX M aHATOMUYIECKUX MCCIIEIOBAHMIA, BBHITIOTHEH -
HbIE K HACTOSIIIIEMY BpeMeHU, 0O0CHOBAJIM HOBOE TIPE-
craBlicHHe 0 MuTpajabHOM KianaHe (MK) Kak o cirox-
HOM KJIalTaHHOM KoMruiekce. [loHdaTue “MuTpanibHOro
KinamaHHoro koMruiekca” (MKK) BkirogaeT 31eMEHTHI,
aHaTOMMYeCKN U (DyHKIIMOHAIBHO CKOOPIWHUPOBAH-
HbIE, B3aMMOCBSI3aHHbIE, OOeCTeUnBaIONINe HOPMAITb-
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HYIO IeSITeTbHOCTB JieBoro Xxemymodka (JIZK). MKK mpe-
MSITCTBYeT OOpPaTHOMY TIOTOKY KPOBU B JIEBOE TIpeicep-
nue (JITT) Bo BpeMsi CUCTOJNBI XenynoukoB. M3MeHeHu st
CTPYKTYPbI OTHOTO U3 3JIEMEHTOB MUTPAIIBHOTO KJIaTlaH-
HOTO KOMIIJIEKCA BJIeUeT HapylieHusT (hyHKIIMM KJlalaHa
¢ (hopMupoBaHMEM CTEHO3a OTBEPCTHS WM HEJOCTATOU-
HOCTH KJIallaHa ¢ MMMPOKUM ANATIa30HOM TIPOSIBICHUIN —
OT TEMOIWHAMUYECKHN HE3HAUMMBIX 0 CEPHE3HBIX, TIPU
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KOTOPBIX TIPEANOYTUTEbHON SIBISIETCS XMpyprudyeckas
KOppEeKIus.

BpoxxneHHble cTpykTypHble HapyuieHuss MK mpen-
CTaBJISTIOT CO00iT aHOMaJIWM, BO3HUKINNE B IIEPHUOI
9MOpHOreHe3a, BCTpevyalolecs U30JJMPOBAaHHO, B COUe-
TaHUH WM B KOMOMHAIIMU C BPOXICHHBIMHA ITOPOKAMU
cepmua (BIIC), oOycrnoBImMBalOINMKA TeMOTWMHAMMIYC-
CKHME PacCTPOICTBa B pa3HbIC IIEPUONEI XKM3HU YeJIOBEKa.
BIIC u mpyrue CTpyKTypHBIC HapyIICHUS MUTPAIBHOTO
KJIaITaHHOTO KOMIUIEKCa — 3TO aHOMAaJIMU €TO KJjallaH-
HOTO amapara M MarucTPaJbHBIX COCYIOB, BO3HUKIIINE
Ha 2-8-11 Hell. BHYTPUYTPOOHOTO Pa3BUTHUS B Pe3yiIbTaTe
HapyIIeHNS IIPOIIeCCOB aMOpuoreHesa [1, 2].

ITo MHeHUIO MCcaemoBarTescii, pe3yIbraThl KOTOPBIX
OCHOBBIBAJIMCh HAa MAHHBIX MPUXU3HEHHOTO WU TIO-
CMEPTHOTO WM3YyYCHUSI Pa3HBIX KOHTWUHICHTOB JIIONEii,
pactpoctpaHeHHOCTh aHoManuii MKK BapuatusHa [2,
3]. Hambonee MHOTOYMCICHHOE HWCCIICIOBAaHME BKITIO-
Yajio pe3yJBTaThl 3XOKapaIuorpapruIecKoro MCCIemoBa-
Husg (OxoKI') 3a 7,5 mer 13400 merteii, rme BBISIBJICHO
B 0,5% cnyuaeB anomanmuu MK B Buje BpOXIEHHOIO
MUTPAJIBHOTO CTEHO3a C IBYMSI HAIMIISPHBIMUA MBIIII-
mamum JIK, “mapanroroo6pasnoro” MK ¢ ogHoit manmmir-
JIIPHOM MBIIILEN, M30JMPOBAHHOM IIEIbIO B CTBOPKE
MK u aBoitHOro ycThsl MUTpaibHOTO KiamnaHa (JIYMK)
[2]. JamHble mcciaenmoBaHUs, MoMydeHHBIE mpu DXoKI
COITOCTABJISUTMCH C Pe3y/IbTaTaMM KaTeTepU3alliy Ceparia,
OITepaTUBHOTO JICYCHUS U ayTOIICHU.

Jpyrue WccienoBaTeN, pacCcMaTpuBasl pacpocTpa-
HEHHOCTb HAapYIICHWIT BHYTPUCEPICUYHON TeMOTMHAMI-
K (MHUTpaJibHasT HEOOCTaTOYHOCTh, CTEHO3), OOYCIIOB-
JICHHBIX aHOMaymsiMu MK, yKaspiBaim Ha HETOOIICHKY
pe3ynsraToB 3XoKapamorpaduueckoro (OxoKI') mccre-
JoBaHus U yacToty 1%. Pesynbratel DxoKI-ucciemnoba-
HUS IeTel ¢ ayCKYyJIBTaTUBHEIMK (DeHOMEeHaMM (M3MEHe-
HHE TOHOB, CUCTOJIMYCCKHI YUIM TUACTOIMICCKUN IITyM)
W TIPEAIoIaraéMBIMIA PEBMATUICCKMMUI TIOPOKAMHU CEPI-
IIa CBHICTECIHCTBOBAIM O BPOXICHHBIX aHOMAJTUIX
¥ TUTIEpAMAarHOCTHUKE TTOPOKOB cepaia [4].

M3BecTHO, 9YTO aHOMAJIMM MOTYT IIPOSIBISITHCS KIIH-
HUYECKUMM TIpU3HAKaMU MOTOOHBIMM ITIOPOKaM Cepalia
WIW TIpOTeKaTh JaTeHTHO [5]. Pacmo3HaBanHue mipu
BemoyiHeHNM DXoKI mpenmosyaraeT 3HaHNE BO3MOXKHBIX
BapMaHTOB aHATOMUYECKHUX CTPYKTYPHBIX HAPYIIICHMIA.

TlepenHss yactb
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Puc. 1. AHatommnueckue cTpyktypsl MK.

CrnoxHo onucaTh Bech ciekTp anoManmiit MKK, BMecTe
C TeM MHOTHE BPOXICHHBIC OTKIIOHeHUS pa3BuTusI MK,
B TOM 9YHCJIE pacCMaTpHUBaeMBle KaK MOPOKM Pa3BUTHUS,
TIpeICTaBICHBI B HACTOSIIIIEM 0030pe.

Hopmanbnaa anatomus MK

JleBblii AByCTBOpUYATHIi aTPUOBEHTPUKYISIpHBbI MK
pacnionoxeH mexay JIIT u JI2K. HazBanue “mutpainb-
HBII” TIpeIOXIIT OeIBbIMIICKII Bpady M aHaToM Andreas
Vesalius (1514-1564rr), MOCKOJBKY KJallaH HAIlOMUHAJ
MUTPY (TOJIOBHOM yOOp) cBsameHHOCTYXUTenst. MK pac-
CMAaTPHUBAIOT B COCTaBE KJIAITAHHOTO KOMILIEKCA, COCTOSI-
IIIEeTO U3 CJICAYIOIINX KOMIIOHEHTOB: (pOPO3HOE KOJIBIIO,
TepemHsia W 3amgHsIsl CTBOPKH, CTBOPOYHBIC XOPIEHI,
ManuuisspHble Mblibl, creHka JIXK (puc. 1) [6].

B nmanpHeiimeM pacmmpuiu npeacrasieHue o MKK,
BKJIIOUMB B epedyeHb KOMITOHEeHTOB Muokapx JITT u JI2K,
sHpokapa JITT u JI2K, u aopraibHO-MUTpaIbHBINA “3aHa-
Bec” (tabm. 1) [7].

W3MeHeHUS B CTPYKTYpe U QYHKIIMHA OMHOTO M3 KOM-
noHeHToB MKK TIpHBOIIT K HEKOMIIETCHTHOCTHA BCETO
KOMITIEKCa.

CrBopkn MK. CtBopku MK mpenmctaBiasioT co0oit
TpEXCIIOMHBIE TOHKHWE (TOJMIIWHA =1 MM) CTPYKTYpPHI,

Tabnuua 1

KomnoHeHTbl MKK

CTBOpKY knanaHa ¢ komvccypamu
KonbLo

CTBOPOYHbIE XOpabl MoakanaHHble CTPYKTYpPbI
ManunnapHble MblLULbI

Mwuokapg neBoro npeacepavs

Mwokapz, neBoro xenyaoyka

SHAoKaps, 1eBOro NPeAcepans U 1EBOrO Xenyaouka
AopTanbHO-MUTPANbHBIN 3aHaBEC

MwuTpanbHbIi knanax MwTpanbHbIi KnanaHHbIA KOMMAEKC
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MOKPBITbIE SHAOKAPAOM, B COCTaBE KOTOPOTO pa3inyaroT
SHIOOTENIN, CYyOIHIOTEINANIbHBINA CJI0M — COeAUHUTEIb-
HOTKAHHBIN, MBIIIEYHO-3JIaCTUYECKUA WU HAPYXXHBIIT —
COeNVMHUTENbHOTKAHHbIM. Ha cTBOpKax oT OCHOBaHUS
JI0 CBOOOIHOTO Kpasi pa3nyaloT ABE 30Hbl — Ipeacepa-
Hasl TIagkas W 30HA KoamnTalmuu (aHDI. — coaptation)
1IepoxoBarasi 0oJyiee TOJICTasl U3-3a CIAUSIHUS MHOTOYH-
CJIEHHBIX CyXOXXWJIbHBIX XOopa. B HOpManbHO chopMupo-
BaHHOM MK HacuuTBHIBaIOT IBE CTBOPKM, MPEACTABIISIIO-
1Me co0oii HEMpepbIBHBIE CTPYKTYPHI, pa3indaroiimecs
no ¢dopme, IIUHE U TIPUKPEIUIEHUIO K (PUOPO3HOMY
KoubIty [1, 6].

IlepenHsiss cTBOopKa, aopTajibHasl, SIBISIETCS TIPOMOJI-
XEeHMEM CTeHKM BOCXOMSIIEN aOopThl, AOPTAILHOTO KJa-
naHa U MeMOPaHO3HOM YacTu MEXKeNTylI04KOBOM mepe-
ropoakd, OHa JJWHHEE 3aJHelli CTBOPKHM, OMHAKO
Ha OKPY>XHOCTU (PMOPO3HOTO KOJIblIa 3aHUMAET MEHbIIIE
Mecra [6].

3amHssI CTBOpPKa, MypajbHasl, KOpode, OTHAKO IIPH-
KperuisieTcsl K (puOpo3HOMY KOJIbLly IO Iyre B JBa pasa
MpeBbIlIAIONIeH IIUHY AYTM nepenHeil ctBopku. I[lmo-
1Ialb TOBEPXHOCTU 00euX CTBOPOK ONMHAKOBAs U Ipe-
BOCXOIUT 0oJIee YeM B 2 pa3a IUIOIIAIh JICBOTO aTPHOBEH-
TpuKkyisipHoro orBepctus [1, 3]. Bo BpeMs cUCTOJBI
MepenHssl U 3aAHss CTBOPKU COIpPUKaAcaloTcs B 00JacTu
1IEPOXOBATOM 30HBI, 00pa3ysl AYyroodpa3Hyl0 JUHUIO
KoanTaluu.

Kakmast 13 CTBOPOK COCTOUT M3 TPEX TPeOEIIKOB (It
repenHei ctBopku — Al-3, mwrs 3agaeii P1-3), K cBobon-
HOMY Kparo KOTOPBIX TPUKPETLISIOTCS CTBOPOUYHBIE CyX0O-
XKWIbHBIE XOpObl (TepBHYHBIC). CTBOPKU COCTMHEHBI
Ipyr ¢ JOpyroM KOMHCCYypaMu — 3aiHenaTepajibHON
U MepeaHeMeIuaabHOM, pacIoJOXKEHHBIMU TI0 00Jb-
oMy nrameTpy (pubposHoro kombna (puc. 1) [7]. bmaro-
Japsi TOMYy, YTO KOMUCCYpPHI SIBJISIIOTCS 00Jiee TOHKUMU
00J1aCTSIMU, TIOBBILIAETCS TOAATIIMBOCTb 3aJHETO Cer-
MmeHTa MK, no3BoJisionias paCliupuTh WU YMEHBIIUTb
OKPY>XHOCTb KJlaraHa.

CyxoxmibHbie X0opabl. CYXOXWIBHBIC XOPIBI CBSI3HI-
BalOT CTBOPKM KJjamaHa ¢ TManWUISpHBIMU MBbILILIAMU
W TIHYTCSI OT IepeoHell WM 3adHel NalUISpHON
MBIIIIBI B KOMM4YecTBe 12-24, pa3BeTBISsICH B ITyTU 3-4
pa3a Ha xopabl 1-To, 2-ro u 3-ro mopsiaka. Takum obpa-
30M, K CTBOPKaM aTPUOBEHTPUKYJISIPHOTO KJjaraHa mpu-
kpemsieTcst 70-120 ctBOopoyHBIX XOopA. CyXOXUIbHBIE
XOpAbl, TTPUKPETLISIONIMECs] K CBOOOTHOMY Kpalo CTBO-
POK, Ha3bIBAIOT MTEPBUYHBIMU (MapriHaJbHBIMM ) ; XOPIbI,
MPUKPETUISIIOIIMECS K IIEpOXOBATO 30HE Kpasl mepen-
Helt 1 3amHelt CTBOPKM, HA3BIBAIOT BTOPUYHBIMY (0a3aib-
HBIMU); XOPIbI, TIPUKPEIUISIOMMECS K OCHOBAHMIO 3a1I-
Heit CTBOPKY PsIIOM ¢ (hOPO3HBIM KOJIBIIOM FUIM KOMHUC-
cypaMu, Ha3bIBalOT TPETUYHBIMU [6].

CyXOXWIBHBIC XOPIBI TIPEICTABIISIIOT COOOM CIIOXHBIC
CTpyKTYypbl. X BHYTpEHHMIA CJIOl COCTOUT U3 TUIOTHO
CBSI3aHHBIX BOJIOKOH KOJIJlareHa; HapyXHbIA clioit
COCTOUT M3 PBIXJbIX KOJUIAr€HOBBIX W B3JIACTUYECKMX

BOJIOKOH ¥, TI0 MHCHUIO HEKOTOPBIX HMCCIIeHOBAaTeNIeit,
COIEPXKUT KPOBEHOCHBIE cOCYIbI [3, 5]. Xopabl TOKPHITHI
CII0eM SHIOTEIUATBHBIX KiIeToK. Pubpo01acTel paBHO-
MEpHO pacIpeneysIIoTCSI BO BHYTPEHHEM M BHEIIHEM
cnoe xopabl. CI0KHOE TpeXMEPHOE PacIIOIOKEeHNIE KO-
JIATCHOBBIX BOJIOKOH OOECIICUMBACT 3JIACTUYHOCTH XOPII,
cMmsATYass TUKOBOE HAIMpsDKEHWE, BO3HHMKAOIISe IIpU
COKpAllleHUM CTEHOK KEJIyIOYKOB W TMANWJUISPHBIX
MBIII. PacTsSKMMOCTh XOpAbl YBETMUUBACTCS C BO3pac-
TaHWEM e¢ IJIMHBI, CHIDKAeTCSI ¢ BO3PAacTOM YelioBeka [7,
8]. BzammoneiicTBue M HENPEPHIBHOCTh CBSI3W MAIIMII-
JISIpHasT MBIIIa-Xopaa-Guopo3Hoe KOJBIIO KiallaHa
nMeeT OOJIBIIOe 3HAYeHUE JIST MOMACpPKaHUS (DOPMBI
JIXK mpu cokpanieHnu u pacciaabieHuN.

ITanuansipubie Mbimnbl. KoJnyecTBO MNaNMJUISIPHBIX
mbimn JIZK BapmatuBHO, ux Tomorpadusi, pa3Mepsbl
¥ [UTMHA TIPUKPETUISIONINXCS CYXOXIIBHBIX XOpI OKa3bI-
BalOT oMNpenesioliee BIusHue Ha reometrpuio JIK B 3mo-
poBOM cepaue U npu nartojoruu. [lonoxeHue manui-
JISIPHBIX MBI, UIMHA, TOJIOMHA W PACTSIKUMOCTh
CYXOXWJIBHBIX XOPI, 30HBI NX IMIPUKPETUICHUS] ¥ B3aNMO-
IeWCTBUE CO CTBOPKAMHM KJjlallaHa MTPAOT BaXXHYIO POJIb
B pacrpeaeaeHUU CUJIbl IJis1 TpaBUJIbHOTO (DPYHKIIMOHU-
poBanusg MK [1]. YacTo BBISBISIIOT ABE IANUJUISPHBIC
MBIIIIE — TIepemHeIaTepaIbHyI0 W 3aTHEMEIUABHYIO
[2]. TepenHenaTepanbHass W 3amHeMeIWaIbHAS ITATIAII-
JISIpHAs MBIIIIA SBJISTIOTCS HEIIOCPEACTBEHHBIM IIPOHOJI-
XeHueM Muokapaa. JuinHa nepenHenarepaabHON Manui-
JIIPHOIM MBIIIIEI TOCTATAeT 3,5 cM, 3amHeMeauabHasT
MaMWIISIpHAST MBIIIIIAa HEMHOTO KOpode.

®uodpo3noe Koabmo. Kompiro MK, K kKotopomy mpu-
KPETUISIIOTCS] CTBOPKU, MPENCTABISIET (prUOPO3HOMBIIIIEY-
HOE 3JUTMIICOBUIHOE 0Opa3oBaHUe B popMe cemia, TIIo-
maneo 5-11 M’ [7, 9]. IlepemHeMmenmmanabHasT YacTh
MUTPAIBHOTO KOJIbIIA, 00JIee KeCTKASI, IBISICTCS IIPOIOI-
JKEHMEM KOJIblla aopThl, 3amHSS YacTh KOJIbIa Ooiee
nomatnuBa [9]. KoHdburypaumss MATPaJIbHOTO KOJIbIIA
yJIydlllaeT KoanTalulo CTBOPOK U CHUIKAET UX HaIpsikKe-
Hue. [1momans Koblia yBeIMINBACTCA B KOHIIE CHCTOJIHI,
IOCTUTAsT MAKCHUMAaJIbHOTO pa3Mepa B KOHIIE TUACTOJIBI.
Ilepennsss 9acTb GUOPO3HOTO KOJIBIIA OCTACTCS TIPAKTH-
YeCKM HEMOIBIDKHOI, B TO BpeMsI KaK M3MCHEHHUE pa3-
Mepa aTpUOBCHTPUKYISIPHOTO OTBEPCTHUS IIPOMCXOIUT
3a CYET MONBIIKHOCTHM 3amHeil JacTh. MuTpalbHOe
KOJIBIIO YYacTBYeT B COKpAIlCHWM cephama, CMeIasich
BEPTUKAIBHO K TIPEACEPIMIO U YMEHBIIASICh B pa3Mepe
BO BpeMsI CHCTOJIBI, K BEPXYIIIKE XKEIyI0UKa — BO BpeMsI
muractois [10, 11].

AHOMAJINM CTBOPOK

Tmoniasust CTBOPOK. ATpe3usT IBYCTBOPUYATOIO KiIalTaHa
¢ rumorrasuei JIZK oTHOCUTCS K KPUTHUYSCKUM TTOPOKAM
cepala y IeTei 1 HepeaKo pacCMaTpHUBAETCS B COCTABE CHH-
IpOMa TUTIOIIIA3WH JIEBBIX OTICIIOB CEplia, BCTpEYaroIe-
rocs B 2-4% cnydaeB Bcex BIIC, spisionerocst omHoit
W3 CaMbIX YaCTBIX TIPUYMH CMEPTH MJaleHIesB [12].
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B cayvasx runoriasum ogHoit u3 ctBopok MK ee
BBISIBJISTIOT B O0JIce TTo3mHeM Bo3pacTte. Cirydail TSKeJIon
TUIIOILTAa3UM 3agHeil crBopku MK ommcaH y 14-1eTHEro
pebenka [13]. YuurteIBast IIpOrpecCUpYIONIyI0 MUATPATIb-
HyI0 U cepmeuHylo HemocTtatouHocTth (CH), mammenty
BBITIOJIHMJIN KOMIUIEKCHOE MCCIICIOBaHNE, IIPY KOTOPOM
BBISIBUJIM TIPAKTUYCCKM ITOJTHOE OTCYTCTBUE 3amHCH
ctBopkr MK 6e3 npyrux nopokosB cepaua. IIpu yasrpa-
3BYKOBOM HCCJICIIOBAaHNH CEPIIla OTMETUIN YBEIMICHUE
IJTAHBI W TIOOBMKHOCTHM TiepemHeil ctBopku MK, urto
KOMITCHCHPOBAJIO YACTUYHO OTCYTCTBHE 3aTHEI CTBOPKIU.
Bo BpeMs orepaTWBHOTO JIeUeHUs] peOeHKa 0Ka3aloCh,
YTO CTBOPOUYHBIE XOPIbl, HAMIPABJISIOINECS K OTCYTCTBY-
foleit 3amHeil CTBOpPKE, KPEIIWINCh HEIOCPEACTBEHHO
K SHIOKapIy 3amHeil 9acTi (prOpPO3HOTO KOJblia [9].

Tunomnasusa 3amHeil cTBopku MK, BeIsIBIeHHAas
B O0JIce TTO3THEM BO3pacTe, OIMcaHa y 45-JeTHEro MyX-
YUHBL ¥ 69-JeTHEl XEeHIIMHBI C HEJABHO BO3HUKIIIEN
ONBIIIKONM W TSKEJIOW MUTPAJIBbHOW pErypruTanuei.
PesynmpraTtel OByX- M TpEXMEpHOM YpEeCHHINCBOTHOI
OxoKI 1okaszaam y omHOTO M BTOPOTO IALIMEHTA BBIpa-
KEHHYIO THIIOIUIAa3uio 3amHeil ctBopkm MK, monTsep-
KICHHYIO ¥ 000UX MAIlMeHTOB TP OIIEPAaTUBHOM JIeue-
Hum [14].

YHUKAJIbHBIM CIIydaeM SIBIISICTCSI BIICPBEIC BBISIBJICH-
Hasl TMIIOIUTAa3us 3amHeit ctBopku MK y 72-nerHero
Myx4aHbI ¢ CH, dubpmuisimeii mpeacepanii i MUTPaTb-
Holt peryprutauueii [15]. Ilpu TpaHCcTOpakaabHOM yib-
TPa3BYKOBOM HCCJICIOBAaHNM THATHOCTUPOBAIN SKCIICH-
TPUYHYIO 3aIHE-HAIIPaBICHHYIO CTPYIO IIPY MUTPATbHOM
peryprutanun. [1pu upecrmmmeBomHoit OxoKI™ BEIIBUIN
Oosblyio nepenHoo ctBopky MK ¢ mponabupoBaHuem
A 2,3 m yIJIOTHEeHHEM KpaeBOTO CETMEHTa, OTCYTCTBHE
3agHE CTBOPKM M THIIOINIA3MPOBAHHYIO 3aTHE-MEIM-
aJIbHYIO TMANWJUISIPHYIO MBITIITY. B IIpencTaBieHHOM CIty-
yae Oosblas nepeaHsisi crBopka MK ¢ xopoieit koarra-
oueil ¢ 3agHUM KpaeM (UOpO3HOro KOJblla IIpHBesia
K MUTPaJIbHOM PETYPTUTAIMA B TO3OTHUE CPOKU —
Ha BOCBMOM JIeCSITKE JIET XXU3HU. [lereHepaTUBHEIC M3ME-
HEHHUS TIepeqHEe CTBOPKHU B BUIC YIDIOTHEHUS 1 CHIKE-
HUS 3JACTUYHOCTH CIIOCOOCTBOBAIU IOSIBIICHUIO IIPH-
3HaKoB MuUTpaibHOiIt 1 CH.

OmmcaHHBIC CIIydaWl CBUACTEIBCTBYIOT O TOM, 4TO
TUIIOIUTAa3usl 3amHeit cTBopkm MK mportekaer mHOTma
MaJIOCUMIITOMHO. BMecTe ¢ TeM, BOZHMKAIOT TPYTHOCTH
IIpU YJIBTPA3BYKOBOIl IMArHOCTUKE aHOMAINU U €€
He IMArHOCTHUPYIOT, HECMOTPS Ha TMPOTPECCHPYIOIIYIO
MUTPAIBHYIO HEIOCTATOYHOCTh M CHMIITOMBI XpOHWYEC-
ckoii CH. MeronoMm BbIOOpa B AMAaTHOCTUKE aHOMAJUU
aBJIgeTCs ypecnuieBonHas DxoKI [16].

JBoiinoe yctbe MK. JIYMK onucaHo BrepBblie
Greenfield WS B 1876r [17]. AHomanus (opmupyercst
B pe3yibraTe MOSIBIICHUS ITOIOJHUTEIHFHOTO OTBEPCTHS
B nepenHeil ctBopke MK unm B ciiyyae oOGpas3oBaHuUs
IIUPOKOI TTepEeMBIYKI MEXIY TIepeIHEel 1 3aMHEi CTBOP-
KOIt ¢ IBYMSI OTBEPCTUSIMM B KaXXIO# CTBOpKe (pmc. 2).

Puc. 2. IYMK nonHoro MocToBOro Tvna: nepeaHsisi U 3afHss CTBOPKW pas3feneHbl
GUBPO3HOI NeperopoaKoii (AONONHUTENbHAsS CTBOPKA CO CTBOPOYHLIMU XOpAamu),
aTPUOBEHTPVKYNSIPHOE OTBEPCTUE PA3AeNEeHO Ha HEPaBHble YacTu C ABYMS OTBep-
CTusMM (coBCTBEHHOE HabMofeHNE).

AYMK BcTpeuaeTcsl penko, B MUpPE OMHUCAHO BCETO
200 ciaygaeB [17]. BmecTe ¢ TeM, MO MHEHHIO IPYIHUX
uccnenonateneit, JYMK Bcrpeuaercs yaiie — B 1% ciy-
gaeB BekphurTuii mpu BITC [18]. IYMK B momoBuHe ciry-
YaeB OUATHOCTHPYIOT KaK M30JMPOBAHHYIO aHOMAJIHIO,
B IPYTUX CIYJasX BBISIBIISIOT IIPU OOCTPYKTUBHBIX ITOPO-
Kax JIEBOTO cepmlia, medekTe MeXIIpencepaHoil mepero-
POIKHM, TIPY HEKOMITAKTHOM MMOKApAE MM aHOMAJIHASIX
CTBOpOK (pactmierieHHas crBopka MK) [18]. B otimmame
OT IBOMHOTO MuTpanbHOro kiamnaHa JIYMK omnpenensi-
eTcs KaK eMMHCTBEHHBIN KiallaH — aTPUOBEHTPUKYIISIP-
Has TIeperopomka, C IBYMSI OTBEPCTUSIMH, Ha OITHOM
¢dubposrOM Kodrblle. [Ipu npoitHom MK mmarHOCTHPYIOT
IBa (GMOPO3HBIX KOJIbIIA CO CBOMMM KJIallaHAMU, KOMUC-
cypaMM, CTBOPOYHBIMU XOpHaMH ¥ IAaIWLISPHBIMU
MBIIIIIAMH.

JAYMK paccMmaTpuBaroT M0 MOP(MOIOTUUECKIUM TIPU-
3HaKaM B BUIE CICAYIOIINX THIIOB: TTOJTHBI MOCTOBOIT —
(1bpo3Hasa TKaHb MOJTHOCTBIO pasleIsieT aTpHOBECHTPH-
KyJISIPHOE OTBEpCTHE Ha paBHBIC MM HEpaBHBIC YaCTU
C IByMS OTBEpPCTHMSIMHU, HETIONHBII MOCTOBOM THUIT —
BOJIOKHA OTXOISIINE OT CBOOOTHOTO Kpasi CTBOPOK COE-
IUHSIOT 00¢ CTBOPKM M IOBIPOYHBIN (3KCICHTPUYHBIN)
THIT — JTOIIOJHUTEIEHOE OTBEPCTHE HAXOMUTCS B 0OJ1ac-
TH OTHOI M3 Komuccyp [19].

HawnbGonee pacnpocrpaHeHHbIM TUIIOM (85% citydaeB)
SIBJISICTCS SKCIECHTPWYHBII WM TUTI C OTBEPCTHEM (“ITBIpOY-
HBI”), K MeHee pacrpocTpaHeHHoMY (15% ciiydaeB) OTHO-
CUTCSI IEHTPAIbHBIN (MOCTOBOI TIOHBIN WJTA HETIONMHBIN)
THm. JIBa OTBEPCTHSI OMMHAKOBOTO pa3Mepa BCTPEUYAIOTCS
B 15% city4yaeB, B OCTalbHBIX CIy4asiX — OTBEPCTHUSI HEPAB-
Horo pa3mepa. CTBOPOYHBIC CyXOXKIITBHBIC XOPIBI ITPUKPE-
TUISTIOTCST K KpasiM IOITOTHUTEIBHOTO OTBEPCTHS M CBOOOI -
HOMY Kpal CTBOPKM W TIPOTATUBAIOTCS K TMAIUIIPHBIM
MBIIIIIIAM, YaCTO MHOTOUYMCIICHHBIM [20].
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Puc. 3. CynpamutpansHoe kombuo (SR), pacnonaratoweecs Hag konbuom MK
1 CO3[aloLLEeE NPENATCTBME KPOBOTOKY.

IemMomnHAMMYEeCKe HApYIICHUS BCTPEYAIOTCS YacTO
B BUJIC MUTPAJIbHOM pEeTypruTaIliy, ITOSBIISIONICHCS TIpU
OOJIBIIMX pa3Mepax IOMOJTHUTESIIBHOTO OTBEPCTHUS, PEXKe
HaOJIIOOAIOT MUTPAJIBHBIM CTEHO3, M3peoKa — CTEHO3
1 HEZOCTAaTOYHOCTh [20].

IIpn 3OxoKI BU3yanu3upylioT nOBa aHTeTpagHBIX
nortoka uepe3 MK.

CynpaMuTpaibHOe KOJIbIO. B 3aBUCHMMOCTH OT CBSA3M
C MHUTPAJIBHBIM KOJIBILIOM OITMCAHO JBa THUIIA CyIIpaMH-
TpaJdbHBIX (HagKIamaHHBIX) Koien [21]. IlepBeIif THII
B BHae (GUOpO3HOIT MeMOpaHBI, pacIIOararoIIeics
C TIpeICepmHOil CTOPOHBI BBIIIC MHUTPAJBHOTO KOJIBIIA,
WIN TIpWICXKAIei K HeMy, He CBI3aHHOM CO CTBOpPKaMU
MK, ¢ emMHCTBEHHBIM OTBEPCTHUEM B IICHTPE WIIM DKC-
LEHTPUIHO, W CBA3aHHOM C HOPMAJIbHBIM TOOKJIAIIaH-
HBIM amIaparoM (puc. 3).

Bropoit TMIT — WHTpaMHUTpajbHOE KOJBIIO B BHUIE
TOHKOII MeMOpaHBI pacIiojlaTaeTcsl BHYTPW BOPOHKH
13 cTBOpoK MK 1 TecHO TIpmiteraeT K HUM, 9acTO codeTa-
eTCs ¢ aHOMAaJIbHBIM TTOAKJIATIaHHBIM armaparoMm [2, 3].
JlonmonHutenapbHoe oOpa3oBaHue (PUOPO3HOro KOJbIA
BCTpEYaeTCs B BUIE MOJTHOTO MJIM YACTUIHOTO CyIIpaMHM-
TPaJbHOTO KOJIBIIA, B JIIOOOM ciTydae, CO3IAIOIIeTo IIpe-
IISITCTBHE IIJIST TIOTOKA KpOBHU. B pe3ynbrare mosIBIISICTCS
KIMHUKAa MUTPAIbHOTO CTEHO3a C OOCTpPYKIIHEH
Ha ypOBHE KIIAIIAaHHOTO KOJbIAa WM ITOAK/IAIIaHHOTO
KOMIUIEKCa, W TIporpeccupyloleii 3actoitHoit CH B paH-
HEM JEeTCKOM Bo3pacTe (IIPOXOJLKUTEIBHOCTh KU3HU
namyeHTa 0e3 OIEepaTUBHOrO JiedeHUS B cpeaHeM 36
Mec.). CynpaMutpaabHOe KOJIbLO peako (B 10% ciaydaes)
BCTpedaeTcs KaK M30JIMPOBAaHHAS aHOMaJIMsI, KaK IIpa-

BUJIO, SIBJISICTCA OOHWUM M3 KOMIIOHEHTOB CHHApPOMA
Shone JD, et al. (“mapammoroo6pasubiit” MK, cteHO3
a0pTHI, KOAPKTAIIXs a0pThI) [22, 23]. OnepaTuBHOE JIeUe-
HUe aHoManuM 3(GGeKTUBHEE IIPU CYIIPAMUTPATHLHOM
TIOJIOXKEHUH KOJIBIIA, B TO BpEeMsI KaK IIPX MHTPAMUTPAIhb-
HOI MO3WILIMU YaCTO BO3HUKAIOT pelNauBLI [24, 25].

JBoiinoit MK. JI2K ¢ gBoitHbiIM MK BcTpeuaeTcs
pEeIKOo, COIPOBOXMACTCS TPAHCITO3WILIMEHT MarucTpaib-
HBIX COCYIOB, OTXOMSIINX OT YMEHBIICHHOTO B pa3Mepe
npaBoro xenygoudka. Kak mpasuiio, nBoiitHomy MK
COITYTCTBYET He(EKT MEXKEITyIOUYKOBOI ITeperoponKu,
a caMU KeJIyOOYKM pPacIlojaraloTcsl OOMH TI03agy Ipy-
roro. Kaxngomy u3 nByx MK coorBeTcTByeT pubpo3HOE
KOJIBIIO M XOPHATbHO-TIAMMMUISIPHAST CHUCTeMa, 00pasyro-
mas “napamroroodpasneiii” MK [3]. TIpu ¢usukanb-
HOM WCCJICIOBAHWHM CepAlla OIPEHe/ISTIOT ITPU3HAKU
MUTpPaAIbHON HEOOCTATOYHOCTH WJIN CTEHO3a.

MN3oaupoBaHHaa pacmieanHa CTBOpKH. M3oaMpoBaH-
Hasg pacIueianHa Iepemdeid ctBopku MK oTHocHTCS
K PEOKMM aHOMAJIHUSIM, COIIPOBOXIAIONIAMCS CHMIITO-
MaMHM MUTPaJIbHON HETOCTATOYHOCTH. PacmiennHa
Ha TIepemHeil CTBOPKE BCTPEYACTCS OT HECKOJBKMX MM
0 3HAYMTEIIBHOI IJIMHBI — IIPOCTHPACTCS Ha BCIO TIIy-
OMHY CTBOPKM IO MUTPAJIbHOTO KOJIbIIA, HAIIpaBJICHA
K KOPHIO a0pTHI ¥ IPH TpaHCcTOpakaabHo DXxoKI BhITIISI-
OIAT KakK WIEJICBUIHOE OTBEPCTHE B IIepPemHEM YacTH
MUTPaIbHOM CTBOPKU [26]. CyXOXWIbHBIE XOPIAbI MPHU-
KPEIUTSIOTCS 110 Kparo CTBOPKH U PACIICTIICHUS, COCIM-
HSIS KJIaIlaH ¢ MEXOKETYIOYKOBOI TTeperoponkoii. B ciy-
Yae HeOOJIBIION ITMHBI CYXOXMJIBHBIX XOPI, TIPUKPETUIS -
OIIUXCA K MEXKEIyIOUYKOBOM IIeperopomke, OHU
VIEepKUBAIOT CTBOPKY OJIM3KO K MEXKEITyIOUKOBOMN
Meperopoake, TeM caMbIM CO3IaBasi Cy0aopTaIbHYIO
OOCTpYKIIMIO. BhImeneHo maBe TpyIImbl aHOMAaJIMil ¢ pac-
MICJIMHON TIIepeodHEd MUTpPaJIbHON CTBOPKM: OOHA
TpyIIIa — WU30JUpOBaHHAS aHOMAJIMSI C HOPMAJIbHO pa3-
BUTHIMU KPYITHBIMU COCYIaMU CEpIa; Apyrast — paciie-
JIMHA CTBOPKM COIIPOBOXOACTCS aHOMAJBHBIM KOHYCOM
C TPAHCOO3ULIMEM MAaruCTpajabHBIX apTepPUii WKW OBOM-
HBIM YCThEM TTPaBOTro Xeayaouka [27].

PacmenuHa 3amHeil CTBOPKM BCTpedaeTcs 3HAUM-
TEJIbHO peXe II0 CPAaBHECHHWIO C aHOMAaJMel IIepemHei
CTBOpKHU. MccnmemoBaTen oTMEYAIOT JIOKAIM3AIINIO pac-
meanasl — P 2 3amHeit cTBOpKM M, KaK MpPaBWIO, IIPU
9TOM HAOJIIOHAIOT TPAHCIOKAIINIO (IIOBOPOT) TMATMJUISIP-
HBIX MBIIIL TIPOTUB YacoBoil ctpenku [28, 29]. B 50%
CcIyJaeB y MAlIMEHTOB C pPaCIICIMHONM 3amHeil CTBOPKU
HaOJIOIAI0T TEMOIMHAMWYECKH 3HAUYNMYIO MUTPAIBHYIO
HEIOCTATOYHOCTH [29].

I[Ipr wncciaemoBaHWM TAIMEHTOB C BBIPAXKCHHOMN
MUTpaJIbHOM HemocTaTodHOCThIo B 3D OxoKI pacmpo-
CTpaHEHHOCTh pacIIeJWHB CTBOpKM MK oxazanachk
Bbllle — ee auMarHocTupoBanmu B 3,3% ciayuae [30].
BonbImmHCTBO paciiennH MmepeaHeil CTBOPKHU BEISBIISIIN
Mexny Al m A2, pacIeaWHBI 3aTHeil CTBOPKHA HAaXOMM-
JINCh B 0OJIACTH €CTECTBEHHOTO IeJICHUS] Ha TpeOCIIKH.
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TpexcrBopuatenii MK. K penxkum anomammsm MK
OTHOCHUTCSI TPEXCTBOPUYATHI KJIallaH B BUAC TPWJIHCT-
HHUKa, CO CTBOPKAMI ONMHAKOBOTO pa3Mepa, pasmeiicH-
HBIMH TpeMsI KOMHUCCYpaMH, TpeMsI ITaliUISIpHBIMU
MBIIIIAMA U LIEHTpaJIbHOM KoamTaumeit. [emomnHaMm-
YeCcKHWe HapyIICHWSI — MUTpajbHas HEIOCTaTOYHOCTb,
BO3HUKAIOT, BCIICACTBIEC HETIOJTHOI KOAIITAlIN CTBOPOK.
OmmcaHel ciydan TpexcTtBopuyaroro MK y marmmeHTOB
¢ TUIepTPOPUIECKON KapanoMHONaTHEel, ITOIKIaIllaH-
HBIM CTCHO30M U IBYCTBOPYATHIM a0PTaIbHBIM KAITaHOM.
[Mpmxu3HeHHAs] TMArHOCTUKA TIPOBOIUTCS C MCITOIb30-
BaHmeM upecrmineBomHoit OxoKI [31, 32]. B ciygae Ts-
XKeJI0i1 MUTPaAIbHOI HETOCTATOYHOCTH MOKA3aHO XUPYP-
rmyeckoe jJeyeHue [33].

YeroipexcrBopuateiii MK. AHoMmanusg BcTpedyaeTcs
penKo, eTMHUYHBIC OITMCAHUS YeThIpeXxcTBopuaroro MK
KacaloTcs manpeHTa 63 JieT ¢ runepTpohUIecKoil Kapamo-
MMOIIaTHEH, HAIIpaBJICHHOTO Ha OIIEpaTUBHOE JICUCHUE
C TSKeJo MUTpaibHOI HemoctaTouHocThio 1 CH [34].
IIpu BxoKI, moMuMo NpU3HAKOB TUIIEPTPODUUIECKOM
KapIUOMMOIIATUH, BBISIBICHB 4YeThIpe CTBOpKH MK,
obOpa3yrolre KBagpaTHOE OTBEPCTHUE B IMACTOITY, K KOTO-
PBIM TSHYJIUCH CYXOXWIIBHBIC XOPIObI OT YETHIPEX IaITrI-
JgpHBIX MbI. [Tpn uypecnumeBogHoit DxoKI ompene-
JISUTUCH OMMHAKOBOTO pa3Mepa ITOIBUKHBIC CTBOPKHU.

IIponanc MK. Ilponanc MuTpaabHOrO KjamaHa
(ITMK) sBasteTcss camoil pacpoCTpaHEHHOM Haclem-
CTBEHHOI1 BajibByJIOIIaTHE B Mupe [35], ero nmarHocT-
PYIOT TIpYM MOHOT€HHBIX CHHIPOMAX HACJIEACTBEHHBIX
HapymeHnit coenmuutenbHoit TKann (HHCT) — cun-
npoM Mapdana, cuHapoM Diepca-Janno, HeCOBepIICH-
HBIIT OCTEOreHe3 W T.II., M KaK CaMOCTOSITCJIBHBIN TIep-
BUYHEBIN CHHIPOM U TP MHOTO(aKTOPHBIX HAPYIIICHUSIX
coenHUTENbHON TKaHu [36]. [IMK nuarHocTupyror rpu
OxoKI' B ciydae cMmelleHHSI CTBOPOK HE MeHee, deM
Ha 2 MM BBIIIe IDI0cKOCTH MK BO BpeMs CHCTOITBI, TIpA
BU3yaJIM3allnu 110 JIMHHOI ocu cepana [35, 37].

IIMK He BcTpedaeTrcsi y HOBOPOXIASCHHBIX U PEIKO
BcTpedaercs y aeteit [38]. PactipocTpaHeHHOCTD He CUH-
npomHoro [IMK yBennuuBaeTcsl ¢ BO3pacToOM TMallMeH-
TOB: IPY UCCICTOBAHUM >2 THIC. TTIOAPOCTKOB 1 IOHOIICH
13-19 net cocraBuia 0,7%, y moneii B Bo3pacte 50-60
net — 2,4% [37, 39]. K kKIuHMYeCKUM IIPOSIBICHUSIM
IIMK oTHOCST ayCKyIbTaTUBHbIE TTPU3HAKU (CUCTOINYE-
CKMit KIINK ¥ IIIyM MUTPAJIbHOM PETypIUTAIIN), BMECTE
C TeM U 3T IIPU3HAKHA MOTYT OTCYTCTBOBATb.

Anatomunueckue uameHeHusi npu IIMK BkiouaioT
M30BITOYHOCTh OMHOI WIN 00EHX CTBOPOK, HEpaBHOMED-
HOE YBEIMYCHHME WX TOJIIWHBI M BHIIISSYMBaHUE (ITapa-
ITIOTOO0PA3HOCTh), YBETMUCHIE JUAMETPa JICBOTO aTpH-
OBEHTPUKYISIPHOTO KOJIBIIA, YIVIMHEHUE, HepaBHOMEP-
HOE YTONIICHNE WM HCTOHYCHHE, W N30BITOYHOCTH
CTBOPOYHEIX xopx, [40].

XapakTepHBIMU MOP(HOJIIOTUISCKUMH TTpU3HAKAMU
IIMK cuurator pubpo3Hbie (hHOPO3TaACTUISCKII nehr-
IIUT) ¥ MUKCOMaTo3HbIe (0oe3Hb bapioy) mameHeHUs,

pa3BUBAIOIINECS B pe3yJbTaTe PACIIUPEHUSI CPEIHETO
CIIOHTMO3HOTO CJIOSI CTBOPKHU (BCJICOCTBHEC HaKOILIC-
HUS IPOTEOTIUKAHOB), CTPYKTYPHBIC N3MEHEHMS KOJI-
JJareHa W CTBOPOYHBIX Xoph [35]. OcHOBHYyIO pOJb
B MEXaHM3Max Pa3BUTUSI CUHIPOMHOTO M HECUHIPOM-
"oro IIMK otBonmsat HapymeHusMm peryiasunn TGF-f3
[41], okxa3pIBalolleTro pa3HOHAIIpaBIIEHHOE BIUSIHHE
Ha CTPYKTYpPY BHEKJIECTOYHOTO MaTpukca (mpodudpo-
TUYECKOE, IMOBBILIAIOIIEE MPOTEOJU3 U AKTUBHOCTH
METAJIJIONPOTEHHA3).

PesynmbraThl HemaBHUX TEHETUUICCKUX WMCCICIOBAHUMA
penkoii X-cBsizaHHO ¢opMbl HaciaemoBaHus I[TMK
(MUKcoMaTo3Has KiallaHHasT TUCTPOMUS) CBHICTEIb-
CTBYIOT O MyTallMsIX B TeHe pmmamuHa-A [42, 43], Hapy-
IIAOIINX OPTAaHU3ALMIO KICTOYHOM aKTUHOBOM CETH,
CITOCOOHOCTH KJIETOK K pacIpOCTPaHCHUIO M MUTPAIINH,
VXyIOIIAIOIMNe peakKIuio Ha MeXaHWYSCKHl CcTpecc
u Be3BIBaromue [IMK. Dta dhopma BcTpedaercs y MyX-
YUH, XapaKTepU3yeTcsl MHOXECTBEHHBIM MHKCOMATO3-
HBIM TIOpakCHHEM KJIAIlaHOB M MOOKJIAIIaHHBIX CTPYK-
Typ, TOMAMO CHCTOJIMYECKOTO ITPOBUCAHUS, OTMEUAIOT
0COOEHHOCTH IBMXEHUSI CTBOpOoK MK — orpanuueHue,
B nuacrtoiy [44].

Braromapst BO3BMOXHOCTSIM YJIBETPa3ByKOBOTO MCCIIEIIO-
BaHMSI Cepala BEISIBICHBI IIPOIPOMAJBHBIC ITPU3HAKU
IIMK B BuIe aHOMAaJIbHOI TIepeaHel KoanTalluu CTBOPKU
[44]. Y manmeHTOB ¢ MUHUMAaJILHBIM CUCTOITMYECKIM CMe-
IIEHNEM CTBOPKM IIPEITONaraloT 0ojee MO3THUMA (TIsIToe-
IIIECTOE AECATIIICTHE XKU3HN) PUCK Pa3BUTHSI HECUHIPOM-
Horo IIMK ¢ cepbe3HBIMU OCJIOXHEHUSIMU (apUTMUMU,
MUTpasibHasl peryprutaimsi, 3acroitnas CH) [45, 46].

VYiIeTpa3ByKOBOE MCCICMOBAHHWE CEpAlla B aIllMKallb-
HOW TO3MLMK B JABYXMEPHOM HU300paXXeHWU HEPEIKO
HE TT03BOJISIET YYUTHIBATh CEIJIOBUTHYIO (OPMY MUTPAITh-
HOTO KOJIbIIa W PE3YJIbTAaThl OIMMOOYHO OILIEHUWBAIOT KaK
npusHaku [IMK.

Kinaccnueckuit [IMK guarHOCTUPYIOT TIpU TOIIIIUHE
CTBOPKH >5 MM, HEKJIACCUICCKUIN — TIPU MEHBIICI TOJ-
IIMHE MUTpaIbHON cTBOpKM [37]. MuKcoMaTo3 4acTo
BBISIBJISIIOT TIPY IIPOJIaOMpPOBAHNUM 3aIHEI CTBOPKU.

OcHoBHBIM ocioxHeHneM [IMK saBistercs Mutpanb-
Hasl perypruTamus, CTelieHb KOTopoit BapnaTuBHa. Oc-
noxHeHueM nepsuuyHoro IIMK sBnsercss ¢ubpo3 cTBo-
pok MK, ymmmHeHne W YMEHBIICHHNE TOJIIIMHBI CTBO-
POYHBIX XOPI C pa3pBIBOM, M3MEHEHUS CTCHKH KEIy-
IOoYKa W3-3a TPeHUSI CTBOpKoi. IIporpeccmpoBaHue
MUTPAJBbHON pETYPTUTAIINH CBSI3BIBAIOT C YBEIMUICHHEM
IraMeTpa MUTPaJIbHOTO KOJIbIIa, HAAPEIBOM YJIN pa3phl-
BOM MMKCOMATO3HO M3MEHCHHBIX CYXOXWIBHBIX XOPII
M TIOSIBJIEHUEM “MOJIOTAIIEN” CTBOPKU. [1pu TsKemoit Mu-
TPpaJIbHOM PETypPTUTALIMN OTMEUYaroT MOP(OIOTHICCKIE
1 (yHKIMOHalIbHBIE HapylieHus JIK u mpencepnus,
obycrosnuBalomue paszsutue CH. Xupyprudeckyro
koppexkuuio [IMK u MuTpanbHOI peryprutaiyu mpo-

BOIAT IIPY BEIPAXKEHHBIX TeMOIMHAMUYECKUX HapyIIe-
Husx [40, 46].
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A

Puc. 4 (A, B). A) TionbnaHoBWAHOE CpaLLeHe ro0BOK NanuNSPHbLIX MbiLLL, CO CMELLLEHUEM OLHOM U3 FON0BOK B 30HY GMBPO3HOro KObLa; YAJIMHEHWE, YAaCTUYHOE OTCYT-
CTBUE [eNeHunst Ha psiabl CTBOPOYHLIX Xop4. B) PacluenneHnue n gprikcaums OCHOBaHWS, CPaLLEHUE U FMMONIa3vs Fo0BOK 3aiHEN FPYNIbl NANUANSPHBIX MbILLL; YAJIUHEHWE,
4aCTUYHOE OTCYTCTBUE LENEHUs Ha Psflbl CTBOPOYHbIX XOPA, (COBCTBEHHOE HabnoaeHNE).

Puc. 5. YacTnyHoe paclienneHve ronoBok 3afHei rpynnbl NanuaSpHbIX MbILL,
Ancnokauns 4aCcTu rosoBOK B 30HY ¢I/|6p03HOI’O KOnbLUa, YKOPO4YEeHNE 1 4aCTU4yHoe
OTCYTCTBME AeneHns Ha pafbl CTBOPOYHbLIX XOP4 (COﬁCTBeHHOG HabnopeHve).

AHOMAJINN MANAUISPHBIX MBI

Knunuyeckue nposBiaeHUs aHOMaIUIA MaTJUISIPHBIX
MBIIII] 3aBUCSIT OT aHATOMUYECKOTO U Tomorpaduue-
CKOTO XapakKTepa HapyIIeHU 1 MEXaHUIECKOTO BIUSTHUS
Ha ¢ynkumio MK.

IMpu OxoKI uccnemoBaHuu, orepaTUBHOM JICUCHUU
WJIA ayTOTICMA OTMEYAIOT Pa3InyHyio (HopMy, Koaude-
CTBO MANMWUISIPHBIX MBIIII] U UX TOJIOBOK [1, 5].

Omunoynass mamwuisipaas meimma. [lpukperuieHuve
CTBOPOYHBIX XOpI K OOHON KPYIMHON WM HECKOJbKUM
HEOOIBIINM MAMWUISPHBIM MBIIIAM U3MEHSET HATSXKe-
HUE XOpIl U CTBOPOK BO BpeMs cepaeuyHoro nukia. Hop-
MasibHble cTBOpKM MK ¥ KOoMuCCypbl U3-3a KOPOTKHX
MO IJIMHE CTBOPOYHBIX XOPH, MPUKPETUTSIONINXCS K OMTHOM
€IVUHCTBEHHOW MaNWUISIPHON MBIIIIE, COJMXKAIOTCS,
YMEHbIIasi aTPUOBEHTPUKYISIpHOE oTBepctue [2, 47].

B 3TOM cnydyae ompenensiior aycKyJbTaTUBHBIE TIPU-
3HAKW MUTPATHHOTO CTEHO3a.

WMHorna nBe MamuiIsSIpHBIE MBIIIIIBI PACIIONATAIOTCS
OJIM3KO APYT K APYTY, COCTABIISISI KaK ObI EMUHYIO TIATTVII-
JISPHYIO MBITIIITY, OOBIYHO PAaCIIOJaraloryiocsl B IIEHTpe
7 TIOJTyYaloIylo Xopabl oT obenx ctBopok MK (puc. 4).

OcHOBHas (IOMUHUPYIOIIAsT) MAMWUISIPHAS MBITIIIA,
YacTo 3agHeMenuaibHasi, HOPMaJIbHOTO pa3Mmepa, B TO
BpeMsI KaK BTOpAasi MBIIIIIA BBHITSTHYTa W CMEIIlEHA BBITIIE
B XeJIyI0uKe C KOHYMKOM, MOCTUTAIMNM (hruOpOo3HOTO
konbiia [39]. Wcxomsmime W3 MAMWUISIPHON MBIIIIITHI
CTBOPOYHBIE XOPIbI, KOPOTKUE U YTOJIIEHHBIE, OTPAHU-
YUBAIOT IBUXEHWE CTBOPOK W CO3MAIOT OOCTPYKIIUIO
aTPUOBEHTPUKYJISIPHOTO OTBEPCTUSI C KIIMHUYECKO Kap-
TUHOUW MUTPAITLHOTO CTeHO3a (puc. 5).

IMpu momoOHO#I aHOMaJMU ATPUOBEHTPUKYISIPHOE
OTBEPCTHUE YMEHbBIIIAETCS B pa3Mepe, TTOABUKHOCTb CTBO-
pOK OTpaHWYMBAaeTCs W KJamaH Tpuobperaer ¢dhopmy
“maparnriora” [47]. OrpaHNYEHNE TOOBIDKHOCTH CTBOPOK
U TIPETISITCTBUS TTOTOKY KpoBu B JIZK Bo BpeMst quacTosb
00yCJTOBIUBAIOT TOSIBIEHWE TIPU3HAKOB MUTPATHHOTO
CTEHO3a, B PEOKWX CIydasx TOSIBIISIeTCS MUTpaIbHast
peryprutanus.

“Tlapanmotoo6pasnseiit” MK B 95% cinydaes, 1o MHe-
Huto Tandon R, BcTpedaercss B KOMIUIEKCE C OPYTUMU
aHOMaTMSIMU MUTPAIBHOTO KOMIulekca (aBoitHoit MK,
TOJTHAST TPAHCITO3UIIUSI COCYNOB, €AMHCTBEHHBIN Xey-
Iouek, 1eeKT MEXCKETyT0YKOBOI Meperoponku, nedexT
MEXITPECePAHON TTePErOPOIKH, OTKPHITHIN apTepuaib-
HBII TIPOTOK, MPABO- WJIN JIEBOCTOPOHHUE OOCTPYKTHB-
Hele anoMmanun) [48]. [Mapamroroodpasnas dopma MK
dbopmupyercs B cirydasix OTXOXIAEHUS CTBOPOYHBIX XOPI
OT OMHOW MANTMJUTSIPHOM MBIIIIIBI, TIPY HETIOJTHOM pasJie-
JIEHUW TEepemHer W 3aaHel ManuISpPHOU MBIIILIHI,
OT KOTOPOW OTXOmSIT KOPOTKWE CTBOPOYHBIE XOPIbI
¢ obnuTepanueil MeXXOpHabHBIX TMPOCTPAHCTB U TIPU
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VITUHEHUW ONHOM MANWJIISIPHOW MBIIIIIBI, TOJOBKA
KoTopoii nocturaetr cTtBopku MK (acumMmerpuyHbBI
“mapamroroo6pasusiii” MK). “Ilapamroroo6pa3Hbrii”
MK BcTpedaeTcst 4acTo B COUYETAaHUM C CYIIPaMUTPAITh-
HBIM KOJIbIIOM [39, 48].

Oosthoek PW, et al., 1997t onucan HemomHyIO hopMy
“mapamnroroobpasHoro” MK ¢ nBymst manmuyuisipHBIMU
MBITIIIAMUA, OTHA U3 KOTOPBIX TUIIOTLIA3MPOBAHAasI, APY-
rasi — JOMWHAHTHAsI, BBITSTHYTAs! C OOJBIINM KOJTUIECT-
BOM CYXOXWJIBHBIX XOpI. [mIoriazupoBaHHas Tari-
JISIpHAsi MBIIIIA BEPXYIIKON MOXET MPUKPETISThCS
HenocpencTBeHHO K ctBopke MK, 3a cuet yero ¢popmu-
pyeTcst acuMMeTpudHasi (popma “TmlapanrotrooopazHoro”
MK. [nutenbHOe BpeMs aHOMalus MPOTEKAaeT Mayo-
CUMNTOMHO, TIOCKOJIbKY MUTPAJIbHBIN CTEHO3 B 3TOM
ciay4dae He popmupyetcs [49].

JAuarHOCTUPYIOT aHOMAaJWIO B JIETCKOM BO3pacTe,
TOTAA Xe KOPPUTUPYIOT BBISIBIEHHBIE MTOPOKHU OIllepa-
TUBHBIMU MeTomaMu. W3oimpoBaHHAsT aHOMAaJIUs
BCTpeyaeTcs peaKko, 6eCCUMIITOMHOE TeYeHNE HeXxapak-
TepHoO [39].

Ho 2010t 3apeructpupoBai 9 ciyyaeB “rapanroTo-
ob6pasnoro” MK y B3pocasix [50]. Yactora pasButus
aHoMaJiuu cocTapisiia nipu aytoricuu 0,6% mpu BIIC
TpU KIMHUYecKoM uccienoBanuu — 0,21-0,42% ciydast.
OrnepaTuBHOE JIeUeHNWE AHOMAJIMUA 4YacTO COIMPOBOXIA-
€TCsT HeOaronmpusTHBIM TTPOTHO30M. BoceMHanaTuer-
HSIST BBDKMBAEMOCTD TAIIMEHTOB TTOCJIE XUPYPTUIECKOTO
negeHus cocraiser 18% [51].

Yi/IMHeHHbIe MANWLIAPHbIe MbIImbl. B 19671 Layman
NE, et al. omucan penkyio anomammio MK ¢ yBennueH-
HBIMU ¥ YIUIMHEHHBIMY, U3PENKa COCAMHEHHBIMU MEXITY
c0001i, MAaMWJUISIPHBIMU MBIIIIAMU, C KOPOTKUMU (hu-
OpO3HBIMU TSIKaMU, TPUKPETUISTIOMMUMUCT K CBOOOM -
HOMY Kpato niepenHeit ctBopku MK [52].

BcrenctBue oTCyTCTBUSI CTBOPOYHBIX XOPIT OTPAHUIH -
BaeTCs IBUWKEHWE CTBOPKM, TPETSITCTBYIOIIEE CMBIKA-
HUIO TIepenHeit u 3amHeit ctBopok. [Ipu mcciaenoBanum
MAIMEHTOB C YIUIMHEHHBIMY TAMWUTSIPHBIMU MBITITIAMY
U KOPOTKMMU CTBOPOYHBIMU XOpAaMU OTMEUAIOT TpU-
3HAKW MUTPAIBHOW HENOCTATOYHOCTU W/WIM CTEHO3a.
3amHsIST CTBOpPKA 4YacTO HE M3MEHEHAa W COCMUHSIETCS
C MANUJUTSIPHBIMY MBITIITIIAMU OOBIYHBIMH TIO JUTUHE CYXO-
KWJIBHBIMUA XOpAaMu. B penkux ciydasix Xopmbl, TSHY-
1muyecs K 3aHell CTBOPKE, TakXke 3aMelleHbl KOPOTKUM
(nOpO3HBIM TKOM (pHC. 6).

MK B atom cnydyae mpuobperaet dhopmy “apkambl”’
(unm “ramaka” Carpentier A, et al., 1976r). CTBOpKHU KJ1a-
MMaHa HOPMAJTbHOM WJIN YBETUYEHHON TOJIIWHBI, BCIIEI-
CTBUE€ Y€TO BO3HUKAIOT HETIPABUIIbLHBIE TTPEATIONOXEHUS
0 PEBMATUYECKOU TTPUPOIEC U3MEHEHUH CTPYKTYPHI CTBO-
pok [52].

AHOMAaJUS SBISIETCS] PENKOU, TUaTHOCTUPYIOT Tpen-
MYIIIECTBEHHO Yy AeTeld B Bo3pacte 1o 3 yet. K 2010r omy-
OymMKoBaHO omucaHue 15 ciyyaeB y B3pocibix crapiie 18
JIeT, HauOOJIBIINIA BO3pAcT BBIKUBIIETO TMaleHTa — 65

Puc. 6. AHomanuu 3agHei rpynnbl NanuaispHbIX MbILWL, M CTBOPOYHBIX xopa MK:
pacLiennerue, rmnonnasns u yannHeHre ronosBok NanningpHbIX MblLlL, YaCTU4YHOE
OTCYTCTBUE AeNleHNsi Ha PSfbl U HE3aBEePLUEHHOE pa3feNieHne MaprHabHbIX CTBO-
POYHBIX XOpA, (CoBCTBEHHOE HabnoAeHe).

niet. VI3 Bcex 3apeTnCcTpUpOBaHHBIX cityyaeB TTpu OxoKI -
WCCNeNOBAaHNM IMATHOCTUPOBAHO 2 Cilydasi aHOMAJIWH,
OCTaJIbHBIE BHISIBJICHBI BO BPEMST OTIEPATUBHOTO JICYCHUSI.
KnmHunueckast KapTiHa aHOMaJIMM 3aBUCHUT OT TSKECTH
MUTPATbHOTO CTE€HO3a W/Miau HemocTatodHocTu. [lpum
BBIPAXXEHHBIX HApYIICHUSIX NETell ¢ aHOMAaluel orepu-
PYIOT B paHHEM BO3pPAcCTe, Y B3POCIBIX MAIMEHTOB O3/~
HSISI IVATHOCTUKA OOBSCHSJIACh MEHee TSKeNoi cTe-
MeHbI0 CTeHO3a. Bo B3pocioM Bo3pacTte, TMOCKOIBKY
BCTPEYaeMOCTh HEBBICOKAsI, aHOMaJIMSI HE BCErma Ipa-
BWJIBHO olleHWBaeTcs [53, 54].

Hauwmuas ¢ 1977T mccnenoBaTeNny MPEUIOKUIN He-
CKOJIBKO KitaccuuKanuii BpoxkneHHbIX aHoManuii MK,
OTHAKO HYM OJHA W3 HUX HE OTpaxaia TO MHOXECTBO
KOMOMHaLMiA mopaxeHus: KomrnoHeHToB MK, koTopoe
BBISIBJISIIOT TIPYDKM3HEHHO W TIPY TIOCMEPTHOM MCCIIENO-
BaHuu. Hambosnee mpakTUaHO SIBJISIETCST omMcaTeTbHast
cucTeMaTu3alny aHOMamuii, TpenjoxeHHas Mitruka
SN, et al., 2000r [55]. ABTOpBI TpeACTABWIIA HAPYIIICHUST
TeMOAMHAMUKY U TTIOCETMEHTHYIO JIOKATM3aIlUI0 aHOMa-
Tt (Tab. 2).

Anomanmuu MK komruiekca mpeacTaBieHbl IUPOKAM
CIIEKTPOM W3MEHEHUI, HEePemKO CBS3aHHBIX C JPYTUMU
CTPYKTYPHBIMUA BPOXIEHHBIMU TTOPAXKEHUSIMUA CEpAlia,
B CBSI3W C YeM HEOOXOIMMO TIIATETbHOE TTOCETMEHTHOE
WCCIIEIOBAaHNE BU3YATM3UPYIONIUMU METONAMU TUArHO-
CTUKH [56]. B peTpoCnieKTHBHOM 3X0KapauorpapruueckoM
WCCIIEIOBAHNM TTAIIMEHTOB C IByCTBOPYATHIM a0PTATTbHBIM
KJyaraHoM B 5,8% citydaeB (4allle, yeM y JTrozeii 6e3 mopoka
cepmiia) van Rensburg A, et al. [57] BbIsIBIIM aHOMaUM
MK, BBI3BIBaOIINE TEMOTMHAMUYECKUE PACCTPOUCTBA —
MUTPAIBHYI0O HEMOCTATOYHOCTH (“TiapanroroodpasHblii”
MK, nmononHutenbHast ctBopka MK, IIMK, paciuenunHa
CTBOPKM) W W3MEHEHUS, HE BBI3BIBAMOIINE HAPYIICHUIT
BHYTPUCEPICYHON TeMOOTWHAMUKY (YIUIMHEHHAsT TIepes-
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Tabnuua 2

Knaccudukauus BpoxpaeHHbix aHomanun MKK cepaua [13 47 ¢ uameHeHusamu]

Jlokanusaums aHomanbHbIX CTPYKTYP, TVM HapyLUEHWiA

HapyLieHns remoauHamykm

HagknananHas CynpamuTpanbHoe konblio  HapknananHoe MwuTpanbHbiii CTEHO3
VHTpamuTpansHoe MuTpanbHas
KnanaxHast durbposHoe KoMbLIO [BOIHOM MUTPanbHbIN KanaH HCACCIIMOCTE
CoueTaHune CTeHo3a
CTBOpKM [BoiHOE yCTbe KnanaHa Tun
1 HeLLOCTaTO4YHOCTM
MOJHbI MOCTOBOW
HEenMoJHbIA MOCTOBOWA
ObIPOYHbIN
M3onmpoBaHHas pacLienvHa CTBOpPKM MepenHel cTBOPKU
3afHeii CTBOPKU
TpexcTBopyaThbIi knanaH
YeTblpexcTBopyaThbIil knanaH
Ivnonnasus (aTpeawsi) CTBOPKM MepenHel cTBOPKM
3apHelt CTBOPKK
MponabuposaHre CTBOPKU MepenHen cTBOPKU
3aaHeli CTBOPKM
MepenHen n 3agHel CTBOPKU
“MapaluoToobpasHbliA” knanaH CUMMETPWYHBIiA
ACUMMETPUYHBIN
KnanaH B Buge “apkagpl” unu “ramaka”
MopknananHas ManunnsapHble MblLLLbI OpanHoYHasa nanunnsipHas Mblllua
YoavHeHHas nanuanspHas mMbllua
MN36bITOYHOE KONMYECTBO NanUSPHbIX MbILLILL
CyX0XmnbHble Xopabl KopoTkue nnv pinHHble He TnuyHble 30HbI
MHOXeCTBEHHOE UNM eAVHMYHOE Pa3BETBAEHNE  MPUKPENIeHNs
CoueTaHvie aHoManui

HSIS CTBOPKA, aHOMAJIMH KOJIMIeCTBA U (POPMBI TTATTILISIP-
HBIX MBI, aHOMaJbHO pacmnoyioxkeHHble xopabl JIXK).
HccrenoBareny MOOTBEPOMIN HEPEIKOE COYCTaHUE aHO-
MaJIIA Pa3IMIHBIX CTPYKTYP Cepalia.

Hamnb6oiee noctynHoe nccnegoBanue — OxoKI, koTo-
past BBITIOJTHSIETCS COIJIACHO PEKOMEHIAIIUSIM, C OCMOT-
poM, MOp(MOMETPUUIECKON OIICHKOM CTPYKTYp cCepiliia
W TeMOIMHAMUKH. AHOMAJIMA MOTYT OKAa3bIBAaTh 3HAUM-
TeIbHOE BIUSHIE Ha QYHKIINIO KiIallaHa ¢ JETCKOTO BO3-
pacTa Wid TIPpOTeKaTh MAJIOCUMIITOMHO, BBEI3BIBAasi TEMO-
IMHAMUYECKNe HapyIIeHWS B 0Oojiee IO3IHUE CPOKU
y B3pocCibIX. KIMHMYecKre CMMITTOMBI 9acTO YKA3BIBAIOT
Ha MWTPAJbHYIO HEIOCTATOYHOCTh W/WIN pexXe Ha
MUTPAIBHEIN CTEHO3 M UX COUYEeTaHUE.

MHorue aHOMallMM IIPA CBOEBPEMEHHOI ITHAarHO-
CTHUKE YCICITHO KOPPUTHUPYIOT XUPYPTUICCKUMU METO-

JaMM JICUeHMsI, 3aBUCSIIUMU OT IIPaBUJIBHON Mpenorie-
pallMOHHON OIEHKM BHYTPEHHETO CTPOEHUS cephla.
TouHoe onucaHre aHOMAJIMA OCYIIECTBIISIIOT C TOMOIIBIO
ypectmieBomHoit DxoKI, monoiHsasa cBegeHus o Hapy-
MIEHUSIX CTPYKTYPHI U (DYHKIIUM Cepalla APYTUMU METO-
JaMy BU3yaiM3alimy (MarHUTHO-PEe30HaHCHAs TOMOTpa-
¢ust). C 1enpio BBEISIBICHUS aHOMAJIWil HEOOXOTMMO
MPENCTABIATh U 3HATh BO3MOXHEBIE HAPYIIEHUS Pa3BUTHS
MKK u Metonsl ux oueHkn. CBoeBpeMeHHas TUArHO-
ctuka aHoManuit MKK umeer Gosbiioe 3HayeHUE IS
BBIOOpA XMPYPrUYECKOrO0 MeToAa JieYeHUS W MIPOTrHo3a
TnalueHTa.

OTHOIEHHS W [IeATEIbHOCTb: BCC aBTOPHI 3aSBIISIOT
00 OTCYTCTBUU ITOTEHIINAIBHOTO KOH(MDJINKTA HHTEPECOB,
TpeOYIOIIEeTO PACKPBITHS B JAaHHOI CTaThe.
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