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Pegepar
Onucanbl 0c00EHHOCTH YJILTPA3BYKOBOH TUATHOCTHKH U EHTPAILHOI reMOTMHAMHUKH Y JIHII ¢ MAJBIMH AHOMAJIHSIMHU
cepaua, MPUKNU3HEHHAs] BU3YyaJIu3alisl KOTOPHIX CTajia BO3MOKHOH OJaronapsi BHepeHuIo dxokapauorpaguu. [pu-
BeJleHa HX padoyas Kiaccuukanus, a TAKKe Psii CHHAPOMOB 1 TIOPOKOB, HMEIOIIHNX CAMOCTONITEJIbHOE KIHHUYECKOoe
3Havenue. [lokazana pois B pa3sBHTHH KapAHAJILHOIl MATOJIOTHN U MeCTO B CTPYKTYpe CHHAPOMA COeTHHHTEIHLHOT-
KAHHOM JUCIIA3UM Cepala U HACJIEACTBEHHbIX HAPYLIEHUI COeIMHUTEbHOH TKAHU.
Knroueswte cnosa: manvie anomanuu cepoya, sXokapouozpagus, CUHOPOM COeOUHUMETbHOMKAHHOU OUCIIa3uu cepoyd,

HaceoCcmeaeHHble Hapyuterus COCOUHUMENTLHOU MKAHU.

Beenenue

Ha nporsixennu nociegHux AByX J€CITUIETUI JUC-
TUTa3UM COETMHUTEIHHON TKaHU yeNseTcs Bce Ooblie
BHUMaHUs, 0COOEHHO B KapAnoJoruu. [1oBBIIICHHBIH
WHTEpEeC K 3ToH mpobieMe 00yCcIOBIeH MOBCEMECTHRIM
MPUCYTCTBUEM COEIMHUTEIBHON TKaHH, YTO JeiaeT
MOHSITHBIM Pa3HOO0pa3ue KIMHUYECKHX MPOSBICHUH,
CBsI3aHHBIX ¢ ee aedexkrtamu. B 2009 r. ObUTH MPUHSTEHI
MepBble PEKOMEHAIMU 110 IUarHOCTUKE HacleICTBEH-
HbIX HapymeHui coeamHurtenbHoil tkanu (HHCT),
paspabotannbie Komurterom skcrieproB Becepoccuii-
CKOTO Hay4HOTo obinectsa kapauojoros [11], B 2012
I. mosiBuics ux mepselii mepecmotp [12]. CornacHo
MOCTIETHUM JaHHBIM, TEPMUH «IHUCIUIA3US COSTUHUTEIb-
Hoit TkaHm» (JICT) MOKeT ncroiap30BaThCs B HIIMPOKOM
M y3KOM CMBIC/IaX. B IIMpOKOM CMEBICIIE 3TO CHHOHUM
HHCT, nog KoTopbIMH HOHUMAIOT T€TEPOTEHHYIO TPYII-
ny 3a0oyieBaHMiA, 00yCIOBICHHBIX MYyTallUsSMU T€HOB
OC€JIKOB BHEKJIETOYHOTO MAaTPUKCA WA T'CHOB OEJKOB,
YYacTBYIOIIUX B MOPQOTreHe3e COeANHUTEIBHON TKaHH.
K Hum otHOCsTCs cuaapom Mapgana, MASS-denoTwi,
MEPBUYHBIN MPOJANC MUTPAIBHOTO KJIallaHa, CHHIPOM
Dnepca—Jlanino, HeCOBEPIIEHHBIH OCTEOTEHE3, CHHAPOM
THIIEPMOOMIIBHOCTH CyCTaBOB 1 Jp. Ha ocHOBaHMH YeT-
KHX KpUTEpUEB TUATHOCTHKH 3THU 3a00JIeBaHUS OBUIH
o0beanHEeHBI B rpymiry MoHOTeHHBIX popm HHCT [12].
Nx oTnnunTenbHOW 0COOEHHOCTBIO SIBISETCS CIIell-
UpUUECKUIl XapaKTep MOPaKEHHS, SIPKask KIMHIYECKas
KapTUHA B MaJias 9acToTa BCTpedaeMocCTH [§].

B y3xom cmreiciie ciioBa of JICT mompasymeBaroT Ha-
PYLICHHUS COEAMHUTENbHOM TKaHU TMOJIUTE€HHO-MYIBTH-
(axropuansHOI IPUPOAbI, 00beAMHEHHBIE B (DEHOTHITHI
Ha OCHOBE OONIHOCTH BHEUTHHX W/WJIM BHCUEPATBHBIX
MPU3HAKOB. DTy TPYIITy cocTaBIA0T MASS-non06HbIi
(eHOTHII, TOTPaHUYHBIH TPOJIAIIC MUTPATLHOTO KJlara-
Ha, Map(haHOWIHAS BHELITHOCTb, HIEPCONOA0OHBIN (heHOo-
THII, JOOPOKauECTBEHHAS THIIEPMOOMIEHOCTE CYCTaBOB,

Heknaccudumpyembiit heHotu u np. [12]. B otminuue
OT MOHOTEHHBIX CHHJIPOMOB, TUCIDIaCTHUECKUE (eHO-
THIIBI XapaKkTepu3yloTcs Gonee T0OpoKaueCTBEHHBIM
TEUCHUEM M BCTPEUAIOTCS KpaitHe Jacto [5].

Oco0oe MecTo cpeiu BCEX MPOSIBIICHUI HACIICICTBCH-
HBIX HApYIICHUH CTPYKTYPHI U PYHKIIHMU COCTUHUTEIb-
HOM TKaHU 3aHUMAaET CUHAPOM COEMHUTEIbHOTKAHHOMN
nmuctiasuu cepana (CTAC). B anmios3sraHoM utepa-
Type 3TO MOHATHE OCTAeTCs HEMPHU3HAHHBIM, a OTede-
CTBEHHBIE MCCIIEOBATEIH BKIIAIBIBAIOT B HETO Pa3HBIi
cMbIci [6]. OqHU aBTOPHI MOJIAraioT, YTO BEHISBICHHE
MpoJIarca MUTPAIBLHOTO KJIallaHa WA TPeX KaKuX-TH00
MaubIx anoManmii cepana (MAC) goctaTodHo 17151 TOTO,
410081 TOBOpHTH 0 cuHapome CTC [3, 22]; mo MEHEHHUIO
JIPYTHUX, TAKOW KOJMYECTBEHHBIH 1MOaxo/ GopMalieH U
ypeBaT rUNepAnarHocTuko [6, 9]. 3. B. 3emuoBckuit
npeiaraetr moHuMars nox cuaapomom CTHC cTpyk-
TYpHO-(PyHKIIMOHATBHBI KOHTUHYYM, O0YCIIOBICHHBIH
JnedeKTaMu COeNMHUTETbHOTKAHHOTO KapKaca M Kia-
MAHHOTO arnmapara cep/ra, HapyIEeHUIMHI CTPYKTYPhI 1
(YHKINH COCTMHUTENTHHON TKAHN U MEXXTKAHEBBIX OTHO-
IICHNH, a TAK)KE MPOCTPAHCTBEHHBIM HECOOTBETCTBUEM
MEX]ly pa3MepaMu Cep/ilia v TpyIHON KIETKH, KOTOpbIe
OTIPEIENIAIOT MAaTOTeHETHIECKE MEXaHU3MBbI aJIallTallui
M XapakTep PEeMOEIHPOBAHUS CEPIIEIHO-COCYIUCTOM
cuctemsl [6]. Takum 006pa3oM, MOXKHO BBIIEHTH TPH
cocrasysttontux cuaapoma CTJIC (puc. 1).

Cunnpom CTIC ycranaBimBaeTcs Py HAJTMIHH, KaK
MUHUMYM, ABYX U3 BBIIIECYTTOMSIHYTHIX COCTABIISIOIINX.
[IpostBnerremM oIHOTO U3 KOMITOHEHTOB, &8 IMEHHO — JIe-
(heKTOB COETMHUTEIHHOTKAHHOTO KapKaca 1 KJIalaHHOTO
anmapara cepaua, sBisroress MAC [6], nprmKu3HEeHHAS
JMMarHOCTHKA KOTOPBIX CTajla BO3MOXKHOW Onaromaps
BHeApeHuro sxokapauorpadun (OxoKI'). Cam Tepmun
«MaJible aHOMAaJIMK CEepAlla» CErofHs He UMEET CcoIlia-
COBaHHOTO ompeeacHus [7].
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JledekTr coequHH-
TEJIFHOTKAHHOTO KapKaca
H KJIAIIaHHOT'O alliapara
cepana

Cuagpom CTJIC

Hapymenne cTpykTyphs
H QYHKITHH COeIHHHATEIB-

HOM TKaHH

IIpocTpancTBEeHHOE HEco-
OTBETCTBHE pa3MepoOB cepAra H
TPYAHOH KIIETKH

Puc. 1. TpH COCTaBIMIIOINHE CHHAPOMA COETHHHTEIEHOTKAHHOH JTHCIUIa3HH cepana

MHOTHE HCCIIEOBATENH IPE/Iaral0T IOHAMATh I10]]
MAC HacIeICTBEHHO 00YCIIOBICHHBIE CTPYKTYPHO-
MeTaboIHYECKHEe H3MEHEHH KIAllaHHOTIO allapara
CepAlla W/HIH €r0 COEIHHUTEILHOTKAHHOTO KapKaca,
BKJIFOUAs. MAarACTPAIbHBIE COCY/IBL, B BHJE PA3IHIHBIX
AHATOMHYECKHX AaHOMAJHH, HE COIPOBOKIAOIINXCS
TeMOJIMHAMHYECKH IPYObIMH B KIIMHAYECKH 3HAYAMBIMH
HapymeHusaMH [ 1, 20]. B cBere mocneqaux Poccriickux
pexomenanui no HHCT MAC, Hapsany ¢ H3MEHEHHS-
MH CTPOEHHS JAPYTHX BHYTPEHHHX OPraHOB (YIBOCHHE
JamevYHo-I0XaHOYHOIO alapara IoJek, Jo0aBodIHasA
JIOJIbKA CENIE3EHKH H TIp.), OTHOCATCA K BHCIEPATBHBIM
NpH3HAKaM JHUCIUIa3HA COCJAHHHUTENbHOH TKaHH [12].
Ilepras momsITKa cHcTeMaTH3upoBath MAC npuHaja-
nexur C. @. I'aycaery u 0. M. beno3epoBy, KOTOphIE
BBIJIENHIIA 29 aHOMAHH U IIPEI0KHUIN Pa00dyo Ki1ac-
cH(pHKAIHIO, ITONIOKHUB B €€ OCHOBY IPHHIAII aHATOMH-
YeCKOH JIOKATH3aIHH BEIBICHHOIO OTKIOHEHHS [2]. B
JlalbHEHIeM OHa ObLIa OMIoNIHEHA ¥ jopaboTaHa E. JI.
Tpucseroii 1 fp. 1 3. B. 3eM1i0BCKUM U Ap. Pa3nmuaHbie
BAapHAHTEI H3BECTHHIX Ha JaHHBIA MOoMeHT MAC mpu-
BEJICHHI B Ta01. 1 [7, 20, 21].

Kaxnasa u3 MAC MOXET OBITh H30JIHPOBAHHOH H
KIIMHUYECKH HE 3HAYUMOH. B ApyroM ciygae 3TH xKe
AHOMAJIMH MOTYT OBITh IPOABICHAEM CHHAPOMA COE/IH-
HHUTETHHOTKAHHOH JIUCILTA3HHA cepAna [4] 1 nproGperars
CaMOCTOATENHHOE KIIMHHIECKOE 3HAYEHHE, CIIOCOOCTRYS
Pa3BUTHIO Pa3IMYHEIX CEPAECYHO-COCYAHCTHIX 3a00Iie-
BaHHH WIH CTaHOBACH ()aKTOPOM PHCKa KapaHaabHOH
IIaTOJIOTHH (TapaloKcalbHBIE SMOOIHH MPH OTKPHITOM
OBAJIHOM OKHE, CTEHO3 a0PTHI IIPH aCHMMETPHH TPEX-
CTBOPYATOI'0 a0PTAIBHHOIO KIIallaHa, TPoMO03MO0IHIe-
CKHE OCIIOXXHEHHS IIPH aHEBPH3ME MEKIIPEACEPAHON
neperopoakH) [12].

TpaHcTOpaKanbHasA SXOKapAHorpadus Ha JaHHBIH
MOMEHT IPEJCTABIAET CO00H OCHOBHOM METOJ| IPH-
JKU3HEHHOU JIMarHOCTHKH BhINIeNIepegrcIeHHEX MAC
H TEM CaMBIM IIOMOTAET OIEHHTh HX KIMHHYECKYIO
3Ha9MOCTE. BmecTe ¢ TeM Ox0KI aBigeTca Hanboliee
BaXHOU CPEI HHCTPYMEHTAIBHBIX METOIOB HCCIEN0-
BaHus UL ¢ HHCT, IOCKOIBKY CEpAEYHO-COCYAUCTEIE
OCIIOXKHEHHS ABJIAIOTCS OCHOBHOH NPHYHHOH CMEPTH
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TakuxX nanueHToB. Kpome toro, uMeHHO OX0KI mo-
3BOISIET BBIABHTH BOBICYEHHOCTH CEPALA H COCYZOB
B JHCIUIACTHYECKHH MpOIECC, PACCYUTATh OCHOBHEIE
NI0KA3aTelH [EHTPATbHON TeMOHHAMHKH [12].

Jlns nponarnca MuTpanbHoro kinanasa (IIMK) gonroe
BpEMs CYIECTBOBAIH pa3po3HeHHbIE DXOKI -KpHTEpHA
JuarsocTakH. Cerogusa [IMK onpenensercs kak 9xoKI -
(GeHoMEH BHIOyXaHHS OJHOH H/HIH 0GEHX CTBOPOK
MHTPAIBHOIO KJIalaHa B MOJIOCTh JIEBOTO IIPEICEPAHsA
Ha 2 MM H Gollee HaJl yPOBHEM MHTPAIBHOIO KOJIbIA
C HATHIHEM/OTCYTCTBHEM HX MHKCOMATO3HOH JIeT€He-
panmuei 1 MUTpalIbHOH peryprurtanuu [24]. IIpa 3ToM
OIICHKA KJIAIIaHHOTO alliapara J0/DKHA IPOH3BOHUTHCS
{3 NapacTepPHAILHOH IMO3HIHH 110 JTTHHHOH OCH BO H3-
6exaHHe THIIEPAHArHOCTHKH, KOTOpas BO3MOXHA IIPH
BH3YallM3allid H30JIHPOBAHHOIO CMENICHHS IepeHeH
CTBOPKH MHTPAJIBHOTO KIIAllaHA H3 YETHIPEXKAMEPHOIO
BEPXYIIEYHOI'O JIOCTYIIA 33 CIET 0COOEHHOCTEH (POPMBI
ero (pu6po3HOro Komba [6]. B 3aBECAMOCTH OT TOJIIIH-
HBI CTBOPKH pa3nu4aroT knaccugeckuii IIMK — mpu
TONIMHHE CTBOPOK B JJHACTONy Goiee 5 MM (OTpaxaer
HaJMYHe MHKCOMAaTO3HOH JIeT€HEpaliy) H HEKIAcCH-
geckuii [IMK — npu TomuHE MeHee 5 MM (pHC. 2).

OrmnpezieIeHHE CTENEHH MATPAIBLHOH pErypruTanuu

Puc. 2. B-pexnM, mapacTepHalIbHasA HO3HIHS IO JIHHHOH
ocH. Hexnaccugecku#i [IMK — cMemeHHe nepeiHeH CTBOP-
KH 3a JIHHHIO KOIIbIIa MHTPaJBHOro KiamaHa (oGo3HadeHA
JIHHHEH) Ha 6 MM
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Ob30PbI

PaGogas knaccHpHKAIHS MaIbIX aHOMAITHH cepana

Tabmuna 1

Ilpencepansi

IIparoe:
— yBelIHYeHHas 3aCJIOHKA HEDKHEH ITOJIOH BEHBI
(eBcTaxHeBa 3aciIOHKA) > 1 cM;
— aHOMAJIFHO PACIIONIOXKEHHEIE TPAOeKyIIbl, HCXOIIHE H3
YCTBS IOJIBIX BeH, IPHKPEILITIONTHECS K MEXIIPeCePAHOH
IIEPETOPOJIKE;
— aHOMAIBHO PACIIOIOKEHHEIE XOPIEL;
— cetb Knaps;
— pacHIHpeHHas HHXKHS [ToJIast BeHa

JIeBoe:
— aHOMAJIFHO PacIIOIOKEeHHEIE TPaOeKyIIbI

Ileperopoakn

MesxmipencepaHas:
— OTKPEHITOE OBAIBHOE OKHO;
— aHEeBPH3Ma MeXIIpeJICEPAHOH MePEropoIKH

MexoKeTyT0IKOBas:
— He6oIIbIIas aHEBPH3MA

ATpDHOBeHTPHKY/ISIDHBIE KIANAHBI

TpHKyCHHAAILHBIH:
— CMeIeHHe CENTANBHOH CTBOPKH B IIOJIOCTH IPABOT0
Kemygodka < 1 cum;
— JHJIaTalHs OTBEPCTHS;
— IBOHHOE yCThE KJIallaHa;
— (heHECTpANIHA CTBOPOKH (-0K);
— nponaGHpOBaHHE CTBOPKH (-0K);
— H3MEHEHHEe KOJIHIECTBAa CTBOPOK H HX Pa3MepOB;
— aCHMMETPHS CMEIKaHHS CTBOPOK, HHIIEKC

MHTpaIbHBIH:
— OponaGHPOBaHHE CTBOPOK;
— H3MeHEeHHe KOIIHIeCTBa H CHMMETPHIHOCTH CTBOPOK;
— IBOHHOE YCThe MHTPAILHOIO KIIallaHa;
— deHecTpanHs CTBOPKH (-0K);
— XaOTHYHOE paclpeelieHHe H JaCTHIHOE OTCYTCTBHE
JETIEHHS Ha PAABI CTBOPOIHEIX XOPI;
— YAUIHHEHHE H H30BITOYHAS IIOABHKHOCTE CTBOPOYHBIX
XOpX;

3KCHEHTPHYHOCTH B M-pexxame > 1,3; — HapocTsl Jlam6na
— XaOTHYHOE paclpeeleHHe H JaCTHIHOE OTCYTCTRHE
JIeTIeHHs Ha PAABl CTBOPOIHBIX XOPI

Kenynouxn

ITpaBei
— H30BITOYHAA TPabeKyIAPHOCTE;
— CMeIeHHEe MOJAEPATOPHOIO TSUKA B CPEIHIO0 JTHOO
6GazanbHYIO 9aCTh JKEIyI0IKa;
— aHOMAaNHH (KOIH9IeCTBa, ()OPMEIL, HOTOKEHHS)
TIAITHIUIPHBIX MBIIIIT;
— aHOMAJIFHO PACIIONIOXKEHHBIE XOPIBI

JleBpri:
— S-o6pazHas nedopMamHs BEIHOCAINETO TPAKTa
JKETyAO0IKA C CHCTOJHIECKHM BaJIHKOM B BepXHEH TPETH
MEJOKETyZI0IKOBOH [IEPErOPO/IKH;
— OpONONBHAs, IOTIepedHast, THATOHAIBHAS TPaOeKyIIbI;
— H30BITOYHAT TPAOEKYIIPHOCTE;
— aHOMAITHH (KOIHYIeCTBa, ()OPMEIL, IOIOKEHHS)
MNAHUBIPHEIX MBI,
— aHOMAIIEHO PAaCIIOJIOKEHHEIE XOPIBL

KpynHsle cocyasl

Jlerounas apTepHs:
— JHJIATAIHA CTBOJIA;
— IIPoIabHPOBaHHE CTBOPOK KJIAllaHa

IIPOBOJHTCS COITIACHO peKOMeHaanusM EBpomeickoi
3XOKapAHorpad)MaecKoi acCOIHAIHH 110 OLIEHKE KIIallaH-
HOH HEA0CTaTOYHOCTH [31]. JJI 3TOro HCHOIB3YIOTCA
CIIEyIOINHE KaUEeCTBEHHBIE I0KA3aTENN: JHaMETP IIepe-
meiKa CTPYH peryprutauuu (vena contracta), 06beM
PErypruTanuy H IUIOIAab OTBEPCTHSA PErYPrHUTAIHH,
PaccUHTaHHBIE IO IUIOMAH IPOKCHMAITBHOH PaBHOCKO-
poctHO# noBepxHocTH (PISA). Cerpduanoii s [IIMK
ABJAETCA MUTpAIIbHAS PEryprUTalHs, BO3HHKAIOMAs B
KOHIIE CHCTOIBI (pHC. 3); OHA, KaK IIPaBHIIO, BBICOKO-
CKOPOCTHAs H 3KCIEHTpHYHAA [6].

Aopra:
— INOTPaHHYHO y3KHH HIIH IMHPOKHH KOPEHB;
— [HIIaTanHsd CHHyCcOB BanbcalbBEL;
— IByXCTBOPYATBIH HITH 9eTHIPEXCTBOPIATHIH KIIallaH;
— acCHMMETPHS CTBOPOK TPEXCTBOPYATOro KIIalaHa co
3HA9eHHEM SKCIIEHTPHCHTETA IIPH HCCIIEAOBAaHHH B
M-pexuame >1,2;
— (eHECTpaHs CTBOPKH (-0K);
— nporaGHpOBaHHE CTBOPKH (-OK)

Hcnons30BaHHE COBPEMEHHAIX BEICOKOTEXHOIOTHY-
HBEIX METO/IOB HCCIENOBAHHA, K KOTOPEIM OTHOCHTCH
aHAJIH3 JBYXMEPHOIO CEpoImKanbHOro IxXoKI -H3o0-
O6paxeHHs ¢ moMombio MeToauKH speckle tracking,
II03BOJIAET BBIABHTH PAJA OCOOEHHOCTEH JedopMaiuu
MHOKap/1a, XapaKTEPHBIX UL MOJIOABIX 0€CCHMIITOMHBIX
nanuenToB ¢ IIMK — cHipkeHHe JeOpMallH B Cell-
TalIbHBIX CeTMEHTaX. OLEHKa CHCTONHYECKAH (QYHKIHH
JIK, ompeneneHHOH Kak IpH IByxXMepHOH OXoKI' mo
MeToZly CHMIICOHA, TaK H IIPOAOIBHOH JedopMaiuu
MHOKap/1a, [10Ka3aJ1a TEHICHIHIO K €€ CHIKEHHIO, J1aXKe
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MIPH OTCYTCTBUW 3HAYUMON MUTPATBHOM perypruTamiu.
CHWKEHME aMILTUTYIBI BOJH € U SR, 10 IaHHBIM TKa-
HeBOH nommieporpaduu u aedopMaIiiu MAIOKapaa co-
OTBETCTBEHHO CBHJIETENLCTBYIOT O paHHEM HapyIIEHUN
HACTOMMIeCKON (pyHKIHH. JJaHHOE YXyAIIeHHE CHCTO-
JTUYeCKOH 1 AracTommdeckoit Gpyukimu JIK HekoTophIMu
aBTOpaMH TIpe/jIaraeTcsi pacClieHNBaTh KaK MPOSIBICHUE
BTOPHYHOHN KapAMOMHOIIATHH, PA3BUBIICIHCSI Ha (QOHE
HACJIEZICTBEHHOTO HAPYIICHHUS COCAMHUTEIHHON TKaHU
[17, 19]. ITo MHEHHIO HEKOTOPBIX UCCIICTOBATEICH, TP
BBIBIICHHM TepBUYHOTO ceMeiroro (Familian mitral
valve prolapsed — MIM 157700) vim iepBHIHOTO MUKCO-
Maro3Horo npornanca (Myxomatous mitral valve prolapse
—MMVP1 u MMVP2; MIM 607829 unu MIM 610840)
peub gomxHa uatu He o MAC, a o caMoCTOsITENBHOM
HO30JIOTHYECKOH (hopMe C XapaKTepPHON KITMHHICCKOU
KapTHHOHN, CEPhE3HBIM IPOTHO30M U OCIIOKHEHUSIMH,
BKJTFOUAIOITUMH KEITyJOYKOBHIE HAPYIICHHS PUTMA H
BHE3amHyo cMepTsh [6, 7]. K rpynmne xe MAC cnenyer
OTHOCHUTH INOTPAaHWYHBIE 3HAUYCHUS MPOJTA0MPOBAHUS
CTBOPOK MHTPAJILHOTO KJIanaHa (MeHee 3 MM) 0e3 IpH-
3HAKOB MX MHUKCOMAaTO3HOHM JEereHepanuu U 3HAYMMOU
MUTpalbHOU perypruraiuu (He 6onee I crenenn) [9].

JnckyTabensHBIM TaKKe SBISIETCS] BOIPOC OTHECe-
HUS JIByCTBOpUaToro aopraimsHoro kinamana ([JJAK) k
MAC. ITo MHEHHIO MHOTHX aBTOPOB, OH JOJDKEH pac-
CMaTpPHUBATHCS KaK BPOXKICHHBIH ITOPOK CepIIia, KOTOPBIA
JTONITOE BPEeMsI MOXKET He MPOSBIISATHCS KITMHIYECKH, OJT-
Hako B Bozpacte 30—40 net npuBoanT K GOpMUPOBAHHIO
KaJbIIU(UIMPYIOMIETO CTEHO3a aopThI [9].

JByxmepHasa TpaHcTopakaibHas OxoKI' urpaer
IJIaBHYIO POJIb B OOHapy>KeHUH 3TOi maromoruu. He-
MOCPEACTBEHHAS! BU3yalTU3aIlisl CTBOPOK a0PTAIBHOTO
KJIallaHa BO3MOXKHA M3 MapacTepHAIbHOW MO3UIIHH
Yyepe3 OocHOBaHME cepaua. B B-pexxume omnpenensior-
csl IBE HE PaBHBIE IO pa3Mepy, HHOTAA BHIOyXalolue
CTBOPKH, OJTHA JIMHHSI 3aKPBITHS a0pTajJbHOIO KIlama-
HAa, JUIMTICOBHIHAS (hopMa aopTaIbHOTO OTBEPCTHS B
(hazy HETIOTHOW CHCTOJBI, IPOJIAIIC CTBOPOK KJIallaHa B
BBIXOZHOHM OTHEN JIEBOTO kenmymouka. JlommiepoBckoe
WCCIIEZIOBAaHUE TIO3BOJISIET PACCUUTATh CHCTOIUYECKHIA
TpaJueHT NaBJeHHs, OOYCIOBICHHBIN CTEHOTHYECKOH
obOcTpykuuel, MO0 OIEHUTh CTENeHb a0pTajJbHON He-
nocrarounoctH [10].

Kpome toro, cymectByer Heckoiabko MAC, umero-
IIFX CAMOCTOSITENIbHOE KIIMHUYECKOe 3HAYSHHE: K HIM
OTHOCSTCSl OTKpBITOe oBasibHOE OkHO (OOO) u aHeB-
pusMa Mexrpencepaaoi mneperopoaku (AMIIII) [7].
Huarnoctuyeckum IxoKI -xkpurepuem AMIIII sBnsiercst
AKCKYPCHSI, KaK IPABHJIO, €€ CPEAHEH YaCTH — OBaJIbHOM
SIMKH, JTHOO ITOCTOSTHHOE BBHIMIAYUBAHKE B TTOJIOCTH TOTO
Wi uHOTO Tipencepaus Ha 10 MM u Oonee, ipu 3TOM
IUTMHA OCHOBAHMS JOJDKHA OBITH HE MeHee 15 MM [27].
B cnygasix ¢ MeHbIIIe# SKCKypCHe TPaBOMOYEH TEPMHIH
«mobmpHas MIII» [26]. OxoKI'-cemuoTrKa BeIACTSET
HECKOITLKO THITOB MEXKIIPEICEPTHBIX aHEBPU3M B 3aBHCH-
MOCTH OT TOTO, B KaKyl0 CTOPOHY BBIOyXaeT MeMOpaHa
OBAIILHOM sIMKH [6] (pHcC. 4).

Yacrora BCTpEe4aeMOCTH MPH CKPUHUHTOBON TpaH-
TOpakalbHOU U ypesnuiueBonHod IxoKI' mocturaer
1-4,9 % [16, 25, 34]. Ha naHHbIi MOMEHT BBISBIICHA
tecHas B3auMocBsI3p AMIIII ¢ OOO: onn npH3HAHBL

Puc. 4. AnukanbHas ueTslpexkaMmepHas nosuius, AMIII,
tunt L — a. TlapacTepHanbHas NO3ULMUS IO KOPOTKOH OCH,
AMIIIL, tun R — 6. LA — neBoe npencepaue; RA — npa-
Boe npezacepaue; LV — neBwiil xenynouek; RV — npaseiii
KETTyI0IeK

HE3aBUCHMBIMHU NPEIUKTOPAMH 3MOOINYECKUX 330~
noB, OO0 cpenu aun ¢ AMIIII BcTpeuaeTcs yaiie, 4em
u3onupoBaHHo [33, 35].

OTKpBITOE OBAIBbHOE OKHO SIBIAETCS (HOPMOM MEX-
npelcepAHOl KOMMYHHUKAIMH, TPEACTaBIsIeT co00i
OTBEPCTHE, MPUKPBITOE CO CTOPOHBI JIEBOTO MTPEACEPIMS
KJIAIIAHHOM 3aCIIOHKOM BTOPUYHOM MeEKIpencepaHou
MIEPErOPOAKH (0Stium secundum), KOTOPAs MOCIE POXKIe-
HUSI HE CPACcTaeTCsl ¢ KpasiMy OBaJIbHOTO OKHA U TIPOAOJI-
*aeT PyHKIIMOHUPOBATh C BO3MOXKHOCTBIO ITPABO-JIEBOTO
cOpoca mpH HOBBIIICHUN JaBICHUS B IIPAaBOM Mpen-
cepaud [7]. D10 co3aaeT ycaoBuUs sl BO3HUKHOBEHHUS
napajoKcaabHON A3MOOINHI: TPO-HUKHOBEHUS TPOMOOB,
9MO0JI0B, Ba30aKTUBHBIX CyOCTaHU U3 BEHO3HOM YacTH
KPOBOTOKA B apTepHajIbHYIO C Pa3BUTUEM LiepeOpoBa-
CKYJISIpHBIX coObITHI [14, 28].
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Kpome Toro, mokazana BzammocBsa3b OOO ¢ Taku-
MU COCTOSIHHSIMH, KaK JI€KOMIIPECCHOHHas OOJe3Hb,
MUTPEHB C aypoi, CHHIPOM OOCTPYKTHBHOTO HOYHOTO
aIrHO?, TPAH3UTOPHAS IMI00ANbHAS aMHE3US U CHHIPOM
MOCTYpalbHOU THIOKCEMHUH, COMPOBOXKAAOIIUNC
onprmkoi [30]. [Ipu reMoguHAMUYIECKY 3HAYNMEBIX pa3-
Mepax OO0 y neTeii v MoAPOCTKOB MOTYT HAOIIIOAATHCS
00OMOpOKH M JTUHAMHYECKHE HAPYIIEHUS MO3TOBOTO
kpoBooOpamenus [ 10]. PacpocTpaneHHOCTH B 00IIIeH
MOMYJISILIMY IO JAHHBIM ayTOIICUU JocTturaet 35 % [29].
Tpancropakanbaas IxoKI' MamoaddexkrnBHa B 00Ha-
PYKEHHH MAJIOTO MEXITPEICEPIHOTO IIYHTA, TaK KaK B
MTOKOE OH HE3HAYHUTENICH UJIH BOOOIIE OTCYTCTBYET, BBHU-
Ity aToro Oonee WHGOPMATUBHOW METOIUKON SBISETCS
IpE3MUIICBOIHOE HecenoBanre. B B-pexxume Habmro-
JTAETCsl TIOCTETIEHHOE KIIMHOBUIHOE MCTOHYEHHNE MEX-
MIpeICepHOM eperopoaxku, B otinuue ot JJMIIII, korma
MPHUCYTCTBYET TEPEPBIB IXO-CUTHANA (MUHYC-TKaHb).
[Ipu qomIIIIepOBCKOM HCCIIEOBAHUN MOXKET BBISIBIISTh-
cs1 TypOyJIEeHTHBIH TIOTOK KPOBH B OOJIACTH OBAJBHOTO
OTBEPCTHS, @ B PEKHUME IIBETOBOTO JIOMIUIEPOBCKOTO
KapTUpoBaHUs — HeOombIIoH copoc kposu [ 10]. OxoKT"
quargoctuka OOQO u olleHKa ero reMoIuHaMUYyeCKOU
3HaYUMOCTH JIeTalbHO pa3paborana E. @. OHueHko:
3TAJTOHHOUW MaJlOMHBAa3UBHOW METOIMKON MpHU3HAHA
MPOJIOHTHPOBaHHas MH(PY3nOHHAS KOHTpacTHast DXoKI'
C IPIMEHEHHUEM CJTad0TO PacTBOPa MEPEKUCH BOJOPOAA
Ha OHE CTpecc-TecTOBOro Komrurekca [15].

Takum o0Opa3zoM, caMOCTOSITETbHOE KIMHHYECKOE
sHaueHue AMIIII 1 OOO He BbI3BIBA€T COMHEHHUS.

Yacroit Haxonkoil mpu OOO Takxe SBISETCS €BCTaXU-
eB kiamaH (EK, ximanan HIOKHEH IMOJNON BEHBI) M CETh
Kwuapu — ocratku sMOpHOHAIBHOTO MPABOTO KiIaraHa
BEHO3HOTO CHHYyca. EBcTaxneB KianaH OTXOIUT OT MeCTa
BITaJICHHS HIDKHEH 010 BEHBI B IPABOE MPEICEPIIe 1
BBITJISITUT KaK HUTYATOE 00pazoBaHue, (DIaTupyromiee B
KpoBOTOKe. MaeanbHON MO3ULKUEN sl €r0 JUarHOCTH-
KU CIIYXUT JUIMHHAs OChb HIKHEW mojoil BeHbl. CeTb
Kwuapu npencrasiser co00i IpoIoKeHNE eBCTaxueBa
KJIallaHa HIKHEW MOJ0OM BEHbl B KOPOHAPHBIM CHHYC.
B anmkanbHO# YeThIpeXKaMepHOW MO3UIMH BBITIIATUT
Kak MeMOpaHa, NepeceKaromiasi mpaBoe mpencepiue,
CO3/1aeTCs BIEUYATIICHNE, YTO 3Ta CTPYKTYpa KPEIUTCS
K MEXITpeICepaHON meperopoake (puc. 5, a, 6). Ograko
ceTh Knapu HauuTaeTCSI OKOJIO MECTa BIIAJCHUS HIDKHEH
TIOJI0¥ BEHHI B IIPABOE MPEICEPANE U 3aKaHINBASTCSI OKO-
JI0 MECTA BIIaJIeHNsI KOPOHAPHOTO cuHyca (puc. 5, B, T).

Panee cunrtanocs, yto nanueie MAC He UrparoT HU-
KakoH poiu B remoguHamuke cepana [18]. Ilocnennue
MCCIIeZIOBaHUS YKa3bIBaroOT Ha To, uTo EK 1 ceth Kuapu
MemaroT 3akpbITHi0 OO0 BBHY TOTO, YTO HAIPABISIOT
MOTOK KPOBHU U3 HIKHEH MOJION BEHBI K MEXIIPEICeP/I-
HOW TIEPEeropojiKe, YTO, B CBOIO OYepe/Ib, CO3/IACT MPe/I-
PacToNOKEHHOCTh K (POPMHUPOBAHUIO €€ aHEBPU3MBI U
napajokcainsHoi aMOonmmu. beuto mokaszaHo, uto 83 %
nanueHToB ¢ ceTbro Kuapu u 70 % nanuenTos ¢ EK [38]
HUMEIOT OTKPBITOE OBajibHOE OKHO [37]. Kpome Toro, mpu
Hanmnuuu cetd Kuapu yaiie BEISBISETCS MPaBO-JIEBOE
IIyHTHpoBaHue y nanueHToB ¢ OOQO, yeM mpu ee oT-
cyrcrBuu. Takum ob6pazom, EK, cers Kuapu u AMMII

Puc. 5. Cers Knapu. Tpancropakansaas OxoKI': @ — anukanpHas yeTblpexkaMepHas MO3ULMS; 6 — HapacTepHalbHas 1o-
3ULMS 110 KOPOTKOM ocH. UpesnuieBogHas IxoKI': ¢ — 2D-pexum; ¢ — 4D-pexum
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SBIISIIOTCS (PMIIOTEHETUYECKH CBSI3aHHBIMU APYT C APY-
roM. VX BEISIBIEHHE JNOHKHO OBITH OCHOBAaHHEM LIS
MIPUTIENTFHOTO ITOMCKA MEKIPEICEPIHBIX KOMMYHHUKAIIHI
P IIPOBEACHHUH dXOKapauorpaduu [7].

Pacimmpenue KopHsi aOpThl U CHHYCOB BalibcanbBbl
TaKKe CIeqyeT paccMaTpuBaTh KaK CaMOCTOSTENBHOE
KIMHAYEeCKN 3HaunMoe HapymeHue. [lorpanumdnoe
pacimmpeHre aopTel MOXKeT ObITh kKak MAC [9], Tak u
panHuM cumntoMoM Takux MoHoreHHbix HHCT, kax
cuaapom llnpunnena—lonsadepra, Jlynca—/durna,
Onepca—/lanno cocymucroro tuma, MASS-dpeHoTum, a
TaKKe SIBISIeTCS OONBIINM KpuTeprueM cuHapoma Map-
¢dana cormacuo I'earckum kputepusm [12, 23]. [lpu
YKa3aHHBIX COCTOSHHSX HE CYIIECTBYeT O€30MacHOro
pa3Mmepa aopThl, a PacCIOCHUE TN Pa3phiB MOTYT MIPO-
HUCXONUTH ITpu iuameTpe 40—45 MM, 4TO TOpas3io MEHbBIIIE
MPEENBHO IOy CTUMOTO pa3mepa (55 mm u 6omnee). Ta-
KIM 00pa3oM, CYIIECTBYET PUCK AUCCEKITUH a0PTHI Jaxe
0e3 popmupoBanus mepBUYHONW aHEeBpU3MEI [23, 38].

DxokapauorpapuIeckoe U3MEpEeHNUE TUaMeTpa aopPThI
MIPOBOAMTCS M3 TAPACTEPHAIBHOTO JOCTYIIA 10 JITHHHOM
OCH TI0O METOJIMIKE «OT TEPEIHEro Kpas A0 MEepeaHero
kpas» (leading edgeto—leading edge). Ilpu 3Tom nipenmo-
YTEeHHE OTNAI0T B-pexxumy, Tak kKak B M-pexumMe BhISIB-
JISI€TCSl HOTPEIIHOCTh 1—2 MM, CBSI3aHHAs C OTCYTCTBUEM
KOPPEKIINH yIJIa yIBTPa3BYKOBOTO Jy4a MPH ABIKEHUH
aopTsl BO BpeMms (a3 cepmednoro mukia. [lpoBogurcs
M3MEpEeHHe CIEeAYIONINX THaMETPOB a0PThL: (PHOPO3HOTO
KOJIbIIa a0PTAJIFHOTO KJIallaHa, CHHYCOB BaibcallbBHI,
CHHO-TyOyIsIpHOTO COEMWHEHWUS, TYOYIIpHON YacTH
(TIpOKCUMAaTBHOTO OT/IEa) BOCXOASIIEeH aopThI [32, 36].
OmHako UCIOIB30BaHNE aOCONIOTHRIX 3HAYCHUH TTepe-
YUCIIEHHBIX Pa3MePOB MPUBOIUT K THIIEPAUATHOCTUKE
JIAaHHOW COE€TMHUTENIbHOTKaHHOU nuciia3uu [9]. meH-
HO TTO3TOMY HEOOXOIMMO HCIOIB30BaTh HOMOTPAMMY,
MO3BOJISIONIYI0 HOPMHPOBATh MONYYCHHOE 3HAYCHHE
Ha BEJIMYUHY MMOBEPXHOCTH Tella U yIUTHIBATh BO3PACT
naruenTa (puc. 6) [16, 36].

Puc. 6. Homorpammel Juisi OLICHKH pa3MepoB KOPHS a0pThl Ha YPOBHE CHHYCOB BasibcasbBhl ¢ y4ETOM JIOMYCTHMBIX Kojieha-

HMI B 3aBUCUMOCTH OT IIo1m@aaun MmMoBEPXHOCTHU TEJ1a

Homxubpiit muametp xopHs aoptsl ([IJIKa) Tak xe
MOKHO M3MepuUTh 1o popmyne M. J. Roman et al. (1989)
[36]:

JJIKa (cm) = 1,92 + 0,74 « IIIIT,
rae HIIT — niouaas NoBepXHOCTHU Tena.

IlepecmorpenHble ['eHTCKHE KPUTEpUU PEKOMEH-
IOYIOT MCIIOIb30BaTh Z-KPUTEPUH, KOTOPBIN MpeacTaB-
nsieT co0ol PasHOCTb MEXAY MCTUHHBIM U JOJKHBIM
JraMeTpaMH KOPHS a0PThI, IEJICHHYIO HA IONPABOYHBIN
ko3¢ ¢uurent (k), pa3TuuHbIi B 3aBUCHMOCTH OT BO3-
pacra manueHra:

Z = (IKa — IJ1Ka)/k,
rae /JIKa — nuameTp KOpHS aOpTHI HAa YPOBHE CHHYCOB
Banwcanss; k qiis Bo3pacta no 20 ner — 0,18, ot 20 1o
39 ner — 0,24, ot 40 ner — 0,37.

3Hauenue Z>3 Ay maluueHToB B Bo3pacTe 1o 20
NeT U Z-xputepus >2 1uist aun ctapiie 20 et aBiaseTcs
KpUTEPUEM YBEIMUYEHHS pazmepa aopTsl [12].

Bompoc o caMOCTOATENEHON KIMHUYECKOW 3HAYH-
Moctu Takux MAC, kak noxkHbie xopasl (JIXJDK) u
aHoMaJibHBIe Tpabekynbl JieBoro xkemynouka (ATJDK),
TpedyeT crenuansHoro oocyxneHus [9].

ITpu mposenennn DxoKI' BaxkHO oOpamars BHUMA-
HUE Ha UX MPOCTPAHCTBEHHOE PACIIONOKEHUE U MECTA
npuKperieHus (puc. 7), Tak Kak 3T0 BO MHOTOM OIpe-
JIeNseT U3MEHEHUE FeOMETPUH JIEBOTO kKemynouka. [Ipu

MX PacIoIOKEHUH B 30HE IyTel MPUTOKA M/UIIK OTTOKa
U3 JIEBOTO JKEIyAO0YKa MOYKET BO3HMKATh JIOKAJIBHBIN
(heHOMEH CBEPXBBICOKUX CKOPOCTEN, KOTOPBIN BBI3BIBACT
HapyUIeHUs] TeMOJUHAMUKH, CIIOCOOCTBYET MEXaHUYe-
CKOM TpaBMaTH3allMl CAMUX XOpP[, Pa3BUTHIO UX (u-
OpO3HBIX U3MEHEHMUI U 1aXke pa3phiBoB [4]. HaTsokenue
AHOMAJIbHO PACIIOJIOXKEHHBIX XOpJ B AUACTOIY MOXKET
MPUBOANTE K «MEXaHWYECKOW» HIIEMHU MHOKapna.
HauGosnee HeOmaronpusTHeIME SBJISIFOTCSL TIONIEPEYHO-
CPEIVHHBIE, JUATOHAIBHBIE 1 MHO)KECTBEHHBIE XOPJIbI
1 TpaOeKyIbl, KOTOPBIE CIIOCOOHBI BBI3BAaTh HApYIIEHUE
BHYTPUCEPJCUYHON T€MOINHAMHUKHU M MPUBECTH K paH-
HEMY CHIDKEHUIO €r0 AMacToindeckoi (pyHkuuu [4, 9].
Knetku mpoBozsieii cuctemMsl cepana, oOHapyKuBa-
rommecss B ATJDK, MoryT cnoco6cTBOBaTh BO3HHKHO-
BEHUIO ceplieuHblx aputMui [13]. OgHako enuHUYHbIE
Bepxyeunsie JIXJDK u ATIDK, Hapsay ¢ noBbIIEHHOH
TpabeKyIAPHOCTHIO PABOTO U/UIH JIEBOT'O JKETYJOUKOB,
ClIeyeT paccMaTpUBaTh Kak BapHaHT HOPMEI [9].
Hcxons u3 BblIeCKa3aHHOTO BUJHO, YTO KIMHHUYE-
ckas 3HaunMocTh MAC 1 HX B3aUMOCBA3b C CHCTEMHBIM
JIe(EeKTOM COeANHUTENBHON TKAaHW HEPaBHO3HAYHEI.
Bwmecte ¢ tem Teuenne MAC crnenyer paccMarpu-
BaTh KaK AMHAMUYECKUI MpOIeCC U UMETh B BUY, 4YTO
HE CONPOBOXKAAOIIAsACA 3HAYUMBIMU HapyLICHUSAMH
aHOMaJIHsI C BO3PAacTOM MOXKET TPaHC(HOPMUPOBATHCS B
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Puc. 7. Cxemarnueckoe u3o0pakeHne pa3nnuHblx BapuaHToB pacrnonoxenus JIXJDK n ATIDK no T. . IleperomunHoi

(1996); 3. B. 3emmorckomy (2000)

KIMHAYECKH 3HAYMMYIO TaTOJIOTHIO. B Takux ciuydasx
nonuno3unuonHas OXoKI' mo3BonseT ocymecTBIATh
JUHAMHYECKOE HAONIONEHUE U OLEHKY LEHTPAIbHON
TeMOJMHAMUKH y JTAaHHOW TPYIIIBI JIULL.

Baxxnrsim nocronnctsoM IxoKT, Hapsiny ¢ ee nundop-
MaTHBHOCTBIO, SIBJSIFOTCSI HEMHBAa3UBHOCTh W IOJHAs
0e301acHOCTh, MO3BOJIIOLINE ITPOBOAMUTE €€ KaK B CO-
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Abstract
The article describes the features of ultrasound diagnostics and central hemodynamics in patients with minor heart
anomalies. In vivo visualization of these anomalies has become possible after the introduction of echocardiography.
The working classification of minor heart anomalies, as well as the description of clinically significant syndromes
and abnormalities are considered. The role of connective tissue dysplasia in the development of cardiac pathology is
highlighted, and its place in the structure of connective tissue dysplasia syndrome of the heart and heritable disorders

of connective tissue is described.
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