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Ha ocHoBaHuMM aHA/IH32 COBPEMEHHBIX JAHHBIX JIATEPATYPbI NPEICTABJIEHBI IAHHbIE O PACTIPOCTPAHEHHOCTH MPOJIATNICA MUTPAJILHOTO
KJ1anaHa y aeteii 1 noapoctkos. O0001IeHb! KI0YeBble THIOTE3bI €T0 BOSHUKHOBEHHUS, OCHOBAHHbIE HA MHKCOMATO3HOI Tpancdop-
MaluM CTBOPOK MUTPAJIbHOrO KiaanaHa. Iloapo6Ho u3/10KeHbl KIMHHYECKHe NMPOSIBJIEHUs] MPOJIANCAa MUTPAJILHOTO KJIanaHa, dJjieK-
TpoKapauorpaguyeckne H YIsTPa3BYKOBbIE METOABI IMATHOCTHKH. [IpuBenena coBpemMenHas Kiaccuuranys npoianca MATPAIIb-
HOrO KJIamnaHa, yYUTHIBAIONIAs BBIPAXKEHHOCTh MUKCOMATO3HOI JereHepanui 1 HeauhepeHIMPOBAHHOM COETMHUTEIbHOTKAHHOI
nucniasuu. Jlanel peKOMEHaMu M0 PaHHel AMArHOCTHKE OCJIOXKHEHUid NMPH NMpoJjiance MUTPAJIBLHOTO KJIAaNaHa, a TAKXKe YKa3aHbl
MeTO/IbI TepaneBTUYECKOI H, IPH HEOOXOIMMOCTH, XMPYPIHYECKOil KOPPeKLHH.

Karouesvie crosa: demu, npoaanc MumpaibHo20 KAANAHa, HeOUppepeHuuposaHHas coeOUHUMENbHOMKAHHAA OUCAAA3US, MUKCOMA~
MO3Has OeceHepayusl, MUMPANbHAS Peeypeumayus, 1e4eHue.

Based on the analysis of the currently available data in the literature, the authors give data on the prevalence of mitral valve prolapse
in children and adolescents. The key hypotheses of its occurrence, which are based on the myxomatous transformation of mitral leaf-
lets, are summarized. The clinical manifestations of mitral valve prolapse and electrocardiographic and ultrasound diagnostic studies
are described in detail. The current classification of mitral valve prolapse, which considers the degree of myxomatous degeneration
and undifferentiated connective tissue dysplasia, is presented. Recommendations are given on the early diagnosis of complications in
mitral valve prolapse and the use of methods of therapeutic and, if needed, surgical correction, are also stated.

Key words: children, mitral valve prolapse, undifferentiated connective tissue dysplasia, myxomatous degeneration, mitral regurgitation,
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poJiaric MUTPaJIbHOTO KJIallaHa — CUHAPOM, 000-

3HayalouMii nporudbaHue (BbirMbaHue, MpoBUCA-
HMeE) CTBOPOK KJlariaHa B ITOJIOCTb JIEBOTO MPeACepaust BO
BpEMsI CUCTOJIbI JIEBOTO XeJynouka. Pasiuualor nepBuy-
HbIi U1 BTOPUYHBI CUHIPOMBI IpoJiarca MUTPaIbHOTO
KJIalaHa.

[lepBUYHBIA (MAMOMATUYECKUIA) MPOJIATIC MUTPAsb-
HOTO KJarnaHa 3aHUMaeT Beayllee MECTO B CTPYKType
CepIAEYHO-COCYIUCTHIX 3200J€BaHUIA JETCKOTO BO3pacTa.
JlaHHBIIA CHHAPOM O0YCIOBJIEH C1a00CTHIO COEAUHUTEIb-
HOTKaHHbBIX CTPYKTYP, MUKCOMATO3HbBIMU U3MEHEHUSIMU
KJIA[TaHHOTO ammnapaTa CepAlla, I'eHe3 KOTOpBIX o0yc-
JIOBJIEH MHOTMMU 3TUOJIOTUYECKUMHU (hakTOpamMu — Ha-
CJIeICTBEHHBIMU, BPOXIEHHBIMU M TMPUOOPETEHHBIMU.
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ITpu BrOpuuHBIX hopMax mpoJjanca MUTPAIbLHOIO KJjia-
IMaHa TIpoJlabMpoBaHWE pa3BUBaeTC Ha (hOHE HaCel-
CTBEHHOU TaTOJIOTUM COCTUHUTENBEHON TKaHU (00JIe3Hb

Mapdana, Dnepca—/lanno), npyrux 3abojieBaHUI cepii-

ma (ICchYHKIMS TaTWDIIPHBIX MBI ¥ TTPYJTETAIOITIX

OTJEJIOB MUOKapa IIpy UIIEMUYECKO O0Ie3HU ceplia,

YMEHBIIICHUE Pa3MEepOB JIEBOTO XKETyJouKa TP TUIIEeP-

TpoUUYECKOI KapAuoMuonaTuu, nedekre MexIpencep-

JTHOM TTePEeTOPOIKY, TUTIOBOJICMHIHM).

WnyuonaTnyecKuii Mpojiaric MHUTPAJbHOTO KJTallaHa
cpenu 3a00IeBaHNI KJTaTIaHHOTO aITitapaTa cepaiia BCTpe-
JaeTcsT HanboJiee 9acTo, M ero pacipoCTPaHEeHHOCTh CO-
crasister 3—5% B momysiiu [1]. JlaHHBIE JTUTEpaTyphI
TTOCJICAHUX JIET CBUICTEIBCTBYIOT O O0Jiee HU3KOM BCTpe-
4aeMOCTH TMpoJjiarica MUTpaJIbHOTO KiianaHa [2].

M3 60JTbIIOTO YKncITa MpUIrH TpaHChHOPMAIIK B HOP-
Me YIIPYTUX CTBOPOK MUTPAIBHOTO KJIallaHa B MUKCOMa-
TO3HBIC MOXHO BBIIEIUTD CIICAYIOIINE OCHOBHBIE (DakTo-
pHI:

— HACIENCTBCHHO JETePMMHUPOBAHHAS MHKCOMATO3-
Hasl TpaHC(hOPMAIIHsI CTBOPOK;

— BPOXJIEHHBIE MHUKPOAHOMAJIMM apXUTEKTYPHI CTBO-
POK, XOpI ¥ aTPUOBEHTPUKYJISIPHOTO KOJIbIIa, IIPUBO-
ISITME K MUKCOMATO3HOM TpaHChOpMaIINK KTaltaHa;

— MMKCOMATO03 KaK MpUOoOPETEHHBIN TIpOIIecC.
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HacnepcTBeHHO AeTepMUHUPOBaHHbIN Nponanc
MUTPanbHOro KjlanaHa

MukcoMaTo3Hble U3MEHEHMS KJlaraHa MOTYT ObITh
00yCJIOBJIEHbl T€HETUYECKMMU TMPUYMHAMU. Tak, TeHbl
ayTOCOMHO-IIOMUHAHTHBIX BapUaHTOB CHUHIpPOMa IMpO-
Jlarica MUTPaJIbHOTO KJjiaraHa KapTUPOBaHbI Ha XpOMO-
comax 16pl12.1—pl2 (OMIM 157700), 11p15.4 (OMIM
607829) u 13q31—32 [3]. Apyroii T0Kyc, 06HapyKeHHBIIA
Ha XpoMocoMe X, OOYCJIOBIMBAeT pelnkylo ¢hopMmy Mpo-
J1arica, KOTopyro 0003HavatoT «X CHEIJIeHHO MUKCOMa-
TO3HOM KJIaraHHOM auctpodueii» [3].

H3BecTHO, 4TO (GUOPWIIMH SBISIETCSI OJHUM U3
CTPYKTYPHBIX KOMITOHEHTOB 3JIaCTUHACCOIMUPOBAHHBIX
MUKPODUOPUIII, KOTOPblE OOHAPYXXUBAIOTCS B MUTPaslb-
HoM kianaHe. C MoMOUIbI0 MOJUMEPa3HON LIEMHOM pe-
akuuu C. Yosefy u A. Ben Barak [4] BbisiBUIM noauMop-
¢usMm rena pudbpwuinHa 1 B 3k30HaxX 15 u 27, KOTOphIi
JIOCTOBEPHO aCCOLMUPYETCSI C MPOJIATICOM MUTPAJIbHOIO
kinanaHa. Kpome Toro, K MUKCOMaTO3HOH JereHepanuu
MUTPAJIBHOTO KJlanaHa MOXET BEeCTU MOJUMOphU3M
T4065C rena PLAU, OTBeTCTBEHHOTO 3a BHIPAOOTKY aK-
TMBaTopa Ijla3MUHOreHa [5]. YcraHoBiieHa accolualus
MeXK1y NOJMMOPMU3MOM reHa aHTMOTeH3UHITpEBpalliato-
mero hepMeHTa U IPOJIATICOM MUTPATBHOTO KJTaItaHa [ 6].

Ilpy UMMYHOTUCTOXMMUYECKOM aHaJlM3e CTBOPOK
MMKCOMATO3HBIX KJIaMaHOB, YAAJEHHBIX MPU OMNepalluu,
BBISIBJICHO HapyllleHHOEe pacmnpeneneHue (GpuopuinHa,
anacTuHa, KosutareHa [ u I11 mo cpaBHeHUIO ¢ HOpMaJib-
HBIMU KJanaHamu [7]. B akcnepuMeHTaabHbIX UCCIeN0-
BaHUSIX B MUKCOMATO3HbIX CTBOPKAX OOHAPYXKEHO YBEIU-
yenne akTuBHoct HAJI®D-1uacdopassr [8].

BpoxaeHHble aHOManuu, npueoasme K
MMKCOMAaTO3HOW TpaHchopmaLmMm KnanaHa

MuKcoMaTo3 MOXET TakKKe BO3HMKATh M3-3a BPOX-
JNIEHHBIX MUKPOAHOMAJIMI apXUTEKTYPbl CTBOPOK, XOPI U
aTPUOBEHTPUKYJISIPHOTO KOJIblla, KOTOPbIE CO BPEMEHEM
13-3a MOBTOPSIIOLIUXCS MUKPOTPaBM Ha (hoHE reMOoIuHA-
MMUYECKHUX BO3IENCTBUI CTAHOBATCS O0siee BhIPAXKEHHbI-
MM, COMPOBOXKIASCH U3OBITOUHON MPOAYKIIMEN B CTPOME
KjianaHa KoJjuiareHa, npeumyiectseHHo 11 tumna. IMoxa-
TBEPXKJIEHUEM TUIOTE3bl BPOXIEHHBIX MUKPOAHOMATUIA
MUTPAJIBHOTO KJlanaHa sIBJISIeTCsl BbICOKAsl 4acToTa OOHa-
PYXEHUSI HApYIIEHHOTO pacCIpeneseHUus] CyXOXKUIbHbIX
XOpZl K MUTPAJIbHBIM CTBOPKaM, aHOMaJIbHBIX XOP/I B Jie-
BoM xenynouke [9]. Ocoboe 3HaueHre UMEIOT aHOMaJlb-
HO KpeTsIIMecs] CyXOXWIbHbIE XOPIbl MOAKIANAHHOTO
arnmnapara. Psi1 aBTOpOB CUMTAIOT UX MPUUMHOM MTpoJianca
MUTpaJIbHOTO KianaHa [10].

Hexoropble BpoXJeHHblE aHOMaluU MPUBOIST
K TMPOJIANICy MUTPAJIbHBIX CTBOPOK, COMPOBOXAAIOIIEMY-
csl MUTpaibHOM peryprutaiueit. Hanpumep, Tsokenblii
MPOJIANIC MUTPAJILHOTO KJjallaHa C TOJIOCUCTOJIMYECKUM
IIYMOM 1 MUTPaJIbHOM perypruTtanueii HadoaaeTcs npu
OTCYTCTBUM KOMUCCYPATbHBIX CYXOXWJIbHBIX HUTE MUT-
pajbHOro KjanaHa. JlaHHasi aHoMasus BbISIBISIETCS] TIPU

KAPAQUWOJ1OrNs

JIBYXMEPHOI JOMIUIepIXOKapAnorpaduu U BCTpedyaeTcst
B 0,25% cny4aeB no maHHbIM aytoricum [11]. Bpoxmen-
Hasi MUTpaJibHasl HEAOCTATOYHOCTh ¢ OOJIBIIUM TIpOJIar-
COM HaOJIoMaeTCs TIPU aHYJISIPHOW 9KTa3HH.

MukcomMaTo3 Kak NnpuoGpeTeHHbIi NpoLecc

M3BecTHO, YTO MUKCOMATO3HAsT CTPOMA TIpEICTaBIIC-
Ha B HE3HAYUTEIIBHOM KOJMYECTBE B CTBOpKAX MHTAKT-
HBIX KJIanaHoB. JIokanbHoe win auddy3Hoe pacrpocTpa-
HeHUe ee OOHAPYKUBACTCS TIPU PA3TUIHBIX TOPAXKEHUSIX
KJIaTlaHa, HalpuMep, peBMaTHIeCKOM 3a00JICBaHUU CepIi-
11a, BpOXIEHHOM MUTPaTbHON HETOCTATOYHOCTH, MH(EK-
LIMOHHOM 3HAOKapauTe. B CBSI3M ¢ 3TUM MHKCOMATO3-
HYIO TpaHC(HOPMALIMIO CBS3BIBAIOT ¢ HeCTeU(PUIECKOM
peaxkiyeil CoeIMHUTETbHOTKAHHBIX CTPYKTYp KJIallaHa Ha
Kakoii-1100 naronoruyeckuii mpouecc [12].

[pyrvue npuynHbl Nponanca MUTPanbHOro KnanaHa

MHorue aBTOpbl OCHOBHOE 3HAUYCHWE B 3THOJIOTUH 1
IaToreHe3e IpoJjiarca MUTPAJIbHOTO KITallaHa IMPUAAloT
HapylieHul0 oOMeHa MUKpo3jeMeHTOB. [Hdeduiur mar-
HUS pacCMaTPUBAETCSI KAK OCHOBHOM 3TUOJIOTUIECKUI 1
MMaTOTeHETUIESCKUIA (DAKTOP, IMPUBOMISIINIA K TTPOIabUpo-
BaHMIO KyamnaHa [13].

Psm aBTOpOB paccMaTpuBalOT BO3MOXHOCTh BO3HUK-
HOBEHMSI TIpOJIalica MUTPAJBLHOTO KilamaHa BCIIENCTBUE
HapyIIeHUsT KJIallaHHOW WHHEPBAIlMW TIPU Pa3TUIHBIX
BEreTaTMBHBIX U TICUXO3MOITMOHAIBHBIX PACCTPOMCTBAX.
YcraHOBJIEHa TeCHasi B3aMMOCBSI3b ITpOJIarica MUTPATh-
HOTO KJIaliaHa U TaHUYeCKUX paccTpoicTB [14], HepBHOI
aHopekcur. OMHAKO STUOJIOTHS W IAaTOTeHE3 ITPoJiadu-
POBaHMST CTBOPOK B CBSI3M C HApYIICHHOUW KiIamaHHOMN
WHHepBalMeil 6osee ciaoxHBI. Tak, mpu HEpBHOW aHO-
peKCHUM HapsiMy ¢ MHHEPBAIIMOHHBIMU aHOMATMSIMU OII-
PEIeNIoTCs HapyIIeHNsT 0OMeHa BEIIeCTB, TJIaBHBIM 00-
pa3oM TUIIOHATPUEMHUST, TUTIOKATMEMUSI, TUTTOXJIOPEMUSI,
runodochaTeMusi, TATTOTIIMKEMUS Y TUTIEPa30TeMUST.

B nocnenHue roanl MosiBUIIOCH OOJIBIIIOE YMCTIO ITy0-
JIUKAIM O BBICOKOW YacTOTe Ipojiarica MUTPATHHOTO
KJTalTaHa y OOJIbHBIX ¢ aHOMaJIUSIMU KOPOHApHBIX apTe-
puii, HampuMep, MpU OOIIEM OTXOXJIEHUU KOPOHAPHBIX
apTepuil oT npasoro cuHyca Banbcanbsel [15]. ITo gaH-
HBIM ayTOIICWil, BPOXICHHBIC aHOMAJIUW KOPOHAPHBIX
aptepuit ooHapyxkuBatoTcs B 0,61% ciygaes u B 30% co-
MPOBOXIAIOTCST TTPOJIATICOM MUTPAJIBHOTO KilarmaHa [16].
CuHzpoM TIpoJsiarica HamboJiee J9acTo OOHapyKMBaeTCS
TPY aHOMAJIbHOM OTXOXXJICHWH TIPaBOii KOPOHAPHOU ap-
TEpUM OT JICBOTO WIM OE3KOPOHAPHOTO a0pPTAIBHOTO
cuHyca. BeposiTHO, MUHOpPHBIC aHOMAJTMU KOPOHAPHBIX
apTepuii 00YCIOBIMBAIOT JIOKAJTBHBIC TUCKIHE3UH JICBO-
JKEJTYITOYKOBBIX CETMEHTOB, TIPEMMYIIIECTBEHHO B 00J1aCTH
TMAMMUTSIPHBIX MBI, YTO IIPUBOIUT K MX TUCHYHKIINHT 1
MPoJTabMPOBAHUIO KiaraHa. Tak, UIIeMHUsI JIEBOTO JKeITy-
JIOYKa BeeT K IPoJIarcy 3amHeil MUTPATbHOM CTBOPKH,
ee LIEHTPAJIbHOI 1 3aHeMeauaIbHO qoeit [17].

B naroreHe3e Tmpojiarica MUTPAJIBHOTO —KJTallaHa
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00JIbLIOE MECTO OTBOAUTCS Ae(PULIUTY MOHOB MarHus.
YcTaHOB/IEHO, UTO B YCJIOBUSIX MarHMeBOW HeNOCTaTOY-
HOCTM HapyllaeTcss crocoOHOCTh (rOpo0OIacTOB MPOIY-
LIMPOBaTh KoJijareH. ¥ OOJbHBIX C MPOJIalicOM OOHapy-
>KEHO CHUKEHME YPOBHS MarHus B KPOBU U TKaHsX. [18].
B psine uccienoBaHuii ycTaHOBJIEHA MPUHIMIIMAIbHAS
BO3MOXHOCTb YCTpPaHEHUsI XapaKTepHON KapauabHOM
CUMNTOMATUKMU W JaXe YJIbTPa3BYKOBbIX U3MEHEHUI y
0OJIbHBIX C MPOJIATICOM MUTPAJIIBHOTO KJlalaHa B pe3yJsib-
Tate JieueHusl rpenaparamu maraus [19].

Kpome toro, y MHOTHUX OOJIbHBIX YBEJIMYEH B KPOBU
ypoBeHb Oeta-sHaopduHa [20]. W. Bobkowski u coasr.
M0 TaHHBIM aHaJIM3a BapuadeIbHOCTU pUTMa cepjila BO
B3aMMOCBSI3U € AUCHYHKIMEH BEreTaTUBHONW HEPBHON
CUCTEMbI (CHIXKEHUE TMapacuMMaTUYeCcKOro W IMOBbILIE-
HUE CUMIIATUYECKOTO TOHYCa) OOHAPYXWIN Y TAlUEHTOB
C MPOJIAriCOM MUTPAIBLHOTO KJIalaHa 3JIEKTPOJUTHbBIE Ha-
pyweHus [21].

Knunnyeckue nposiBiieHdsi CUHIpOMa y JeTeil Bapbu-
PYIOT OT MUMHUMAJIbHBIX 0 3HAYUTEJbHbIX. bosiu B rpyn-
HOU KJIeTKe ornpenesioTes y 30% MmompoCcTKOB ¢ TIpoJIal-
COM MUTPAJIbHOTO KJIallaHa U MOTYT ObITb OOYCIOBJIEHBI
CJenyIoIUMU TMPUYMHAMU: YPE3MEPHBIM HaTSIKEHUEM
XOpIl, MPUBOJSIIIUM K MEPEPACTSKEHUIO MaNUUISIPHbIX
MBI, MUKPOIMOOJIMEN KOPOHAPHBIX apTepuil U3-3a
MOBBILIEHHOM arperaiuy TpPOMOOIIUTOB U PUOPUHOZHBIX
JIETI03UTOB, PACIOIOXEHHBIX B YIJIy MEXIY JIEBbIM MpeE-
cepaureM Y 3aiHE MUTPaJIbHOY CTBOPKOI; HEMPOIIOPLIU -
OHAJIbHOI TaxukKapaueil Bo BpeMsi (GU3NUYEeCKOro W/uiu
SMOLIMOHAJIBHOTO CTPECCa; TMIepalpeHePruYeCKUM CTa-
TyCOM, KOTOPBIA yBeJMYMBAET MOTPEOHOCTb MHUOKapja
B KHCJIOPOJIE; CIa3MOM KOPOHApHBIX apTepuii [12].

Cepauebuenue omymaioT mnpuMmepHo 30% perteit
C MpoJancoM MUTpaibHOro kianaHa. OHO OOBIYHO CBSI-
3aHO ¢ HapyuieHueMm putma cepaua [12]. IMoBbiiieHHas
YTOMJISIEMOCTD Y OfIbILLIKA NMPU (HGU3UUYECKOUN U/WIU DMO-
LIMOHAJIBHOM Harpy3ke OTMeYatoTcsl y MOAPOCTKOB, BEIY-
LIMX MAJIOAKTUBHBII 00pa3 XU3HU.

Heitponicuxuarpuueckass cUMIITOMATUKA MPOSIBIISI-
eTCsl MAaHUYECKUMU aTakaMM, HEPBO3HOCTbIO, MPECUH-
KOMaJIbHBIMU cocTosiTHUAMU. OOMOPOKM Ha0JII01at0TCs
y 1—3% neteit ¢ mponaricom [12].

IMpu kavHUYECKOM OOCIeNOBaHUU Yy OOJBUIMHCTBA
JeTeit 0OOHapyKMBAIOTCS CAeAYIOIINe OCOOEHHOCTH: acTe-
HUYECKOE TEJIOCIOXEHUE, BLICOKMI POCT, TOHUKEHHOE
MUTaHUE, C1aboe pa3BUTUE MYCKYIATypbl, MOBBILLIEHHAS
pa3rubaeMocTb MEJKUX CYCTaBOB, HapylIEHHWE OCaH-
KU, U3MEHEeHUs (HU3UOJIOTMYECKUX U3TUOOB TPYIHOTO U
MOSICHUYHOTO OT/AEJOB MO3BOHOYHUKA (CIIaXXEHHOCTh
rpyaHoro kudo3a M yCWieHUe MOSICHUYHOIO JIOpI03a),
CKOJINO3, CUHIPOM <«IIPSIMOM CIMHbBI», IJIOCKOCTOIHUE,
MMOMUSI. YCTaHOBJIEHA NOCTOBEpPHAsl accolMallMsl Mpo-
Jlarica MUTPabHOTO KJlalaHa U HU3KOTO MHAEKCa MacChl
Tena [22].

XapakTepHbIMU  ayCKYJbTaTUBHBIMU  ((hOHOKapIu-
orpaduyeckuMu) MpU3HAKaMu TpoJanca MUTPaJIbHOTO

KJlamnaHa siBJISIIOTCSI:
— U30JIMPOBAHHbIE IETUYKU (KIUKH);
— COYeTaHWEe UIEJYKOB C MO3AHECHUCTOJMYECKUM UIy-

MOM;

— U30JIMPOBAHHBII MO3THECUCTOINYECKHUI 1TYyM;
— TOJOCUCTOJIMYECKUI LIIYM.

AyCKyJIBTallMIO ceplla HeOOXOAMMO MTPOBOIUTh MPU
pa3IMYHBIX MO3ULIMSX Tesa (JiexKa, Jexa Ha JIEBOM OOKY,
CTOS1) Y UCTIOJIb30BAHWUU JUArHOCTUYECKUX MPOO (MoabeM
Hor, npoba BajibcanbBbl, U30METPUUECKOE HAMPSIKEHUE
KucTel pyk). [Ipy mpoBeneHNN 3TUX TECTOB M3MEHSIOT-
Csl KOHEYHbI CUCTOJMYECKUN W KOHEUHbIA AMACTOIU-
YeCKU 00BEMBI JIEBOTO KEIYyI0YKa, KOHTPAKTUIBbHOCTh
MMOKap/ia U MyJbC, YTO OOYCJIOBIMBAET IMOSIBICHUE WU
yCUJIeHHWE aycKyJIbTaTUBHOM KapTUHBI MpoJiarnca.

HaGmomaercst ompenefeHHbIN TapajijieJiu3M BbIpa-
>KEHHOCTU MpoJabupOBaHUsI CTBOPOK U 3BYKOBBIX (he-
HoMeHOB. [Ipy M30IMpOBaHHBIX ILIETYKAX MPOTHOaAHNE
CTBOPOK OOBIYHO HEOOJIbIIOE, TPU U30JIMPOBAHHOM MO3-
JTHECUCTOJIMYECKOM U FOJIOCUCTOJIMYECKOM IIIyMe — 3Ha-
yuresbHoe [12].

Hapymienus cepaeyHoro putMa Tpu IpoJiarnce MUT-
paJIbHOTO KJIaMaHa y IeTei BCTPeYatoTcsl TOBOJIbHO YacTo,
uxX oOHapyXeHue 3aBUCUT OoT MeTona perucrpauuu DKI.
Ha OKI nokost paznuyHoro xapakrepa apuTMUU peruc-
TPUPYIOTCS B EMMHWYHBIX ciTydasx. Yactora mx BhISBIIC-
HUS Bo3pacTaeT B 2—3 pa3a Ha (oHe (pU3MIEeCKOil Ha-
TPY3KHU (TPEAMWJI, BEJIO3PTOMETPUS) U B 5S—6 pa3 — TIpu
nposeieHuU cyrouHoro MmonutopupoBaHust DKI. Cpenu
0O0JIBILIOrO pa3HOOOpa3ust ApUTMUI Y AeTei C IEPBUYHBIM
MpOoJIaTICOM MUTPAJIBLHOTO KJlanaHa yalille BCEro ooHapy-
JKMBAIOTCSI CUHYCOBasi TaxWKapausi, HaIXeJTyJO0uYKOBbIE
U KEeJIYyJOYKOBBbIE SKCTPACUCTONUU, HAMKETYyTOUYKOBBIE
dopmbl Taxukapauii (MapokcusMmayibHasi, HEMapoKCU3-
MaJlbHasl), pexe — CUHYcOBasi OpaauKapausi, mapacuc-
TOJIUSI, MEPLIAHUE W TpereTaHue Mpeacepanii, CHHIPOM
Bonbba—ITapkuHncona—VYaiita [12].

YacTtora oOHapyXeHUsl CyNpaBeHTPUKYJISIPHBIX apUT-
MU y IeTeil ¢ CUHAPOMOM ITpOJanca MUTPAJILHOTO Kila-
mana pocturaeT 30—50%. [daHHbBIe HapylleHUs pUTMa
3HAUYMUTEIFHO Yallle PETUCTPUPYIOTCS Y TIOAPOCTKOB M
pexe y neteit B Bo3pacte 10 10 net. [IpuBeneHHbIN pakT
CBUIIETEJILCTBYET O TOM, YTO CYNPaBEHTPUKYJSIPHBIC
apUTMUM TIPU MPOJIANCe MUTPAIIBHOTO KJlanaHa sBIsIioT-
csl Bo3pacT3aBUCUMbBIM (peHoMeHOM [12]. Tak, omyGim-
KOBaHbI HAOJIOACHUS 3a AEBYIIKOM, y KOTOpOW ¢ 16 JeT
BHE3AIHO CTAJIU MOSIBJISITHCSI CHHKOIAIbHbBIE COCTOSTHMS,
MpUCTYNbl MepuaHusi npenacepauii. [lpu sxokapauo-
rpadgpuyeckoM 00Ce0BaHUM BbISIBJIEH U30JMPOBAHHbIIM
MpoJiaric MUTPAJILHOTO KjanaHa ¢ YMEPEHHOM perypru-
tauuei [23].

CynpaBeHTPUKYJISIPHbIE aDUTMUU Y IETel ¢ mpoJarn-
COM yalle acCOLMUPYIOTCS C TOBBIIIEHHBIM YPOBHEM
KOPKOBOI aKTMBallMKM (JIaHHbIe 3JIeKTpoaHUEedaorpa-
¢uryeckoro uccieaoBaHus) U BEreTaTUBHON AUCHYHK-
LIMed MO CUMIIATUKOTOHUYECKOMY TuIy (abcostoTHas
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CUMMNATUKOTOHMSI WJIKM OTHOCUTEJIbHASI TUTTOBATOTOHUS ).
Pexxe BO3HUKHOBEHME HAIXENTYIOUYKOBBIX apUTMUI
00YCJIOBJIEHO HEJIOCTATOYHOCTBIO aKTUBUPYIOLIMX CUC-
TeM Mo3ra Ha ()OHe BereTaTuBHOM JUC(YHKIIMU MO Baro-
TOHUYECKOMY THUITy [24].

VY neteil ¢ mposancoM MUTPAIbHOTO KJlaraHa B 60Jb-
IIMHCTBE CJAYYyaeB XXEJIyJOUYKOBbIE apUTMUM MPOTEKAIOT
JI0OpOKAYeCTBEHHO U 6eccUMNTOMHO. OIHAKO MPU JOKY-
MEHTUPOBAHHON XKeJIyJOUYKOBO apuTMUU (CTaHIapTHAsI
OKIT, OKI Ha dhoHe husnueckoii Harpy3ku) HEOOXOUMO
MPOBECTHU JOTMOJHUTEIbHOE UCCIEN0OBAHUE JUISI OTNpee-
JieHUs1 (aKTOPOB PUCKa KM3HEYTPOXKAIOIIUX KeJTyT0UKO-
BbIX apUTMUIL (keJyIouKoBasi Taxukapausi, budpusisi-
umst). sis1 mepBUYHOrO MpoJiarica MUTPaIbHOTO KJlanaHa
XapakTepHa TMpaBOXeJyIoYKoBasl JIOKIM3alMsl 3IKTO-
nuyeckoro (okyca, oCOOEHHO B cllyyae XeayJa0uKOBOM
Taxukapauu [25]. YcraHoBieHa TeCcHasl accolMalus Xe-
JIyTOYKOBBIX apUTMUI C YPOBHEM LMPKYJIUPYIOIIMX Ka-
TEXOJIAMUHOB [26], MperMyILeCTBEHHO C aApeHATMHOBOM
dpakumei.

Ipu cyTOYHOM MOHUTOPUPOBAHUU BBISIBISIETCS] BbI-
cokasi TypOyJEeHTHOCTb CEpIACYHOTO PUTMA, MPU ITOM
BaprabeIbHOCTb PUTMA HE OTJIMYAETCSI OT KOHTPOJIbHBIX
3Ha4YeHuii [27].

Ilpy oOTCYTCTBUM MUTpPAIbHONH HEIOCTaTOUHOCTU
COKpaTuTesibHasl (PYHKIIMSI JIEBOTO KEJyJouyKa OCTaeT-
¢ HeusMeHeHHOU. M3-3a BeretaTMBHBIX HapylIeHUI
MOXET OTMeYaTbCsl TUIMEPKUHETUYECKU KapIualbHbIi
CUHIIPOM, KJIIMHUYECKHU MTPOSIBISIIOLIMIACS YCUIEHUEM TO-
HOB ceplia, OTYCTIIMBOW MyJIbCAllMeil COHHBIX apTepui,
pulsus celer et altus, CUCTOIMYECKUM IIIYMOM M3THAHWUS,
YMEPEHHON CUCTOJIMYECKOU rurepreHsueit. Mmerorcs
COOOILIEHMST O TSXKEAbIX HapYLIEHUSX TeMOIUHAMUKU
13-3a CHUXEHUSI KOHTPAKTUJIbHON CIIOCOOHOCTH JIEBOTO
JKeJTy0uKa Mpy MpoJiarce MUTPAJIbHOTO KJlalaHa y 1eBy-
ek 20—25-1eTHero Bo3pacTa [28].

Hapymenuio BereTaTuBHOl WHHEPBALMU CePIEYHO-
COCYIMCTO# CHCTEeMbI B T€He3e MpoJiarnca MUTPAIbHOTO
KJ1anaHa npuaakoT 6osbiioe 3HaueHue. Co BpeMeHHU Tep-
BOT'O OMUCAHMS U3BECTHO, YTO JIJIs1 OOJIbHbBIX XapaKTePHbI
TCUX03MOIIMOHAbHAs JTaOUIBbHOCTb, BET€TOCOCYIUCThIE
HapylIeHUs], 0COOEHHO BBIPAXKEHHbIE Y MOJIOABIX XEH-
IIWH 1 ToApocTKoB. OOHapyXeHHUe MpoJjiarnca MUTpaib-
HOTO KJIalaHa Npy MHOTUX MAaTOJOTUYECKUX COCTOSTHUSIX
(cunapom Da Costa, runepKuHeTM4ECKOe ceplie), B 0C-
HOBE KOTODPBIX JIEKUT MATOJIOTHS BETeTATUBHON HEPBHO
CUCTEMBbI, MOCTYXWIO OCHOBAaHUEM ISl MPEACTaBICHUS
0 €IMHOM TeHe3€ 3TUX PACCTPOMICTB.

[To nanusim H. Boudoulas, y maiiueHTOB ¢ IIpoJiaricom
00HapyXMUBaeTCs yBEJIMUEHHAsI SKCKPELUsl KaTexoJiaMu-
HOB B TE€UEHMUE CYTOK, NIPUYEM OHA CHUXKAETCS B HOY-
HOE€ BpeMsI U UMEET MUKOOOpa3Hble MOBBIILIEHUST THEM.
VYBenuueHrne SKCKpelrU KaTexOoJaMUHOB KOPPEIUPYET
C TSDKECTbIO KJIMHUYECKUX MPOSIBICHUI TMpU IpoJiarce
MUTpabHOTO KianaHa. [TpuyeM BbICOKasi KaTexoJiamu-
HeMUsl HabJIIo[aeTcsl 3a CUeT KaK afpeHAIMHOBOM, Tak U

KAPAQUWOJ1OrNs

HopajapeHanuHoBoil dpakuuii. [TpumeHsisi hapmakoso-
TMYECKYI0 TPOOY C M30MPOTEPEHOOM, aBTOPHI MMOKA3aJIH,
YTO TMIICPCUMATUKOTOHMS CBs3aHA IMPEUMYIIECTBEHHO
C YMCHBIIIEHUEM YHCIIa O-aapeHepTHIeCKUX pEIeITo-
POB; YMCIIO aKTUBHBIX [-aIpeHEepTruIecKUX PEIernToOpoB
ocTaetcsi Heu3MeHHbIM [29]. [Ipyrue aBTopbl BbICKa3ajiu
TPENITOIOKEHNE O [-aapeHepruIecKoil THIepaKTHB-
HOCTH, KaK ILIeHTpaJibHOi, Tak 1 nepudepuyeckoit [30].
[IprMeHeHMe MeToa OKKITIO3MOHHOM TUIeTU3MOTpahun
U IpoBefieHre hapMaKoJornyeckoi npoobl ¢ heHundd-
PUHOM TIO3BOJIMJIO OOHAPYXWTH ITPU CUHIAPOME TIPOJIAIl-
ca MUTPAJIBLHOTO KJIallaHa BETeTaTUBHYIO MUCHOYHKIINIO,
KOTOpasi XapaKTepu3yeTcsl CHWXKEHHEM ITapacuMarth-
YEeCKOTO, YBEIMYCHUEM O-allpeHePTMYECKOTO TOHyca U
HOPMaJIbHBIM [-ampeHepruiecKUM TOHYcOM. B ocHoBe
CHMITaTUKO-aIPEHAJIOBBIX HApYIICHUN MOXET JIeXaThb
AHOMAJIBHBIN CUHTE3 PETYJIATOPHOTO MPOTeWHA, CTUMY-
JIUPYIOLLETO BbIPaOOTKY TYaHMHOBBIX HYKJIEOTUIOB [31].
JlokaylbHBIE HApYIICHUS] CUMIIATHYECKON AKTHMBHOCTU
obHapyxwm F Kishi u coaBT. MeTomoM MuoKapauaib-
Holt cuuHTUrpaduu [32].

OOHapyXrBacMble BETCTaTUBHBIC HapyIICHUS, TIpe-
WMYIIECTBEHHO TI0 CHMITATUKOTOHUYECKOMY THITY, IT0
MHEHUIO OOJIBITMHCTBA aBTOPOB, OTBETCTBEHHBI 32 MHO-
IrMe KJIMHWUYECKWE TIPOSIBJICHUS CUHApOMaA IpoJiarica
MUTpajbHOro kianaHa. CepauebueHue, ONBIILIKY, 001
B cepille, YTPEHHIOI YTOMJSIEMOCTb, OOMOPOKM He-
ITOCPEACTBEHHO CBSI3BIBAIOT C ITOBBIIICHHOW CHMIIATH-
KO-allpeHeprMYecKoil aKTUBHOCTBIO. [lepednciieHHbIe
CHMIITOMBI, KaK IMpaBUJIO, MCYe3aloT Ha (GoHE IpreMa
B-ampeHOoOIIOKaTOPOB, CENATUBHBIX CPENCTB, Iperapa-
TOB, CHITKAIOIINX CUMITATUIECKUI W TTOBBIIIAIONINX Ba-
TYCHBI! TOHYC, TIPY TTPOBEACHUH UTJIOpedIIeKCOTepau.
M3BecTHO, YTO IUISI JIWI] C TUIIEPCUMIIATHKOTOHUEH Xa-
paKTepHO MOHKEHUE MacChl TeJla, aCTCHUYIHOE TeJoC-
JIOXEHWE, aCTCHOHEBPOTUYECKUE PeaKIMK, YTO TaKXKe
4acTo HAOJI0aeTCsl y MAalMEeHTOB C MPOJIaIICOM MUTPaJIb-
HOTO KJIanaHa.

IMpumepnHo y 30% neteii ¢ MepBUIHBIM ITPOJIATICOM
MOXET OOHapYXMWBAaThCS OPTOCTATUYECKAsl TMIIOTCH3US
(CHUKEHME apTepUaIbHOTO NABJAEHUSI U Pe3Koe ydvalle-
HUE MyJIbca B MOJOXEHUM JIeXKa MOcje JJIUTETbHOTO CTO-
STHUST), KOTOpasi CBsI3aHa C BHICOKOM IIEHTPAIILHOMN U TIe-
pudepudeckoii f-aapeHepruIecKoil TUIIEPaKTUBHOCTHIO.
Takast oprocTaTudecKast TaXUKapaus COIPOBOXIAETCS 00-
JIsIMM B obJsiacTu cepaia u ooMopokamu [33]. OpTocratu-
qecKasi TUTIOTeH3MS TIPY TIpoJiaTice MUTPATLHOTO KiTaltaHa
MOXeT OBITh TaKXe CBsA3aHa C TUIepampeHeprHIecKUM
CTaTycoOM, aHOMAaJIbHOW peryJsiliveil 6apopelienTopos,
HapylmeHUeM IapacuMIIaTUIecKoro TOHYyca, YMEHBIIe-
HHMEM BHYTPUCOCYIMCTOTO O0beMa, TMaToJIOTHEd PEeHWH-
TBIOCTEPHOBOM CHUCTEMBI U TIPEACEPIHOTO HATpHifype-
tuyeckoro daxropa [34]. Ilo nanusiM A.B. Topbauenko
u [1.M. Manumosa [35], mjist TOAPOCTKOB U JUIL MOJIO-
Joro Bo3pacTa (n=66, cpenHuii Bo3pact 19,2+0,8 roma),
TaKkKe KaK Ul JeTeil, XapaKTepHbl HealeKBaTHast

POCCUNCKWIA BECTHUK NMEPUHATOJIOMMN U NEANATPUU, 4, 2009




benozepos 10.M. u coasm. Npobnema nponanca MATPanbHOro knanaHa y AeTei 1 NogpoCTKOB

OpTOCTaTUYeCKasl peryJsiiusi, TUMNEePBEeHTWISILUOHbIN
CUHIPOM, (YHKUMOHAIbHAS MMOKapauajibHasli HecTa-
OWJIBLHOCTb U BbIpaK€HHAs1 BereTaTUBHAs IUCHYHKIIMS.

OcHoBHble 3jieKTpoKapauorpadguyeckue HapyleHus,
0oOHapyXuBaeMble TIPU MPoJIarce MUTPAJILHOIO KJlanaHa
y AeTeid, BKIIOYAIOT U3BMEHEHUsI KOHEYHOI YacTu Xely-
JIOYKOBOTO KOMILJIEKCa, HApYLIEHUSI CEpACUYHOrO pUTMa U
MPOBOIUMOCTH, YAJIMHEHUE uHTepBajia 0— T. AHOManuu
penosisipu3alud MOTYT BBISIBJISITbCS MPU TPOBEICHUU
cra”naptHoit OKI, HO 3HaUMTENBLHO Yallle OHU OIpese-
JITFOTCS TIPU CYTOYHOM MoHUTOpHUpoBaHuu DKI [36].

M3meHeHus npoiiecca penojsipu3aly Ha CTaHAapT-
Hoit DKI' peructpupylorcsi B paziWyHbIX OTBEIEHMUSIX,
MpU 3TOM MOXHO BBIIEJUTb TPU TUIMUYHBIX BapuhaHTa
[12]:

— U30JMPOBaHHasI UHBEPCUsl 3yO1I0B 7' B OTBEIEHMSIX OT
koHeuyHocteir — 11, 111, avF 6e3 cmemennst cermeHTa
ST,

— wuHBepcus 3y0LoB 7' B OTBENEHUSIX OT KOHEYHOCTEH
U JIEBBIX I'PYAHBIX OTBEACHUSIX (MPEUMYILECTBEHHO
B V.—V,) B cOYETaHUM C HEOONBLUIMM CMEIIEHUEM
cerMeHTa ST HUXE U30JIMHUY,

— wuHBepcus 3yo1oB 7' B COUETAHUU C TMOABEMOM Cer-
meHTa ST.

M3onupoBaHHas uHBepcust 3yo110B 7B OTBEIEHUSIX OT
KOHEUYHOCTE CBsI3aHa C 0OCOOEHHOCTSIMU PACTIOJOXKEHUS
cepalia («KarejabHOe» Cepile, «MOJBEHIEHHOe» CEpIlIe)
B IPYAHOM KIIETKE.

B cocrosinun nokost S7—T HapyuieHUs1 IpU UHBEP-
cum 3ybua T B OTBENEHMSIX OT KOHEUHOCTEH U JIEBBIX
IPYAHBIX oOHapyxwuBalotcst y 30% neTeil ¢ CUHIPOMOM
nposiabupoBaHus. Ix yactora Bo3pacTtaet B 2 pasa npu
peructpauuu cranaaptHoit DKI' B oprocTarnueckom mno-
JIOXEHUH.

B enuHWYHBIX MyOaMKaALUIX COOOIIAeTCsS] O BOZHUK-
HOBEHUU MUOKapAUaIbHON UIIEMUU Y AeTell ¢ mposamn-
coM muTpaibHoro kianaHa [37]. IeHe3 TpaH3uTOpHOI
UILIEMUU y TaKUX OOJbHBIX MOXET ObITh OOYCIOBJEH
BPOXIEHHBIMU aHOMAUSIMU KOPOHAPHBIX COCY/IOB.
IMpusHaku MuokapauaibHoil uieMuu Ha OKI ycunu-
BaloTCsl Mpu (usnueckoir Harpyske. JlocToBepHO yc-
TaHOBUTb AHOMAJIUIO KOPOHAPHOTO KPOBOOOpAIICHUS
MO3BOJIIOT Nepdy3uOHHAasE CUUHTUTpadusi MUoKapaa u
aHruorpadusi KOpOHapHbIX COCYIOB.

Dxokapauorpadus sBisieTcss Haubosee GU3NOJIOrnY-
HbIM U BbICOKOMH(OPMATUBHBIM METOJOM IHUAarHOCTU-
KU TpoJiarica MUTpasibHOTO KjianaHa [38]. B mocnenHue
rofpl i 0ojiee TOYHOW JUATHOCTUKM MCIOJIb3YIOTCS
TpexMepHasi 3Xxokapauorpadus B pealbHOM MacliiTa-
0e BpeMeHM U upecnuilieBoaHast axokapauorpadusi. I1o
naHHbIM Y. Matsumura u coaBnT. [39], ¢ TTOMOIIBIO Tpex-
MEpHOI 3XoKapauorpacduu Bo3MOXHO AuddepeHInpo-
BaTb MPUYUHY MUTPAJIBbHOI peryprutaiuuu (OTHOCUTEb-
Hasl, oOpraHuJYecKas).

Dxokapnuorpa@uyeckumMu KpUTEPUSIMU MUKCOMa-
TO3HOTO MUTPAJIBHOTO KJlanaHa sBJsiioTcs: 1) ToaiuHa

CTBOPOK 3 MM M 0oJjiee; 2) M30bITOUHAsI TOABUKHOCTh

CTBOPOK; 3) TIOHIKEHHAas SXOTEHHOCTh KJjlaraHa ITo

CPaBHEHUIO C aopTajbHbIM KjanaHoMm [40]. Benunuuny

MUTPAJTBLHON PETYPIUTALIMKA OIPENCIISIIOT TI0 OTHOIIIe-

HUIO MAaKCUMAaTBHOM TIOMANN PETYPIUTAHTHOTO MOTOKA

K muioianu JieBoro npeacepnusi (RJA/LAA) B mipolieH-

tax. K jerkoit MUTpaTbHOM HETOCTATOYHOCTH OTHOCSIT

s3HaueHuss RJA/LAA <20%, k ymepenHoir — ot 20 mo

<40% w tsexenoit — ot 40% u BhIIe [41].

OOBIYHO MUTpaJbHAs PETYPrUTalds TIPU IIPOJIaT-
ce MUTPAJIBHOTO KJlariaHa HaOromaeTcs MpU M30JIUPO-
BaHHOM TIO3ITHECHCTOJMYECKOM WM TOJIOCUCTOIMICCKOM
myme. BenmnmumHa peryprutanmu He mpeBbimaet 20% u
JOCTUTACT OOJIBIITUX 3HAYCHUM TIPY TITyOMHE IIPOTUOAHMS
cTBOpoK Oosiee 10 MM, OTpbIBE XOpJ WU BbIpaKEHHOI
JITaTalliy aTPUOBEHTPUKYJISIPHOTO KOJIbIIA.

VY nmereil ¥ B3POCIHBIX TIPUHSATO BBIICTATH Pa3IMUHbIC
CTETICHU TTpOJIarica MUTPAJILHOTO KJlalmaHa, BhISIBIISIeMbIE
npu axokapauorpaduu [42]:

I creneHb — MposTabMpoBaHNE CTBOPOK MUTPATHHOTO

KJanaHa Ha 3—6 MM;

I cteneHb — 6—9 MMm;

I1I ctenenp — 6os1ee 9 MM.

3apyOexxHble uccienoBarean [43] MCMoNb3yIOT IIKa-
JIy, OCHOBAaHHYIO Ha TPeX M3MEPEHUSIX TJIyOUHBI MTPOTH-
0GaHUS CTBOPOK B OMHOMEPHOM PEXHUME U B TByXMEPHOM
peXrMe TT0 JUTMHHOW OCH JIEBOTO XENyHOYKa W B IIPO-
eKIIMY YeThIpeX KaMmep. B omHOMepHOM peXume ImKajia
CHCTOJTMIECKOTO 33HETO TBUKEHUS CTBOPOK (3a JIMHUIO
C—D) coctasnsiet ot 1 1o 3 6ay10B: 1 6a1 — nporuda-
HUe MeHee 2 MM, 2 6ajuta — ot 2 1o 3 MM, 3 6asia — Gostee
3 MM. COOTBETCTBEHHO MPHU ABYXMEPHOM UCCIICIOBAHUH
B IIPOEKIIUY JUIMHHOM ocu 1 6ay1 — rporudaHue CTBOPOK
3a JIMHUIO KOJIbIla MeHee 2 MM, 2 6ajuia — oT 2 10 3 MM U
3 6ayta — Gosiee 3 MM. AHAJIOTMYHBIM 00pa3oM pacripe-
NEJIIOTCS OaJUThl TP U3MEPEHUM B YETHIpEXKaMEpHOMU
nozuiuu. O61as cymma 6auioB MoxeT coctaBUThb ot 0 10 9.
JlocTOBepHO MUArHO3 IpoJjiarica MUTPAJILHOTO KIlallaHa
yCTaHaBJIMBaAeTCs MPU cyMMe GoJiee 3 GaioB.

Dxokapauorpadpuieckyo Kiaccubukaluo MUKCO-
MaTO3HOM JereHepalii MUTPAJIEHOTO KJIallaHa TIpejio-
xunu ILA. CropoxakoB u coaBr. [44]:

— MmKcoMmaro3Has gereHeparus 0. [IpusHaku MUKCO-
MaTO3HOTO TIOpaXKeHMs KIJIAITAHHOTO armapaTa oOT-
CYTCTBYIOT.

— MukcomaTo3Has mereHeparus | cremeHu (MUHU-
MajlbHO BbIpaxeHHas1). HeGonbiioe yrosieHue
MUTPaTbHBIX CTBOPOK (OT 3 10 5 MM), apKooOpa3Hasi
nedopMalsi MUTPAJTBLHOTO OTBEPCTUS B IIpeneliax
1—2 cerMeHTOB, CMBIKaHHWE CTBOPOK, KaK IPaBUIIO,
He HapyIIeHo.

— MukcomarosHas aereHepauusi I1 crenenu (yMepeHHO
BbIpaXXeHHas1) 3HAYMTEbHOE yToJuIeHue (5—8 MM)
W YIJTMHEHWE CTBOPOK, necopMalids KOHTypa MMUT-
pPaIbHOTO OTBEPCTHs Ha TPOTSIKEHUM HECKOJIBKHMX
CEerMEHTOB, MMEIOTCS TIPU3HAKU PACTSDKEHUSI XOPII,
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pexe UX eIMHUYHbIE pa3pbiBbl. Bo3aMOXHO ymepeH-
HOE PACTSKEHUE MUTPAIbHOTO KOJIblIa, HapyllleHUe
CMBIKaHUSI CTBOPOK.

— MukcomarosHas paereHepauust Il cremenu (pesko
BbIpaXXeHHas1). MuTpajibHble CTBOPKU PE3KO YTOJI-
meHsl (6ojiee 8§ MM) M YIJIMHEHBI, OTMEYACTCSI MaK-
cUMasibHasi TIyOMHA MpoJabUpPOBaHMS, UMEIOTCS
MHOXECTBEHHbBIE Pa3pbIBbl XOPJ, 3HAUUTEJIbHOE pac-
LIMPEHWE MUTPATBHOIO KOJbLA; CMbIKAHWE CTBOPOK
OTCYTCTBYET, OTMEYAETCsI UX 3HAYUTEJIbHASI CUCTOJIM -
yeckasi cenapaiiusi, BO3MOXHO TakKe MHOTOKJIanaH-
HOE MPoJIabUpOBaHUE U AWIATALIMSI KOPHS a0PThI.
Kak roka3biBaloT aBTOpbl, HATMUME MUKCOMATO3HO

nereHepauuu II—III cremeHu Bcerma conmpoBOXIaeTCs

pPa3BUTHEM YMEPEHHOW WJIM BBIPaKCHHON MUTPaIbHOMN
peTypTUTAIINN.

PasButue 0CnoXxXHeHmm

B GoJIBIIIMHCTBE CTydaeB MPOJTAIic MUTPATHHOTO KJla-
ITaHa TIPOTEeKaeT OJarompUsATHO W JUIlb B 2—4% mpu-
BOJUT K Cepbe3HbIM OCIOXHEeHMsIM [45]. C uenblo cTpa-
TH(GUKAIMU B3POCIBIX TMAIIMEHTOB IO CTENICHU pPHCKa
Pa3BUTHSI OCJIIOXXKHEHUN W PEKOMEHIYeMBIM TepareBTH-
yeckuM Mepornpustusim [LM. CtopoxakoB u coabT. [44]
MPEIUTarafoT BBIACIATH CIIEAYIOIINE TPYIITH OOJTbHBIX.

Ipyrima HU3KOTO pHUcKa — HaIWYKMe W30JIMPOBaH-
HOTO CHCTOJIMYECKOTO TIIIeyKa, TIIyOMHa IIpojiarica
meHee 10 MM, MUKcoMaTo3Has jaereHepaius — 0; KiIn-
HWYECKHE TTPOSIBJICHUS] OTCYTCTBYIOT WUIM BBIPAXKaIOTCSI
B BUIE CHHApPOMA TICMXOBETETAaTUBHON IHUCHYHKITUU.
PexomeHmyeTcsT mpoBeneHWE pallMOHAIBHON TICUXOTe-
pamuu, pa3bsiCHEHHWE TOOPOKAYEeCTBEHHOTO XapakTepa
CepICYHON TaTOJNIOTUM, CaHAIlds WMEIONIUXCS O4YaroB
WHGEKITNY, aKTUBHBIN 00pa3 KU3HU C PETYISIPHBIMU a3-
POOHBIMU Harpy3KaMi, YMEHBIIAIOIITUMHU BRIPaKEHHOCTD
TIPOSIBJICHWI BeTeTaTUBHOM muchyHKImu. [1pn Hammamm
TICUXOBETETATUBHBIX IPOSIBIICHU, OTPaHWMYNBAIOIITIX
TPYIOCTIOCOOHOCTh, KOHCYJIBTALIS TICUXHATpa, Crerra-
JIM3UPYIONIETOCS Ha JICYCHUH TTOTPAHMYHBIX COCTOSTHUIA.
IMpodunakruueckuit ocMoTp pa3 B 3—5 JieT, IMHAMUYeC-
Koe axokapauorpaduyeckoe HabI0AeHUE HE MTOKA3aHO.

I'pynma cpemHero prucka — HaJMIue HM30JMPOBAHHOTO
CUCTOJIMYECKOTO 1IeuKa, TyouHa mposarnca 6onee 10 mm,
MuKcoMaro3Has aereHepauusi [—II crernenu, Mutpaib-
Has peryprutauus 0—I cteneHu, Bo3pact crapiiie 45 Jer,
BO3MOXXHO HaJIMIME apTepUaIbHON TMIIEPTOHUY, 0YaroB
XPOHUYECKOW WHGEKIINU, MUTpeHU. PekoMeHmyercs
MpoBeIcHUE aHTUOMOTUKONMPOGUIAKTUKU UHOEKIIU-
OHHOTO 3HAOKAPANTA, TIPUEM MaJIbIX 103 acIIMpWHA TIPU
COUYCTaHWM TIPOJIAlICa MUTPAIBHOTO KJlaraHa ¢ MUKCO-
Maro3Hoil nerepepaiueit Il creneHu ¢ apTepuanbHON
TMIIEPTOHNEH WM MUTpeHsAMH. Heobxomumo auHaMU-
YecKoe HaOMofeHNE, BKITIOUasT 9X0Kapauorpaduaeckuit
KOHTpPOJIb Kaxable 3—5 set. [lokasaHo JiedeHre comyT-
CTBYIOIIICH MTATOJIOTMH (KOPPEKITHS apTepUaTbHOM TUIep-
TOHUM, CaHAIlWsI 09aroB XpPOHUUYECKOUW WH(EKIINHN), ITO

KAPAQUWOJ1OrNs

OTHOCHUTCST TAKKEe KO BCEM TOCIIEIYIONINM TPYIIIaM ITa-
IIMEHTOB C TIPOJIATICOM MUTPAJILHOTO KJTallaHa.

[pymma BEICOKOTO pHCKa — HAJTMUYUE CHCTOTMUYECKOTO
IeTYKa ¥ TIO3THETO CUCTOIMIECKOTO IITyMa, TITyOrHa TIpo-
Jlarica 1o JaHHbIM 3Xokapavorpaduu 6onee 12 MM, MUK-
comaro3Hast gaereHepaumsi [I—III cremenun, MutpanbHas
peryprutaumst [I—III crenenu, Bospact crtapuie 50 jer,
HaJIM4Ire MeplaTeTbHOM apuTMHUU, apTepUaibHON TH-
TePTOHUHN. BBIABIIAETCS yMEpEeHHOE paclIipeHme ToJI0C-
Teil cepriia 6e3 3HAYNTETLHOTO CHIDKCHUS TTOKa3aTeseit
COKPaTMMOCTH, CepIeIHast HeIOCTaTOYHOCTE He Bhite 11
dbyHKIIMOHAEHOTO Kitacca. PekoMeHmyeTcsT yMepeHHOe
orpaHuYeHre GU3MIECKON aKTUBHOCTH (TseKenast husn-
Jeckas paboTa, yJacTre B COPeBHOBAHUAX), IIPOBEICHUE
MPOoGUITAKTUKY WHGEKITMOHHOTO SHIOKApINTa U TPOM-
005M00IMYECKUX OCJIOXKHEHUI B COOTBETCTBUU C MTPUBE-
JNEHHBIM BBIIIIEe aJITOPUTMOM, KOHCEPBATUBHOE JICUCHUE
CepIeyHON HEMOCTaTOTYHOCTH.

Ipyrma oyeHb BBICOKOTO pUCKa — HaJWIMe CUCTO-
JITIECKOTO TIeTYKa W TIO3MHET0 CHCTOJUYECKOTO IITyMa
WY W30JIMPOBAHHOTO CHCTOJIMYECKOTO IITymMa, MUKCO-
Mato3Has nereHepanus [ crenenn, MuKcomMaTo3Has pe-
ryprutanus I crenenu, KimHuYeckas KapTUHA OCTPOM
MUTPAJILHON HEJOCTAaTOYHOCTH M 3XOKapmuorpacdudec-
KWe TIPU3HAKW pa3pbiBa XOpI, MepIiaTteIbHas apuTMUS,
YBEeJMYEHNE KaMep Cepalia, cepaedHast HeIoCTaTOUHOCTh
IHI—IV dyHKIIMOHANIBHOTO KJacca, CHUXEHUE COKpa-
TUTEJIBHON (YHKIIMM MHWOKapaa, TPaH3UTOPHBIC WIIe-
MHWYEeCKHe aTaKW WIN TIePEeHECEHHOE OCTPOe HapyIeHUE
MO3TOBOTO KPOBOOOpAIIeHUS, IIepeHeCCHHBIM MHMEKIIN-
OHHBIN HIOKAPIUT WX MPU3HAKK TEKYIIETO SHIOKap-
muta. PekoMmeHmyeTcst TpodmIakTiKa WHOEKIIMOHHOTO
9HAOKAPANUTA W TPOMOOIMOOIMYECKUX OCJIOXKHEHUM,
BKJTIOYAsT TPU HEOOXOOUMOCTH TIPUEM HENPSIMBIX aH-
TUKOATYJITHTOB,  PETYJIApPHOE  KIWHUKO-3XOKapauo-
rpacdudeckoe HaOmoneHue. [Ipy Hanmuuuy TokasaHUi
— aKTWBHOE JicdeHWe WHGEKIIMOHHOTO 3HIOKApauTa,
TpOMOOAMOOIMYECKHUX OCJIIOKHEHUM, TeMOAMHAMUYEC-
KUX PAaCcCTPOMCTB, BKIOYAs XUPYPTUICCKUE METOMIBI
(XJ1amaHOCOXPAHSIONINE TUTACTIYECKIE OTIEPAIIMY 1 TTPO-
Te3MpOBaHNE MUTPAJILHOTO KJIAallaHa).

OCHOBHBIMHM OCJIOXXHCHUSIMA TEUCHUS TEPBUIHOTO
MpoJiaTica MUTPAJILHOTO KJTalTaHa y IETeH SIBIISTIOTCS OCT-
pasi WIM XpOHWYECKash MUTpaJibHass HEIOCTaTOYHOCTD,
OakTepualbHBI BHIOKAPAUT, TPOMOOIMOOUS, KU3HE-
yrpoxaeMble apUTMUHN, BHE3aITHAsI CMEPTh.

OcTpasi MUTpajibHasl HEIOCTATOYHOCTb B JETCKOM
BO3pacTe HaOIIomaeTCsT Ka3yNCTHUECKH PEIKO U B OCHOB-
HOM CBSI3aHa C TPaBMOU TPYTHOM KIIETKH Y OOJBHBIX Ha
doHe MMKcoMaTO3HOU AereHepaiuu xopa. OHa BO3HU-
KaeT M3-3a OTPhIBA CYXOXWIBHBIX HUTEH OT CTBOPOK MUT-
paJIbHOTO KJ1anaHa (CUHIPOM «OOJITAIOLIErocs» KiiarnaHa
— «floppy mitral valve»). Umeetcst coobiiieHure o ciayyae
OTPBIBA XOPI MUTPAJTHLHOTO KJIallaHa Y HOBOPOKIEHHOTO
pebeHKa, 4To MoTpedoBaIo IKCTPEHHOTO XUPYPruiecKo-
TO BMelIaTesbeTBa [46]. YacTMYHBIN YITA TIOJTHBIN OTPHIB
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benozepos 10.M. u coasm. Npobnema nponanca MATPanbHOro knanaHa y AeTei 1 NogpoCTKOB

MAIMWUISIPHOM MBIIIIEI MOXET TPOM30MTH M3-3a Hapy-
IIeHUST KOPOHAPHOTO KPOBOOOpAIeHUS, TIpU WH(bAPKTe
MMOKapja jieBoro xenynouka [47]. B 20% ciaydaeB MUK-
COMAaTOo3Hasl IeTeHepaIys U OTPHIB CYXOXWIBHBIX HATEH
Mpu «OOJITAIOIIEMCS» MATPAIBHOM KJlaraHe COMPOBOXK-
TAIOTCSI OTPBIBOM CYXOXWJTBHBIX HUTEH TPUKYCITHIATb-
Horo KjaraHa [48].

OCHOBHBIM ITaTOTCHETUYCCKUM MEXaHU3MOM OCT-
POl MUTPAITBPHOU HEJIOCTATOYHOCTH SIBJISIETCS JIETOTHAS
BEHO3Hasl TUTIEPTEH3Ws, BO3HMKAIOIIAs M3-3a OOJIBIIIO-
ro 00BeMa PerypruTallii B HEJOCTATOYHO PACTSDKUMOE
JIleBoe TIpencepare. KinmHuyeckass cuMIirtoMaTtuka ooyc-
JIOBJICHAa BHE3aITHBIM Pa3BUTHEM OTEKa JIeTKMUX. TWITHY-
HbBIe ayCKYJbTaTUBHBIC TPOSBICHUS Tpojarca mcuesa-
10T, HaOIIOAIOTCS AYIOIIMA MMaHCUCTOJUYECKUI IIIyM,
BeIpaxkeHHBIH 111 TOH, HepeaKo MepliaTesibHass apUTMUS.
Pa3BuBaloTcsl OPTOITHO?, 3aCTOMHBIC MEJIKOIY3bIpJYaThie
XpUIbI B JIETKUX, KJIIOKOUYIIIee bIxaHue. PeHTreHooru-
YeCKH OTNPEACIISTIOTCS KapIMOMETaIVs, TUIaTallus JIEBO-
TO TIpeACepars W JICBOTO XKeTyJoYKa, BEeHO3HBIM 3aCTOM
B JIETKUX, KapTUHA Mpel- U OoTeKa JIeTKUX. [loaTBepnuTh
OTPBIB CYXOXWJIBHBIX HUTEH IMO3BOJSICT 3XOKapIUOTpa-
dus. «bonTaromasicsi» cTBOpKa WIM €€ 4acTb HE UMEET
CBSI3U C TIOOKJIATTAHHBIMU CTPYKTYPaMHU, JIBUTACTCS Xao-
TUYECKH, IPOHUKAET BO BPEMST CHCTOJIBI B ITOJIOCTH Jie-
BOTO TIPENCEPINST; ONpPEAeeTCS OOJBIION PerypruTaH-
THBII TTOTOK (=40%) 110 Jontiiepy.

XpoHWUecKasi MUTpaibHas HETOCTATOYHOCTh Y
OGOJBHBIX C CHUHIPOMOM ITpOJIarica MUTPATbHOTO Kilara-
Ha SIBJIIETCS BO3PACT3aBUCUMBIM (DEHOMEHOM U pa3BU-
Baetcst nocie 40-ynetHero Bo3pacra [49]. MuTtpanbHas
HEJI0CTaTOYHOCTh MMeeT OoJiee BRIPaKEHHBIM XapaKTep
U Yalle pa3BUBACTCS TPU IIpOJIalice 3aaHedl CTBOPKU
knanaHa [12].

dakTopaMM pUCKa Pa3BUTUS «4HUCTON» (HEBOCTIATM-
TEJIBHOW) MUTPATBHOM HEIOCTATOYHOCTH TIPY CHHIPOME
MPOJIabUPOBaHUS TIO JaHHBIM IBYXMEPHOM 3XOKapIu-
orpaduy ABJISIOTCS TUIATAIUS JIEBOTO aTPHOBEHTPUKY-
JIIPHOTO OTBEPCTHS, TTPOJIATIC IPEUMYIIECTBEHHO 3aTHEH
MUTPAJBLHOM CTBOPKH, YTOJIICHHOCTD 3aHE MUTPATh-
HoIi cTBOpKH [49].

Ilpr Tmposarice MUTPaTBLHOTO KJAllaHa IOBBIIMICH
PUCK WIIEMUIECKUX MHCYJIBTOB, KOTOPHIE MOTYT TIPOTE-
KaTh OECCUMIITOMHO W BBISIBJISITBCS TPU MarHUTHO-pe-
30HaHCHOM Tomorpaduu [50]. YacroTa uireMuyecKux
WHCYJBTOB Yy TIAIIMEHTOB C ITPOJIATICOM B 5 pa3 BBINIE,
yeM B 00Imed mormyasaiuud. MImeMuIecKuM WHCYJIbTaM
TIPU TIPOJIATICE MUTPATLHOTO KJlallaHa ITOIBEePKEHBI JTUIa
MOJIOZIOTO BO3pacTa, 0COOEHHO B CJIyyae COYeTaHUsl MPo-
JlaTrca ¢ MUKCOMATO3HOM JeTeHepallieid KiiarmaHa WK OT-
KPBITBIM OBaJIbHBIM OKHOM [51].

YacToTa BHE3aITHOW CMEPTH TIPM CUHAPOME TIPOJIATl-
ca MUTPaJBLHOTO KJlamaHa 3aBUCHUT OT MHOTHX (DakTo-
POB, OCHOBHBIMH M3 KOTOPBIX SIBJITIOTCS JIEKTpUIECcKast
HeCcTabMIbHOCTh MUOKAapIa MPY HAIMYUW CUHIPOMA YII-
JIMHeHHOTO MHTepBasia Q— T, XKeTyIOYKOBBIX apUTMUM,

COITYTCTBYIOILIAsi MUTPaibHask HENOCTATOYHOCTb, HEMPO-
rymMopasbHblit nrcbanaHc v ap. BHe3anHas cMepTh yaliie
oTMeuaetcst y moapoctkos [52]. [To nanHbiM J. Bourdarias
[53], prck BHe3amHOW CMEPTU MTPU OTCYTCTBUU MUTPaJIb-
HOI peryprutaumu — HU3KMi, He mpesbiiaer 2:10 000
MMAlIMEHTOB B TOMI, B TO BpeMs KaK IPU COIMYTCTBYIOMICH
MUTpaIbHON peryprutauuvu yseanuubaercs B 50—100
pas.

B GonblIMHCTBE ciiyyaeB BHe3amHasi CMepPTh y 00JIb-
HBIX C ITPOJIATICOM HOCUT apUTMOTCHHBIN TeHe3 U 00yc-
JIOBJICHA BHE3aITHBIM BO3HUKHOBCHUEM UIMOTIAaTHYECKOM
KeJTyI0YKOBOW Taxukapnuu (pulOpuansiiuu) Ha ¢oHe
CUHApOMA YAJMHEeHHoro uHtepBana O—7 [54] wiu cu-
HoaTtpuanbHoU Onokanwl [55]. Tak, E.G. Zouridakis u
C0aBT. [56] otMeTrn Gonbinyto nucnepcuio Q—Tu J—T
y GOJIBHBIX C TIEPBUYHBIM TIPOJIATICOM MUTPAIBHOTO KJla-
naHa. [1pu aTom nucnepcust untepsaia Q— T noctoBep-
HO KOppeJupoBajia ¢ NyOUHON MporudaHust CTBOPOK U
UX TOJILLIUHOM.

TakTHKa BeJdeHWs JeTell ¢ TEPBUYHBIM TIPOTATICOM
MUTPAJIBHOTO KJIallaHa pas3jinyaeTcsl B 3aBUCUMOCTHU OT
CTETIeHW BBIPAXKEHHOCTH TIPOJTaOUPOBAHUS CTBOPOK,
XapakTepa BETETaTUBHBIX U CEPIACYHO-COCYITUCTBIX M3-
meHenuit [57]. [lpu Hanmuuuu U3MEHEHUI Mpolecca
penonsipuzanuu Ha DKI mpoBoasTCs Kypchbl JieueHUs:
npenapaTamu, yJayylllalOlMMU OOMEHHBIE MPOLIECCHI
B MMoOKapne (TaHaHTUH, PUOOKCWUH, BUTaAaMUHOTEpa-
ST, KapHUTUH). KapHUTUH (0Te4eCTBEeHHBIN TIpernapar
9JIbKap WU 3apyOexKHble aHaJorv) Ha3HayaloT B 103€
50—75 Mr/kr B cyTku B TeueHue 2—3 mec [12]. Kap-
HUTHUH BBITIOJHSAET IICHTPATBHYIO POJb B JIUITUIHOM U
9HepreTuuyeckoM obmeHe. ABissick kodakTopoM Oera-
OKUCJICHUS XKUPHBIX KUCIIOT, OH TIEPEHOCHUT allMJIbHBIE
coennHEeHUsT (KUPHBIE KHMCIOTHI) 4epe3 MHUTOXOHIPH-
ajibHble MeMOpaHbl, MPenynpexaacT pa3BUTUE HEHpo-
IucTpopuu MuoKapia, yjaydllaeT ero dHepreTuyeckuit
00OMeH.

OtMeueH OaaronpusaTHbIl 3¢ GEKT OT MpUMEHEHUs
KosH3uMa Q,), KOTOPBIA 3HAYMTENBHO YJIydllaeT OUo-
SHEpreTuYeckre MpoleccChl B MMUOKapie W OCOOEHHO
3¢ deKTUBEH MPY BTOPUIHON MUTOXOHIPUATEHON HEI0-
cratroyHocTtu [58]. B kauecTBe OMONOrMYecK aKTUBHOM
100aBKU KO3H3MM Q, HasHayaioT o 1 tabneTke 2 pasa
B JICHb.

OredecTBEHHbIE MCCIEAOBATEIM OTMeYaloT OJa-
TONIPUSITHBIN 3(hdEKT TPUMEHEHUST OpoTaTta MarHWs
(MarHepoT) y neteil B no3e 50 Mr/cyT B TeueHUe MepBOi
Henenu u 25 mr/cyT B ocneayiomieM [59]. IMocie 6-me-
CSIMHOTO Kypca Tepanuu MpernaparoM MarHepoT y na-
IIMEHTOB C WAVOMATUICCKUM ITPOJIATICOM MUTPAIBHOTO
KJlanaHa YCTaHOBJIEHO 3HAYUTEIbHOE YydllleHUe 00beK-
TUBHON U CyOBEKTUBHON CUMIITOMATUKU C TOJHON WK
MOYTU TMOJIHOM peayKiuei MposiBjieHuit 60ae3Hu Oosee
9YeM y TTOJIOBUHBI 00JBHBIX. Ha hoHe JledeHns: oTMeueHO
YMEHBIIICHUE TSKECTH CHMHAPOMA BETETAaTUBHOM JMCTO-
HWH, COCYIUCTBIX, TEMOPPArMUeCKUX M TICUXOIaTOIOTH-
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YECKUX PACCTPONCTB, HAPYLIEHUI pUTMA Cep/ilia, YPOBHS
apTepUaIbHOTO aBJIEHUS, a TAKXKE YIyYllIeHUE KauecTBa
>KM3HU nauueHTtoB. Kpome toro, Ha ¢doHe jseueHus ao-
CTOBEPHO YMEHbIIIWIACH BbIPak€HHOCTh MOpdoornyec-
KUX MapKepoB IUCIUIa3UM COeTMHUTELHON TKaHu [60].
[MokazaHUsSIMU K Ha3HAYEHWIO [B-aapeHO0I0KATOPOB
SIBJISIIOTCSL yacTble, TPYIIOBbIE, paHHUE (Tua R Ha T)
JKEJTYIOUKOBbIE DKCTPACUCTOJIbI, OCOOEHHO Ha ¢oHE Y-
JuHeHUs1 uHTepBaia O— 7'M CTOMKUX penosipu3aluoH-
HbIX HapylieHuil. CyToyHas no3a 003ugaHa COCTaBIISIET
0,5—1,0 Mr Ha 1 Kr Macchl Teja, JiedeHue MPOBOAUTCS
B TeueHue 2—3 Mec u 6osiee, mociie YeTo OCyIeCTBIsIeT-
csl TIocTeleHHasi OTMeHa MpernapaTa. Penkue cynpaBeH-
TPUKYJISIDHBIE U KEJTYTOUYKOBbIE 3KCTPACUCTOJIBI, €CIU
HE COYETAIOTCSl C CUHIAPOMOM YJIMHEHHOTO WHTEpBajia
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