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Pe3tome. [Iponarnc mutpansroro knanana (IIMK) — game BposkaeHHBIH NOPOK KJIAIAHHOTO arima-
parta, IpOSIBISIOLIUICS NMPOBUCAHMEM CTBOPOK MUTPAJbHOIO KJarnaHa pasiudHoi creneHu. Cuuraercs
n00poKaYeCTBEHHBIM 3a00/IEBaHIEM, PEAKO UMEIOIIUM OCJIOKHEHHS], OIHAKO OHU CEPbEe3HbI U ACCOLIMUPO-
BaHBI C Pa3BUTHEM BHe3ammHOU cepaeuHoii cmeptu (BCC).

KaroueBbie ci0Ba: BHe3amHas cepaeyHas CMepTh, MPOJIANC MUTPAIBHOIO KJlamaHa.

Resume. Mitral valve prolapse (MVP) — more often congenital valvular disease appear in different
measure mitral valve leaflet prolabe. Commonly it is benign, infrequently give any complications. However
they’re severe and associated with sudden cardiac death (SCD).

Keywords: sudden cardiac death, mitral valve prolapse.

AkTyaabHOCTh. [lo manaeiM BO3, wactora BHe3anHoM cepacunoi cmeptu (BCC)
coctapysieT 30 cimyvacB B HeAen0 HA 1 mutH. Hacenenus. B EBpone u CIIIA kaxablil rof
perucTpupyrot 0koJio 350000 ciyyacB BHE3AMHOM CEPICUHON CMEPTH, BEI3BAHHON pPa3iny-
HBIMH [IPUYMHAMM, Y JIMLL Pa3HbIX BO3pacTOB. bonee 80% cinydaeB CBIA3bIBAIOT C ATEPOCKIIE-
POTUYECKUM MOPAKEHUEM BEHEYHBIX COCYI0OB Y JIMI OKUIIOr0 Bo3pacta (ctapme 60 Jer).
3HAUYMMYIO KOTOPTY COCTABJISIOT JIMLA MOJIOJOTO BO3pacTta (35 u MeHee), TpUUMHA CMEPTH
KOTOPBIX HE CTOJIb OYEBHIHA M JOJHKHA OBITh JTYUIIEC U3yUYEHA JJIsl TOHUMAHUSI MEXaHU3MOB
Pa3BUTHS TOJAOOHOTO COCTOSIHUS, YTO O3BOJIAT MPEAOTBPATUTE UM CHU3UTH CJTy4au BHE-
3aMHOM CEPICUHOM CMEPTH Y TPYA0CTOCOOHOTO HACEJICHHUSI, @ TAKXKE Y IETEH U IOIPOCTKOB.

enb: n3ydyeHne B3aMMOCBSI3M MEXKy HACTYIUICHHEM BHE3AMHOM CEPICYHON CMEPTH
¥ TIPOJIAIICOM MHUTPAJIBHOTO KJlalaHa y AETEH U ML MOJIOKE 35 JIeT.

3apaum:

1. OnpenenuTh MEXaHU3M PA3BUTHUSI BHE3AMTHOM CEPACUHON CMEPTH Yy JIUILL C MPOJan-
COM MUTPAJIGHOTO KJ1alaHa.

2. 3yunTh OCHOBHBIE MOP(OIOTUYECKHNE OCOOCHHOCTH CEPACYHON TKAHU MPH TPO-
JIArce MATPAIBHOTO KJanaHa, npusoasmue kK BCC.

3. IlpeacraBUTh METOABI AMATHOCTHKH, KOTOPBIE MO3BOJISIT B XOJC MPOBEACHHS JKC-
NEPTU3BI JUArHOCTHPOBATh MpoJianc MuTpanbHoro kianana (ITMK) B ciydae BHe3anmHOH
CEPICYHOM CMEPTH.
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Marepuan u MeToabl. MaTepraioM JUlsl UCCIIEIOBAHUS TOCTY>KUAJIM HAYYHBIE MyO-
avkanuu, otoopansbie B 6azax Medline u Elibrary no kimoueBbIM cioBaM «BHE3AIHAs CEP-
JedHast cMepThy, «sudden cardiac deathy, «mponanc METPaJIBHOTO KiamaHay, «mitral valve
prolapse». Ilpu 00pabGoTKe IMTEPATYPHBIX JAHHBIX UCMOIB30BAIA OOUICHAYYHBIE METO/IbI
aHaiu3a, CUHTE3a, CPaBHEHU S, 0000IICHUS, NEAYKIIUN U UHITYKIIHH.

Pe3yabrarsl n ux o0Cy:kaeHue. BHe3anHas cepacyHas CMEPTh Y MOJIOJIBIX JIFOICH —
HEOOBSICHUMAs CMEPTh, SBJISIOLIASACS PE3YJIBTAaTOM ECTECTBEHHBIX MPUYMH, HACTYMAOIIASL
MTHOBEHHO WJIM B TEYEHHE OJTHOTO Yaca B OTCYTCTBMHM CUMITOMOB Y JIALL B BO3pacte 35 neT
W MJTJIIE.

Otuonoruss BCC BkItoYaeT MIIeMUYECKY0 OO0JIE3Hb CEPJIlla, CBA3AHHYIO C aTepo-
CKIEPOTHYECKUMHA NOPAKCHUSIMH KOPOHAPHBIX COCYJOB, BPOKICHHBIC U MPUOOPETCHHBIE
CTPYKTYPHBIC aHOMAJIMU CEPALA, KAPANOMHUOIIATHH, U SJIEKTPOPHU3NOTOTHIECKUE HAPYILIE-
HUS1, BBISIBIISIEMBIE PETPOCIIEKTHBHO MO JAHHBIM MEIUIUHCKUX OCMOTPOB WJIH K€ o0pariie-
HU 32 MEAULIMHCKOH noMouIbro. DakTopamMmu pucka BO3HMKHOBEeHUs: BCC gBnstoTes: ciy-
Yal BHE3AIMHON CEpACYHON CMEPTU B aHAMHE3€, 0OMOPOKH, CTPECCHI, SJEKTPOKApANOrpa-
(prvecKre U3MEHECHHSI, PETUCTPUPYEMBIE B XOJ€ 00CIEI0OBAHUH.

[Tponanc mutpansHoro kianana (IIMK) —3to nporubanue 6omnee ueM Ha 2 MM CTBO-
POK KJIaraHa B TOJI0CTh JIEBOTO MPEACEPANs BO BPEMsI CHCTOJIHI.

HaunGonee pacnpocTpaHeHHas MPUYMHA — UAMONATHYECKAsE MUKCOMATO3HAs IETCHE-
paums (MT).

[TMK 00bIYHO UMEET NTOOPOKAYECTBEHHBIN XaPAKTEP, HO MOT'YT BO3BHUKHYTh OCJIOXK-
HCHHUS, TPUBOASIIME K JIETATbHOMY ucxoay [1].

B xozne u3yuenus ureparypsl 0 B3auMocBa3u Mexay [IMK u BCC y Mmonoasix jiro-
A€ ObLTH MOMYUYEHBI CIICTYOIIAE CBEICHUS

* JacToTa pacnpoCTpaHEHHOCTH MPOJIANICA MUTPAIBHOIO KJlanaHa, BBISIBJICHHAS WC-
CJIEIOBATEISIMU CXOAHA ¢ DPAMEHTCHCKUM HUCCIEN0BAHUEM U cocTaBiseT 2,3-2.4% (2,4%
COOTBETCTBEHHO).

* Mexanu3m pazButus B Oonee yeM 80% ciyyaeB — pUOPHILTALINAS KETYJOUKOB [3,
4].

* [TaTo(pM3MONOrMYECKAA aCEKT MKETYAOUKOBBIX apUTMHIA A0 KOHILA HesiceH. Of-
HAKO MCCJICAOBATENN BBILABUTAOT Pl PEANONIOXKEHUH [3, 4, 5]:

1. Tpakuusi MaNMWUISPHBIX MBIIL WIA COPOC KPOBM YEPE3 CTBOPKM KJIAllaHA B JUa-
CTOJIY KaK MEXaHWYECKUI TpUrTep Uil pa3BUTUsl (GUOPUIUISLINAN,

2. Ponb MOBBIIEHHOTO BEFETATHBHOIO TOHYCA B CBSI3U C M30BITOYHON SKCKPELUE
KATEXOJIAMMHOB MPU MTPOJIANICE MUTPAJIBHOIO KianaHa [3];

3. 3aaep:KKa MOCTACHOAPU3ALMH, KAK CIICICTBUE. PaCTsHKEHUE U GUOPO3 Manuiuisip-
HBIX MBIIIIII;

4. TlpexxneBpeMEHHOE BO30YKACHUE JKETYA0UKOB,;

5. ®ubpo3 MUOKaApIa IEBOTO JKEITy T0UKA, MPEXKAC BCETO B 3aAHC-BHYTPEHHEH Marui-
JIAPHOM MBILILE U HA BHYTPEHHEH CTOPOHE 3aHE-HUYKHEN CTEHKH ey a0uKa. [2]

» ®akTopamMu pucka, cnocodcTByrommMu pazeutrro BCC npu nponarnce MATpalib-
HOTO KJIANaHa, SIBJSFOTCS:
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1. MukcomaTo3Has AereHepaurs CTBOPOK KiamaHa 5 MM M Oosee M JereHepanus
JAPYTUX CTPYKTYP KIIAMAHHOTO arapara,

2. Cily4an BHE3AIMHON CEpACUYHON CMEPTH U OOMOPOKOB B CEMEHHOM aHAMHE3E,

3. Ouaru >KTONMHYECKOTO BO30OYKACHUS B KEITYA0UYKAX;

4. PaspeiB X0px,

5. BeipaxkeHnHas v Tskénas mutpasibHas peryprutauus (I w IV crenenn);,

6. Dnexrpokapauorpapuueckue namenenus ST-T, Q-T;

* 73% snm3000B BHE3anmHOM cmepty npu [IMK npuxonsarcs Ha BpeMs CHA, OTAbIXa
WJIH PETYJIIPHON JTHEBHON aKTUBHOCTH C PABHBIM PACMIPEACIEHUEM COOBITHI B TEYCHHUE CY-
TOK;

* PaznmMuue NoOBEIX U PACOBBIX MPU3HAKOB UMETIO HE3HAYUTEIIBHBIN XapakTep.

* Hanbonee yacTelii KIMHUYECKWH BapUaHT TECYCHHs MPOJAnca MUTPAIBHOIO KIa-
naHa, npeamecteyromui BCC, — MalOCUMIITOMHBIA WM «HEMOW», IPU KOTOPOM OTCYT-
CTBYIOT CUMIITOMBI WJIM OHH HE3HAYUTEIIbHBI, 1 MOYKHO OOHAPY>KUTh JIMLIb MOCPEICTBOM
METOAO0B JUArHOCTHKH.

* Tak, acumMnToMaTu4Has CMEPTH OTMevasach B 21% ciyyaes.

Knaccrueckas gopma BCTpedaeTcs yanle W NPEACTaBICHA YTOJILICHHEM CTBOPOK,
BCIICJCTBAE MUKCOMATO3HBIX M3MEHEHWH, YTO PACCMATPUBACTCS KAaK OCHOBHOW BAPUAHT
3TUOJIOTHH MEPBUYHOTO MTPOJIANCAa MUTPAIBHOIO KJIAlaHa.

MukcomaTo3Has JEreHepanus — TCHETUYECKH 00YCIOBIEHHBIA TPOLECC HAPYIIEHUS
Y yTpaThl HOPMAJIbHOW apXUTEKTOHUKHA (PUOPWIIISPHBIX U 3JTACTUYECCKUX CTPYKTYP COEIH-
HUTENIBHON TKaHW ¢ HAKOTUJICHUEM KHUCIBIX MPOTECOTIMKAHOB 0€3 MPU3HAKOB BOCIAJICHUSI.
AccouMMpOBaHa € NOBBIIICHUEM AKTUBHOCTA MATPUKCHBIX METAUIONPOTENHA3, CUHTE30M
aHOMaJILHOTO (PMOPHUIUIMHA, YTO TPUBOIUT K YTPAaTE HOPMAILHOM MJIOTHOCTH KOJIJIareHO-
BOH CTPYKTYpPBI U ()parMEHTALMK KOJUTAr€HOBBIX BOJIOKOH.

[To MPOUCXOMKACHUIO, B YACTHOCTH BOZHUKHOBEHUIO MUKCOMATO3HOM JETECHEPALH,
BBIICTISIFOT MEPBUYHBIN (BPOKIEHHBIN ) U BTOPUYHBIN (TPHOOPETEHHBIN ) MPOJIANC MUATPAJTb-
HOIO KJIaNaHa.

BpoxkaeHHoe HapyLIeHUE COCAVUHUTEIbHOW TKaHU HACIEAYETCSA MO0 ayTOCOMHO-I0-
MUHAHTHOMY THITY. BBbIsBIIEH JOKyc MMVP1 B xpomocome 16pl1.2-pl12.1 m nokyc
MMVP2 B xpomocome 11p15.4, a Taxxe reHHsie 10Kycol B 16 u 13 xpomocomax, OTBeya-
onMe 3a noseiacHre M/1; 006CyxknaeTcst KOHIENIUS MOJUTCHHON MOJEIN HACIEA0BaHUS,
MHOTHME MCCIIEA0BATENN TPUACPKUBAIOTCS BEPCUHM BOZHUKHOBEHUS MyTanuu reHa FLNA,
KOJMPYroero 0enok punaMmuH A, 4TO MPUBOJAUT K PA3BUTHIO MUKCOMATO3HOM AereHepa-
L1H.

BTopuuHbIi nPOnanc MUTPAIIbHOTO KIANaHa BOZHUKACT BCIECACTBUE BOZHUKHOBEHUS
MHBIX MMATOJIOTUH B KJIANAHHOW CHCTEME WM OpraHu3Me B LEenoM. K TakuM COCTOSHUSAM
MO>KHO OTHECTHM KOPOHAPHYIO IATOJIOTHIO, PEBMATH3M; KapAMOMHUONATHUH, MUOKAPIMT,
BPOXKACHHBIE IOPOKU cepaua u ap. Haubosee 4acTo npeamecTBoBaaIn HCXOAY B BUAE BHE-
3anHOM CEpACYHON CMEPTH TAKUE OCIIOKHEHMS MPOJIanca MUTPAIBHOTO KJlanaHa KaK WH-
(PEKUMOHHBIN 3HIOKAPAUT, OCTPas U XPOHUYECKAs MHUTPAIbHAS HEJOCTATOYHOCTb, MUT-
palibHasl PEryPruTanusl BBIPAKEHHOW M TSHKENON cTeneHn, TpoMO03MO0Ins, HApYLIEHUS
CEPACYHOIO PUTMA.
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JIMarHOCTUYECKUE METOIBI OMPEIACIICHUS HAMMYMS 3a00JIEBaHUSI MOKHO Pa3ICiIUTh
HA NPUKU3HEHHBIE U TIOCMEPTHBIE.

HanGonee nHpOpMaTUBHBIMH W3 MPU>KU3HEHHBIX SIBJISIETCS MPOBEACHUE AyCKYJIbTa-
MU C BBICIYIIMBAHAEM MEPBUYHOIO IIEITYKA, a 3aT€M JONOJHEHUE PE3YJIBTATOB UHCTPY-
MEHTaJIbHBIMM MeTOaMu rucciieaoBanus. OKI' u OxoKT [1].

BbiBoabI:

1. PacnpocTpaHEHHOCTh BHE3AMHOM CEPACYHON CMEPTH CPEIM MOJIOABIX JIFOACH BbI-
SBIIIETCS B MOMYJIIUMU C 4acToTOM 2,4%, Oosee 80% u3 KOTOPBIX MPUXOAUTCS HA GuOpUII-
JSIUUIO FKEITy TOYKOB KaK MEXAHU3M PA3BUTHS.

2. Mopgomornyeckoii OCHOBOH Al Pa3BUTHs MPOJIANCA MUTPAIBHOIO KjlaraHa B
OONBIIMHCTBE CITy4acB SIBISETCS BPOKAEHHAS M MPUOOPETEHHAS MUKCOMATO3Hasl ACTEHE-
pauusi.

3. JlnarHoCcTUpOBaTh MPOJIANC MATPATIBHOTO KJTanaHa B XOA€ SKCIEPTHU3BI MOYKHO MO-
cpeactBoM AaHHbX OKI', 9XO KI', mpoBOauMbIX (PU3NUECKOMY JIUIY MPWXKU3HEHHO, a
TaK>KE MOCPEACTBOM T'MCTOJIOTMYECKOTO UCCIEN0BAHUS TKAaHU CTBOPOK MUTPAIIBHOTO KJla-
naHa, TJ1¢ MOKHO OOHAPY>KUTh MUKOCMATO3HO U3MEHEHHYIO TKaHb CTBOPKH MHUTPAJILHOTO
KJlanaHa.
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