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NMPOJIANC MUTPAJIbHOTO K/IAMAHA: MAJIAA AHOMAJIUA CEPALA,
HECNEUMDPUYECKOE NPOABNIEHUE HAC/IEACTBEHHbIX HAPYLLEHUWA
COEAUHUTENBbHOU TKAHU UTIU CAMOCTOATE/IbHbIN CUHAPOM?
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B 0630pHOI cTaTbe NpeAcTaB/ieHbl COBPEMEHHbIE NPeCTaBNeHNA O Npoaance MMTPaabHOro
KnanaHa. OTpakeHbl BONPOCHI NaToreHe3a, AMarHoCTUYECKUX KPUTepMeB NEPBMUYHONO U BEPO-
ATHOro nposanca, NoApPobHO pPaccCMOTpeHbl BONpOChl anuaemuonorun. OTmedeHsl npobne-
Mbl, CBA3aHHbIE C CYLLECTBEHHOM rMnepanarHoCTMKOM 3TOr0 COCTOAHMUA B Hallel cTpaHe (4o
36,8%), 4TO CBA3AHO C UFHOPMPOBAHMEM MENYHAPOAHbIX COraCOBaHHbIX aFOPUTMOB U He-
BEPHOWM TPAKTOBKOW MOMYYEHHbIX MPW 3XOKapAanorpadun pesynstaTos. Mpu MCnosb3oBaHWK
napactepHasbHOM ABYXKaMepHOW No3nLmMmM 1 BbiIbope AMarHoCTUYecKoro nopora 8 3 mm 1 60-
Nlee, NPONANCc MUTPANbHOIO KNanaHa BbifaBaAeTcA y 4,3% npakTUYeCcKM 340POBbIX MOMOAbIX
NIOZlel, YTO CONOCTaBMMO C NOMNYNALNOHHBIMW MUPOBLIMW UCCIEA0BAHUAMM, NPU OTCYTCTBUM
NoaoBbIX pPasnnunii. O6cyKAeHO MecTo Nposianca MUTPAAbHOrO KaamnaHa B aAropuTmax gma-
THOCTMKM HacAeACTBEHHbIX CMHAPOMOB — MapdaHa n Inepca-[aHno, ero NAenoTPonHOCTb,
YTO C/AealyeT yYMTbIBATb NPU CTPATUOUKALMM PUCKA PA3BUTUS KAMHUYECKM 3HAYMMBbIX CODbI-
TUI 1 NPU BEPOATHOM Nponance. O603HayYeHbl CUTyal MK, NO3BOAIOWME TPAKTOBATL NPOAANC
MWTPAZIbHOTO K/aamnaHa Kak CamMoCTOATENbHbIA HAacneACTBEHHbIA CUHAPOM MO Manykt aHo-
Manuto cepaua. MI3noxeHbl coBpeMeHHble NpeAcTaBAeHnA O NaToreHese nposanca MUTPab-
HOro K/i1anaHa, poan TpaHchopmmpytolero GakTopa pocTa-f B MporpeccupoBaHmnm MMKCOMa-
TO3HOWN AereHepaLmn CTBOPOK M NPOABAEHUI KapaMoMmnonaTun. NokasaHo NPorHocTUYeckoe
3HaYeHne NepBMYHOro Npoanca NPU ero eCTeCTBEHHOM TeYEHUN — NPOTrPeccMpoBaHNE MUK-
COMaTO3a CTBOPOK, MUTPaNbHOM HEAOCTATOYHOCTH, PACLUMPEHUA MAruCTpPanbHbIX COCY/0B.

KntoueBble cnoBa: nponanc MMTPasbHOro K/aamaHa, pacnpocTpaHeHHOCTb, bonesHb Bapnoy,
$dnbpoaNacTMHOBAA HEeAOCTaTOYHOCTb, HACAeACTBEHHble HapylweHusa (Aucnnasvm) coeguHu-
Te/IbHOW TKaHW, Masible aHOManumn cepaua, cuHapom MapdaHa, cuHapom dnepca-aHno, CuH-
apom fletonca-Antua, CnHapom CTuknepa.
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MITRAL VALVE PROLAPSE: A SMALL ANOMALY OF THE HEART,
A NONSPECIFIC MANIFESTATION OF HEREDITARY CONNECTIVE
TISSUE DISORDERS OR AN INDEPENDENT SYNDROME?
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The review article presents modern concepts of the mitral valve prolapse. The issues of patho-
genesis, diagnostic criteria of primary and probable prolapse are reflected, the issues of epide-
miology are considered in detail. The problems associated with significant overdiagnosis of this
condition in our country (up to 36.8%) are noted, which is due to ignoring internationally agreed
algorithms and incorrect interpretation of the results obtained during echocardiography. When
using a parasternal two-chamber position and choosing a diagnostic threshold of 3 mm or more,
mitral valve prolapse is detected in 4.3% of practically healthy young people, which is compa-
rable to population-based world studies, in the absence of sex differences. The place of mitral
valve prolapse in the algorithms for diagnosing hereditary syndromes — Marfan and Ehlers-Danlos,
its pleiotropy, which should be taken into account when stratifying the risk of clinically significant
events and in case of probable prolapse, is discussed. The situations that allow to interpret mitral
valve prolapse as an independent hereditary syndrome or a small anomaly of the heart are indi-
cated. The article presents current views on the pathogenesis of mitral valve prolapse, the role
of transforming growth factor-B in the progression of myxomatous degeneration of the valves,
the development of manifestations of cardiomyopathy. The prognostic value of primary prolapse
in its natural course is shown — the progression of myxomatosis of the valves, mitral insufficiency,
dilation of the main vessels.

Keywords: mitral valve prolapse, prevalence, Barlow's disease, fibroelastic deficiency, hereditary
disorders (dysplasia) of connective tissue, small heart abnormalities, Marfan syndrome, Ehlers-
Danlos syndrome, Loeys-Dietz syndrome, Stickler syndrome.
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B rpynny HacneacTBEHHbIX HapylleHWn coe-
ONHUTENbHON TKaHu (HHCT) BKAOYalOT reHe-
pann3oBaHHble 3abonesaHua, 0bycNOBEHHbIe
nedeKTom TreHoB, KOAMPYIOWMX OAMH K3 Co-
CTaBHbIX 3/1IEMEHTOB COeANHNTENbHON TKaHW [1].
B HacTtosuee Bpema K HHCT oTHocAaT 6onblioe
KonmnyectBo 3aboseBaHUn:  HecoBepLUeHHbIN
ocTeoreHes, cuHapom dnepca-LAaHno, cutis laxa
(cMHapoMm BaANOW KoXM), pseudoxanthoma elasti-
cum (3nactTuyeckan NceBaoKCaHTOMa), CUHAPOM
MapdaHa u apyrne odubpunamHonatum (CUH-
apombl  flbtonca-AuTua, LnpuHueHa-fonadep-
ra, Beinns-MapkesaHu, ceMenHON aHeBPU3Mbl
TOYOHOM aopTbl, BPOMAEHHAA KOHTPAKTypHas
apaxHodakTuaMa) U mHorne apyrne [2]. Oby-
CNIOBNEHbI OHW MYTaLMSMM FeHOB, KOAMPYHOLLMX
pasnnyHble TUMbl KosnareHa, GUbPUAIUHA, He-
KOTOPbIX GEepMeHTOB, TPAHCMOPTHbLIX U peryns-
TOpHbIX 6enkos. Mpu GonblwmHctee HHCT Ha-
bntogaeTca noparkeHue cepaeyYHO-cocyamcTomn
CUCTEMbI PA3IMYHOM CTEMEHM BbIPAXKEHHOCTH,
06YCN0BNEHHOE HAMMYMEM IKCTPALEANONAPHO-
roO MaTpUKCca B 3HAOKAPAMANIbHOM CNOE, B UHTEp-
CTMUMANBbHOM MPOCTPAHCTBE MEXK/Y KapAMOMMO-
UMTaMK, KnanaHax cepjla, aopTe W NEeroyHom

apTepuu.
MponabuposaHMe  MWUTPasbHOMO  KaanaHa
(MK), obycnosneHHoe reHeTMdYeckum aedek-

TOM CcOeAMHUTENbHOM TKaHW, HabodaeTcs npu
cuHapomax MapdaHa [3—-7] /lbounca-AuTua [8],
dnepca-faHno [9, 10], anacTMyeckon nceBaoK-
caHTome [11, 12], BPOMXAEHHOW KOHTPAKTYp-
HOM apaxHogakTuaum [13], HecoseplleHHOM
ocTeoreHese [14], cuHapome Ctuknepa [15, 16]
W, NPeMMyLEeCTBEHHO, OObACHAETCA Hapylle-
HMEM ONopHOM GYHKUMKN dnbposHoro caoa MK.
MponabuposBaHne MK ABaseTca XOTb M YacCTbiM
(8 ocobeHHOCTM nNpu cuHapome MapdaHa), HO
He crneunduyHbIM MNpoABAEHMEM  HObLWWH-
ctea HHCT. Tak nponanc MUTPaNbHOroO KaanaHa
(MMK), Kak oaMH M3 MPU3HAKOB, OLIEHMBAETCS
NVWb B oAMH 6ann npu onpeaeneHun CTeneHu
CUCTEMHOrO BOB/IEYEHUA COEAMHUTENbHOM TKa-
HW Npu cHapome MapdaHa [17].

Takke cnefyet NOAYEPKHYTb, YTO AnWb 1-2%
nayyeHtTos ¢ NMMK mmeroT 04HO M3 OMMCAHHbIX

HHCT [14]. Takol »e BbIBOA, MOMHO cAenaTb
npyW conocTasaeHnn pacnpocTpaHeHHoct HHCT,
KOTOpble BCTPeYaroTca oveHb peako — 1:5000—
75000, n MMK, pacnpocTpaHeHHOCTb KOTOPOro
oueHuBaeTca B 2,4% oT obuwen nonynaummn [18—
21]. Takum obpazom, bonbLINHCTBO ciydaes NMMIK
He cBa3aHbl ¢ Apyrumm HHCT 1 MmetoT camocTo-
ATeNbHYO 3TMoNOrM0. MpK 3TOM HEOAHOKPATHO
npeanpuHMMaemble MOMbITKM CBA3aTb HOopMM-
posaHue NMMK ¢ gepekTom ogHoro us epubpun-
NIAPHbLIX KOMMOHEHTOB 3KCTPALENIONAPHOIO Ma-
TPUKCa, He yBeHYanuce ycnexom (14, 22, 23].

N3MeHeHUA  3KCTPaULEeNtoNAPHOrO  MaTPUK-
ca B mmokapae npu HHCT Takxe moryT conpo-
BOX/AATbCA HAPYLIEHUAMM Ero COKPaTUMOCTU
W penakcaumu, NpuBOAA K CHUMEHUIO dpaKkumm
BbIbpoca neBoro xenyaouka (/1K) n yxyaleHuo
NnoKasaTtenen paHHEero AMacToNMYEecKoro Hamnos-
HeHus. NoaobHble n3MeHeHMA HBblIM MHOTOKPaT-
HO onucaHbl Ana cuHapoma MapdaHa [24, 25].
OfHaKo NULWb eAHUYHbIE UCCe0BaHMA YKa3bl-
BAOT Ha Ha/IM4YMeE CUCTONMYECKON 1 AMacTonmnye-
cKOM AnchYHKUMM JIHK y 4acTu NaLMEHTOB C Kaac-
CMYECKMM U TUNepPMOBUIbHBIM TUMOM CUHAPOMA
dnepca-AaHno [26], cuHapomom Jlbtonca-Antua
[27], a TaKKe Ha HapylueHWe AMaCTONUYEeCcKoM
GYHKUMM  MpU  HEecoBepLIEHHOM OcCTeoreHese
M 3nacTMyeckon ncesgokcaHTome [28]. MaTore-
He3 3TUX M3MEHEHWN A0 KOHUA He AceH. Takke
paHee He OMUCbIBAZIUCL HapylleHWUs OYHKLMM
mmokapaa /K npu NMMK.

Mpy nponance MWUTPaANbHOrO KnanaHa, Kak
n npu apyrnx HHCT, nMetoTca cUCTEMHbIe NPOAB-
NeHus gedekTa coeiMHUTENbHOM TKaHN. Tak npu
MMK 3HauMMo Yallle BCTpevatoTca depopmaumn
rPYOAHON KNETKM — BOPOHKOBMAHaA [29-32]
n kmnesuaHas [33—35], ckonmos [36, 37], cuk-
APOM MPsMON cnuHbl [38], gosnmxocTeHoOMenms
1 apaxHodaktuama [39], rmnepmobuabHOCTL Cy-
ctasos [40, 41] 1 n3ameHeHUA Koxu [42].

Taknum obpasom, B Tex Cayyasax, Korga He yaa-
eTcA BblABUTL Apyrme moHoreHHble HHCT, nep-
BMYHbIM MTMK cnenyeT pacueHWBaTh B KayecTBe
oaHoro n3 HHCT, nmerollero Kak KapamanbHble,
TaK W 3KCTPaKapAmasnbHble MPOABAEHMA, MOTy-
LiMe OKa3aTb CYL,ECTBEHHOE BAMAHME HA KAUHU-
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Ky M NPOrHo3 AaHHOro 3abonesaHms.

MoMMMO HacneACTBEHHbIX CMHAPOMOB Bblae-
NAT pafa AMcnaacTMyecknx ¢eHoTmnos, 06b-
e[INHEHHbIX Ha OCHOBE OBLIHOCTM BHEWHUX u/
MAN BUCLEPaAsbHbIX MPU3HAKOB W XapaKTepusy-
toLmxcs 6onee nOHPOKAYECTBEHHBIM TEYEHMEM:
MapdaHonoaobHbI deHoTUn, mapdaHomaHas
BHELIHOCTb, 3/71epconoaobHbit  deHoTun, ao-
OpoKayecTBeHHan r’MnNepmobmIbHOCTL CYCTaBoB,
Heknaccuduumpyemoiii deHoTun. Mpu Uckaode-
HUK nepsuyHoro NMMK, nponabupoBaHme CTBO-
POK, 6e3 KX YyTOAWEHNA N 3HAYMMOM MUTPaSb-
HOW peryprutaumm, MOMKEeT COMPOBOXAATb 3TM
aucnnactmyeckme  GeHoTunbl, Nogo6HO ToMy,
Kak MMKkcomaTosHblii MMK conposoxaaetr HHCT
[43, 44].

CyuecTByeT TaKKe NoAxo, B paMKax KOTOpOro
nponanc MUTPaAbHOrO KaamaHa paccMmaTtpuBaeT-
CA B KQYeCTBe INLWb OAHOM U3 MasiblXx aHOMaNui
cepaua (MAC) [45]. Cam TepMHH «Masible aHoMa-
N cepAala» CerofiHs He MMeeT COrMacoBaHHOMo
onpeaenenua. K rpynne MAC oaHu nccnenosa-
Te/M NPUYUCAAIOT Ntobble aHOManUW, BbisBAAE-
Mble Npu MmopdonorMyeckom nccnegosaHmm [46],
ApYyrMe paccmMaTpMBaloT ee KaK KAMHWUKO-IXOoKap-
avorpaduyeckoe MoHATUE, BKOYAIOLLIEE MMEH-
HO Te aHOMa/INW, KOTOPble YAAETCA BbISBUTb NPU-
M3HEHHO B MpoLiecce axokapamorpapmuyeckoro
nccnenosaHua [47].

B aHrnossblyHON AnTepatype TepmmH MAC He
MCMONb3YETCA KaK eaMHOe MOoHATUE, MO3BOAALD-
wee 0ObEAMHWUTb BCE TEMOAMHAMMYECKM Ma-
NI03HaYMMble aHOMaNUW CoeaMHUTENbHOTKAHHO-
ro KapKaca v KfanaHHoOro annapata cepaua. Mo,
TepMnHamm “cardiac abnormalities”, “structural
heart anomalies”, “cardiac anomalies”, “mor-
phological abnormalities” wn “structural cardi-
ac abnormalities”, kKak npaBuao, 0ObeAMHEHbI
aHeBpM3MA  MeXnpeacepaHOM NeperopoaKu,
OTKPbITOE OBasIbHOE OKHO, YAJIMHEHHbIN eBCTa-
XMeB KnanaH, ceTb Kuapu, BTOPWMYHbIN AedeKT
MeXNpeacepaHon NeperoposikM M Nponanc mMu-
TpasibHOro KnanaHa [48-50].

TaKKe HeKoTopble aBTOPbl paccmaTpuBaloT
nepsu4HbIn MMK B KayecTBe 0AHOIO M3 MHOIMUX
NposBAeHNn HeanbpepeHUMPOBaHHOW Ancnaa-

www.jscientia.org

3UN COEANHUTENIbHOM TKaHW — COBOKYMHOCTM
BCEX MPW3HAKOB, CBOMCTBEHHbIX HacneACcTBEH-
HbIM HapyLlWeHUAM coeanmHUTEeNbHOM TKaHu [51],
WAW  T.H. «aucnnactmyeckoro cepaua» [52].
BmecTe c u4pesBbl4aliHOM rMMNepaMarHOCTMKOM,
MMeloLEen MecTo B Hallein ctpaHe [53, 54], aTo
NMPUBENO K HeAoOLeHKe 3HaYMMOCTU U pacnpo-
CTpaHeHHOMY MHeHMto o [TMK Kak «3xoKapamo-
rpadpuyeckomn 6onesHn.

B HacTosllee Bpemsa CywecTBYeT HEeCKO/b-
KO KnaccupuKauuii nponanca MUTPasIbHO-
ro KnanaHa. B 60/blWIMHCTBE M3 HWX MMeeTCA
pa3geneHme Ha NepBUYHbIN U BTOPUYHBIA [55].
MepsuyHblM NMMK sBAAeTCA CaMOCTOATENbHbIM
reHeTU4Yeckn AeTepMMHMPOBaHHbIM 3abosesa-
HMeM W MoapasfenseTca B CBOK o4epefb, CO-
rnacHo pekomeHaaumam ACC/AHA, Ha cemenHbIi
N HecemenHbI [55]. BTOpMYHbIA nponanc CTBo-
pok MK Habnogaetca npu MBC (Mwemmyeckan
ANCHYHKUMA NanNUANSPHbBIX MbILLLL), OCTPOW peB-
MaTuueckom nmuxopagke (TunmdHbin NMMK ¢ and-
by3HbIMM AereHepaTUBHbIMU U3MEHEHUAMM Obin
OMMCcaH NpW OCTPOM PEBMATUYECKOM BasibBY/IN-
Te B pernoHax, rae peBmaTvyeckas AMXopajKka
ABNAETCA 3HAEMMYECKMM 3abonesaHnem), npu
3ab0NeBaHMAX W COCTOAHMAX, COMPOBOXAAt0-
LIMXCA YMeHblUueHnem pasmepos JTAK 1 Konbua
MWUTPaSbHOMO KnanaHa (runepTpoduyeckan Kap-
OMOMMONATUA, NIEeroYHas runepTeHsusa, aedexT
MeXnpeacepAHon neperoposkm, Aernapartaums,
CMHOPOM MPAMON CMUHbI M BOPOHKOOOpa3Hasna
nedopmaumsa rpyaHoin knetku) [56, 57]. Cylue-
CTBYIOT Pa3HOMacKsA OTHOCUTENIbHO BK/OYEHUA
nponanca npu apyrnx HHCT (cuHapomax Map-
daHa, /lblonca-AnTtua u dnepca-faHno) B NoHaA-
TMe NepBuYHOro nam stopmnyHoro NMMK [55].

IxoKapamorpaduyeckn pasnM4YaloT  Knaccu-
YeCKUI (Mpu TOALLMHE CTBOPOK 5 Mm 1 Bonee)
M HEeKNaccu4eckuin (TonlmHa CTBOPOK MeHee
5 MM) nponanc MUTPanbHOro KnanaHa [55, 58]
(puc. 1).

TepMuH Knaccmyeckmnit NMMK  oTpakaeT Ha-
IMYME MMKCOMATO3HOW [ereHepauumn CTBOPOK
M WCMONb3YeTCA B KayecTBe CUMHOHMMAa nep-
BMYHOIO MMKcomaTosHoro MMK (6onesHun bap-
noy) [57, 59]. OTcyTcTBME YTOALLEHNA CTBOPOK
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MpumeyaHue: cmpesnkol nomeveHo ydnuHeHue (20 Mm) u ymosnueHue (7 mm) 3adHel cmeopku MK npu

knaccuyeckom NMMK

PucyHok 1. Knaccudeckuli (cnpasa) u Heknaccuyeckud (cnesa)
MMK (napacmepHansbHoe npodosnsHoe ceyeHue) (cobcmeeHHoe HabnodeHue)

(Heknaccuyeckuin NMMK) nossonseT genatb Bbi-
Bo4, 06 OTCYTCTBMM MPM3HAKOB MUKCOMATO3HOM
nereHepauuu.

Mcnonb3oBaHWe HECKONbKUX 0bLienpu3HaH-
HbIX Knaccupukaumin  (3TMoNorMyeckon, nato-
MOPGbONOTUYECKOM U aXOKapAMorpapuyeckoin)
ans 6onee NoOAHOro oNMCaHMA NaToa0rMYeCcKoro
COCTOSIHMA W pasrpaHUYeHus rpynn naumeHTos
C pasn4HbIMKM GopmMamu 3aboneBaHmsa NO3BOAA-
eT TOYHee onpenennTb NPorHo3 1 BblIbpaTb Npa-
BU/IbHYIO TAKTUKY IeYEHUSA B KaK10M OTAE/bHOM
cnydae. NonbiTKa X CMHTE3a Bblna NpeanpuHATa
B MEPBOM MEPecMoTpe POCCUICKUX pekomeHAaa-
UM no auarHoctnke n nedennto HHCT, B KoTo-
POM MPEeaoKEHO Pa3nYaTh HECKObKO BapuaH-
ToB MMK [60]:

1) MneloTponHoe nNpPOSABAEHUE HEKOTOPbIX
knaccuounumpyemblx HHCT (cuHapomsl Mapda-
Ha, dnepca-LaHao n ap.).

2) CaMOCTOSTE/IbHbIN KANHUYECKM W MPOrHO-
CTMYECKM 3HAYMMbIN CMHOPOM: MEPBUYHLIN Ce-
melHbin MIMK (familial mitral valve prolapse —
MIM  157700), nepBUMYHbIA MUKCOMATO3HbIK
MMK (myxomatous mitral valve prolapse — MIM
607829 nnn 610840) — npu OTCYTCTBMM MpU-
3HAKOB 0AHOro M3 MoHoreHHbix HHCT, B ciyyae
BbIAB/IEHWNA Y /UL, MOsI0A0ro Bo3pacTta [MMK c re-
MOAMHAMMYECKM 3HAYMMON MUTPASIbHOM peryp-
rUTaumen u/uam MMKCOMaToO3HOM AereHepaumen
CTBOPOK.

3) Manaa aHomanus cepaua, 4acTo CONpoOBO-
XOatoLWan apyrue Knaccubuumpyemble M Heknac-
cndurumpyemble  AMCNAACTUYECKME CUMHAPOMbI.
Mpn nckntoveHnmn cnHapoma NMMK norpaHnyHoe
nposiabnpoBaHMe CTBOPOK 6e3 UX YTOALLEeHWUs
M 3HAYMMOWM MUTPANLHOM perypruTaumm MosKeT
ObITb pacLeHeHO KaK OAWH 13 BAPMAHTOB MasibIX
aHOManui cepaua.

3nuaemuonorna MNMMK. [donroe Bpema cuu-
TaNocb, YTO PACMPOCTPAHEHHOCTb Mposanca
MWTPANbHOTO KianaHa B 60/bWON CTeneHu 3a-
BUCUT OT 3THMYECKOM MNPUHAANEKHOCTW, MONa,
BO3pacta obcnenoBaHHOW nonyaauMM M Ao-
cTuraet 7-8 % u bonee [61, 62]. OaHako nocne
onpefeneHna cornacoBaHHbIX AMArHOCTUYECKMX
noporos B KoHue 90-x roaos XX Beka, pesy/bra-
Tbl PA3/IMYHbIX UCCNEA0BAHUM CYLECTBEHHO M3-
MeHUAnch [63—65]. Taknm 06pa3om, Mbl MOXKEM
nonaratbCA NNWb Ha UCCNeA0BaHMUA NOCAEAHUX
OBYX [OECATUNETUI, KOTopble OLEHMBAT pac-
npoctpaHeHHocTb MMK ¢ oyeHb HebosbLWNM
pasbpocom, B npeaenax 0,6—2,7%. bonblune 3Ha-
YeHKA, NoNyYeHHble B nocneaHme 25 net XX Beka,
ABNAOTCA CNEACTBMEM CYLLECTBEHHOW rMnepau-
arHOCTMKK. Pe3ynbTaTbl egMHCTBEHHOro 60/b-
LOro 3NWMAEMMONOTMYECKOTO UCCNE0BaHNA —
Framingham Heart Study, B xoae KoToporo 6bina
oueHeHa pacnpoctpaHeHHocTb [MMK, Takxe cBu-
DETeNbCTBYHOT O HM3KOM PacnpoOCTPaHEeHHOCTU
AaHHOW naTtosiorMm B obulen nonynauum. B pam-
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Kax Framingham Heart Study 6bian npoaHanu-
3MPOBaHbl  3XOKAPAMOrPaMMbI, BbINOJHEHHbIE
B X04e nsAToro stana obcnegosaHusa (¢ 1991 no
1995 roapl) BTOPOro MOKONAEHUS Y4aCTHUKOB UC-
cneposaHua. M3 3736 obcnenoBaHHbIX TOMbKO
3491 wnmenn aaeKBaTHble 3XOKapAMOrpamMmsl,
NpUrogHble ANA OLEHKM MUTPANbHOrO Knanaxa.
Nk y 83 13 HMx (2,4%) Obin BblABAEH Nponanc
MUTpanbHoro KnanaHa: y 47 (1,3%) — knaccuue-
ckuit, y 37 (1,1%) — Heknaccuyeckmii [20]. Mpu
3ToM B xode PpemMMHreMCcKoro uccnenoBaHmA
He OblI0 MOJIlyYEeHO Pas3AnyMiA Mo Mosy M BO3-
pacTy mexay rpynnamm aumu ¢ MMK 1 6e3 Hero.
OfHaKo, B MCCNenoBaHMM MPUHUMANKM yyacTme
cybbeKTbl OT 26 A0 84 neT (cpeaHuit BO3pacT —
56,7+1,5 neT), n, cneaoBaTelbHO, OHO He OTpa-
YaeT pacnpocTpaHeHHocTb [MMK B nonynauum
VL, MONOAOro BO3pacTa.

YTO KacaeTcAa STHUYECKMX Pa3nynii B pacnpo-
cTpaHeHHoctn MK, To No gaHHbIM UccnenoBa-
Hua SHARE (Study of Health Assessment And Risk
in Ethnic Groups), He 6bI10 NOAYYEHO 3HAYMMbIX
pas3nnumnin B pacnpoctpaHeHHoctn MMK mexay
NpoXuBaoLLMMKN B KaHaae nvuamm eBponeincKko-
ro (3,1%), KuTacKoro (2,2%) v toXKHOa3naTCKoro
(2,7%) nponcxoxaeHus [65]. Cxoxue AaHHble Mo
PacNpPOCTPaHEHHOCTU MONYYEHbI ANA aMEPUKaH-
CKMX MHAENLEB No AaHHbIM Strong Heart Study —
1,7%, Ho 6onee HWM3KME ANA adpoamepmnKaHLEeB
no AaHHbiM mccnegosaHua CARDIA (Coronary
Artery Risk Development in Young Adults) —
0,43% [66]. CoBeplIeHHO MHble [laHHble O pac-
npoctpaHeHHocTn MMK nybankyroTca ana poc-
cuickom nonynaumn. Tak, BctpedaemocTtb MNMMK
cpeam NocTynatolmx Ha cay»Kby B opraHbl MB/,
B pecnybnmke TaTapctaH B Bo3pacte 20-30 nerT,
no AaHHbim M.B. Motanosol u coasT. (2009),
coctagnset 22,1% [54]. Cpean e CTyaeHTOB
YenabuHCKoM rocyaapCTBEHHON MeaAMLMHCKON
akagemunn B Bospacte 20-24 net (186 »eHWmH
M 86 MYNKUMH), CUMTaOWMX CeBA MPaKTUYECKM
3noposbimun, NIMK BoiasnaeTca B 36,8% cnydvaes
[53]. Mo»KHO NpeanonoxnTb, YTo B 0benx npea-
CTaBNEHHbIX PaboTax Mbl UMeem [1eN10 CO 3Hauum-
TE/IbHOW TMNepAMarHOCTMKOM, KOTOopasa MOXKeT
ObITb 06BbACHEHA TOMbKO HecobtoAeHMEM MEK-
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OYHAPOAHbIX WU HALUMOHANbHbIX PeKoMeHAAUMN
no amnarHoctuke NMMK [55, 67-69].

Takmm o06pasom, pesynbTaTbl MNPOBEAEHHbIX
K HacTosllemy BpPemeHW WUCCNef0BaHW NO3BO-
NAT  YTBEPXKAATb, YTO PACMNPOCTPAHEHHOCTb
nepsuyHoro NMMK He 3aBMCUT OT Nosia, BO3pacTa
N 3THMYECKOM MpUHAANEKHOCTU obcneayemoin
rpynnoil.

Mo HaWWM [AaHHbIM, MPU PETPOCNEKTUBHOMN
oueHKe 16185 axoKapamMorpamm, BbIMOAHEHHbIX
No PasIMYHbIM KANHUYECKMM NPUYMHAM B KOH-
CYNbTAaTMBHO-AMArHocTuYyeckom LeHTpe OMAL
nm. B.A. Aamasosa ¢ 2008 no 2011 roapl, MMK
6bin BbifsBNEH Y 213 yenosek (1,3%), cpean HUX
Knaccuuyeckuin y 118 yenosek (0,7%) u Heknac-
cuyeckmnin y 95 (0,6%). ConocTaBieHne Hallero
nccnenoBaHMA C pesynbTaTaMm  KpynHenwero
anuaemmonornyeckoro  ®pemmnHreMckoro uc-
cnefioBaHMAa M apyrnx paboT, NOCBALWEHHbIX
oueHke BcTpevaemoctn MK, nossosfaeT Ham
rOBOPWUTb O TOM K€ YPOBHE PacnpoCTpaHeHHO-
CTW 3TOM NaToNOTMKM Cpeaun HalMX NaLMeHTOB.
CneflyeT NoA4YepKHYTb, YTO NPOBEAEHHOE HaMu
nccnenoBaHWe He ABMAETCA 3NUAEMMONOTMYe-
CKMM, MOCKO/bKY OLEHWBAET pPacnpoOCTPaHeH-
HocTb MMK y aunL, KoTopbiMm Oblaa BbIMNOAHEHa
axoKapamorpadua B ne4ebHoOM yuyperaeHum, no
TEM UAW UHBIM KIMHUYECKMM NpuymHam. OaHa-
KO, OHO MNO3BOMAET MONYYUTb NpeacTaBNeHue
o gone MMK cpean apyro KapauanbHOW na-
Tonormn n o Bctpedaemoctn MMK no obpatlae-
mocTu B Poccuinckon ®epepaumm. Pasnmnunii no
BO3PaCTy W reHAepHOMY COCTaBy rpynn naumeH-
ToB ¢ [TMK 1 6e3 Hero He 6bin10. CpeaHnin BO3-
pacT naumeHTos ¢ NMMK coctasun 50,1+19,5 ner,
npotms 51,6+18,9 neT B ocTasbHOM 0bcneno-
BaHHOW nonynauuun (p=0,25). B rpynne MMK
YKEHLLMH Obl/10 HECKOIbKO 60/IbLLE, YEM MYXKYMH
(122 »eHLWmHbI 1 91 My»4nHa, 57% n 43%, cooT-
BETCTBEHHO), 0AHAKO B 06LIel obcneaoBaHHOM
rpynne naumMeHTOB 3TO COOTHOLEHWe BbIN0 CXO-
UM (52% n 48%, cooTBeTcTBeHHO, p=0,15) [74].

B Xxoge Hawero u ®pemMHremckoro wuccne-
00BaHMA He Obl10 MNOAYYEeHO Pas3nyuMiA Mo BO3-
pacty mexay rpynnamu aumu ¢ NMMK n 6e3 Hero
[20]. MocKoNbKY MMKCOMATO3Has AereHepaumsa
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n ¢nbpoanacTMHoBan HeAOCTaTOYHOCTb — 3TO
naTtonorMyeckme  Npoueccbl  pa3BuBatoLLMe-
CA W nporpeccupytowe ¢ Bospactom [71], mbl
BMpaBe OXMAaTb, YTO Y WL, MONOA0rO BO3pacTa
NMMK gonxeH BCTpevaTbCA elle pexe. Pesynbra-
Tbl ccneposanns CARDIA [66] n nccnenosaHus
S. Sattur et al. (2010) [71], KoTopble BbISBUAM
MMK y anw, monozoro Bo3pacrta npumepHo B 1%
Cny4aeB, NOATBEPXKAALOT 3TO cyKAeHWe. OaHaKo,
NPUHUMAA BO BHMMaHME Ype3BblYalHyo runep-
anarHoctmky NMMK y monoabix ntoaein B Poccuin-
ckon degepaumm, B TOM uuncne npu obcnemo-
BaHWM /ML, NPU3bIBHOTO Bo3pacTta [53, 54], mbl
COYM HEOBXOAMMbIM OLIEHUTb MCTUHHYH pac-
npoctpaHeHHocTb NMMK B gaHHOM BO3PaCTHOM
rpynne.

B xome cKpuWHHMHroBoro wuccnenosaHma PE-
NAMNKA (PacnpocTpaHEHHOCTL [lponanca Mu-
Tpa/lbHOro KnanaHa y AvL, MoAo40ro Bo3pacTA)
Mbl nocnefoBaTtesibHO obcnenosanm 234 npak-
TUYECKM 340pPOBbIX ANL, MONOAOro BO3pacTa
(cpeaHunin Bospact 20,1+1,6 net, 32% toHowwen
n 68% nesyliek), cTyaeHToB 3 Kypca CaHKT-
MeTepbyprckoro rocyaapcTBEHHOrO neauaTpu-
YecKoro MeAMLMHCKOro yHuBepcuTeTa. [lpu
TpaHCTOpakanbHOW  axoKapauorpadum  MMK
BbiaBasaaca y 10 n3 234 yenosek (4,3%), 4to He-
CKONbKO 60/blUE, HO 3HAYMMO HE OT/IMYAEeTCA OT
pe3ynbTatoB PpemMMHreMcKoro mccneoBaHmA
(x*=3,24; p=0,07). leHaepHOe pacnpeneneHune
B rpynne ¢ NMMK (m/x: 40/60%) Take He OT-
NMYanocb OT FeHAEPHOro pacnpeneneHusa Beex
obcnenosaHHbix (32/68%, p=0,29) 1 Bo Ppe-
MUHremckom uccnegosanunm (40/60%, p=1,0).
Knaccuyeckmit MIMK (c yTonlleHMeM CTBOPOK
5 Mm 1 6onee, CBMAETENLCTBYIOWMM 00 UX MUK-
COMaTO3HOW AereHepalm) BbisBAEH Y Tpex 06-
cnenoBaHHbIX UL, Mosodoro Bospacta (1,3%),
YTO COOTBETCTBYET pe3syabTaTam PpemuHrem-
ckoro uccneposanusa (1,3%, p=1,0). Heknaccu-
yeckuit NMMK (nponabuposaHre 3 mm n 6onee,
6e3 MMKcomaTosa) BCTpedancs B obcnesoBaH-
HOM HaMM MONOZONM MONYyAALUMM 3HAYMMO Yalle
(7 yenoBek, 3% cnyyaes), yem B NOMYAALMOH-
HOM @PpemuHremckom uccneposaHum (1,1%,
p<0,01). N3 0bcnenoBaHHbIX C HEKAACCUYECKUM

MMK yeTBepo 6bIIM AEBYLIKM U TPOE HHOLLM,
YTO COOTBETCTBYET MOJIOBOMY pacnpeneneHuto
Bcen obcneayemoit rpynnbl (p=0,54) n pesynbTa-
Tam dpemuHremckoro nccnegosaHua (p=0,88).
Taknm 06pa3om, MOXKHO MpPeanoNoKnUTb, YTO
BCTPEYAEMOCTb MMKCOMaTo3Horo [MMK, KoTo-
pbI ABAAETCA reHeTU4Yeckn obycnoBieHHOM na-
Tonornen [69], He 3aBMCUT OT BO3pacTa obcre-
ayemblx. HemMnKCOMaTO3HbIM HEeK1acCMYecKunin
[MMK, HanpoTmMB, 3HAYMMO 4Yalle BCTpedvaeTcA
y 1l Monodoro BospacTta. [pu sTom He noa-
TBEpPKAaeTcs 0bLenpUHATLIN Te3nc o bonblien
€ro pacnpocTpaHeHHOCTU CPpeam NNL, *KEHCKOro
nona [70].

NaroreHes NMMK. B nocneaHee Bpems akTUBHO
pa3BMBaeTcA N1abopaTopHas U reHeTu4ecKas am-
arHOCTMKa pa3nnyHbix HHCT. B nepsyto ovepeab
3TO KacaeTca GpUbPUAANMHONATUI, K KOTOPbIM OT-
HocATCA cuMHApoMbl Mapdara, Jlbtomca-AnTua
n ppyrme. Ocoboe BHUMAHWE YAENAETCA aKTU-
BauMM TpaHchopmumpytolero daxktopa pocTa-f
(TGF-B). M3BecTHO, uyTO Benku cemeictea TGF-B
OKa3bIBaOT BAMAHME Ha POCT U AnbdepeHLmnpoB-
Ky MHOTMX TUMOB KNETOK, B TOM YMC/e U B NOCT-
HaTanbHOM nepuoae [71, 72]. B yacTHOCTH, BO3-
nevictene TGF-B Ha ocTeobnacTbl cnocobcTeyeTt
MOBbILEHNIO CUMHTE3a KO/A/JareHa C OfHOBpe-
MEHHbIM yrHeTeHVem ¢GepMeHTOB Aerpaaaumnm
3KCTpauenntonspHoro matpmkea [73]. Ceiyac ns-
BECTHO, YTO aKTMBALMA 3TOTO KacKada XapaKkrep-
Ha [/19 HEKOTOPbIX GUBPMAAMHONATUN, B NEPBYIO
oyepeab — cuHapoma MapdaHa [74]. Bbicokne
KOHUeHTpaumun TGF-B paccmaTpuBatoT B Kade-
CTBE BO3MOXHOMO MNaTOreHeTU4YecKoro 3BeHa
pa3BuTMA Kapanomumonatnum npu NMMK. Obnagan
NpodUbPOTUYECKUM AEUCTBMEM, 3TOT LIUTOKUH
NPV NOBbLILIEHNN CbIBOPOTOYHOMN KOHLIEHTPALMM
cnocobcTByeT pas3BUTUIO fIoKanbHOro ¢ubposa
MWOKapaa B MecTe NPUKPenaeHns NanuanapHbIx
MbILLLL, UCMbITbIBAKOLLMX BONbLUYIO HArpysKy npu
nposiabnpoBaHnMM CTBOPOK [75, 76]. Bbicokue
KOHUeHTpauun TGF-B onpeaenstorca Npu MHO-
rmx HHCT — cuHapomax MapdaHa u Jlbtoumca-
Antua, NMMK, a TakXe HeKoTopbIX AMChaacTu-
yeckux deHotMnax — MapdaHonogobHOM
deHoTMNE M MapdaHOMAHOMN BHELLIHOCTM (puc. 2)
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PucyHok 2. lpessiweHue nopozosbix yposHel usopopm TGF-B, u / unu TGF-B,
8 CbIBOPOMKE KPoBU hayueHmos ¢ cuHopomom Mapegara, [MMK u mapgaHoudHolU 8HeWHOCMbIO.

[77-79]. C BbicoKol akTMBHOCTbIO TGF-B accouun-
MPOBaHbl HapYyLWeHWA NOKaNbHON COKPAaTUMOCTU
NEBOTO XKeNyaouKa U Keay104KOBble apUTMUN.

3HayYeHme KoHLUEeHTpauum TGF—B1 B CbIBOPOTKe
Kposu 6osee 7 Hr/Ma NO3BONAET C YyBCTBUTE/b-
HocTblo 75% (95% AMN: 59,4-99,4) n cneupduy-
HocTbto 100% (95% AMN: 74,1-100; p<0,0001) Bbi-
0EeNUTb MONOAbIX NALMEHTOB, Y KOTOPbIX Dyaet
HabtoAaTbCA YTONLEHNE 3afHEN CTBOPKU MMU-
TPasbHOrO KnanaHa npu ectecTBEHHOM TeYEHUU
nponanca MMUTPaNbHOro KNanaHa. TakxKe, cornac-
HO NPOCNEeKTUBHOMY 15-neTHemMy HabatoaeHMIO,
nauMeHTbl C KOHLEeHTpaumen TGF—B1 B CbIBO-
POTKe KpoBW Bosee 1 meHee 7 HI/ M 3HA4YMMO
OT/IMYaANUCb NO MPUPOCTY MYyOBUHbLI Nponanca —
1,3+0,9 mm npotus 0,5+0,7 mm (p<0,0001)
M NPUPOCTY AMameTpa aopTbl — 3,2+1,5 mm npo-
™mB 1,3+1,7 mm (p<0,0001) [80].

3akntoueHune. Taknum obpasom, Nposanc mu-
TPa/IbHOrO K/anaHa ABASETCA CNOXHOM npobne-
MOW COBpPEeMEeHHOM Kapauonornn. B Hactosllee
Bpemsa Hanbonee M3y4yeHHbIM ABNAETCA NepBuY-
Hbi MIMK, KoTopbi XxapakTepusyeTca Bblbyxa-
HMEeM CTBOPOK HE MeHee Yem Ha 3 MM B NO/I0CTb
nesoro npeacepaunsa. MepBuuHblin NMK  Kak
C MMUKCOMATO3HOW JereHepaumeit (Knaccuye-
CKMI BapmaHT), Tak 1 6e3 Hee (Heknaccuyeckuin
MMK) — ocHOBHaf NpUYMHA MUTPaSbHON He-
[0CTAaTOYHOCTM U PEKOHCTPYKTMBHBIX Onepaumii
Ha KnanaHe. OTMe4YaeTcA NPOrpeaneHTHOCTb
n3meHeHu y naumeHtos ¢ NMMK — nporpeccu-
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pOBaHWEe CUCTOAMYECKOW AUCOHYHKLMM NeBOro
eNyao4yka, ¢ nociaenytollen ero amnataumen,
a TaKXKe Pas/IMYHbIMU HapyLIEHUAMMK CepaeyHo-
ro putma [81-83].

OflHaKo OCTaeTcsA NPaKTUYECKN HEU3YUYEHHbIM
T.H. BEPOATHbIM MpPONanc, O KOTOPOM MOXHO
roBOpUTb Npu npornbe CTBOPOK Ha 1-2 mm, He
COMPOBOXAAIOLIMACA MUKCOMATO3HOM AereHe-
paumer ctBopoK. Takoin MMK moxeT BbITb paclie-
HeH No-pa3HoOMY, B 3aBUCMMOCTM OT KOHKPETHOM
KANHMYeCcKoM cuTyaummn. B ntobom cnyyae Tpeby-
eTCA UCKAYEeHMe Kakoro-nmbo HacnencTBEHHO-
ro cuHapoma (MapdaHa, dnepca-daHno u ap.),
YTO He BCerJa BO3MOXHO OMMPaAcb TO/MbKO Ha
KAMHWYEeCKMEe AaHHble, 6e3 MoNeKkyNspHo-reHe-
TUYECKUX unccnenoBaHuin. [Mpu coyeTaHMM Be-
poaTHoro MK ¢ apyrMmu KapananbHbIMKU MPo-
ABNEeHUAMM  amM3smbpuoreHesa (aHeBpPM3MON
MeXKnpeacepaHon neperopoaru, acuMmmeTpuen
Q0pPTasIbHbIX NOAYNYHWUR, NOXKHBIMU XOPAaMKM ne-
BOFO KeNyA04Ka, NpoaancaMm Apyrmx K1anaHos),
[MMK MOXeT pacLeHMBaTbCA Kak OZHa M3 ManbIX
aHOManuin cepaua. B aTom cnyyae onATb ke
HeobxoamMmo ¢eHoTUNMYeckoe obcneaoBaHmne
C BepuduKaument aucnnacTmyeckoro deHotuna
N CTPaTUOMKALIMA PUCKA Pa3BUTUSA KAUMHWYECKM
3HAYMMbIX HAPYLUEHWIN CEPAEYHOTO PUTMA.

3anBneHUe 0 KOHPNUKTE UHTEpPeCcoB: ABMOpPsLI 3a-
A687410M 06 OMCymcmaeuu KOHPAUKMA UHMepecos.

®duHaHcupoBaHue: Asmopsl 3aasnarwom o6 om-
cymemeuu huHaHCUPOBAHUA.
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