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Beepenue. Manbie aHomanum cepaua (MAC) kak Mopdonornyeckas 0CHOBa PYHKLMOHANbHbBIX M3MEHEHWI CepAeyYHONn pe-
ATENbHOCTU CNOCOOHBbI yCyrybnaTb TedeHne opraHuyeckmx nopaxeHun ceppua. K Hanbonee nsyyeHHbiM MAC oTHOCATCS
NOXHble xopabl nesoro xenygouka (JIXJIXK) n nponanc MuTpanbHOro knanaHa. PacnpocTpaHeHHOCTb, CBSA3b C BHELWHMMU
npu3Hakamu au3smMbpuoreHesa, a TakxKe NPOrHoCTUYecKoe 3HavyeHue otaenbHbiX MAC M3y4yeHbl HEAO0CTATOYHO.

Matepuansbl u metoabl. 06cnenoBaHo 611 npakTMyecku 340pOBbLIX NtoAel B Bo3pacTe oT 18 no 23 neT (cpeaHuin Bo3pacT
20,3 £ 1,6 rona), 3 Hux 257 toHowen n 354 peBywku. Bcem o6cnenoBaHHbIM BbINOAHEHO GEHOTUNMYECKOe, aHTponoMe-
Tpuyeckoe M 3xokapauorpaduyeckoe obcnenoBaHus. Ans BoissneHns ceszeid MAC ¢ HapylleHMSIMM CepAeyHoro puTMa
205 obcnenoBaHHbIM BbINOMIHEHO XONTepoBCKoe MOHUTOpUpoBaHue JKI.

Pesynbratbl. MAC BbisSBneHbl y 90 % ob6cnenoBaHHbIX WL aHEBPU3Ma MeXNpencepaHoi neperopoaku (24 %), nponanc
TPUKYCNMAANbHOTO knanaHa (23,4 %), acummeTpus aoptanbHoro knanaHa (20,6 %), no6aBoYHble MANUANAPHbIE MbILULLbI
(39,4 %) n NXJIX (75,1 %). KoppensuMoHHbI aHann3 nokasan Hanuune cszerd mexay 3Tumn MAC M KOCTHbIMM NpU3Ha-
Kamu ausambpuoreHesa (LedopMaumsIMu rpyaHON KNETKKU, apaxHOAAKTUAMEN, LONUXOCTEHOMENNeH U apKOBUAHBIM HEDOM),
a TaKXe HapyLleHWsMWU CepheyHOro puTMa (CynpaBeHTPUKYNSPHBIMU U KeNyAoYKOBbIMM 3KCTPACUCTONAMU, MUTpaLMen
BOAMTENs pUTMa M 3nu3onamu AB-6nokanbl 1-i cTeneHu). Y nauneHToB C MaphaHOMAHOW BHELWHOCTbIO Bbllle CpefHee
ymncno MAC (2,1+1,4 vs 0,9%0,7, p<0,005) 3a cuet 6onee yactoro BbiiBNEHUS 3Ha4YMMbIX MAC.

BobiBoabl. OTaenbHbie MAC BbISIBASAOTCS Y NOAaBASOWEro 601blWMHCTBA 340PpOBbIX toAeN. KOCTHble MpU3HAKK AM33MOPUO-
reHesa CBSI3aHbl CO 3HauyMMbiMM MAC M MOryT CNYXWTb MapKepoM BOBJieYeHMs Cepaua B AMCNIACTUYECKMIA mpouecc.
Y naumneHtoB ¢ MAC perMcTpupytoTcs 3HauyMMble CepAeYHble apUTMUMN.

KnioueBble cnoBa: mManble aHoOManuu cepaua; KOCTHble NMpU3HAKK ﬂ.M33M6pMOFeHEBa; HacneacTBeHHbIE HapylweHud
(ﬂ,lACI‘IﬂaBMM) COeAMHUTENbHOW TKaHMW; HapyweHua cepae4yHoro putma; Mmonogble noau.
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Introduction. Small heart anomalies (SHA) are the morphological basis for functional changes in cardiac activity and can
exacerbate the course of organic heart lesions. The most studied SHA include false chords of the left ventricle (FCLV) and
mitral valve prolapse. Prevalence, association with external signs of dysembryogenesis, as well as the predictive value of
SHA are not sufficiently studied.

Materials and methods. We examined 611 people between the ages of 18 and 23 (average age 20.3 * 1.6 years), including

257 boys and 354 girls. ALl of the surveyed performed phenotypic, anthropometric and echocardiographic examinations.
To identify the SHA links to heart rhythm disorders, the 205 surveyed performed Holter’s ECG monitoring.
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Results. SHA identified in 90% of the individuals surveyed: atrial septum aneurysm (24%), tricuspid valve prolapse (23.4%),
asymmetry of the aortic valve (20.6%), additional papillary muscles (39.4%) and FCLV (75,1%). Correlation analysis showed
the presence of links between these SHA and bone signs of dysembryogenesis (chest deformities, arachnodactyllia, dolisten-
nomely and high palate), as well as heart rhythm disorders (supraventricular and ventricular extrasystoles, rhythm driver
migration and episodes of AV-blockade 1 degree). Patients with marfanoid habitus have a higher average number of SHA

(21+14 vs 09%0.7, p<0.005).

Conclusions. SHA are identified in the vast majority of healthy people. Bone signs of dysembryogenesis are associated
with significant SHA and can serve as a marker for the involvement of the heart in the dysplastic process. Patients with

SHA have significant cardiac arrhythmias.

Keywords: small heart anomalies; bone signs of dysembryogenesis; hereditary disorders (dysplasia) of connective tissue;

heart rhythm disorders; young people.

BBELOEHUE

OnHuM 13 Hauboliee CIOKHBIX M CIIOPHBIX acIeK-
TOB COBPEMEHHOU KapAHOJIOTUH SBISIFOTCS Majible aHO-
Mamuu cepana (MAC) — aHaroMHYecKue W3MEHEHHUS
APXUTEKTOHUKU CepJIla W MaruCTPaIbHBIX COCYIOB,
HE TPUBOIAIIME K TpyObIM HapyIICHHSIM (QyHKIHH
cepaeuHo-cocyauctoil cuctemsl [19]. MAC kak mop-
(omoruveckasi 0CHOBa (YHKIIMOHAIGHBIX W3MEHEHHH
CEepIeYHON NEeATEeTHLHOCTH CIOCOOHA YCYTyOIsITh Te-
YEHUE OPraHMYECKUX MopaxkeHui cepaua. MHTepec
OTEYECTBEHHBIX HCCIIEIOBATEICH K MpoOieMaM Kiiac-
cudpukarn MAC U OICHKH WX KIMHHYECKOW 3HAYU-
MOCTH JIOCTaTOYHO BBICOK, OJJHAKO HECMOTPS Ha 3TO,
COXpaHSETCs] HECOIIACOBAaHHOCTh JIHArHOCTUYECKUX
kputepueB MAC. PasurenbHo pasnuyaroTcst W JiaH-
HBIE O pachpocTpaHeHHOCTH otneiabHbix MAC cpe-
I 3M0poBBIX Jroaer (ot 2,5 mo 41,6 %) [1, 7], uto
CBSI3aHO C OTCYTCTBHEM EIHMHBIX ITOIXOOB K JHUArHO-
CTHKE W CyIIeCTBeHHOW runepauarnoctukoir MAC
B JIETCKOM W toHolIecko nonynsiuuu. Her u eaunoro
MIPEACTABICHUS O BOBMOKHOU CBSI3U OTIEabHBIX MAC
¢ neheKToM COEAMHUTENBHON TKaHH.

B macrosmiee Bpems mis muarHoctukd MAC wmc-
MOJIb3yeTCsl padodasi KinacCU(pUKAIUs, YIUThIBAIOIIAs
JIOKAJIM3aMI0 U (POPMY MaJIbIX aHOMAJIUM, a TaKKe
STUOJIOTHUIO 3TUX M3MEHEHUH U BO3MOXKHBIC OCIOXK-
HeHus [2]. 3a mpoleAmue rojbl U3MEHWIOCh MNpel-
CTaBJIEHHE O HEKOTOPBIX CTPYKTYPHBIX OCOOCHHOCTSX
cepaua. Tak, JOByXCTBOpHATbI aopTajbHBIN KJlalaH
U OTKPBITOE OBaJbHOE OKHO B HACTOSIIIEE BpEMs MpH-
HSTO OTHOCHTBH K BPOXKJIEHHBIM ITOPOKaM CEpJIa, B TO
Bpems Kak HekoTopble MAC, BKITIOUeHHBIE B pab04yIo
KJIACCU(HMKAIIMIO, MOT'YT ObITh OTHECEHBI K AJIEMEHTaM
HOPMAJILHOTO CTPOCHHS cepina (MOAepaTOPHBINA ITy-
YOK TPABOrO XKeNIyJouyka, ceThb Kuapu u HEKOTOphIe
npyrue) [3]. OtaenbHOr0 00CYKISHHS 3aCITyKUBAIOT
npojyaric mutpansHoro kiamana (IIMK) m moxHbIC
xopasl neBoro cxkemynouka (JIXJDK). Ilpu BeipaskeH-
HOM MPOTHOEe CTBOPOK MUTPAIBLHOTO KJalaHa B IIO-
JIOCTB JIGBOTO TIpejicepans Ha 3 MM U Ooiee cieayer
roeoputh 0 nepsuyHoM I[IMK kak o camoctosTesnb-

HOW Ho3osorndeckori (opme. Hebosbimne mporuObl
(ma 1-2 mm) HasbiBatoT BeposTHbIM [IMK, kotopslii
MIPH COYCTAHWHM C JPYTMMH AHOMAIHUSIMU Pa3BUTHL
cepama MOXXKHO paccMmarpuBath kak MAC [12].

HeomHo3HayHO ¥ OTHOIIEHHWE HCCIIEAOBaTENeH
k TakuM MAC, kak JIXJDK. Yetkoil knaccudpuxannu
" oOmIeTIpuHsITON TepMuHonoruu 3tux MAC B HacTo-
siuee BpeMs Het. JIXJDK pasznensitor B 3aBUCHMOCTH
OT WX KONW4yecTBa (€IMHWYHBIE W MHO)KECTBEHHBIE),
JIOKaU3auy (MIPaBOXKETYI0YKOBbIE M JIEBOXKETYI0Y-
KOBBIE), TIO OTJeNaM JKEIyIOoukoB (Oa3aibHbIE, cpe-
JUHHBIC, BEPXYIICUHBIC) U MO HAMPABJICHUIO (TIOMepey-
HbIe, TIPONONIbHBIE, nuaroHansHbie) [9, 13]. anHbIe
o pacnpoctpanenHoct JIXJDK cpenu 310poBoro Ha-
cenenus kosiedmores or 7,2 no 80 %. Pspg uccieno-
BaTeNieil MPU3HAET CAMOCTOSTENbHYIO KIMHUYECKYIO
3HauuMocTh JOKJDK — y Takux manueHToB Tskenee
MpOTEeKaeT WIieMudeckas OOJe3Hb Cepia, Jalle BbI-
SBIISIOTCS TIPU3HAKY MAaTTepHA paHHEH perosipu3aun
JKEITyJI0UKOB W pa3IMyHble HapyIICHHs CEepAeYHOro
pUTMa, a TaKKe PEeMOJEINPOBAaHUE MHUOKapia JEBOIO
xenynouka [8, 15, 17, 21]. C npyroii cTopoHsl, y ae-
teit ¢ m3ommpoBanHHsIMU JIXJDK (6e3 coueranus ¢ apy-
rumu MAC) He BBISIBICHBI TIOCTOBEPHBIE PA3IUYHs 10
4acTOTe CepJeUHBIX apUTMHM, a TaKKe MaTrTepHa paH-
Hell penonsipu3auuu U GEHOMEHOB MPeaBO30YKICHUS
KenmynoukoB [9]. Takast mONAPHOCT, MHEHUU CBsI3aHa,
OYEeBHU/IHO, C TE€M, YTO OOJBIIMHCTBO HCCIEIOBaTEIeH
He yuuThlBatoT xapakrepuctuku JIXJDK — ux noxa-
JU3AIMI0, YUCIO, a TaKKe B3aWMOCBS3b C APYTUMH
CTPYKTYPHBIMH HM3MEHEHUSIMH CepIla.

JlaHHBIE O PAacTIPOCTPAHEHHOCTH M KIMHUYECKOM
3HaueHuu Apyrux MAC ckymael. [lokazaHa CBSI3b
BBIPQXKEHHOM acUMMETpPUM aopTAJbHOIO KJlalmaHa
C Ppa3BUTHEM CKJIEpPO-IEreHepaTUBHBIX H3MEHEHUH
aoptel [18]. IlpakTHueckM HEHU3YYEHHBIM OCTAETCA
KIIMHUYECKOe 3HAUYeHHE aHEeBPU3MBI MEXIPEACEepAHOM
MIEPErOPONIKH, PACTIPOCTPAHEHHOCTh KOTOPOW COCTaB-
nsger okono 1% [6, 10]. MHorumu aBropamu HpH-
3HAETCSl TaKXKe yacTtoe couyeTaHue paznuuubix MAC,
YTO HE MO3BOJISET OLIEHUTh BKIIA/ KaXKI0W U3 HUX B Te
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WIM WHbIC (DYHKIMOHANbHBIC HApYLICHUS CepleyHO-
COCYIUCTOH CHUCTEMBI. BONBIIMHCTBO UCCIEnoBaTeael
Bce MAC pacrmonaraioT B OJHOM psay, 0e3 OIeHKH
UX CIeUU(UIHOCTH, a TPHU BBIABICHUHM TpeX JHOOBIX
MAC mnpemiaraeTcsi BBIACIATh CHHAPOM COCTUHU-
TeNbHOTKaHHON aucnnasuu cepaua [3]. Pacmpoctpa-
HEHHOCTh OTHenbHBIX MAC U pa3nuyHOTrO MX 4UCIa
B MOMNYJLINAN 3I0POBBIX JIIOAEH paHee HE paccMaTpu-
Bajach. EnuHuuHble paboThl MOKa3bIBAIOT CBS3b OT-
nensHeIXx MAC, B mepByto ouepens [IMK ¢ Brem-
HUMH TpHU3HaKamMu au3dMOpuoreHesa [15, 20]. B 1o
’Ke BpeMs, cBs3b Apyrux MAC ¢ HacieICTBEHHBIMU
HapyIIEHUSIMU COEJUHHUTEIHHON TKaHU, B YaCTHOCTH
C JUCIIACTHYECKUMH (DEHOTHIIAMH, OCTACTCS TaKKe
HensyueHHoM. He ouenuBancs Bknag MAC B cTpyk-
Typy HapylIeHUI CEpAECYHOrO pUTMa U MPOBOIUMOCTH.

L]envy pabombl — yCTaHOBUTDH PACHPOCTPAHEHHOCTD
otaenbHeIx MAC cpean NMpakTHYeCKH 30POBBIX MO-
JIOABIX JIIOJIEH M MX CBSI3b C BHEIIHUMH NpU3HAKaMHU
JU33MOpHOreHe3a, a TaKXKe OLIEHUTD TPOTHOCTHYECKOE
3HaueHue MAC B BBISIBIICHUU HAPYLIEHUN CEPAECUHOTO
pUTMA.

MATEPUANbI U METOAbI

O6cnenoBaHo 611 TpakTUYECKH 3HOPOBBIX JIFO-
neil B Bozpacte ot 18 mo 23 jer (cpemHUil BO3pacT
20,3 £ 1,6 rona), 3 Hux 257 roHomel u 354 nemymi-
k. Bcem 0o0ciieoBaHHBIM BBITIOJIHEHO (EHOTHUITHYC-
CKO€ ¥ aHTPOTIOMETPUYECKOE OOCIICIOBAHKE C IENBIO
BBISBIICHUS KOCTHBIX TPU3HAKOB JU3dMOpHOTEHE3a.
BrsBismn BOpoHKOOOpa3HYIO0 M KHJIEBHIHYIO nedop-
MaIlM{ TPYJAHON KIIETKH, CUMIITOMBI apaxHOMaKTUIHH
(cuMnTOMBI OONBIIOTO TMANbIIAa U 3aISICThs), BHICOKOE
apKOBUIHOE HEDO, MIOCKOCTOIUE U CKOJIMOTUYECKYHO
nedopMalrio TTO3BOHOYHHKA, & TAaKKe JOIUXOCTEHO-
Menuio. JlmarHoctuky MmaphaHOWIHOW BHEITHOCTH
MIPOBOAMIIA COTJIACHO OOIICTIPUHATHIM PEKOMEHIAITHU-
M C Y4YETOM CHEIM(PUUHOCTH OTACIBHBIX KOCTHBIX
npusHakoB [4, 5]. K mapdaHonIHON BHELUIHOCTH OT-
HOCWUJTH ITUI], UMEIOIINX HE MEHEee YEeTHIPEX KOCTHBIX
MIPU3HAKOB, CPEAM KOTOPBHIX 00S3aTeNbHO COYETaHHE
ApPaxXHONAKTWINU M NOJUXOCTCHOMENINH, a TaKXKe HE
MEHEE OJIHOTO BBICOKOCIICIIU(UIHOTO MPU3HAKA — JIe-
(hopMaru TpyTHOW KIIETKHM WM BBICOKOTO apKOBH/I-
Horo HEOa. KoHTpompHyro rpymimy QopMmupoBamm u3
JIUI, UMCIOINX HEe 0oJiee JBYX KOCTHBIX TPHU3HAKOB.

Jns BersiBaenns MAC BceM oOclieJOBaHHBIM BbI-
MOJTHEHO DXOKapauorpaduyeckoe HUCCIICOBaHUE Ha
yabTpa3BykoBoM amnmapare Vivid 7 Dimension (Gene-
ral Electric, marpuusblii (a3upoBaHHBIA JaTIUK
3,5 MI'n), B 2D, 1omiepoBCKOM M IIBETHOM M-pexume
no oOmienpuHsaTol Meroauke. [IpoTokon ucciienosa-
HUsl OBUT JIOTIONIHEH MPHIICIBHBIM TIOUCKOM MAaJbIX
aHoMmanuii cepnua. BeisBiensl cnenyromue MAC:

aHEeBpPH3Ma MEXKIIPEICEPIHON IEPEeropoaKH, KOTopast
nuddepeHIpoBanach ¢ OTKPBITBIM OBAJIbHBIM OK-
HOM, TIOBBIINIEHHas TPaOeKyIsSIpHOCTh MPaBOTO M Jie-
BOTO KEJTYJ0YKOB, MTPOJIAIIC TPUKYCIUAAIHHOTO KIlara-
Ha, MpoJIaTiC MYIbMOHAIBHOTO KjlamaHa, acHMMETpHs
AOPTAJILHOTO KJIallaHa, MPOJIATC a0pTAIBHOTO KIlaraHa
1 100aBOYHBIC MANWUJUIAPHBIE MBIIIIIHL.

Jst BeisBneHus cBsizer MAC ¢ HapymieHUsSIMHA
cepaeunoro putma 205 00CiIeTOBaHHBIM BBHITIOTHEHO
CYTOYHOE MOHHUTOPUPOBAHUE AIIEKTPOKAPANOTPAMMEBI
mo Xontepy (CpemHsss TPOIOKUTEIBHOCTh MOHHUTO-
pupoBanust cocrasmia 23,1 +0,9 1).

Cratuctudeckyro oOpabOTKy MaHHBIX BBITIOTHSIITH
npy momouM nporpaMmel Statistica 8 (StatSoft, Inc.).
3HAYMMOCTh Pa3iIMYuil MEXIy Ka4eCTBEHHBIMH TIpPU-
3HaKaM{ OIPEeISIIN MPH TIOMOIU HelapaMeTpHhye-
ckoro meroma ®umepa (p <0,05). Jlna onpeneneHus
CBSI3M MEXly KOCTHBIMHU Tpu3HakamMu, MAC u xapak-
TEPUCTHKAMHU CEPACYHOTO PUTMA MPOBOAMINA KOPPEJIsi-
nuoHHKI aHanm3 o Crimpmeny (p < 0,05).

PE3YJIbTATbI

Pacnpoctpanernocte MAC B MOMyJSIIMU T0CTa-
TOYHO BEJIMKA — Yy KaXJI0Tr0 0OCIIEIOBAaHHOTO B CPEIl-
HeM BbIsiBIeHO 2—3 MAC, HU ofHOH HEe OOHapy>KeHO
muuib y 10 % 300poBBIX MOJIOABIX Jtoneh. Pe3ynbrarsl,
TIOJIYICHHBIE TIPH OIEHKE PacCIpOCTPAaHECHHOCTH OT-
nenpHeix MAC cpenu MpakTUYeCKH 3I0POBBIX JIFOACH
MOJIOJIOTO BO3pacTa, MPUBEICHBI B TAOIUIIE.

Otnenbubie MAC cpeau mpakTHUYECKH 340POBBIX
JIAI] MOJIOJIOTO BO3pacTa PaclpOCTPaHEHBI ITOBOJHLHO
mupoko. Hambomee pacnmpoCTpaHEHHBIMU OKa3aJIUCh
Takue aHoMmanuu pa3sutus, kak JIXJIDK, noGaBounbie
MANWUBSIPHBIC MBIIIIIEI, TIPOJIaOUPOBaHUE CTBOPOK MU-
TpaJbHOTO KiamaHa a0 2 MM. Heckonmbko pexe 00-
Hapy»XKUBaJTH TOBBIIICHHYIO TPaOCKYIIPHOCTE TTPaBOTO
Y JIEBOTO >KEIYIOYKOB, B SAMHUYHBIX CIyJasX — IPo-
JIATIC MYJIbMOHANIBHOTO KianaHa. CpeaHee KOJIUYECTBO
MAC He 3aBHCHUT OT moja OOCIIEIOBAaHHBIX, OJHAKO
oraenbHble  MAC HEOIMHAaKOBO  PacHpOCTpPaHEHBI
cpeau MYKYMH M KeHIMH. Tak, y roHoIed 3HaYuMo
YaIie BBISBISUINCH ACHMMETPHSI a0PTAILHOTO KJlarmaHa
Y TIOBBIIICHHAS TPAOCKYJISIPHOCTh MPABOT0 KEIY/I04-
ka. HanpotuB, y JeByIIek oka3aiach BBIIIE 4aCTOTa
TTOBBIIIICHHON TPaOEKyJISPHOCTH JIEBOTO JKEITYJ0YKa
1 100aBOYHBIX HAMMIIIPHBIX MBIIIII.

Haiee 6bl1a npoBeneHa onenka JIXJIDK B 3aBucu-
MOCTH OT WX JIOKaJW3alMh U KoiamdecTBa. Hambonee
gacto (65,8 %) BeraBstmucs JIXJDK Bepxymieunoii mo-
KaJIM3aIyy, 9TO TTO3BOJISIET PaCIEHNBATh MX KaK BapH-
aHT HOpMEI. Pexxe BcTpewanuch cpeaunubie (38,1 %)
u Oazampubie (10,0 %) JIXJDK. 3naummeie JIXJIK,
K KOTOPBIM OBUIM OTHECEHBI CPEJWHHBIC, CPEIMHHO-
OazanpHble W OaszanbHble JIXJDDK, BBISBICHBI ITOYTH
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PacnpoctpaHeHHOCTb Manbix aHOManui cepala cpein NpakTUHeCcKU 340POBbIX MONOAbIX NOAEN
Prevalence of small heart anomalies in healthy young people

Bcero / All IOnomwu / Men JeBymku / Women
Mansie anomaun cepiua / (611, 100 %) (257, 100 %) (354, 100 %) p
Small heart anomalies
n n % n %
AHe.BpI/ISMa MEXIIPEICEPAHON NePETrOPOaAKH / 146 24.0 68 26.5 78 22,0 0.20
Atrial septum aneurysm
Hponanc MHTPAJIBHOTO KiamaHa 1-2 MM / 150 24,5 53 2.6 9 26.0 0.33
Mitral valve prolapse 1-2 mm
ITposarnc myJabMOHAIBHOIO KjanaHa / 5 4 1.6 | 0.3 0.20
Pulmonary valve prolapse
Hponagc TPUKYCIIHJATBHOTO KJIamaHa / 143 234 60 233 %3 234 0.97
Tricuspid valve prolapse
AcummeTtpus A0pTAJIBHOTO KIANaHa / 126 206 69 26.8 57 16.1 0.001
Asymmetry of the aortic valve
[ToBbIIeHHAs TPAOEKYISIPHOCTH JIEBOTO
xkenynouka / Increased trabecularity of the 128 20,9 39 15,2 89 25,1 0,002
left ventricle
IToBbleHHAS TPAOCKYISPHOCTD IPABOTO
skemynouka / Increased trabecularity of the 176 28,8 116 45,1 60 16,9 0,0001
right ventricle
II06g1?0qH516 MATTHIISPHBIE MBILILLBI / 241 394 75 292 166 46,9 0.0001
Additional papillary muscles
Jlo>xHBIE XOPJIBI JICBOTO JKEJIy10uKa /
False chords of the left ventricle 459 5 190 3.9 269 76,0 0,56
CpenHee KOTHYECTBO MaJIBIX aHOMATHHI cepama / 29414 22415 29414 10
Average of small heart anomalies ’ ’ ’ ’ ’ ? ’

y TOJOBUHBI 00cienoBaHHbIX (45,4 %). Ilpu stom
CYIIECTBEHHBIX OCOOCHHOCTEH B paclpOCTpaHEHHO-
ctu JIXJDK paziauuHol mokanu3anuu Cpeiu IOHOIICH
W JIeBYIIEK TOJY4YeHO He OBLIO.

VY 36 % mnpakTHUecKH 370POBBIX JIHIl BBISBICHO
He MeHee Tpex MAC, 4TO TpU HUCTONB30BaHUHU KO-
JIMYECTBEHHOTO IMOJX0Jla CO3/aeT IMPEINOChUIKH IS
TUIEPANArHOCTUKN CHHAPOMA COETUHUTEIbHOTKAHHOM
nuctuiazun cepana. Kpome toro, mpeacraBiseTcs, 4To
paccmarpuBath Bce MAC B ogHOM psiy, 6€3 ydeTa ux
CeUU(pUIHOCTH U CBS3U C JPYTUMH TPOSBICHUSMH
HACJIEZICTBEHHBIX HapyLIECHUH COETMHUTEIbHONW TKa-
HU MaJIOTIEPCIIEKTUBHO. B cBs3M ¢ 3THM, OBUTI TIpO-
BelleH KOoppersuoHHbi aHamu3 MAC ¢ KOCTHBIMH
MpU3HAKaMHu  JU33MOpHOTeHe3a, XapaKTepU3yIOIIu-
MU BOBJIEYEHHE KOCTHOM CHCTEMBI B JUCILIaCTHYe-
CKHI mpolecc, U 0COOCHHOCTAMHU CEPIASYHOr0 pUTMa
u npoBoauMocTH (puc. 1). C KOCTHBIMHU TpH3HAKAMHU
TecHO cBs3aHbl Takne MAC, kak 3Haunmbie JIXJDDK
(MHOXECTBEHHBIC, CPEIUHHOW, CpeIHMHHO-0a3aIbHOM
n 0a3ajbHOM JIOKAaIM3alWu), ACHMMETPHUSl aopTaib-
HOTO KJalaHa, Mpojarnc TPUKYCHUIAANIbHOIO KilamaHa.
C npyroii croponbl, MAC cBsi3aHbl ¢ HAPYLICHUAMU

CepIEYHOr0 pUTMa — CYMIPABEHTPUKYISPHOHN U JKery-
JIOYKOBOW SKCTPACUCTONHEH B OOJNBIIOM KOIHYECTBE
(6onee 10 B wyac), smM30HaMHM MHIPALlMA BOXUTEIS
putMa 1o mpexacepausM U AB-Onokanel 1-if crere-
HU. BwiaBneHa Ttakke cBsi3sb MAC ¢ TIOBBIIIEHHEM
MUPKATHOTO WHIEKCa (OTHOIICHUE CpPEIHETHEBHOM
U CPEeIHEHOYHOM YacTOTBI CEPJCUHBIX COKpAIEHUH)
U CO CHIDKCHHEM BapHaOEIbHOCTH CEPACYHOTO pUTMa
(oOpatHast CBI3b).

CymecTBoBaHMe TecHOW cCBsi3m Mexknmy MAC
U KOCTHBIMHU TpU3HAKAMH JH33MOpHOreHe3a IoJl-
TBEP)KJAeTCs BBICOKOM 4YacTOTON BBISBIECHUS OTHEIb-
Heix MAC y nun Monomoro Bo3pacta ¢ MaphaHOUA-
HOW BHENIIHOCTHIO (pHC. 2).

MomoneiM  JTIOIIM ¢ MaphaHOWIHONH BHEITHO-
CTBIO CBOICTBEHHO OoJice YacTOE BBISBICHHE 3HAYH-
Mbix JIXJDK, mponanca TpuKyCHUAaIbHOTO KialaHa,
ACUMMETPUHU AOPTAJbHOTO KJalaHa M AaHEBPU3MBI
MeXmpencepaaoir meperoponku (p < 0,01). Cpemnee
konmmyectBo MAC B rpynme ¢ MappaHOHHOH BHEIII-
HOCTBIO OKa3ajoch Ooiee 4YeM B JBa pasa BbIIIE
[0 CpaBHEHHIO ¢ rpynmnod kKoHTpois (2,1 + 1,4 vs
0,9+ 0,7, p <0,005).
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Puc. 1. KoppensumnoHHble cBA3M ManbiX aHOManui cepaua ¢ KOCTHbIMU NpU3HaKamu Au3aMbpuroreHesa U 0cO6eHHOCTAMM cepaeuy-
Horo putma. Mpamasa nMHUA — npsiMas KoppensiLMOHHasA CBA3b, NYHKTUPHas IMHMA — obpaTHas KoppensuMOHHas CBA3b

Fig. 1. Correlations of small heart anomalies with bone signs of dysembryogenesis and heart rhythm features. Direct line - direct
correlation, dotted line — reverse correlation
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Puc. 2. PacnpocTpaHeHHOCTb MaJjibIX aHOManui cepaua y ML, MoOJI0A0ro Bo3pacta ¢ MapdaHOMAHOM BHELUHOCTbIO
Fig. 2. Prevalence of small heart anomalies in young people with marfanoid habitus

OBCYXAEHUE HBIX: Y MY)XYHH Yalle BBIABISUIM aCUMMETPHUIO aop-
Otnenpable MAC SIBISIIOTCS 9acTOW HAXOAKOW MPH  TadbHOTO KJlalaHa, TOBBIIIEHHYI0 TPaOeKyIsIpHOCTh
9XOKapAHOrpaduueckoM OOCIICIOBAHUN — II0 HAIIUM IIPaBOTO JKEIY[JOYKa, a y JKEHIIUH — IOBBIILIECHHYIO

JaHHBIM JAIIb Y 10 % 370pOBBIX MOJIOJBIX JIFOEH HE TPaOCKyJIIPHOCTh JICBOIO JKEIyI04YKa M J100aBOYHBIC
BbIsiBIIeHO HU onHOoM MAC. Ilpu sToM xapakTepHbl manmwiIsipHble MblmIbl. Takue MAC, kak mnposarchl
OTYETJIUBBIE OCOOCHHOCTH PACHPOCTPAHEHHOCTH OT- MHUTPAJIbHOTO, TPUKYCIUAAIBHOTO WM IyJIbMOHAJb-
nenbHbIX MAC B 3aBUCHMMOCTH OT IOJa 00C/IEIOBaH- HOI'O KJIAalaHOB BBISBISUIMCH C OAMHAKOBOW YacTOTOH
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Cpeau IOHOILIEH M JieByllek. Bricokasd BcTpedaeMoCTb
JIXJDK B nomymsauuu (75 %) He mO3BOJISET ompene-
JUTHh MX KIMHAYECKYIO0 3HAYMMOCTh 0€3 ydeTra hx KO-
nu4ecTBa (OJMHOYHBIE MJIM MHOXKECTBEHHBIE), a TaK)Ke
nokanuzaumu. HanGonee wacto JIXJDK BeisBisttorcs
B 00JacTH BEpXYLIKH JIEBOTO Keiaygouka. O4ueBHIHO,
TIPH TaKOW JIOKATU3AI[UN OHU CYIIIECTBEHHO HE BIUSIOT
Ha BHYTPHUCEP/IEYHYIO TeMOINHAMUKY, HE TIPENSATCTBY-
10T TIOTOKY KpoBHU. Takoe mpeacTaBiIeHne CoriacyeTcs
C JUTEpaTypHbIMU JITAaHHBIMHU, YTO KIMHHYECKOE 3Ha-
YeHUe UMEIOT, npeumyuiectBeHHo, JIXJDK, pacmomno-
JKCHHBIe ONIM)Ke K OCHOBAHMIO CEpJIla — CpPEIHHHBIC
u 6azanpHbIC [3, 17]. DTO MpeanoaoKeHNe MOATBEPXK-
JICHO HaJIM4YUEM IPSIMOM KOPPEISLMOHHONH CBA3U
JIXJDK cpeaunHO# M 0a3anbHOM JIOKAIM3allMU C Ha-
PYUICHHSIMH TPOBOAMMOCTH — 3TH304b1 AB-0Omokaab
1-#1 cTerneHu B TeUEHUE CYTOK CYIIECTBEHHO Yallle BbI-
SIBJISUIACH Y 7L MoJiogoro Bospacta ¢ JIXJDK. Mox-
HO TIpennojarate Halnu4Yue ouaros GuOpoza MUOKapaa
B MECTe MPHUKPEIUICHUsI 0a3aIbHBIX JOKHBIX X0, YTO
MIPUBOUT K 3aMENJICHHUIO MTPOBEACHUS DIIEKTPHUECKUX
HUMIIYJICOB B BEPXHEHN TPETH MEXIKETY0UKOBOM Tepe-
ropoaku — B obnactu AB-y3na u ctBona I'mca. Pasz-
BUTHIO Takoro (puopo3a crocoOCTBYET aKTUBALIMS CUT-
HasnbHoro mytn TGF-B, xapakrepHast i1 nanueHTOB
C HACIIEICTBEHHBIMU HApYyIICHUSIMH COEIMHUTEIBHON
TKaHU, B YaCTHOCTH — CHHApoMoM Mapdana u map-
(daHouHON BHEIIHOCTHIO [14, 16].

HeonunakoBo cBs3anbl otnensHele MAC ¢ BHel-
HUMHU TIpU3HaKamMu Ju3sMOproreHesa. B kadecTBe
OTIPENEISIIOIINX BHEIIHUX TPU3HAKOB OBUTH BBIOPAHBI
KOCTHBIE, XapaKTEepPHU3YIOLIHe BOBJICUEHHE KOCTHOM
CHUCTeMbl B JUCINIaCTMYECKHUH Tmpouecc. Hamuune
OONIBIIOrO YHMCla KOCTHBIX NMPHU3HAKOB AM33MOpHOTe-
He3a coYeTaeTcs C NpPU3HAKAMU BOBICUEHHS B JIUC-
TUTACTUYECKUI TIPOIECC IPYTUX CHUCTEM OpTraHW3Ma,
B TIEPBYIO oOdYepenr — cepaedHo-cocymuctoit [12].
C KOCTHBIMH TMpPHU3HAKAMH AW3IMOpHOreHe3a CBSI3aHbI
takne MAC, kak mposancsl MyJbMOHAJIbHOTO U TPHU-
KyCHHJIAJTHHOTO KJIAMIaHOB, aHEBPU3Ma MEXKIIpeICep/I-
HOW MEeperopoKH, aCHMMETPHS a0pTaJbHOTO KiIaraHa
n 3Haunmble JIXJDK. TecHas cBA3b nepedrcieHHBIX
MAC ¢ cucteMHBIM 1Ie(PEKTOM COSIUHUTEIBLHON TKaHH
MOJITBEPXK/TaeTCsl 0OJiee YacThIM MX BBISBIICHUEM Y Tia-
[IMEHTOB ¢ Map(aHOWIHONH BHENTHOCTHIO. TakuMm 00-
pasom, npu3HaKu MaphaHOUIHOW BHENIHOCTH MOXKHO
paclieHnBaTh Kak MapKep BOBJICUEHHUS COEIUHUTEINb-
HOTKAaHHOTO KapKaca cep/la B AUCIUIACTUYECKUI Ipo-
1ecc, 4To u mposiBisiercss OonpimmM unciom MAC.

Kimanueckoe 3Hauerne MAC ToAaTBepKIaeTCs
WX CBA3BIO C HApPYMIEHUSAMH CEpJIeYHOro puTMa. Tak,
aHeBpHU3Ma MEXKIPEIACEpAHON MEeperopoiKH accolu-
HMpOBaHa C CYMNPaBEHTPUKYJSAPHON 3KCTPacHCTOIUEN
BBICOKHMX Tpamanuii (6omee 10 B wac), a Takxke map-

HOM M TPYNIIOBOM NPENCEPIHOM 3KCTPACUCTOIUEN.
OdeBHIHO, HEMOJHOE 3apallleHue OBaJbhbHOTO OKHA
¢ oOpazoBaHHeM TOHKOW (QHUOPO3HON TIEPETOPOIKH
MEXly TpPEACepANsSMH CO3JAaeT YCJIOBUS Ul IUPKY-
TSI UMITYJIbCOB BOKPYT JIEKTPUUECKH HEAKTHBHOM
obnmactu, 4ro W (QOpPMHUPYET NpeACepAHbIE Hapylle-
HUs puTMa 1Mo Tumy re-entry. C Apyrodl CTOpPOHSHI,
neeKT MEXIIpeNCepIHON TMEPEeropoiKH MOXKET Tpe-
MATCTBOBAaTh HOPMAJIbHOMY TPOBEICHHUIO HMITYJIBCOB
K JIEBOMY IPEICEPUI0, YTO BBI3BIBAET IEKTPUUECKOE
pazoOiieHne MpecepaIuii 1 MOXKET HMPUBOIUTH K aK-
THUBAIIMH IKTOMUYECKUX OYaroB pUTMa — IPH ITOM
PETUCTPHUPYIOTCA SMN30/1bI MUTPAIMH BOAUTENS PUTMA
no npeacepausaM. [Iponarc TpuKycnuaaabHOrO Kiamna-
Ha 3a CYET HATSDKCHMS NaNWULIPHBIX HUTEW co3Jaer
oYarv HarpspKEHUS] B CTEHKE MPABOTO JKEIY0YKa, YTO
SBIISIETCSl TIPEATIOCHUTKON I (DOPMUPOBAHUS JKEITy-
JIOYKOBBIX DKCTPACUCTON BBICOKHX Tpamaruii (6omee
10 B yac). Kpome TOro, mposancsl MmyJIbMOHAIBHOTO
U TPUKYCNHAAIBHOTO KJalaHa CBA3aHbl ¢ HApYyILCHH-
SIMH BETETATUBHOW PETYJISIMHA CEPIIeYHOr0 pUTMa —
TIOBBIIIICHUEM [HMPKAJHOTO WHJEKCA W CHIDKEHHUEM
BapuabeNbHOCTH CepJeyHOro putMa. HamomuuMm, 4to
JUISL JIAL, MOJIOJIOTO BO3pacTa ¢ MapdaHoUIHON BHeNI-
HOCTBIO XapaKTEepPHbI HU3KUE 3HAYEHHs CHEKTPAIBHBIX
Y BPEMEHHBIX TTOKa3aTeseil BapraOelbHOCTH C BO3pac-
TaHUEM Pa3HUIIB MEKAY 3HAUYCHUSIMHA YaCTOTHI Cepey-
HBIX COKpAallleHHH B JHEBHOE M HOYHOE BpPEMs CYTOK
(mpxaanbiit uuneke) [11]. MoxHo npeanonarath, 4To
peanm3yeTcsl 3TO 3a cueT 0oJiee YacTOrO BEISBICHUS
y TaKWX JIFOAEH MPOJAIcoB KIIAaHOB MPaBOTO CEp/la.

BbiBO bl

1. OTnenpHble Majible aHOMAJIHM CEPILA BBIABIIC-
Hbl Y 90 % npakTUyecKH 3J0POBBIX MOJOABIX JIFOJEH.
Hawnbomee pacupocrpanenasie MAC — 3TO JIOKHBIC
XOPJIBI JIEBOTO JKETYIOUKa, J0OABOUHBIC MAMUIUIIPHBIC
MBIIIIIBI, aCUMMETPUSI aOPTaJbHOTO KJalaHa, a Tak-
e TPOJIA0OMPOBAHUE CTBOPOK MHUTPAIBHOTO M TPUKY-
cnumanbHoro KiamaHoB. llpu oOnapyxkenmn JIXJDK
HEeoOXomMMa OIICHKa WX JIOKAJIHW3aIlluu (BepXyIIed-
Hble, 0a3ajbHBIE U CPEMHHBIE) U YHcia (€INHUYHbIE
U MHOXKECTBEHHbIC).

2. C cucteMHBIM Je(EKTOM COSIUHUTEILHON TKaHU
cBs3anbl Takue MAC, Kak acCHMMETPHS aopTaIbHOTO
KJIallaHa, TPOJIarc TPUKYCIUAATBHOTO KianaHa, aHeB-
pU3Ma MEXKIPEACEPIHON MEPEroOpoOIKH, MHOXKECTBEH-
uele JIXJDK cpennHHOl M 0a3anbHON JIOKaIM3ALUH.
Ot MAC cBsi3aHbI ¢ NPEACEPAHBIMU U JKETYI0YKOBbI-
MU DKCTPACHUCTONAMH, TTH301aMIA MUTPAITUH BOAUTEIS
pUTMa TIO TPEACEPAUusM, 3aMEIJICHHEM aTPHOBEHTPHU-
KyJsipHOTO TipoBesneHUst (AB-Onokanma 1-if ctemeHwm),
CHUKCHHEM CIIEKTPAJIbHBIX U BPEMEHHBIX MMapaMeTPOB
BapraOeIbHOCTH CEPJEYHOTO PUTMA.
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