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OCo0eHHOCTBIO COBPEMEHHOH KapAHaIbHOM MaTOJIOTUH Y JAETeH U MOAPOCTKOB SIBJISIETCS JOMUHUPOBAHHUE MO~
pakenuit cepuedno-cocyaucror cuctembl (CCC) HEBOCHAIUTEIBLHOIO, UCTPOPHUUCCKOrO XapaKkrepa U, B YaCTHO-
ctu, muokapauonucrpopun (MKI) [1]. Tpyanoctu B uzyuenun MKJ] cBsi3aHbI ¢ OTCYTCTBHEM €AMHOTO B3IVIs/Ia HA
ee IMarHOCTUYECKUE KPUTEPHUH, OTCYTCTBUEM ITaTOTHOMOHUYHOW KJIMHUYECKOM CUMIITOMATHKY U JUIMTEIbHBIM Oec-
cUMNTOMHBIM TeueHueM [2, 3]. MK]I MmoxkeT HaOmonarbes y IeTeit Jr000ro Bo3pacra, B T. 4. y HOBOPOXKICHHBIX [4].
K MKJI MoryT npuBoiuTh 3a00yieBaHusl MUOKapAa (B T. 4. MUOKapAMT), SKCTpaKapnaibHble 3a0oneBanus [4]. Baxk-
Hoe 3HaueHue st nuarnoctukn MKJ/] umeer anexrpokapanorpadus (OKI'), ipu KoTOpOii BBISIBISIFOTCS] pa3InYHOTO
pona aputmuu [4].

B HacTosimiee Bpemst MpooiKaeTCsl akTUBHOE M3y4yeHHe ancIuiazuu coenuHutenbHoil Tkanu (ICT) cepana
unu Maselx aHomanuit passutud cepana (MAPC) [5—-11]. M3yuaercs BnmusHue ICT Ha pa3BuTHE U TeUEHUE pa3nnuy-
HBIX 3200JIEBaHUM, B T. 4. HapyIIeHHH cepreuHoro putMa u nposogumoctu (HCPII) y nereii [8, 12, 13]. Bee ato no-
CJIy’KUJIO OCHOBAaHHEM JIJIsl HACTOSAIIIETO UCCIEOBAHMS, ONIPEISNINIO €T0 eI U 3a4a4H.

Heab paboTel — ompeseseHUue YacTOThl U XapakTepa HapyLIeHUH CEepJeYHOro PUTMa U MPOBOJMMOCTH, a
TaKke paziandHbix BapuaHToB MAPC y neteil ¥ noJpoCTKOB € MOCTMUOKAPAUTHYECKMMU MHOKAPIUOIUCTPODHUIMHU
(IIMMK).

Marepuan u Metoabl. [ pynmy HaOmonenus cocraBuin 65 nereid u nogpoctkoB ¢ [IMMK]/L B Bo3pacte ot 2
no 17 ner (rpymnna 1), koTopble UMeNU B KaTaMHe3e NepeHeceHHbll HepeBmarudeckuil kapaut (HK). I'pynma cpas-
HeHud (rpymnmna 2) — 65 nereit ¢ auarHozoM «MKJI ¢ HapymeHuem putMmay. I'pymnmbl comocTaBUMBI IO BO3pacTy
u noy. Jletn u3 o0eux rpyIi MpOXOAWIN JICUCHHE B peBMaTonorndeckoM oraeincaun Y3 «4-s [JIKb r. Muncka»
B 2008-2014 rr. ITpoBoaunocek: IKI' u ynerpa3BykoBoe uccienopanue cepaua (Y3U) u opraHoB OproiIHO#M M0JI0-
ctH, ouek. CraraHaau3 MPOBOIUIICS C UCIIOJIb30BaHUEM mporpammbl Statistica 6.0. JlocTOBEpHOCTH OLIEHHBAJIACH T10
t-xputeputo CThIOJEHTA /ISl HE3aBUCHMBIX BBIOOPOK, a Takke 1o kpureputo Gumepa (F, ncrnonb3oaics anroputm
OTIpe/IeJIEHNS JOCTOBEPHOCTH COBIAICHUH U PA3IUYNI I SKCIIEPUMEHTAIbHBIX JTaHHBIX, U3MEPEHHBIX B TUXOTOMU-
YecKoil IKane, KpuTuueckoe 3HadeHue F ma yposHa 3nauumoctu 0,05 pasro 1,64).

PesyabTarhl 1 ux odcyxaenue. Kpome auarnoctuuecku 3Hadumbix DKI-npuznakoB MKJI [4] pa3nuunbie
BapuanTbl HCPII o pesynsraram DKI -ucciienoBanus Obutn BbisiBIeHb! y 98,5+1,51% nanuentoB u3 rpynmst 1 (64
pebenka) u y Bcex aereid u3 rpymisl 2. JlocroBepHo yamie B rpymmne | Bcrpedanuch Onokanpl: 54,7+6,22% ciny4aes
npotus 35,4+5,93% B rpymnne 2 (p<0,05; F=2) (pucyHok). 13 Hux BHyTprkenynoukoBbie oiokaasl (BXKB) Bcrpeua-
mick B rpymme 1y 51,4+8,45% nanuenToB, arpuoBeHTpUKY/IsipHbIe Onokansl (ABB) — y 45,7+8,42%: ABB I cre-
nenu — 37,5+€12,5%, a Il u Il crenenn — mo 31,3+11,97% cootBercTBenHo. B rpymnme 2 BXb perucrpuposaiucs
vamie: B 73,9+9,36% cny4aeB Bcex Onokan, a ABB pexe, uem B rpymme 1 — B 26,14+9,36% ciyuaeB: u3 Hux [ ct. — B
66,7+21,08%, II ct. — 33,3+21,08% ciyuaes. Cpeau nereit ¢ B)Xb B rpynme 1 wamie no cpaBHeHHIO ¢ rpynmoi 2
BCTpEYAINCh OJIOKAIbI JICBOM HOXKKM Iydyka ['mca (mosiubie u Henonubie) — 61,1£11,82% npotus 35,3+11,95% B
rpymie 2. Kpome Toro, B rpymnmnax peructpupoBaiuch cuoarpuanbibie omokaasl (CAB) I u Il cr. — 28,6+7,64% (B
rpymnme 2 —y 21,7+8,79% naunenTon). B rpynme 2 qoctoBepHo yalle, 4eM B IpyIme |, BCTpeyanch Cirydan SKCTpa-
cucronuu (3C): B rpynme 2 OC 3aperucrpupoBana y 72,3+5,55% nereid, a B rpymme 1 — y 42,146,17% nauueHTos,
(p<0,001; F=3,14) (pucynok). IIpuuem B rpynne | cympaBenTpukyssipasie 9C (CBOC) Berpeuanucs B 51,9+9,8%
ciydaes, B rpynme 2 — B 51,1+7,29%.
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Pucynoxk — CHHAPOM HapylieHUsl PUTMa U POBOAUMOCTH Y jieTeil U MOAPOCTKOB U3 rPyIN HAOII0eHUsI
U rpynnsl cpaBHenns (% k n1=64, n2=65)

Kenynoukossie OC (JKOC) B rpymnme | 6butn otMeuens! y 33,349,24% marnuentos (u3 HUX 66,7+16,67% —
neBoxenynoukoBsie IC (JDKDC)), B rpymme 2 XKIC — y 48,9+7,29% nannenToB (u3 HEX 69,6+£9,81% — JDKIC).
Tompko y mereit ¢ [IMMK]] Berpewanucs cimydan nmonutornHoH DC (GKETyZOYKOBOM M CyNMpaBEHTPUKYISIPHON) —
14,846,96% cmyuaes, BcraBouHoit JKOC (mpaBo- 1 JeBOXKETYI0UKOBOH) — 7,4+5,13%, G610KHpOBaHHOI CympaBeH-
Tpukynsipaoit 9C —y 7,4+5,13%. Cinyuan rpynmnosoit 9C ormedens! B rpymie 1 B 7,445,13% ciydaes, npuyuem uc-
xmountensHo JKIC. B rpymme 2 rpynmossie npencepaasie IC 3apeructpupoBansl y 2,14+2,09% nereit. Yacteie OC
(CBSC u XKOC) Berpewanuch kak B rpymme 1 (7,4+5,13%), Tax u B rpymnne 2 (sxkenymnoukoBbie) — 4,3+2,96%. Ciy-
yau ajioputMa (0u- u TpureMuHus) npeumymiecrsento npu JKIC vame (p<0,1; F=1,54) oTmMeuanuch cpean aeTei u
MOJPOCTKOB M3 rpymmsl 1 (29,6+8,95%, 8 manmentor) nmpotus 10,6+4,08% (5 neteii) B rpymme 2.

CroxHBIe HAPYIIECHHUS PUTMa PETUCTPHPOBAIIUCE B TpyTIe | Heckonbko yamie — y 6,3+3,04%, a B rpymme 2 —y
4,6+2,6% obcnenoBaHHBIX (prucyHOK). Ho eciu B rpymime | 3T0 ObUTH CIydan MPEeUMYIIECTBEHHO CYITPABEHTPUKYIIP-
HOM 1 mpaBoxkenynoukoBoii mapacucronun (I1C) — 754+25%, y | mammenTa — aTpHOBEHTPHUKYISIPHAS JHCCOIUAIINS
(ABJ), To B rpymre 2 3To ObUTH ciTy4yaun Tosbko AB/I.

W3MeHeHns cepieqHoro puTMa, 00yCIOBIEHHBIE HapyIIeHHeM (yHKIHH aBToMaTu3Ma cuHycoBoro y3na (CY),
oTtMeueHsl B rpymre 1y 51,6+6,25% nereit (rpynmna 2 — 66,2+5,87%) (pucyHok). U3 Hux B rpymnme 1 peructpupona-
JIUCH: HECTAOMIBHBIN CHHYCOBBIA pUTM ¥ 39,4+8,51% narmmenToB (B rpymmne 2 —y 32,6£7,15%), Murpamnus uctod-
HUKa pUTMa B mipeenax npeacepauit y 21,2+7,11% (B rpynmne 2 — 11,64+4,88%), cuHycoBas TaXuKapIaust U yCKOpEH-
HBII CUHYCOBBIN pUTM — Y 18,246,72% (B rpymme 2 mouTH B Ba pa3a dame — y 32,6+7,15%), cunycoBas Opagukap-
JIHsL, 3aMeITICHHBIA CHHYCOBBIA puT™M — y 36,4+8,38% (B rpymme 2 — 27,3+6,79%), npeacepaHbie puTMBI (IIpaBo- U
HIDKHENpeAcepausit) — y 12,245,7% (B rpymme 2 — 2,3+2,29%).

Kpowme Toro, B rpynme 1 Bctpedanucs: WPW-cuaapom (1,6%), smm30asl MepIaTenbHONH apuTMUH (Tpere-
TaHue npencepauii) y 1,6%, cinydan ykopodeHHoro natepBana PQ y 6,3+3,04% ob6cnenoBaHHBIX (B rpymme 2 —
9,2+3,58%), uuskoBonsTHas DKI'y 12,5+4,13% nereit (B rpynme 2 — 12,3+4,07%), cuuapoM paHHEH pemonspusa-
1uu xenynoukoB (CPPXK) — 1,9%.

Bucuepansusie npossnenns JJCT B rpynme 1 Obiu BeIsABICHBI y 64 marmenToB (98,5+1,51%), B rpynme 2 —y
92,3+3,31% (60 marenToB). Kpome CCC aucrmacTiyeckue MposiBIeHIsI ObUTH OTIPEIeNeHbl B APYTHX OpraHax U CH-
ctemax B rpymmne 1 — B 15,4+4,51% cnygaes, a B rpymnie 2 — B 5+2,81%. Cpean aux JICT B cucteme opranoB Moye-
oOpa3zoBanusa U MoueBbLAeaeHUA y 50+16,67% B rpymnme 1 u 66,7+33,32% B rpymre 2, )KeTyI0qHO-KUIIICYHOM TPAKTe
U xemdeBeIBoASIIUX MyTsiX 40+16,32 u 33% COOTBETCTBEHHO.

Ha Y3U cepana MAPC oarHakoBO 9acTo BBIBISLIINCEH B 00enx rpymnmnax: B rpynme 1 — B 93,8+3,01% ciydaen
JCT (60 nereif) u y Bcex narpentos ¢ J{CT B rpynme cpaBHeHus (60 neteif). 3 HUX gaiie BCero: TOMOIHUTEIbHBIE
XOpAB!I B TostocTH JeBoro xkemynouka (JAXJDK) — y 93,3+3,22% nerei, B rpynme 2 — y 81,7+4,99% nauneHToB, u3
HuX MHOXecTBeHHBIe JIXJIK B rpynme 1| — B 21,4+5,48%, a B rpymme 2 — B 28,646,46% ciayuaeB. Y 48,2+6,68% ne-
Teit u3 rpynmsl 1 (ot crydaes ¢ AXIDK) 'y 42,947,07% u3 rpynmst 2 JIXJDK Opir 00HapY»KEHBI B pa3IMYHBIX COUe-
tanusax ¢ apyrumu MAPC. 13 aux JIXJDK oOHapyXeHbI B COUYeTaHUH ¢ GYHKIIMOHUPYIOITHM OBAJIBHBIM OTBEPCTHEM
(®OO0) B rpymme 1 —y 55,6+9,74% nereit (B rpymne 2 —y 47,6+11,17%), ¢ mponarncom MutpansHoro kianana [-11
crenienu (IIMK I-II ct.) B rpynme 1 — 33,3+9,24% (B rpymnne 2 — 42,9+11,07%) u np. Kpome AXJDK y manueHToB
obeunx rpynm onpeaensuuch: [IMK I-1I ct. — 18,3+4,99 u 2545,59% cnyuaeB, ®OO — 31,7+6,01 u 28,3+5,82% co-
otBeTcTBeHHO. M3 1pyrux MAPC B rpymnne | 1narHoCTUPOBAINCE: IBYCTBOPYATHINA aopTanbHbIN ki1anaH (1,7%), pac-
ITUPEHNE KOPHSI a0pTHI (3a CUeT JWIATAINN CHHYca BanbcanbBel — 1 peOeHOK), aHeBPU3MBI MEKIIPEICEPTHON TIepe-
roponku, yanuHenne EBcraxuena kinanana (u B rpymie 2) mo 1 pedeaky — 1,7%. Peryprurtanus [-1I cT.(R I-II ct.) Ha
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CepJeYHbIX KJIanaHax B rpymnne 1 onpenenenay 58,5+6,11% nereit, a B rpynmne 2 —y 44,6+6,16% nauuenTon. M3 Hux
yaiie oTMevanach R Ha muTpanbHOM KianaHe B rpynne 1 — B 55,3+£8,07% ciydaes, a B rpynne 2 — B 86,24+6,52%
(p<0,05; F=2,05) u R na tpukycnunansHom kinanane — 21,146,62% (rpynma 1) u 13,846,52% nereii (rpynmna 2). Ko-
nuaectBo BoisiBicHHBIX MAPC Ha omHoro nanuenTta (0e3 yuera MmHOkecTBeHHOCTH JIXJIK) coctaBmiio B rpymme 1 u
rpymre 2: oqaa MAP —y 51,6+6,45 u 6546,16% manuenros, 2 MAP — y 45+6,42 u 31,7+6,01%, 3 u 6o;tee MAP —
y 6,743,23 u 3,3+2,31% coorBercTBeHHO. Cpennee uncio MAPC Ha ojHOro narmuenra B rpyiie 1 ObUI0 HECKOIBKO
Oosbine yeMm B rpynmne 2 — 1,52 nporus 1,38. Cpeau apyrux usmenenuit npu Y3U cepaua B rpymnme 1 crnenyer orme-
TUTh: yBenudcHue kamep cepana (15,4+4,48% manueHToR), U3 HUX: MMOJIOCTH JIEBOTO xeiynouka (60+16,33%), npa-
Boro — 10%, sieBoro u npasoro xexyaoukoB (10%), mpasoro npeacepaus (20+£13,13%); yMeHbIIEHHE COKPATUTEIb-
HOW CITOCOOHOCTH MHOKapa JICBOro enyaouka (9,2+3,58% nereit), yriioTHeHHE CTBOpOK KiamaHos (12,3+4,07%),
13 HUX: MUTpaibHOro — 62,5+18,3%, aopransHoro — 25+16,37%, Tpukycnunansoro — 12,5%. B rpynne cpasHe-
HUSI TaKUX M3MeHeHui npu Y3U cepaua BbIsBICHO HE OBLIO.

BoiBoabI:

1.ITpu MK/I BBISBIISAIOTCS pa3IMYHbIC 110 XapaKTepy apUTMUHU, HE OKa3bIBAIOIIUE CYIECTBEHHOTO BIUSHUS Ha
CHCTEMHYIO F€MOIMHAMUKY: CHHYCOBasi TaXUKap/us, OpauKapaus, peaKue, Jalle cyrnpaBeHTpuKy/IsipHbie DC, CHU-
JKeHUe BosibTaxka komIiekca QRS, HenonHble 610Kaibl HOXEK Imyyka ['uca.

2.HapymieHust cepieqHoro putma u npoBoaumoctu y nereir ¢ [IMMK]I xapaktepusyroTcst peodiagaHueM
cllyyaeB HapylleHHs] (yHKIUH ITPOBOIUMOCTH (OJIOKaJ), MO-BUIMMOMY, B pe3yJbTare MOCTMHUOKapANTHYECCKUX W3-
MEHEHH (KapIMoCKiIepo3a) B IPOBOAHNKOBOM CHCTEME CepAlia), B TO BpeMs Kak y nanueHToB ¢ MK/] nHoro renesa
MIPEUMYILECTBEHHO CTpaaeT QyHKIMS aBToMaTH3Ma ¢ popmupoBanuem DC.

3.V nauumenrtos ¢ [IMMK/] waie perucTpupyoTcsi IpPOrHOCTHYECKH MEHee OaronpusiTHbIe HAPYILICHUS PUT-
Ma (ABB II-1II ct., yacTbie, BCTaBOYHBIC, MTOJIUTOIHBIE, FPyIToBbic DC, aJNIOPUTM, CIIOKHBIC HAPYIIICHHUS PUTMA).

4.V nereit ¢ [IMMK]] uacto Bctpeuatorcst MAPC, n3 nux vame Bcero JIXJDK, kak n3omupoBaHHbIC, TaK U B
coueranuu ¢ apyrumu MAPC.

Jluteparypa

1. Japnerrumnbaeesa, 3.I. Muokapnuonuctpodus y nereil. CoBpeMeHHbIe TipencTapicHus (003op mureparypsi) / 3.1 Jlas-
nerrunbaeesa // [lequarpus n nerckast xupyprust. — 2009. — Ne 3. — C. 53-57.

2.JleontseBa, 11.B. Muokapauonucrpodust y nereit u moapoctros / .B.Jleontsesa, C.E.JlebenproBa. — M.: Menumuna,
2010.—75c.

3. Tyrensman, K.M. Cocrosinue remoiHaMuKy 1ipu MHOKapanoxuctpoduu y nereit / KM. Tyrensman, 1.B. JleontseBa //
Poc. BectH. nepunaronoruu u neauarpud. — 2007. — T. 52, Ne 1. — C. 20-24.

4.bensesa, JI.M. Muokapauomuctpodust y nereid u nogpocrkos / JLM. Bensiea, E.A. Komynaesa, E.K. Xpycranesa //
Men. voBoctu. — 2010. — Ne 2. — C. 31-35.

5.HacnencrBeHHble HapyLIEHUS COSIMHUTENILHOM TKaHU B Kapauosioruy. JluarHocruka u jieuenue Poccuiickue pexoMeH-
naryu (epBsii mepecmotp) / Kom. sxcrieproB Beepoc. Hayd. 0-Ba kapauoaoroB. CeKnust TUCIUIa3uK COSIMHUTENBHOM TKaH! Cepll-
na // Poc. kapmuonor. xypH. — 2013. — Ne 1(99). — 32 c.

6.3emioBckuit, D.B. Manbie aHomanuu cepana u aucruiactudeckue Gpenorurnst / D.B. 3emmosckuid, D.I. Manes. — CII6.:
N3n-Bo «MIBOCOII», 2012. — 160 c.

7.Kanypuna, T.W. ncmnasus coemunautensHoi Tkanu / T.W. Kagypuna, B.H. I'op6ynosa. — M.: DJIBY, 2009. — 714 c.

8.bacapruna, E.H. CunapoM quciiia3un coeIMHUTEIbHOM TKaHu cepana y aereit / E.H. Bacapruna / Borp. coBpeMeHHON
neauarpun. — 2008. — T. 7, Ne 1. — C. 129-133.

9.ESC Guidelines for the management of grown-up congenital heart disease (new version 2010). / H. Baumgartner [et al.] //
Eur. Heart J. — 2010. — Vol. 31, Ne 23. — P. 2915-2957.

10. Predictors of ventricular arrhythmias in patients with mitral valve prolapse / Y. Turker [et al.] / Int. J. Cardiovasc.
Imaging. — 2010. — Vol. 26, Ne 2. — P. 139-145.

11. Cardiovascular magnetic resonance characterization of mitral valve prolapse / Y. Han [et al.] / JACC Cardiovasc.
Imaging. — 2008. — Ne 1. — P. 294-303.

12. I'manxoBa, A.b. Hapynienus putMa cepaua y aeTei ¥ MoApoCTKOB ¢ MabIMU aHOManusiMu cepaua / A.b. Tiankosa //
Bectr. CIT6oI'MA um. U.1. MeunnkoBa. — 2007. — Ne 2 (npmnoxenue). — C. 42-43.

13. I'mycaes, C.®. Kinnandeckoe 3HaueHHe MajbIx aHoManni cepana y aereii / C.®. I'nycaes, FO.M. Benosepos, A.®. Bu-
HorpajoB // Men. BectH. CeBeproro Kaskaza. — 2008. — Ne 2. — C. 39-43.

THE FREQUENCY AND NATURE OF RHYTHM DISORDERS, CARDIAC CONDUCTION
DISTURBANCES AND SPECIAL FEATURES OF MICROSTRUCTURAL ABNORMALITIES
OF THE HEART IN CHILDREN AND ADOLESCENTS WITH POSTMYOCARDITIC
MYOCARDIODYSTROPHY

V.V. Dzmitratchkou, V.V. Samakhval, N.N. Bylinski

Various arrhythmias, that do not significantly affect the systemic hemodynamics, are detected in children with
myocardiodystrophy: sinus tachycardia and bradycardia, rare, supraventricular extrasystoles, incomplete bundle-
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branch block. In case of postmyocarditic myocardiodystrophy predominance of heart blocks is observed, adverse
prognostic arrhythmias are recorded more frequently: frequent, intervening, politopnye, group beats, allodromy,
complex arrhythmias. Automatism function predominantly affects in patients with other dystrophies, often with the
arrhythmias development. Minor anomalies of the heart are often found in children with myocardiodystrophy, the
chords in the left ventricular cavity occur more often, both isolated and in combination with other minor anomalies.



