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AHHOTauma. [wunepTpodpuyeckas  kapomomMmonatusi  4acTo  coyeTaetTcs C  CUHOPOMOM
HeanddpepeHUnpoBaHHON AUCNNA3nN COeANHNTENbHOW TKaHW, OOHUM U3 NPOSIBNEHNUIA KOTOPOro SBSETCS
opMmupoBaHme manbix aHoMmanuin cepgua (MAC), aenatowmxcs daktopamm pyucka passutus HapylweHuin
puTMa, 4To BaXHo B amarHoctuke TKMI.

Abstract. Hypertrophic cardiomyopathy is often combined with the syndrome of undifferentiated
connective tissue dysplasia, one of the manifestations of which is the formation of small heart anomalies
(MAS), which are risk factors for the development of rhythm disturbances, which are important in the
diagnosis of HCM.
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Mmneptpodouueckaa  kapavommonatua  (FKMIT)  oTHocutca K ayTOCOMHO-AOMWUHAHTHbLIM
3aboneBaHNsM C HEMO/HOW MNEeHeTPaHTHOCTblO, XapaKkTepuayloweecs YTOMWEHNEM CTEHKU NeBoro
xenypouka (JIXK) w/vnu B pegkux cnyvassx — MNpaBoro Xenygoyka, yale acUMMeTPUYHOro xapakrepa,
32 CcyeT YTOJWEHUS MeX>XenyOoyKkoBOW Meperopolkun, passBuBalollerocss B pesynbrare MyTauuu
cokpaTuTenbHbix 6enkos Mmokapaa [1-5].

Mo paHHbIM nocnefHux wuccnemosanuii npu FKMI yacto HabnopalwTCcs MNPU3HaKyM CuHIOPOMA
Heand hepeEHUMPOBAHHON  AMCMNA3nUN  COEOMHUTENBbHOM TKaHW, 4YacTbiMU MPOSBAEHUSAMU KOTOPOro
ABNAOTCA Manole aHomanum cepgua (MAC) [6,7]. K MAC oTHocaTCS nponancekl  KAamnaHoB:
TpUKYyCNnuaanbHOro, aopTanbHOro, NEeroYyHon apTepun; aHeBpu3Ma MeXNpeacepaHon neperopoaku;
OYHKLMOHMpYOWEee OBanNbHOE OKHO; aCUMMETpUS TPUKYCNMAANbHOrO KfanaHa; MHOXECTBEHHbIE
aHomanbHo passuTtble xopabl (APX) [6]. MAC siBnsitoTcst MOPdONOrMYeckon 0CHOBOW (PYHKLUMOHANbHbBIX
N3MEHEHNIN CcepaeyHoin OeAaTeNbHOCTU M 4YacTo COYeTalTCs C SNEeKTPUYECcKoin HecTabunbHOCTbIO
Muokapga, NpPoSBASOWENCS PasnnyHbiMU HapyweHuamu putma [6]. OCHOBHble MexaHW3Mbl HapylweHus
putva npu OCT cnegywowme: HapyweHuss asToMatvMaMma, TpurrepHas akTuBHOCTb, Re-entry.
MNpenpacnonarawowmMy  oakTopamn apuTMoreHesa SBASKOTCSA:  HEMONHOUEHHOCTb  BHEKNETOYHOro
MaTpukca; aucdyHkuma muokapga JIXK; coctosHme knanaHHo-xopganbHoro annapata (MMK, OXX,
MMKCOMaTo3Has  dereHepauusi  CTBOPOK, MWUTpanbHas  peryprutauvs);  MbllleYHble  MOCTUKWU;
DOMONHUTENbHbIE NYTU NPOBEAEHNS UMMYNbCA; 3NEKTPONMUTHbIE COBUMM (TUNOMarHMemMunsl); ropMoHanbHble



cosuru (rmnepnponaktuHemus) [6,7].

[ucnnactnyeckoe cepaue NeXWT B OCHOBE MHOMMX ClyyaeB BHe3anmHOW CepaeyHon CMepTw,
NPUYMHaAMKN KOTOPOI SBASAIOTCA (paTanbHble HAPYWEHUS pUTMa M NPOBOAUMOCTU, Pa3pbiBbl U aHEBPU3MBI
aopTbl, KOPOHAPHbIX U MO3roBbIX apTepuin [6].

CaMbIM pacnpocTpaHeHHbIM NMPOSIBEHNEM AMCNNACTUYECKOro cepaua siBnsietcs nponabuposaHue
MuTpanbHoro knanaHa. [porHo3 pans 6onbHoro ¢ MK onpepensietcs CTeneHbld MUTPaNbHOW
peryprutaumm [7]. [emoOMHamuyecky 3HauMmasi MUTpanbHas peryprutaums 06bl4HO CBsi3aHa
C MUKCOMATO3HbIM MepepoXAeHUEM CTPYKTYp KnanaHHOro annapata 1 xapaktepusyetcs andysHbiM
nopaxeHueMm UOPO3HOro cnosi, OeCTPpyKUMein un dparMeHTaumnelidr KONnareHoBblX W 31acTUYeCcKMX
BONOKOH, YCUNEHHbIM HAKOMNMIEHUEM [INKO3AMUHOM TMKAHOB BO BHEKNETOYHOM MaTtpukce [7]. Y nonoBuHbI
6onbHbIX ¢ MK rucTOnorMyeckMmMm u rucTOXMMUYECKMMU MeTodamMu O6HapyXeHO MUKCOMaTo3HOoe
nepepoxXaeHne nposBodslWen CUCTEMbI cepaua, a TakXe BHYTpUCepOeYHblX HEPBHbIX BOJIOKOH. YacTo
BbigBnseTcsa B3ammocBa3b NMMK ¢ HapyweHusMun putma cepdua. HactoTa BbISIBNEHMS XENYA0YKOBbIX
akcTpacucton konebnetcs ot 18% 0o 91%, HaoXenynoyKoBbIX aKCTpacucTon— B npenenax 16-80%. [6].
OcHoBHOM npuumHoin BHe3anHoW cmeptn npu [IMK  4BRsoTCS  XENyaoouykoBble  TaxvapuTMuUW.
lMaTtoreHeTmMyeckumMn  (pakTopaMy  HapylweHus CepaoevyHoro puTMa CUYATAlOTCH  MMKCOMaTto3Has
JereHepaums npoBOIsAWEi CMCTEeMbl cepiua M CTBOPOK (0COBEHHO 3agHel), a Takxe MuTpanbHas
peryprutaums [3,6,7]. B reHe3e HaaXxenyno4ykoBbIX apuTMUin ocoboe 3HaYeHne npuoaeTcs pasnpaxeHuto
cyb6aHOoKapananbHblX y4acTKOB IEBOr0 NMPEeAcepansi peryprutumpytowein CTpyei KpoBw, YTO NPUBOOMT
K pasBMTUIO 04aroB 9KTOMMYECKOro BO30yXaeHus [6]. B uicne npuumH XenynoykoBbiX HApyWeHWn putMa
paccMatpmBaloT FMNEPCUMNaTUKOTOHUIO, aHOMAsNbHYI0O TPaKLUMIO NanUAASPHbIX MblWL, MHOXECTBEHHbIE
XOpAbl B MOAIOCTU NEBOro Xxenynoyka [6].

Yacto npu COC BbIABNAIOTCSA aHOMaNbHO pacnonoXeHHble xopabl (12%). YacTtoTa BbigasneHns APX
konebnetcs ot 2,5 mo 95% [7]. B TKaHsX, pacnonoXeHHbIX B y4yacTKax MPUKPENneHns xopabl,
B pe3ynbTaTte NOCTOSHHOW TpakuMuM NPOUCXOOUT HapyweHWe pPerMoHapHoOro KpoBoToka U (DOPMUPYOTCS
30Hbl (pubpos3a. [lpu HanMuMm aHoManbHOro MOMEepPeYyHO pPAaCMOIOXEHHOro TsXa onpeaenseTcs
TYpPOYNEHTHbIA BHYTPUCEPAEYHbI KPOBOTOK, OKa3blBalOwWWi NoBpexgawlee OeNCTBNE HA TKaHU camoi
xopabl 1 saHpgokapa. OCHOBHOe KMHMYeckoe 3HaveHne APX 3aknioyaeTcs B TOM, HTO OHU SBNSOTCS OOHOWA
M3 BO3MOXHbIX MPUYUH aPUTMUA, Tak Kak MOryT colepXaTb [HOOMNOMHUTENbHbIE MNyTWM NPOBEOEHMUSA
umnynobca (knetkum T[lypkuHbe). Hawbonee uacto npu APX BbiSIBNSAOTCS HagXenynodkoBas
N Xenynoykosas akcTpacuctonusa. NpoaonbHO pacnonoxeHHble APX yalle coyetaloTcs C HapywWweHnsaMm
puTMa cepua no CpaBHEHWUIO C MOMEePeYHbIMU U AnaroHanbHbIMU Xxopaamu [6].

Llenb paboTbl — aHanM3 BCTPEYaEeMOCTY HAPYLWEHUSIMU PUTMA 1 NMPOBOAMMOCTI 1 MasbiX aHoManui
cepaua npu runepTpocoryeckoin KapavoMmuonaTtun.

Martepuan n meTonbl UCCNenoBaHMA: B PETPOCNEKTUBHOE MCCNnedoBaHue BKN0YeHbl 42 nauneHTa
¢ MKMMM (mmarHo3 ycTtaHaBnAMBasniCcs COrnacHO PeKOMeHJauumsiM Mo AMarHoCTMKe W NneyvyeHuto H60NbHbIX
TKMIT). N3yyeHbl pe3ynbTaTbl KAMHUYECKOrO, axoKapamorpadmnyeckoro, aneKTpokapamorpagmyeckoro
nccnenoBaHMs U CYTOYHOrO XONTEPOBCKOro MoHuTopupoBaHus OKIT y AaHHbIX MauUMEHTOB. Y OaHHbIX
nauneHToB. CTaTUCTMYECKWUI aHann3 NPoBOANIICS MPW NoMolwm nporpamMmbl Statistica 10.0, JOCTOBEPHbIMK
pasnuung cumtanuck npu p <0,05.

Pesynbtatel wux obcyxneHue. W3 42, Bowenwwx B WCCNELOBaHME NAUMEHTOB, rpynny
¢ 06CTPYKTMBHOWN cpopMoii runeptpodmyeckoin kapamommonatum (OFKMI) coctaBunm 17, y KOTOPbIX
rpafueHT pasneHus B BbiBogHoM TpakTte (BT) JIX npesbiwan 30 MM pT CT., B rpynny ¢ HeOBCTPYKTUBHOW
gopmoin TKMIM (HFKMIM) sownu 25 nauuweHToB, ¢ rpaaueHToM nasneHuss B BT JIX <30 mm pT1 cT.
MeamaHa Bo3pacta noctpagaswmx B rpynne ¢ OFKMIT coctaBnna Me(95% IOWN) = 50 (37,7-52,7) nerT,
a B rpynne ¢ HFKMM — Me(95% [OW) = 48 (28,2-39,6) net. MaumeHTtbl B rpynne ¢ OFKM 6binu



nocToBepHO cTapwe, 4em B rpynne ¢ HIKMIT (p=0,01). B rpynne ¢ OIKMI1 cooTHOWweHNe
MY>XYMHbI/XeHWmnHbl = 13 (76,5%)/4 (23,5%), a B rpynne ¢ HI KMI cooTHOwWeHne MyX4nHbI/ XEeHWnHbl = 9
(60%)/16 (40%), p = 0,5. B nccnenyeMom KOHTUHreHTe 0b6cTpykTrBHAs dpopma MKMIT vawe BcTpeyanach
Yy MyX4uH, a HeobcTpykTuBHas coopma KMIM y xeHwwH. MenomaHa rpaaveHTa OaBneHUst B rpynne
¢ O'KMTI1 coctaeuna Me(95% OW) = 70 (57,6-81,2) mm pT cT., a B rpynne ¢ HFKMIM — Me(95% [ON) = 9
(8,1-13,0) mm pT cT (p=0,01). Nponanc mutpansHoro knanaHa (MK) sctpevancsa y 8 (47,05%) naumeHToB
B rpynne ¢ OFKMM n y 19 (76%) naumeHtoB B rpynne ¢ HICKMI (p=0,08). MeanaHa rnybuHbl
nponabuposaHus cteopkn MK B rpynne ¢ OF'KMI pasHa Me(95% [OW) = 5,05 (3,9-6,8) MM, a B rpynne
¢ HFKMIT — Me(95% OWN) =5 (4,6-6,1) mm (p= 0,96).

B nccnenyemMoM KOHTUHreHTe Hambonee YyacTo BCTpeyascs nponanc MuTpanbHoro knanasa, (64,3%)
W aHOManbHO pacrnonoxeHHas xopda nesoro xenymouka (J1XK) (21,4%). HedekT mexnpencepnHon
neperopoan (OMIM) n mukcomatos cteopok MK Habnioganuce B 11,9% cnyyaeB kaxnblii. OTKpbITOE
oBaNlbHOE OKHO BbISIBNEHO Y 9,5% naumeHToB, Nponanc TpMKycnuaanbHOro knanaHa u TpabekynsipHOCTb
Bepxywku npasoro xenygouka (MX) y 7,1%. Ounataums oTBepCTMa TPUKYCNUOANbHOrO KnanaHa, ceTb
Chiari, nedekt mexxenynoukoson neperopoaku (AMXIT) BbisneHsbl B 2,4% cnyyaes.

B npoBemeHHOM wccnepoBaHum npeobnagany HaoXenynooukoBble (BbiSiBNeHbl y 22 (52,4%)
nauneHToB) N Xenypo4ykosble (BbigBneHbl y 18 (42,9%) nauneHToB) akcTpacuctonbl. Murpauma soouTtens
putmMa 6bina obHapyxeHa y 2 (4,8%) naumeHTtoB. CuHopom WPW, cubpunnsums npencepawi,
TpeneTaHue npenceponii, nonHaa 6nokana neeBoi HOXKM nydyka [Mmca, HenonHas AB-6nokagna Il cteneHm
MobuTtu 1 BCTpeyanuce no 2,4% cny4yaes.

B nccneposaHmm npoaHanuanpoBaHo BnusHue MAC Ha pasBuTMEe HapyweHuin putma B rpynnax
C 06CTPYKTUBHOI 1N HEOBCTPYKTMBHOWN CPOPMOWA rnnepTpodomnyeckoin kapamommonatm (tTabnuua 1).

Tabnuua 1

Couetanme MAC v HapyweHuii putma y naumeHTos ¢ [TKMTI

MaumeHTbl ¢ OFKMI (n=17), abc. uvicno||MaumeHTol ¢ HITKMM (n=25), abc. ynucno
MpusHak (%) (%)
MAC (n=12) ||Bea MAC (n=5) p MAC (n=22) ||Be3 MAC (n=3) p

C HapyweHnsIMun
putma

10 (58,8%) ||5 (29,4%) 0,89 |[20 (80%) 3 (12%) 0,74

MMK (n=11) ||Bea MNMMK (n=6) p MMK (n=19) ||Bes NMK (n=6) p

C HapyweHnsMun
putmMa

8 (47%) 6 (35,2%) 0,48 ||14 (56%) 5 (20%) 0,86

B uccnemyemom koHTuHreHte B rpynne ¢ OFKMI HapyweHus putma Obinn BbisiBNeHbl Y 24,9%
naumeHtoB 6e3 MAC, a npu HanMuun HapyweHwuidi apxXuTekToHukn — y 58,8%. B rpynne ¢ HIKMI
HapyweHus putma BcTpedanucb y 12% naumeHTtoB 63 MAC 1 y 80% nauMeHToB C ManbiMy aHOManuaMu
cepiua. Y naumeHtoB ¢ OFKMI, wmewownx MNMK, aputmum BbigBneHbl y 47% naumeHToB. Cpean
nauMeHToB OaHHOW rpynnbl, Y KOTopbix He 6bin BoisneH NMMK HapyweHusi putma BbisiBneHbl y 35,2%
nauventoBs. B rpynne ¢ HIFKMTI npu Hannyumn MNMMK HapyweHns putMa BbisiBNeHbl y 56% nauveHToB, a npu
otcyTtcTBumn NMNMK — y 20%. (prcyHok 1).
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® CoveTanme MAC c HapyweHnAMK puTHMa npu HIKMN m Coveranue NMMK ¢ MAC npu HIKMN
CoueTanve MAC c HapyweHHAMKH puTMa npu OFKMIM m Coveranme NMMK ¢ MAC npu OMKMN

Puc.1. Coyetanue aputmunii ¢ MAC u NMMK y naumeHTos ¢ T'KMI

Takum 06pasom, pesynbTaTthl UCCNENOBaHNS Nokasanu, YTO HapyweHus pyMTMa valwe BCTpeyanucb
npv HanuuMm Manbix aHomanuin cepaua. B rpynne ¢ HFKMIM coyetaHne MAC un aputmuin Habntoaanocb
y 80%, a B rpynne ¢ OF'KMI1 y 58,8% naumneHTtoB. MMK covyetancs ¢ MAC y 47% naumeHtoB ¢ O KM
ny 56% naumeHTtos ¢ HIKMI1. Ctatnctuyecku 3Hauumbix pasnuyania Bo sctpevyaemoctn MAC v HapyweHunin
putMa B rpynnax ¢ o6CTPYKTUBHON M HEOOCTPYKTUBHOW (DOPMOW rMnepTpodOrMYecKor KapamomMmonaTum
He BbISIBNEHO.

Ha paHHbIA MOMEHT OTCYTCTBYIOT OOHO3HAuYHble cTaTUCTMYeckme pHdaHHble o codeTaHun [TKMI
n MAC. lo paHHbim KO. H. beneHkosa, E. B. lpueanosoi, B. KO. KannyHoeon n gp. F'KMIT B 50%
HabnoaeHNn coyeTaeTcs C aHOMaNMSAMWU PasBUTUSA, KakK KapavanbHbIMW, Tak W BHekapananbHbiMu [4].
B 17% cnyyaeB oTmeueHo covetaHue KMI1 ¢ pasnumyHbiMu BapuaHTamu AUCNNasvm COeauHUTENbHON
TkaHn. OueHka CTPYKTYpbl BbISIBNEHHbIX W3MEHEeHWA y Habniogaemblx 60MbHbIX BbiBUNA chnepyowmne
nokasatenu: NMMK — 6,3%, nponanc TpukycnuaanbHOro knanaHa — 2,7%, OONONHUTENbHbIE XOpabl —
4,5% pByxcTBOpYaTblAi aopTanbHbli knanaH — 1,8%, nosblweHHas TpabekynspHocTb JIK — 3,6%,
aHespuama MMM — 3,6%, bedekT mMembpaHo3How yactn MXI — 1,8% [4]. CornacHo paHHbiM D.T.
AreeBa u coaBT. y 96,5% naumeHtoB ¢ KM peructpupyrotcs pasHoobpasHble HapylweHus puTtma
cepiua: X3 B 81,4%, anusoabl Heyctoumeoi XT B 23%, HX3 B 72,8%, anmsonsl HXT B 31,8%,
noctosiHHas chopma MA B 6,9%, napokcuamel MA B 2,7% cnyyaes [1]. MNonyyeHHble B uccnepgosarum HO.H.
BeneHkoBa u coaB. pe3ynbTaTbl NPy MHOrONETHEM HabnwaeHun 3a naumeHTamu ¢ TKMI ykasbiBaloT
Ha ycuneHne 1 ynopcTeo aputmuii npu covyetaHum ¢ MAC B nporpamme COCT [4].

Boioobl: KMIT uvacto couyetaetcd C CUHOPOMOM HeandPepeHUMPOBaHHOW  aucnnasvu
COeONHNTENbHON TKaHW, OOHUM U3 MPOSBAEHUA KOTOPOro ABASeTCs (hopMmpoBaHUE ManbiXx aHoManuia
cepgua, 4YTO CONPOBOXJOAETCSH HapyleHUWeM apxXMTEeKTOHUKM Muokapda W  ero  3feKTPUYeckomn
HecTabuNbHOCTbIO, SIBASIOWMIACS (DaKkTOPOM pucka pasBUTUS apuTMuWiA  cepiua, B TOM  uucne
N XuU3Heyrpoxawowmx, 4To BaxHo B guarHoctuke [KMI1. B wnccnenyeMoM KOHTUHIeHTe nauMeHToB
¢ NKMI HapyweHns puTMa yvawe BCTPeyYanucb Mpv HanMyMm ManbiX aHomanuii cepgua. B rpynne
¢ HFKMTI coyetanne MAC n aputmunii Habntoganock y 80%, a B rpynne ¢ OFKMIM y 58,8% naumeHToB.
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