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Pesztome. 'unepmpouueckas kapouomuonamus OMHOCUMCSL K 2PYNne HACIeOCMBEEeHHbIX 3a00.1e-
SaHuﬁ, 6 OCHOB€ KOMOpbLX jleaicant mymayuu ceH06 CApKOMeEPHbIX benxos. Hanuyue manvix anomanuti mo-
aHcem ycy2y6ﬂ}ll’}1b meuenue 0CHO8H020 3a001e6aHUs U 8IUAMb HA maxKkmukKy Je4ernust OaHHbIX nayuermaoe,
umo 0bocHosbléaEem AKmyajlbHOCNlb Nembl UCC1e006aHUsL.

Knrouesvie cnosa: cunepmpoghuueckas kapouomuonamusi, Maivle AHOMAIUU. cepoya

Resume. Hypertrophic cardiomyopathy belongs to the group of hereditary diseases due to sarco-
mere gene mutation. The presence of small heart anomalies can aggravate the course of the underlying
disease and influence the tactics of treating these patients, which justifies'the relevance of the research
topic.
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AKTyanbHOCTh. ['uneprpoduueckas kapauomuonarus (I’ KMII) otHocuTcs k ayrto-
COMHO-JIOMHUHAHTHBIM 3a00JICBaHUSM C HETIOJIHOM MEHETPAHTHOCTHIO, XapaKTEPUIYIOIIEECs
yroauieHueM (>1,5 cMm) crenku seoro xenynouka (JDK) n/unu B peakux ciydasx - mpa-
BOT'0 KEITyJA0YKa, Yallle ACUMMETPUYHOTO XAPAKTEPA, 38 CHET YTOJIIICHHUS MEKIKETYT0UKO-
BOM MEPETOPOAKHU, Pa3BUBAIOIIETOCS B PE3YJIbTATE MYTAllUU COKPATUTEIBHBIX OEITKOB MUO-
kapna [1,3]. PacripocTpaHeHHOCTh TUIEPTPOPUIECKON KApTUOMHUONATUH B TTOMYJISIIUU 110
pe3ysbTaTaM dXOKapAHOrpapUIecKoro UCCICHOBAHUS B3POCIOr0 HACEJICHUSI COCTABIISIET
1:500 yenoBek [5].

Mopdonornueckum cydctparom I'KMIT sBnsiercs yBenudyenue uncia u oobema Kap-
JTMOMHOIIUTOB UX JIE30pUEHTAIMSA. DTH W3MEHEHHSI B COYETAaHUU C PUOPOTHUECKUMU U3MeE-
HEHUSIMU MBIl CEPALIA U CYKEHUEM MHTPAMUOKAPAUAIBHBIX COCYJ0B CO3AA0T YCIOBUS
JUIS BOSHUKHOBEHUS ey IOUKOBBIX HAPYIICHUN pUTMa CepAlla, B OCHOBE KOTOPBIX JICHKUT
MEXaHU3M [e-entry, 4To. CBSI3aHO C BBICOKMM PHUCKOM Pa3BUTHUSI BHE3AMTHOM CEPACYHOMU
cmeptu [4,5].

Mansie anomanuu cepaua (MAC) u nponanc mutpanibHoro kinanasa (IIMK), sBisto-
IIMeCs] YacTO MPOSBJICHUSMU JUCILIA3UU COCUHUTEIIBHOM TKaHU (WJIM HACTEICTBEHHBIX
HapylIeHUN COCAMHUTEIIBHON TKAaHM), HACJIeAyeMble WJIM BPOXKJICHHBIC CTPYKTYPHBIE OT-
KJIOHEHHSL..OT HOPMaJIbHOTO aHATOMUYECKOIO CTPOCHHMS KJIANaHHOIO amnmapara cep/ua
W/WAIW €TO COeTMHUTEIIbHOTKAHHOTO Kapkaca yacto auarnoctupytot mpu ['KMIL. K MAC
OTHOCSITCSI TIPOJIAIICHI KJIAMaHOB - TPUKYCIHUAAIBHOTO, a0PTaIbHOTO, JIETOUHOU apTepHH;
aHeBpu3Ma MexnpencepaHoi neperopoaku (MIII); dynkmonupyroree oBaaIbHOE OKHO;
ACUMMETpPHSI TPUKYCIUIAJIBHOIO KJIalaHa; MHOKECTBEHHbIE aHOMAJIbHO Pa3BUTHIE XOP/IbI
(APX) [2].

B uccienoBaHusx 1o oneHKe MopakeHUs cepia npu cuHapomMe HeauddepeHmpo-
BaHHOW JUCIUIA3UH COCIMHUTENbHOW TKaHu B Poccuiickoi nmonyinsiuuu y 75% mMaiueHToB
I'KMII coueraercsa ¢ MasbiMu aHoMaiusiMu cepana [2]. MAC npu cuHapoMe IuUcCIuia3uu
COCIMHUTEILHON TKaHU SBJISIIOTCS (paKTOpaMU PUCKA Pa3BUTHUSL apUTMHUIM, UTO BaXKHO B JIU-
arHoctuke 'KMIT [2].
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Leab: onpenenenue BCTPEYa€MOCTH U BApHAHTOB MaJIbIX aHOMaJIMi cep/lia mpu 00-
CTPYKTHUBHOUW M HEOOCTPYKTUBHOUN PopMe runeprpoduueckoil KapJUOMHONATUA U UX CO-
YETAaHWW C HAPYIIEHUSIMU pUTMa CEPALIA.

3agaum:

1. ITo pe3ynbraraMm 3X0KapauorpaduyecKoro UCCIeI0BaHus ONPECIUTh BCTpeyae-
MOCTbh HEOOCTPYKTUBHOM U OOCTPYKTUBHOM (POpMBI rUIEepTpohUIeCcKOr KapAMOMHUOIIATHH.

2. BbIIBUTH BCTPEYAEMOCTh U BapUaHThl MAJIBIX aHOMAJIMKA CEpALA MPU 3XOKAPINO-
rpaguIecKoM HCCIICIOBAHUY.

3. OnpenenuTs 4acTOTYy U XapakTep apUTMUA cepaua npu 0OCTPYKTHUBHONW M HEOO-
CTPYKTUBHOM runeprpoduueckoit kapauomuonatuu, MAC.

MarepuaJs u MeToabl. B peTpocnekTHBHOE HCClIeTOBAaHUE BKIIOUEHBI 42 malMeHTa
¢ 'KMII, o6cnenoBannbie B PHIIL «Kapanonorus» r. Muncka. 3ydeHbl pe3ysibTaThl KJIH-
HUYECKOT'0, 3XOKapAUOTpaPUIECKOro UCCAEAOBAHUS U CYTOYHOTO XOATEPOBCKOrO MOHUTO-
pupoBanus OKI'y naHHbIX nanueHToB. CTaTUCTUYECKUI aHAJIA3 AIPOBOINIICS TIPY ITOMOIIU
nporpammsbl Statistica 10.0, gocToBepHbIME pa3nuyust cuutaires npu p <0,05.

PesyabTarsl 1 ux o0cyxaenue. 113 42, BKIIFOUEHHBIX B MCCIIEIOBAHNUE NTALMEHTOB,
rpynmy ¢ 00CTpyKTUBHOU popMoit runieprpodudeckoit kapauomuonarun (O’ KMII) cocra-
BWIK 17, y KOTOpBIX IpalueHT naBienus B BbixogHoM Tpakte (BT) JIK npesbiman 30 mm
pT CT., B rpymnmy ¢ HeobcTpykTuBHOU Gopmoit ['KMIT (HI'KMIT) Bomuiu 25 nanueHTos, ¢
rpaaueHToM AaieHusd B BT JDK <30 mm pT cT. XapakTepucTuKa rpynil NalueHToB Mpe-
cTaBjieHa B Tabmuue 1.

Tabauya 1. XapakTepucTHKa IpyImin NaMeHTOB

[Tapamerp [Tatmentsl ¢ OTKMII | [Tauunents: ¢ HI'KMII p
Bospacr, rogst, (95% ) 50 (37,7-52,7) 48 (28,2-39,6) 0,01
MyuuHbI/ KeHITHBI a0c.gucio (%) 13 (76,5)/4 (23,5) 9 (60)/16 (40) 0,5
['panueHT naBieHus, MM pr cT, (95% 1) 70 (57,6-81,2) 9 (8,1-13,0) 0,01
[Tposarnc MUTpaIBHOTO KiTanaHa, abc. YHCIIo 8 (47,05) 19 (76) 0,08
(%)
['nmyOuHa mposabupoBaHus CTBOPKH MUTPATb- 5,05 (3,9-6,8) 5 (4,6-6,1) 0,96
HOTO KJanana, MM, Me, (95% J111)

YacToTy BCTPEYaEMOCTH M BAPUAHTHI MAJIBIX AHOMAJIMU cep/Ilia aHAIM3UPOBAJIH Y Ta-
IIUEHTOB B 00eux rpymmnax. Pe3ynapTaThl npuBeeHbl B Ta0auie 2. AHOMaIUU apXUTEKTO-
HUKU cepaua y nauueHtoB ¢ ' KMII Bxirouanu cnenyronue Bapuanthl: [IMK (64,3%), ano-
MaJibHO pacnofiokeHHbie Xxopabl JOK (21,4%), nedext mexnpencepaAHON NeperopoaKu Uin
MHMKCOMATO3 CTBOPOK MUTpasibHOrO Kjanana (MK) oOHapyxenbsl mopoBHy B 11,9 % ciy-
yaeB. B rpynne ¢ OI'KMII y 47,1% nanuentoB Bctpeuaics [IMK, oTkpeiToe oBanbHOE
OKHO BcTpeuanoch y 11,8% maimeHToB, Tak ke, Kak 1 MUKcoMato3 cTBopok MK u aHo-
ManbHO pacnonoxkennbie xopael JIK. B rpynnie ¢ HI'KMIT wame Bctpevanucs MAC, HO
ObLT MeHee pa3HooOpasHeiMu. Hanbombinyto gomto cocrasmi [IMK (76%), n anHoMalibHO
pacnionoxenHsie xopasl JDK (28%).
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Tabnuya 2. AHOManuu apxXUTEKTOHUKH cep/ra: Maible anoMmanuu cepana, [IMK, Mukcomaro3 y manu-

eHToB ¢ ' KMII
Maisie anomanuu cepaua, [IMK, | Bcero (n =42), [TarimeHThI C [TateHTsI € p
MHKCOMATO3 aoc. uncino (%) | OI'KMII (n=17), | HI'KMII (n = 25),
a6c¢. yncino (%) abc. uncno (%)
[Tposanic MUTPAILHOTO KiTaliaHa 27 (64,3) 8 (47,1) 19 (76,0) 0,08
AHOMAIIEHO PacIoIOKEeHHAs 9(21,4) 2 (11,8) 7 (28,0) 0,26
xopaa JIDK
Jleekt MexIpencepAHoi mepe- 5(11,9) 1(5,9) 4 (16,0) 0,36
TOPOJIKH
MuxkcomaTo3 ctBopok MK 5(11)9) 2 (11,8) 3(12,0) 0,68
OTKpBITOE OBAIIBHOE OKHO 4 (9,5) 2 (11,8) 2 (8,0) 0,43
[Tposnaric TpUKyCIUAATLHOTO 3(7,1) 1(5,9) 2 (8,0) 0,65
KJIanaHa
TpabexyIsipHOCTh BEPXYIIKH 3(7,1) 1(5,9) 2(8,0) 0,65
DK
Jlunaranust OTBEPCTHUS TPH- 1(2,4) 1(5,9) 0 0,42
KYCITUIaIbHOTO KJIallaHa
Cetp Chiari 1(2,4) 1(5,9) 0 0,42
JlehexT MexIKeTyI09KOBOM Tie- 1(2,4) 1(5,9) 0 0,23
PETOPOIKH

B uccnenoBanuu npoaHaau3upoOBaHbl HAPYIHEHUS] PUTMA U IIPOBOJIMMOCTH Y Mallu-
€HTOB C 00CTpYKTUBHON U HeoOCcTpykTuBHOU (popmor T'KMII (Ttabmuia 3). OcHOBHBIMU
HapyleHusasMu putMa y nanueHToB ¢ 'KMIT Obuti Ha ke Ty JOUKOBBIE U KETYJOUYKOBBIC
skcTpacuctoiibl. Y nauuentoB ¢ OI'KMII rak #e npeobiaiany JaHHbIE HApYLIIEHUSI pUTMa
(no 47,1%). B rpynne ¢ HI'KMII HapyuieHust put™Ma 1 IpOBOJUMOCTH BCTPEUATUCH Yallle,
WX CIIEKTp ObLT Oosiee pasHooOpazeH. HauOompryro 10110 B CTPYKTYpe apuTMUN TaHHOU
TPYIIbl COCTABWIIM HAJIKEITYA0UKOBBIE (56%) 1 xKemy10uKoBbIe SKCTpacucTobl (40%).

Tabauya 3. HapyuieHus puT™Ma B TPOBOAMMOCTH Yy naririeHToB ¢ [ KMIT

mexn Moowurrr 1

Hapymenne putma Bcero (n =42), [TanmenTs! ¢ [TauuenTsr ¢ p
a6c¢. yncno (%) OI'KMII (n = 17), HI'KMII (n =25),
abc¢. uncio (%) abc¢. ncio (%)
HamxenynoukoBast 9kcTpacu- 22 (52,4) 8 (47,1) 14 (56) 0,48
CTOITHUSI
XKenmynoukoBasi S3KCTPacUCTO- 18 (42,9) 8 (47,1) 10 (40) 0,49
Vst
Murpaiiys BoguTesns putMa 2 (4,8) 0 2 (8) 0,37
Cunnpom WPW 1(2,4) 0 1(4) 0,6
DuOpHILIALIUS IPEICePIHil 1(2,4) 0 1(4) 0,6
Tpeneranue npencepamii 1(2,4) 1(5,9) 0 0,41
[TomHast Gi10Kaa JTEBOI HOXKKH 1(2,4) 1(5,9) 0 0,41
nyudka ['uca
Henonnas AB-6iokana II cte- 1(2,4) 0 1(4) 0,6
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B uccnenosannu npoananusupoBano BiausiHue MAC Ha pa3BuTHE HApYILIEHU pUTMa
B IBYX rpynnax (tabnuua 4). Pe3ynbrarsl uccienoBanus MoKa3aiu, YTO HapyIIeHUs] puTMa
Yale BCTPEUAINCH MPU HAUTMYMHU MajbiX aHoManui cepana. B rpynne ¢ HI'KMII codera-
Hue MAC u aputmuii Habmonanocs y 80%, a B rpynne ¢ OI'KMII y 58,8% nanueHTos.
IIMK couetancsa ¢ MAC y 47% naunentoB ¢ OI'KMII u y 56% nanuentoB ¢ HI'KMIT.

Taonuya 4. Couetanue MAC u HapyleHH puT™Ma

[Tpuznax [Tanments ¢ OT'KMII (n=17), abc. [Tariments ¢ HTKMIT (n=25), a0c.
grcio (%) ynciio (%)
MAC bes MAC p MAC bez MAC p
(n=12) (n=5) (n=22) (n=3)
C HapymeHusIMU 10 (58,8%) 5 (29,4%) 0,89 | 20 (80%) 3 (12%) 0,74
puT™Ma
I[IMK be3 [IMK p I[IMK be3 [TMK p
(n=11) (n=6) (n=19) (n=6)
C HapyIeHUIMHU 8 (47%) 6 (35,2%) 0,48 | 14 (56%) 5 (20%) 0,86
puT™Ma
BriBoabI:
1 B uccnenyemom kontuHrenre OI'KMII Bctpeuanacs y 40,5% nanuentos, HI'KMIT
-y 59,5%.

2 Y manmentoB ¢ [ KMII wacto muarnoctupoBamu [IMK - B 64,3% cimydaeB. Haubo-
nee yacto MAC Berpevanucs B rpynme ¢ HI'KMIL, ograko B rpynme ¢ OI'KMII BeTpeua-
romrecs MAC Ob11n Oosee pa3sHOOOpa3HbI.

3V 78,6% nanuentoB ¢ ' KMII BeISIBI€HBI HApyIICHUS pPUTMA U TIPOBOJIUMOCTH. Y
71,4% nauureHToB HapyeHust putMa couetaircs ¢ MAC. Hapyiienust putma yaiie BCTpe-
yanuch B rpytie ¢ HI'KMIT u 6sutn 6onee pazHooOpaszuel. B 06enx rpynmnax npeobnaganu
HaJDKEITYZI0UYKOBBIE U JKEITyJ0YKOBBIE 9KCTPACUCTOJIBI.
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