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B crartbe mpeacTaBiena uapopmManus o runeprpoduueckoii kapauomuonatuu ('KMII) - nepBudHOM mopaxe-
HUH CEepAla, XapaKTepPH3YIOMeMcs YTONIICHHEM CTEHOK JICBOTO JKETyIOYKa M Pa3BUTHEM CEPACYHOI HEJOCTaTOYHO-
CTH, MPEUMYIIECTBEHHO AMACTONIMYECKOH. [ MmmepTpoduss CTEHKH JIEBOTO JKemyaodka Oonee 15 MM HesicHOro reHesa
cunTaercsa quarHocruueckuM kpurepuem ['KMII.

JlanHbple nccnenoBaHus MOATBEpxKAA0T HacneacTBeHHbId xapaktep [ KMII. Ecte ocHOBaHMs cuMTarh, 4TO Ta-
TOJIOTHYECKUE W3MEHEHHS BCTPEYAIOTCS Jallle, 9YeM THATHOCTUPYIOTCA. DTO MOKHO OOBSACHUTH TEM, UYTO Y 3HAUUTEIIh-
HOW YacTH OONBHBIX HEBO3MOXHO JETalbHOE OOCIeOBaHHWE C NMPHMEHEHHEM JIa00OpPaTOPHBIX W MHCTPYMEHTAIBHBIX
METOJIOB THArHOCTUKH (BeHTpHUKynorpadus, kopoHaporpadus, DDPU), Bcrenctsie 3Toro 60JbHBIM OMIHO0YHO CTABHT-
cst ntuarHo3 MBC, runepronnyeckas Oone3nb. HazHayaercst HeaJleKBaTHOE JICYEHHE, YTO BEIET K MPOTrPECCHPOBAHMIO
3abosieBanusi. [IpoBeneHne CBOEBPEMEHHOW JMArHOCTHKU ITIO3BOJMT BBISABIISITH PAHHHE CYOKJIMHUYECKHE WU3MEHCHHMS
MHOKap/ia ¥ ONTUMHU3UPOBATH JICUCHHE, BCE ITO 3HAYUTEIILHO CHU3HUT BEPOSITHOCTh Pa3BUTHUS OCJIOKHEHHUH, B TOM YHCIIE
(atanpHBIX, ¥ YIYYIIAT JaTbHEHIINH IPOTHO3 MAMEHTOB ¢ THIEPTPOPHUIECKOI KapJHOMHOIaTHEH.

Knroueswie cnosa: cunepmpoghus, kapouomuonamus (KMII), cenemuuecku 06ycnoeneHnas, OUazHoCmuKda.

A.A. Panov, A.V. Maleeva, G.V. Kuzmina, N.V. Grigna,
0.V. Kolesnikova, O.N. Mihaylyuc, D.N. Gabitova

HYPERTROPHIC CARDIOMYOPATHY

The article deals with information about hypertrigpbardiomyopathy (HCMP) — the primary damage & th
heart characterized by thickening of walls of ldntricle and development of heart insufficiencpessally diastolic.
Hypertrophy of left ventricle wall more than 15 nwhunclear genesis is considered to be the diagnosteria. The
data of investigation confirm the genetic characfedfCMP. The conduction of proper diagnostics wille the possi-
bility to find out subclinical changes of myocamdiand optimize the treatment, improving furthergmosis.
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I'uneprpoduueckas kapaunomuonarus ('KMII) — nepBuuHOE mopakeHne cepra, XapaKTepu-
3YIOLIEECS] YTOJILIIEHUEM CTEHOK JIEBOTO JKEIyJO0YKa M Pa3BUTHEM CEPAECYHOM HENOCTAaTOYHOCTH,
MIPEUMYIIECTBEHHO AUACTOINYECKON. [ umepTpodus CTEHKH JIEBOTO Kemynodka oonee 15 Mm Hesic-
HOT'0 FeHe3a CUUTaeTcs AuarHocrnyeckuM kpurepuem I'KMIIL.

Pasnuuaror crienyromue BapuanTel: cumMerpuuras [ KMIT (yBennueHue ¢ BOBICUEHHEM BCEX
CTEHOK JIEBOTO JKenmynouka), accumerpuudas [ KMII (runmeprpodus ¢ BoBIeUeHUEM OJTHOM U3 CTe-
HOK), anukanbHas [ KMII (rumeprpodus oXBaThIBaCT H30JUPOBAHHO JIMIIIb BEPXYILIKY CEpAla), 00-
crpyktuBHas ['KMII (MexokemyqoYKOBOW MEPEropoIKd WM WAWONATHYCCKUN CyOaopTaIbHBIH
creno3), ' KMII cBo60IHOM CTEHKH JIEBOTO JKETYI0UKA.

BaxueiMu o61mumu ocooennoctsiMu ['KMIT (kak ¢ oOcTpykimel, Tak U 0e3 Hee) BBICTYyIaeT
BBICOKAs 4aCTOTa HApYLIEHUI pUTMa CEepALa, MPEkKIE BCErO KENyA0UYKOBON SKCTPACUCTOINMN U Ma-
POKCU3MaJbHON TAaXUKapAMM, U HAPYLIEHHWE AUACTOJNYECKOTO HAIOJHEHHUS JIEBOTO XKEIIYA04YKa,
YTO MOXET NPHUBOJHUTH K CEPJIEYHOM HEZOCTaTOYHOCTU. C apuUTMUAMM CBSI3BIBAIOT BHE3AIHYIO
cMepTh, Hactynaomyo y 50%6oasabrx ['KMII.

DT1Hos0THA 3a00JIEBaHMs Y MHOTHX OOJIBHBIX HOCHT HaciencTBeHHbId xapakrep. [ KMII B Ta-
KHX CJIydasiX BOSHHMKAET B pe3yJbTaTe MyTallMU T€HOB, KOJUPYIOIIUX COKPATUTENIbHbIE OCIKH MHO-
KapJa.

VY OONBHBIX, C TaK HA3bIBAEMOW cHOopann4eckoil popmoii, HET POJCTBEHHUKOB C JaHHOM ma-
TOJIOTHEN.



[TaToreHes: B pe3yibTaTe MyTallii T€HOB BO3HUKAET THIIEPTPOUS JIEBOTO JKEITYJ0UKA U y4a-
CTKU JI€30praHU3alMH KapJUOMUOIIUTOB.

Knunudeckue mposiBIeHUS: 00YCIOBICHBI OOCTPYKIIMEH BBIHOCSIIETO TPAKTa JIEBOTO JKEy-
JI0YKa, €ro JUacToNn4Yecko MuChYHKIMEH, hiieMuell MHOKapAa W HapyLICHUSMH CEpAEeYHOro
puTM™ma.

Mp1 pacnionaraem cooctBeHHbIMU HaOmonenusmu ['KMII, HocsmyuMu HaclieICTBEHHBIA Xa-
paxrep.

Bonwnoit M., 1949r.p., 6onen ¢ 1991roxa, korna BnepBeie 0OpaTHUIM BHUMaHUE HA U3MEHE-
Hus Ha DK ¥ CpOYHO TOCHUTAIM3UPOBAIH C MTO03peHNEM Ha HH(papKT Muokapaa. Jlanee mposenu
obcnenoBanue u aederue. luarno3 npu Beimucke: MBC. MenkoodaroBsiii nHpapKT MHOKapaa me-
pelHel CTeHKH JIeBOro kemymouka. [ unepronndeckas Oonesnpb Il cr. Crenenp moswimenus AJl
[ll. Qunaramus neBoro npeacepaus. [ uneprpodus neBoro xxenynouka. Puck 3. HK |. ©K II.

[Tocne BBIMHUCKHM W3 CTallMOHAapa OOJIHHOTO HANPABHIIM HAa PEaOUIUTAIIMOHHOE JICUCHUE B Ca-
natopuii. Ha moBTopHO cHaATEIX DKI' n3MeneHust ObUTH MPEKHUME (TIyOOKHH OTpUIIATEIBHBIN 3y-
oen T B |, aVL, V3-6, STumwxke m3onuuuu B |, aVL, V4-6, STeeime uzonuanu B V1-2, 3yber; R
BbICOKHUH B V5-6). Aprepuansroe gasinenne 180/110mm prT. CT.

C 199110 1997rr. noxydan aMOynaToOpHOE JIEYEHUE B COOTBETCTBUU C BHICTABJICHHBIM M-
argo3om. OKI" ¢ 1991r. nmo 1997r. ocraBasnch 6e3 u3menenunii. B 1997r. 6s110 nposeneno 2 XO-
KTI" u BbIsSBICHA acHMMETpUYeCKas TUIIEpTPOUs JCBOTO Kenyaouka (B OOJbIIEH CTENCHH 3a CYET
MEKIKEITYTIOUKOBOM meperopoaku) — toimuaa MIKIT — 2,4cm, 3CJIK — 1,3cm, @B — 78%,K/IP —
4 4cm, KCP — 3,2¢Mm, Ao — 3,0cm, AK — 2,2¢m, JIIT — 3,6¢M.

ITocne o0cnenoBanus ObLI BeICTaBIEH quardos3: ' KMII.

[ToabpeMbl apTepualIbHOTO J1aBJieHUs 00JIbHOM He ourymaer. Hauato neuenne: o63uman 80 mr
— 4 pa3za B cyTku, sHananpui mo 10Mr — 3pa3a B cryku. [Ipu sTOoM aprepranbHOe AaBICHUE CHU3H-
nock 10 160/100mmM pr. CT.

B 1998r. snananpun ObUT 3aMEHEH Ha PEHUTEK, a 003WIaH — Ha aTEHOJION B aJICKBATHBIX J0-
3ax. [Ipu npueme stux npenaparo AJ] Hmwke 160/100mM pT. CT. HE CHHIKAIOCH, XOTS KJIMHUYCCKH
MAIUEeHT HE ONTyIan ceOsl TUI0X0, OBIIO PEIIeHO K JIeYeHUI0 100aBuTh KopuHpap mo 10 Mr — 2paza
B cytku. AJl mocne npuema xkopuHpapa cHmkanock 10 150/90mm pr. ct. C okTs16ps 1998r. cran
OTMeYaTh MHOT/Ia IPU X0/1b0e U Tocje nMpuemMa MUIIY Krydue 600y 3a rpyAuHoi. B npueme HuTpa-
TOB HE ObUIO HEOOXOMMOCTH, T.K. 00N KYIIMPOBAIHCH OCTAHOBKOW JBHKCHHS.

C urons 1999r. B monokeHUM Jiexa crtaj oTMedaTh nepedou B paboTe cepara, KOTopbie Ky-
MUPOBAINCH U3MeHeHueM nonoxkeHus tena. 30.12.199%. nocne yxxuna npunsn 20 Mr peHuTeka,
100 mr aTenosona u Jier crath B 22 9aca. B 24 yaca mpocHYJICS OT CHIIBHOTO CEpAIICOMEHUS U KIy-
yux Ooneii 3a rpyauHoi. AJl — 200/120umMm pr. ct. Bri3BaHa MalmHa CKOPOH TIOMOIIHM U IOCTaBIICH
B 1ajJaTy MHTEHCUBHOM Tepanuu cTanuoHapa. OObeKTHUBHO: KOXKHBIE TOKPOBBI OJI€IHbIE, XOIOIHbIH
not, oousHOe Moyenciyckanue. Ha OKI' — mapokcu3m mepriareabHON apUTMHUU C YaCTOTON pUTMa
xenynoukoB — 160-180ya./MuH, runepTpodus JIEBOro KeIyA04Ka ¢ BEIPAKEHHOW CHCTOIUYECKOM
neperpy3koit. [Tog kontponem OKI' u AJ/] HayaTo BBeJeHHE HOBOKAaMHAMU/IA, IPOME/0JIA, TTaHAH-
TrUHA BHYTPUBEHHO KarenbHO. Uepe3 2 yaca 45 MUHYT PUTM BOCCTAaHOBMJICA. D CYTOK IMallMEHT Ha-
XOJWIICS B MajlaTeé WHTEHCUBHOW Teparuu, 3aTeM ObLI TIepeBeIcH B KapAHOJIOTHUECKOE OT/ACTICHHE,
e JieueHrue OblIo po1okeHo: peHuTek 40 Mr B cyTkH, ateHosiosn 200Mr B CyTKH, BepanaMuil 1o
180mr — 3paza B cyrku. Hurparsl 100aBiIeHbI K JICYCHHUIO U Yepe3 S THel OTMEeHEHBI. AyCKYbTa-
THUBHO: TOHBI Ceplla MPUIITYIIEHbl, CUCTOJUYECKUI IIyM Ha BEPXYILKE U aopTe. YUYUThIBasl, 4TO
AJl He uMeNo TeHACHIINH K CHUKCHHIO, K JISYSHHI0 ObUIO pelieHo 100aBuTh npectapuyM mo 10 mr
Ha HOYb. Uepe3 24 qHst 60IHHOM BBIMKCAH U3 CTAIMOHApA.

05.02.200G. B 20:0010ma Ha ¢oHE mpreMa IpernapaToB BHE3AMHO BO3HUK MAapOKCU3M (Huod-
pwtsiiin npeacepanii, A/l — 200/11Qvm pr. cT., uepe3 40 MUHYT BHOBB JIOCTaBJIEH B OJIOK HHTEH-
CUBHOW Tepanuy, HAa4aTO BBEICHHWE HOBOKAWMHAMHUIA, W30KETa, MPOMEN0Ia, TernapruHa, KopuHdap
MO S3bIK. MPUCTYI KyNHUpOBaH yepe3 45 MuHyT. B manare MHTEHCHMBHOW Tepamuu Haxoquics 5
JHEH, 3aTeM MEepeBEieH B KapAuoJIoTnyeckoe oraeneHue. JlabopaTopHble aHATU3bI: OOIMIKI aHAIN3



KpoBH: TeMornobus — 110r/1, neiixomursr — 3,8x10/1, spurporursr — 5,5x10%1, COD — 8 Mm/u.
OOt ananu3 Moun — 6e3 marosnoruu. Kamuit kposu — 3,3mmonb/in. DKI' — 6e3 quHaAMUKH B CpaB-
Hennu ¢ OKI ot 1991, 1997, 1998, 1999. DXO-KI" —6e3 nunamuku ot siuapst 2000r.

Hecmotpst Ha mpoBoguMoe JiedeHHe B OTAEJICHUH BHOBb BO3HHK MapOKCH3M MeplaTeabHOM
apuTMHH. BOTBHON MPOCHYJCS OT CHJIBHOTO cepluedueHus:, Kryuyux Ooner 3a rpyaunoit. Al —
180/110mwm pr. cr. [Tapokcusm kynupoBan 1 r HoBokanHamua. [Tocse 3Toro ObUIO perieHo nepem-
TH Ha KOPJApOH.

B 5T0 BpeMms cTanu MOSBIATHCS KETYJOYKOBbIE SKCTPACUCTOJbI, KOTOPBIE y4YaIladuch B IO-
JIO’KEHUU JIeKa, TpH XoAb0e, mocie mprema nuiiyd. Hamu ObUT cienad BBIBOI, YTO MAPOKCH3M MPO-
Bonupyercs moabeMom AJl. JKemymoukoBbIe IKCTPACHUCTOIIBI CTAIH O€CITOKOUTh BCE Yallle.

B anpene 2000r. naxoauics Ha oOcnenoBannu B MHCTHTYTE Kapauonoruu uM. A.Jl. MscHu-
koBa (MockBa), rae ObUT BbicTaBiacH auarHo3. MBC, HapylleHHe cepaeyHOro pUTMa. MapOKCH3-
MaJibHas popMa, TpPENeTaHus npeacepaAnii HempaBmiIbHOU (opMbl. [ unepronnueckas 6omnesss Il cT.
Crenens noseimeHust AJl lll. Tuneprpodus nesoro xenymouka. Puck 3. HK |. ®K II. K neuenuto
ObLT 10OABIIEH AJUTONIEHUH, TTOCJIE YETO JKETYJOUYKOBBIE SKCTPACHCTOJBI PEKPATUIIHCH.

C 2000r. mapokCu3Mbl MEpIATEIHFHON ApUTMHH CTAJIA YYaIlaThCsl M B HACTOSAIIEE BPEMs BO3-
HUKaIOT yepe3 1-2 nusa u nponomkarores no 2-3 nus. HaunHaroTcst BHE3amHO, pUTM BHE3aITHO BOC-
cTaHaBlMBaercs. Hauano mpucrtyna conpoBoxaaeTcs KryduMu OOJISIMH 3a TPYAUHOM, MPOJIUBHBIM
MMOTOM, OOMJIBHBIM MOYEHCITYCKaHHUEM.

B nexabpe 2005r. onpenenena |l rpynmna nHBaIuIHOCTH.

B mae 2007r. Haxomauics Ha jedyeHuu B Kapauonorundeckom oraeneHud ['Kb Ne3 um. C.M.
Kuposa ¢ auarnozom: UBC. IIporpeccupytromas cTeHOKapaus ¢ ucxoaoMm B ctadmibHyro OK II.
[Tapoxcusmanbhas mepuatensHast aputmus. XCH lla. @K Il. Tuneprpoduyeckas xapauonatus c
cybaopranbHOU oOcTpykumen. ['unepronnueckast 6one3ns Il cr. Puck 4. Koncunuywm pemiaer Ha-
npaBuTh nanuenta B HI[ cepneuno-cocyaucroi xupypruu uMm. A.H. bakyneBa i penieHust Bo-
mpoca 00 ONepaTUBHOM JICYCHHH.

HacnencTBeHHYIO 3THOJIOTHIO TAHHOW MATOJIOTHUHU MOATBEPKIACT HAOIIOICHHE HAMH JOUYEpH
BBIIIICYKA3aHHOTO OOJILHOTO.

bompnast I'., 1979r.p., B TedeHue roja OTMEYAIOTCS 4YacThie 0OMOpoYHBIE cocTostHUS. [1o
nanabiM DXO-KI' ot 2008r.: MXKII — 1,4cm (B cpeanei Tpetu) ¢ GUOPO3HBIMU BKIIOYCHUSIMHU.
ITpu cpaBuennu ¢ 9XO-KI" ot 2004r.: MXKII — 0,87cMm, nuactonnyeckass AUCHYHKIUS PECTPHK-
THUBHOTI'O THIIA.

Ha OKI ot 2008r. cuHycOBBIil pUTM HapyIlIeH YaCTHIMH MOJIUMOP(HBIMU SKCTPACUCTOJIAMH,
runepTpodus JeBOro Kerya0ukKa.

JlaHHbIE HAIIUX UCCIIEIOBAHUM MOATBEPKAAIOT HacieAcTBeHHBIN xapakTep I KMIL.

Pe3tomupys nonyueHHble JaHHBIE, €CTh OCHOBAHMS CUUTATh, YTO MATOJIOTMYECKNE U3MEHEHUS
BCTPEUAIOTCS Yallle, YeM JUArHOCTUPYIOTCS. ITO MOKHO OOBSCHUTH TEM, UTO y 3HAUUTEIHHOU Yac-
TH OOJIBHBIX HEBO3MOXKHO JIeTallbHOE 00C/IeJOBaHe C PUMEHEHUEM J1a00paTOPHbIX U UHCTPYMEH-
TaJIbHBIX METOJIOB TUArHOCTUKU (BeHTpUKysorpadus, koporaporpadus, DDU), BciieacTBHE 3TOTO
O0onpHBIM omuOouHO ctaBuTcsi auarno3. UBC, runepronndeckas Oone3Hb. Ha3znawaeTcs Heamek-
BaTHOE JICUEHHUE, YTO BEJET K MPOTPECCHPOBaHUIO 3a0oneBaHus. [IpoBeeHne CBOEBpEMEHHOM -
arHOCTHKH MO3BOJIUT BBISBIISITh paHHUE CYOKIMHUYECKHE U3MEHEHHs] MHOKapAa U ONTUMU3UPOBATh
JIEYCHUE. BCE ATO 3HAYUTEIHLHO CHU3UT BEPOSTHOCTH PAa3BUTHS OCIOXHEHUU, B TOM YHCIIe (aTallb-
HBIX, U YIYYIIUAT JATHHEHIITNI TPOTrHO3 MAIMEHTOB C TUIIEPTPOPUIESCKON KapAMOMHOIIATHEH.
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