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Cratbsl OCBsLIEHA HanboJlee aKTyaJIbHbIM Y BaXKHBIM IIPO0JIEMaM KIMHUYECKOM TUAarHOCTUKU U JIEUEHUS THIIED-
TPOGUUIECKOM KapAMOMUOIIATUM C ITO3ULMIA JOKA3aTeIbHOM Kapauoaoruu. IlpeacrasieHa TakTUKa BeICHMS AL~
€HTOB C COITyTCTBYIOLLIEH [TaTOJIOIME, a TAKXKe OECCUMIITOMHBIX ITALIMEHTOB. [IpuBeneHbl 0COOEHHOCTU JI€UYEHMS
MALMEHTOB C XPOHUYECKOI CepAeYHON HEAOCTATOYHOCThIO.

KiioueBble coBa: eunepmpopuueckas Kapouomuonamusi, 1eKapCmeeHHas mepanus, MaKkmuxa 6e0eHus, 6He3anHas
cepoeunas cmepmo

HYPERTROPHIC CARDIOMYOPATHY: BASES OF DIAGNOSIS AND TREATMENT
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The present article is devoted to the most urgent and important problems of clinical diagnostics and treatment of
hypertrophic cardiomyopathy from position of evidence cardiology. It contains management of patients with con-
comitant pathology and asymptomatic patients, characteristics of therapy of patients with chronic heart failure.
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Beepenue

Tuneptpodpuueckass kapauomuonatusa (I'KMIT)
BrepBbie onucaHa Teare B 1958 . 1 xapakTepusyeTcs re-
HETUYECKMMM HapYLIEHUSIMU B KapIMOMMOIIMTaX
U aCUMMETPUYHON TrurepTpodueil JeBOro Xeaymaodka
(IJEK) [1-5].

Haubonee pacnpocTpaHeHHbBIM TEPMUHOM, Xapak-
TEePU3YIOIIMM AAaHHYIO MMaTOJOTUIO, A0 MOCIEIHEro Bpe-
MEHM ObLIT «UANONMATUYECKUI TunepTpouiyecKkuii cyo-
aopTajibHbIi cTeHo3». OgHako B 1988 r. E. Braunwald
nucan: «[panreHT JaBaeHUsT U OOCTPYKLIMST BHIXOIHOTO
otaena Jeoro keaygouka (BOJIZK) BcrpeuaroTcst He
y BCeX MallMeHTOB, U HanboJiee XapaKTepHO 0COOEHHO-
CThIO 3TOI MATOJIOTMM SIBJISIETCSI MUOKapAuaibHasl TU-
neptpodusi, Koropasi HeIpoNnopLUHOHaJIbHA TeMOIUHA-
MHUuYecKoil Harpyske. [ToaTomy cienyeT nmpu3HaTh, YTO
TEePMUH <«UIUOMATUUECKUI TUIEPTPOPUUECKUl CyO-
aopTaJibHbIN CTEHO3» HE CaMbIil yJauHbIii, Oojee mpa-
BWJIBHBIM SIBJISICTCSI TEPMUH <«THITepTpOoUIecKast Kap-
JTMOMUOIIaTUST».

I'KMII u no ceii neHb ocTaeTcst akTyaJlbHOI Mpo0-
JIEMOIl COBPEMEHHOI KapAMOJOTMU M Tepanuu. DTo
00BSICHSIETCS BO3MOXHBIM MPOTPEIUEHTHBIM TEYEHMU -
eM 3a00JIeBaHUS U Pa3BUTUEM CMEPTEIbHBIX OCIOXHE-
HUI (HapylleHUsI puTMa cepilia, BHe3arHasl cepruey-
Hast cMepTh — BCC, xpoHuyeckasl cepaeyHasi Hel10C-
TaTouHOCTh — XCH). CMepTHOCTH OOMBHBIX B CIIELIM-

aJM3MPOBAHHBIX IIEHTPAX, 3aHUMAIOIINXCS JaHHOU
maroyiorueii, cocraBpuser 3—6% B rof, B 00IIel OMy-
JuK (TI0 JaHHBIM HeCIenaln3POBaHHbBIX PEeTHO-
HanbHbIX LeHTpoB CIIIA u EBpomnbl) ropaszno HUxXe
(oxomno 1%) [1, 5—8]. TKMII ocraercst Hanbojee yac-
toii mpuuyuHoii BCC y Mojoapix Jroneil (Bkiaouas
criopTcMeHoB, y Kotopeix 'KMII cocraBasiter 50%
Bcex cayyaeB BCC) [7—14]. BCC moxeT BO3HMKATh
y JII] BCEX BO3PACTOB, B TOM YMCJIE IMOXUIIOTO U CTap-
yeckoro [6, 15—17].

PacnipoctpaneHHocts 'KMII, o gaHHBIM anuze-
MUOJOTUYECKUX HCCIeT0OBaHUI (Hampumep,
CARDIA — The Coronary Artery Risk Development in
Young Adults), B momymsiuuu coctasisier 1:500, Te.
st Poccuu 3aboneBaeMocTh MoxXeT gocturath 285 000
ciyyaeB. KpoMe Toro, ciieyeT OTMETUTh 3HAUUTETbHYIO
YacTOTY MO3IHE| AMarHOCTUKY TaHHOM ITaTOJIOTUH, YTO
B OCHOBHOM CB$I3aHO C HEIIOCTaTOYHBIM YPOBHEM 3Ha-
HU TIpaKTUYECKMMM BpayaMu JUArHOCTUYECKUX
1 OCOOEHHO JIEYEOHBIX ACTIEKTOB 3a00JIeBaHUS, HECMOT-
pst Ha To yTo B 2003 1. ObLT OMYOJMKOBAH MEXIyHapO/I -
HBII AKCMEPTHBIA KOHCEHCYCHBbIN ToKyMeHT o 'KMII
(ACC/AHA/ESC). Tpyanoctu auarHoctuku ['KMII
MOTYT YaCTUYHO OOBSICHATHCS CYIIECTBYIOIIMM MHEHU-
€M O TOM, YTO JIaHHasl TIaTOJIOTUSI HE MOXKET COYeTaThCS
C IPYTMMM KapIUOJOTUIECKUMU 3a00IeBaHUSIMU, TaK-
ke compoBoxaatoimucs ITIK.
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T'KMII HacnegyeTcsi Kak ayTOCOMHBIN JOMUHAHT-
HBII IpU3HAK 1 BRI3BaHA MyTallusIMK B omHOM 13 10 Te-
HOB, KaXIbIi1 13 KOTOPBIX KOOUPYET KOMIIOHEHTHI IIPO-
TerMHa KapauajJbHOTO capkoMmepa. Tpu M3 MyTaHTHBIX
reHoB, Bei3biBaromux 'KMII, nmpeobnagaroT 1Mo yacrto-
T€ — TeH TSXKENbIX liereil 6eTa-MrMo3uHa (ObUT UAEHTH -
(uLMpoBaH MepBbIM, BCTpeuaeMocTh 10 20% B romys-
uun), MUo3uHCBs3bIBaoliero mnporenHa C (15% Bcex
cayqaeB 'KMII) u kapmmanpHOro TpormoHmHa T. Dt
TeHBI B HACTOSIIIEE BpeMsI BCTpeUaloTcs 0ojee 4eM y Io-
JIOBUHBI TTalleHTOB [2, 18—23].

Knunnueckue npuzHaku 'KMII umerorcs He y Bcex
JIAII ¢ TeHeTnIecKuMU nedekramu. MakTuaecKu HeT HU-
KaKOTO MMHUMYyMa YTOJIIECHHUS CTCHKH JIEBOTO JKEIyI09-
Ka (JI2K), Ipr KoTOpoM MOXKHO OBLIO OBl JOCTOBEPHO TO-
Boputh 0 [ KMII-MmyTauuu reHa. JJoBobHO 4acTo cyle-
CTBeHHOE peMonenrpoBaHue JIZK co CIToHTaHHBEIM pa3-
putueM [JI2K HaumHaeTcs: B meproj yCKOPEHHOTO pocTa
Tejla M CO3PEBaHUS U 3aBEPIIACTCS OOBITHO IO JOCTIKE-
HUU puzndeckoit 3pesoctu (okojo 17—18 met). Ipu ce-
meriHoi (popme 'KMIT HeoOxoaMMO TIpoBeieHUEe CKPU-
HUHTA Y OIDKaUIIINX pOICTBEHHUKOB TAIICHTOB.

Knununueckuit ckpunuar 'KMII y poacTrBeHHU-
KOB TIEPBOI1 CTCIIEHN U APYTUX WICHOB CEMbH BKJIIOUA-
eT B cebs cOop aHaMHe3a (B TOM YuCJie HACAEACTBEH-
HOTO), (pusuKalibHOE OO0CIeIOBaHUE, PETrUCTPaALIUIO
OKI (12 oTBeaeHMIA), IByXMEPHYIO 3XOKapauorpadumo
(Ox0KTI') ¢ exeromHoit OLIEHKOM B TEYCHHE BCETO ITy-
6epTaTHOTO TIepuona (¢ 12 mo 18 neT).

M3-3a BO3MOXHOCTM ITO3THETO Hayaja Pa3BUTHS
TTI2K HeobGxoauMo peKOMEHIOBaTh B3POCIbIM POACT-
BeHHUKAM C HOPMAaJIbHOI 3X0KapAUOrpaMMOIl W JIU-
naM crapure 18 net nposeaeHue DxoKI kaxnaple 5 JeT.
JHK-ananu3 MyTaHTHBIX T€HOB SBJISIETCS Hauboliee
TOYHBIM MeTOJIOM Bepudukanuu nuartosa 'KMIT.

Ha ayromncum MoxeT oTMeYaThCsI aCMMMETpUYHAST
TJI2K xak MexcKeayaIouYKOBOM Neperopoaku, Tak 1 3a-
Helt ctenku JIZK, B TepMHHAIBHBIX CIyJasx TOCTUTAIO-
Iask 3HAYNTEIbHBIX BEIMUYMH (TOJIIMHA MEXOKeITyI0d-
koBoii meperopogku 30—40 MM); B psame ciaydaes
Yy YMepHIUX OOJBHBIX NPHU SIBICHUSIX CHCTOJUYCCKOU
CepIeYHOI HEeIOCTaTOUHOCTH OOHAPY:KMUBACTCSI YBEIIM-
YeHHE TTOJIOCTEH KEeIyIOYKOB M YMEHBIICHNE CTEIICHU
rureptTpodun (Tak Ha3bIBacMasl MMIaTalliOHHAs (ha3a).

XapakTtepHbiM nipu3HakoM ['KMII npu rucrosioru-
YeCKOM HCCIIeNOBaHUN SIBIIsieTcs (peHOMeH «disarray» —
pa3BOJIOKHEHNE MHOKapa ¢ OSCITIOPSIIOIHBIM PacIoNo-
JKeHUEM KapIMOMMOIIUTOB M pa3BuTHeM (hudposa. OHO
BelIeT K Pa3BUTHUIO XKW3HEYTPOXKAIOIINX HapyIIeHUI
pUTMAa IIPH JJTUTEITHLHO CYIIECTBYIOIIEH TAaTOJIOTHH.

KnuHnyeckas KapTHHa

CremyeT BBIICISITH OOCTPYKTUBHBIE M HEOOCTPYK-
TuBHBIe opMbl [ KMII. Knaccudukanug naHHoii na-
TOJIOTUM OTIPEIEISIeTCS] YPOBHEM CHCTOIMIECKOTO Ipa-
nuenTta B BOJI2K.

HIAUHUULUUCT

I'KMIT moxxeTt MmaHudecTUpoBaTh B 11000M BO3pac-
Te; KJIMHUYECKasl KapTUHa OObIYHO BapuabesibHa, U Ia-
IIMEHTBl MOTYT OCTaBaThCS CTAOMJIBHBIMU TUTEIHHOE
BpeMst: Tak, 10 25% auu ¢ TKMIT nocTuralor moxuio-
TO M cTap4yecKoro Bo3pacta (75 JeT u crapiie).

PaszBurue knuHnueckoit kaptuHsl npu 'KMIT mo-
JKET MOUTU MO OJHOMY WJIM HECKOJIbKUM MYTSM, KOTO-
pble 1 OyIyT ONpeAeNsTh JIedeOHYI0 U TTpodrIakTHye-
CKYIO TakTHKYy [1, 3, 5, 24—26]:

+ BCC;

* TIPOTPECCUPOBAHNE CUMITTOMOB — OOBITHO OJIBIIII-
KU, 0011 B rpyu (KaK TUTMTUYHOM CTEHOKAPAUTUYECKO,
TaK ¥ HETUIIMYIHOI) 1 HapyIICHUsSI CO3HAHMSI, BKITIOYAs
CHHKOTIBI, TIPECUHKOITBI, OKOJIOCMHKOITHI (T.€. HeTIoJTHAs
MOTePsT CO3HAHUSI C TMIEPUOJAMU €T0 TPOCBETICHUS) —
P COXpaHEHHOI cucToMMuecKoi ¢pyHKumnm JIZK;

» mporpeccupoBanne XCH (tepmuHanbHas ¢asa
I'KMII) ¢ peMoaennpoBaHUEeM U CUCTOJMYECKON AUC-
dyHkumeit JIXK;

* OCJIOXXKHEHMS B Buae GUOPUIUIALIUMU TIPEACe PNt
(®PIT) 1 TPpoMOOIMOOITHH.

HauGosee yacTbiMM CUMIITOMaMM Yy MNaLMEHTOB
¢ 'KMII sBnasitorcst oapliika, cj1abocTb, 00J1b B TpyIHOK
KJIETKE, peXe BCTPEUarOTCS CMHKOITAJbHBIC M TIPECHH-
KOITaJIbHBIC COCTOSTHMUSI.

OppIlKa ¥ ¢1ab0CTh (4aCcTO COMYTCTBYIOIIME 00U
B TPYAM), TOJIOBOKPYKEHMSI, CHHKOITIAJIbHBIC W TTPECUH-
KOITaJIbHbIE COCTOSTHMSI OOBIYHO BCTPEUYAIOTCSI TIPU CO-
XpaHEeHHOM CHUCTOJIUYECKON (PYHKLIMU M HeIUIaTHUPO-
BanHoM JI2K. DT nmpu3HaKy MOSBISIOTCS MPY HATMIUUA
3HAYUTEJbHON AMACTOJIMYECKON AUCHYHKUIMU C TLIO-
XUM HanosHeHueM JI2K BcieacTere HapyLeHusI ero pe-
JIaKCaIlUM U YBEJIMYEHUSI )KeCTKOCTH MUOKapaa, TOBbI-
LIEHUST JIEBOTIPEACEPAHOTO U JIEBOXETYAOUKOBOIO KO-
HEYHOTO MTUACTOJUYECKOTO IaBJICHUsI, 3aCTOS B JIETKUX
[3—5, 24—29]. IlaTodu3noI0TUSI TOJOBOKPYKEHUIA,
CHHKOITAJIbHBIX 1 TTPECUHKOMAIbHBIX COCTOSTHUI CBS3a-
Ha He TOJIbKO C BOSHMKHOBEHUEM IMACTOIMICCKO cep-
JEYHON HEAOCTATOYHOCTU, HO M C JIPYTMMM BaKHBIMU
MeXaHM3MaMU, TAKMMHU KaK MUOKapauaIbHas UIIEeMUSI,
00CTPYKIIMS C COMYTCTBYIOLIEH MUTPAJIbHOM peryprura-
uueir n OIT.

bosb B rpyaHOI KJ1eTKe TTpU OTCYTCTBUU aT€POCKIIe-
POTUYECKOTO MOPaXKeHUST KOPOHAPHBIX COCYIOB MOXET
HOCHUTb KaK TUTTMYHBIN 711 CTCHOKAPAUH, TaK ¥ aTUTINY-
HBIN XapakTep. MuokapauaabHash UIIEMUST MOXET BO3-
HUKAaTb U3-3a HApPYIIeHUS] MUKPOLIMPKYJISIIINN, T.€. 3-3a
VTOJIIEHUsI CTEHKU (MenuanbHasi rurneptpodus)
W YMEHBIIICHUSI MPOCBEeTa MHTPaMypaJbHBIX KOpOHap-
HBIX apTepuil, U/WI1 1U3-3a HECOOTBETCTBUSI MEXKTy 3HA-
YUTEIBHBIM yBeludeHrneM Macchl JIZK m KopoHapHBIM
KpoBOTOKOM. IloCKOJIbKY TUIIMYHasl aHTMHO3Hasl 00Jib
MOXKeT ObITh YacTbio cumnToMokomiuiekca I'KMII, co-
MyTCTBYIOIIEE aTePOCKIEPOTHUECKOE MOPaskKeHNE KOPO-
HapHBIX COCYIOB (KOTOPOE MOXKET OTSTOIIATh KITMHUYC-
CKYI0 KapTHHY) Y 3TUX IMallMEHTOB YacTO HE MTMarHOCTH-
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pyetcs [14, 30]. CnemoBatesibHO, IPOBEAEHNE KOPOHAP-
HOIl aHTHOrpacdum TpeOyeTCsT TIPU MTOCTOSTHHBIX 3arpy-
IWHHBIX 00X Y mauueHToB crapiie 40 JeT; MOJIOoXe
40 net, Ho nMerommx (akropnl pucka UBC — I kiacc
pekoMeHaanumii (ypoBeHb mokaszateabHoctu C) Amepu-
KaHcKoil Kosuternn KapaunosioroB (ACC) u AMepukaH-
CKolt Kapaunojorndeckoit accoumanuu (AHA) o rpose-
JIEHUIO0 KOpoHaporpaduu; y NIl ¢ YCTAHOBJICHHBIM M-
arHozoM MBC mnepen MHBa3MBHBIM BMEIIATEJILCTBOM,
TaKUM KaK CeTTaJlbHass MUOIKTOMUSI, VUIM aJTKOTOJIbHAS
centayibHas abnauust (kinacc [B) [19].

B Hacrosiiee BpeMst octaeTcsl AUCKYTaOeIbHBIM BO-
IIPOC O MBIIIEYHBIX MOCTHUKAX KaK MEXaHU3Me UIIEMUMN
npu TKMII. MpliieyHble MOCTUKH BCTpedaoTes y 15%
nereii ¢ TKMIT u aBnstitorest cinencrBuem [JI2K. Caura-
€TCs, YTO OHU MOTYT IPUBOIUTH K HAPYIICHUIO MUO-
KapauaiabHOU rmepdy3un (0COOEHHO eCJIM HaXOMSITCS Ha
BETBSIX JICBOM KOPOHAPHOW apTepuu), HO HE SIBIISIIOTCS
BEIYIIMM MEXaHU3MOM Pa3BUTHUS UILIEMUU U HE YBEJIU-
YUBAIOT PUCK Pa3BUTHUS XKU3HEYTPOKAIOIINX apUTMUI
n BCC [30]. K TeM e BbIBOJAM TpUIILIA W TPyIINa yde-
Heix u3 Knmmauku Meiio [31]. UccrnenmoBanue, mmpoBe-
nmenHoe P. Soraja u coaBT. [32] y 425 manueHTOB
¢ 'KMII, npoaeMOHCTpUPOBaIO OTCYTCTBUE pa3INUUiA
B TIPOIOKUTEIBHOCTY XU3HU Y TIALIMEHTOB C MBIIIICY -
HBIMM MOCTHKaMU 1 6e3 Hux. OnHako obcnenoBaHue 36
neteit ¢ TKMII u MblliedHBIMM MOCTUKAMU [0Ka3aJio,
YTO MX HAJIWYUE SBISICTCS MPESAUKTOPOM Pa3BUTHS 0O-
JIeli B TPYAHOW KJETKE, XETYIOUYKOBBIX TaXWKapauil
1 ocTaHOBKM cepama [33].

Knunuueckuii auarHod I'KMII HauGonee serko
1 HaJe>KHO TT03BOJISIET YCTAHOBUTH AByXMepHast DXoKT,
KoTOpas rmoka3biBaeT Hammaue [JI2K (00braHO acumMmeT-
PUYHON M XapaKTEpU3YIOLIEHCS CETMEHTAPHBIM WU
nuddy3HsiM yrommenueMm creHku JIXK). TJTI2K compo-
BOXXIAeTCSI YMEHBIIIEHUEM €TI0 MOJIOCTH (YacTO ¢ CUCTO-
JINYECKOI TIOJIOCTHOM OOJuMTepalueii) B OTCYTCTBHUE
JIPYTUX KapauaJbHBIX WJIM CUCTEMHBIX 3a00JIeBaHUI —
apTepuaIbHOU TMITEPTEH3UM WIIM a0PTAIbHOTO CTEHO34,
CNoCOOHBIX MpUBeCcTU K BhipaxkeHHo# [JI2K, a B mocnen-
HeM ciydae u ooctpykuuu BOJIK [1, 27—29, 34, 35].
XOTsI 00BIYHO KIIMHUYECKUM JUATHOCTUICCKUM KPUTE-
pueMm 'KMII sBnsiercs yronieHue creHku JI2K, 15 mm
u 6osee, (paKTUIECKU JIF00asT TOIIIMHA CTeHKHU (BKITIO-
yas 1 ee HOpMaJbHbIC 3HAYCHUsI) COBMECTHMA C HaJll-
yrem ['KMII-myranTHoro rena [18, 19, 24]. Hebonb-
mast rureptpocdust creHku JIK (13—14 MMm) MOXeET To-
BopuTh 0 Bo3amoxkHoii 'KMII, eciu uckitoyeHa 3KCTpe-
MasbHas [JIK («atnernuyeckoe cepate») [34—36].

HpyruMu BaxXHBIMH 3XOKapauorpaguiecKuMmu
npusHakamu ['KMIT gaBasiorcss obctpykumst BOJIK
1 TIEPETHECUCTOINIECKOE TBMKEHNE CTBOPOK MUTPAJTb-
HOTO KJIaltaHa — TakK Ha3bIiBaeMblii SAM-(deHomeH.

Oo6ctpykuust BOJIXK siBnsieTcst CUJIbHBIM HE3aBUCH -
MBIM TIPEIMKTOPOM IPOTPECCUPOBAaHMS O0JIE3HU C pa3-
ButueM BCC (OTHOCUTENBHBINI PUCK IO CPaBHEHUIO

C HeOOCTPYKTUBHBIMU (popMamu paBeH 2,0) UM MOSIB-
sneHueM Tsekeabix cumiroMoB XCH (111 wnm IV ¢yHK-
IIMOHAJILHOTO KJIacca), CMEPTH BCJICICTBUE DPA3BUTHUS
octpoit mnu aekomrencaiun XCH (oTHOCUTENbHBIN
puck 4,4). OmHaKo BEpOSITHOCTD MOSIBIIEHUS CEPhE3HBIX
CHMIITOMOB M CMEPTH TIPX OOCTPYKIINH YBEIMIMBACTCS
JINIIB MPU TpagueHTe gaBjieHus Boimie 30 MM pT. cT. [37,
38]. IToaTomMy pekoMmeHyeTcsl KJIacCU(ULIMPOBATh Ta-
nueHToB ¢ TKMII o crnenyrommm popmam:

— OOCTpPYKTMBHAas1 — rpagueHT B Iokoe 30 MM PT. CT.
u Ooiee;

— JateHTHas (IIPOBOKAIIMOHHAST) OOCTPYKTHUBHAS —
rpagueHT MeHee 30 MM PT. CT. B mokoe u 30 MM PT. CT.
1 BBIIIIE ITIPY TIPOBOKAIINM;

— HEOOCTPYKTUBHAsI — rpaireHT MeHee 30 MM PT. CT.
B ITOKOE 1 IIPH ITPOBOKAIINH.

st onpeneneHust TaTeHTHON OOCTPYKLIMM UCIIOJIb-
3YIOTCS Pa3JIMYHbIE MPOBOKALIMOHHBIE MPOOBI, HO HaU-
6oJsiee (PU3MOTOTUYHBIMU CUUTAIOTCS TPESAMUI U BEJIO-
spromMetpus [1].

AMeprKaHCKasl KapIuoJOTHMYecKass acCoIdalins
(AHA) pexomenayeT npoBoauth OxoKI' y mammeHTOB
¢ 'KMII B ToM ciiyyae, eclii UMeeTCsl MOI03peHue Ha
I'KMII, ocHOBaHHOE Ha TaHHBIX (PU3NKATBLHOTO 00CIIEe-
moBaHus, OKI wmnam HaciaeacTBEeHHOTO aHaMHe3a,
WY eCIM HeoOXomnmMa TiepeolieHKa JIeBOXKEIyTI0IKOBOM
byHk1IMM Yy manmeHToB ¢ ycraHoBiaeHHo# ' KMII, koroa
JTOKYMEHTUPOBAHBI U3MEHEHMS B KIIMHUYECKOM CTaTyce
WY TTAHUPYETCS HauMHATh MEIMKAMEHTO3HYIO Tepa-
muto (I xmacc). IIpoBenenue pyruHHONM OxoKI vy kim-
HUYECKU CTaOMJIbHBIX MAIIMEHTOB, Y KOTOPHIX HE TLIa-
HUPYETCS] MEHSITh TaKTUKY JiedeHMsl, oTHocutcst K 111
KJ1accy pekomeHgauni [39].

Nudbchepenunanbhaa guarnoctura FrKMN

Huddepenunanbiasa nuarHoctuka 'KMIT nomkHa
MIPOBOAUTHLCS B IBYX HAIIPABICHUSIX:

— HCKIIIOYEeHNE 3a00JIeBaHNUI, COMPOBOXIAIOIINX-
ca I'JI2K, — aopranbHbI CTEHO3, apTepUajibHasl TUIIEP-
TOHMS U T.1.;

— BBISIBIICHHME JTMArHOCTUYECKUX KPHUTEPUEB
I'KMIT (renotunupoBanue, acummMmerpuaHas [JI2K, 00-
crpykuust BOJIK, mepemHecucTonmyeckoe IBUXKEHHE
CTBOPOK MUTPAJILHOTO KJIaliaHa).

OpHako He cienyeT 3a0biBaTh, uto 'KMIT Moxer
COYETaThCS C APYrOi CEpAEeYHO-COCYAUCTON MAaTONIOTHU -
eli, B TOM UKCJIE U ¢ 3a00JIeBAaHUSIMU, XapaKTePU3YIOIIIH -
mucda runeptpodueii JIZK. Hamnbonee yacro cpenu Beeid
conyrcTBytoeit narojgoruu npu 'KMII BcTpeuarorcs
HNBC, aprepuanbHag runepronust, XCH.

C nmpyroit CTOPOHBI, TPU HATTUYMU AaHTMHO3HBIX 00-
neit y naupeHToB ¢ 'KMII Hepeako yctaHaBiauBaeTCst
munarHo3 MBC. Pga mamuyeHToB, naxe ¢ BbIpakeHHO
I'JI2K, mponojikaroT HaOM0IaThCS BpayaMM Kak Maly-
eHTel ¢ UBC (mpy 3TOM aKTUBHO MCIOJIb3YIOTCS BBICO-
KI€ 1036l MOHOHUTPATOB, YTO BEAET K YXYAIIICHUIO CM-
nrTomMaTuku 3adoneBanus); DKI-mpu3Haku paciieHBa-

06300p



006300p

HAUWHUULUKUCT Ne3'2007

Puc. 1. KT nayuenma ¢ TKMII 6e3 UBC (ompuyamenvhvie 3youybt T — npusnakx gvipaxcennoi eunepmpoguu JIK; coocmeennvie dannvie)

FOTCST 9acTO KaK MeEJTKOOYaroBBIM MHMAPKT MHUOKapaa
(puc. 1) mMOO KaK BhIpakeHHAs] TPOTIOHMHOTPHUIIATEITb-
Hasl MIIeMUsI MUIOKapaa (Iaxke TPy OTCYTCTBUM OO0JICit).

MBC u remonnHaMrIecKast CTCHOKAPIUS SIBJISTFOTCST
BaXXHBIMHU TIPEAUKTOPAMU HEOIarOIPUSITHOTO ITPOTHO3a
y nauueHToB ¢ [KMII. Y maumneHToB ¢ OKKIII03UEei KO-
POHAPHBIX apTepUil BEIKMBaeMOCTD 3a 10 JieT cocTaBisi-
etT 47% (BeposiTHOCTh Bo3HUMKHOBeHus1 BCC B 2,12 pa3a
6ounbiie, yuem nipu orcyrctBuu MBC). Ipu Hannunu re-
MOAMHAMMYECKOI CTeHOKapauu cMmepTtHocTh Ha 20%
BBIIIIE, YeM B TpymIie 0e3 aHTMHO3HBLIX Ooieit [32].
ITo nammm manHbiM, Hannune MBC BeaeT K pa3BUTHIO
BCC (0onee momoBrHBI MAlIMEHTOB, YMEPIINX BHE3all-
Ho, umenu UBC) [51].

ITpu HaTMYMY TUMTMYHBIX AHTUHO3HBIX 00s1eit 1 DK -
nuHamuku y nnaieHToB ¢ KMIT Heobxonumo ripoBeae-
HUE OMOXMMUYECKON MMATHOCTUKM IS WCKITIOYCHUS
ocTtporo mHMapkTa MHOKapaa. Hanbomee dyBCTBUTENTB-
HBIM KPUTEpHEM ¢ HAOOJIBIIEH TIpencKa3aTeIbHOM 1IeH-
HOCTBIO SIBJISI-
eTCsI oTIpeeIie-
HUEe B KpOBH
TPOMMOHUHOB
T/I. Ocranb-
Hble (depMeH-
o1 (KOK, MB
K®K) wmoryr
JIaBaTh JIOKHO-
TOJOXUTEb-
HBIE peaKIInu,
4TO, IO BCEH

BUINMOCTHU,

CBsAI3aHO C BbI-

Puc. 2. Koponapnas aneuoepamma paXeHHOCTHIO
nayuenma ¢ aneunosnvimu 6oasmu u TKMIT X u Cl:)eHO—

(cmpenkoii 0003Ha4eH cmeHo3

KOPOHapHoU apmepuu,; coocmeerHble OaHHble) MeHOM disarray.
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CBoeBpeMeHHasI TMarHOCTUKA U JieueHue (3HIOBa-
CKYJIIpHBIC BMEIIATeIbCTBA HA KOPOHAPHBIX apTePHUsIX
I BMEIIATEILCTBA HA OTKPBITOM Ceplle) TTO3BOJISIIOT
MMOBBICUTDH BEDKMBAEMOCTh M KaueCTBO KM3HM TallMCH-
toB ¢ TKMIT 1 UBC, a B psne ciy4aeB IIpegoTBPaTUTD
nH@apKT MuoKapaa (puc. 2).

He meHee BaxkHOI TIpoOJIeMOIt B KapIMOJOTUM SIB-
nsietcsa couetanue 'KMII u aprepuaibHOIl TUIlepTeH-
3un. Takoe coueTaHre IBYX KapAMOJOTMUECKUX ITaToIO-
TU, 10 HAIIIMM JTaHHBIM, BCTPEYaeTCs IPUOIU3UTETHLHO
B 23,5% cayuaes [51]. Yacto nmocraButh auarHo3 I'KMII
y naumeHToB ¢ [JI2K u aprepuaibHOil TurnepreH3uein
OYeHb TPYAHO, 0COOEHHO TIpU ToIIIUHE cTeHKU JI2K Mme-
Hee 20 MM ¥ OTCYTCTBUY MEPEIHECUCTOINYECKOTO IBU-
JKEHUS TepeaHell CTBOPKU MUTPAIBHOTO KJIaITaHa.

JmarHoCTUYeCKNEe OMIMOKN TPU TaKOM COYCTaHWH
OOBSICHSIFOTCST TEM, 4TO B DPSIAE CIydaeB y IMAllIEeHTOB
C apTepHaIbHOM TUIIEPTeH3MEH HAIMIMe 3HAYNTEIbHOM
IJI2K He pacueHuBaeTcsi Kak AMAarHOCTUYECKM MpU-
3Hak ['KMII. /InurensHOoe mpUMeHEHUE psiia aHTUTU-
MepTEeH3UBHBIX MpenapaToB y marueHToB ¢ [KMIT (ou-
TUAPOITMPUANHOBBIE AHTATOHUCTHI KallbIUs, O-aape-
HOOJIOKATOPHI) BEIeT K YXYIOIICHUIO ITPOTHO3a M CUM-
MITOMATUKU (Pa3BUTHE CHKOITAJIBHBIX COCTOSTHIIN).

IIpu otcyrctBum reHorunupoBanusi 'KMII mpu
COUETaHWU C apTepUaJbHOM TUIEPTECH3WEH CcleayeT
CUYUTATH JOKA3aHHOM B CIACAYIONINX CITydasx:

* SBHasg OUCHPOIOPLUMOHAIBHOCTh IIPH OIIEHKE
I'JI2K 1 ypoBHS$I apTepUaabHOIO 1aBJICHUS;

* HeoObIYHas (Hampumep, acummerpuaHast) [TIK,
xapakrepHas mist [KMII (ciemyeT oTMETUTD, 9TO IS
apTepuaIbHOM TUIIEPTEH3UM XapaKTepHa KOHIICHTPH-
yeckas [JI2K);

» ooctpykumst BOJIK B m1okoe;

* IEepPeaHECHCTOINYECKOe IBIDKCHHUE IIepemxHeit
CTBOPKU MUTPAJIBHOTO KJIariaHa.
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CoXHBIM OcTaeTcsl Takke Borpoc coyetanuss XCH
u 'KMII, mockonbKy B psane ciaydaeB XCH MoxxeT ObITh
pesynsratoM mporpeccupoBaHust KMII 1o koHeyHO
CTaJlMM, KOIJa Ha IepBoe MeCTO yxXe BhixoauT He [JI2K,
a CHIDKEeHUEe (pakiuy BbIOpoca M AWjIaTalldsl Kamep
cepana. Jmactonmnueckass 1 CUCTOJIMYECKAsT cepaecaHast
HEIOCTAaTOUYHOCTh SBJISIETCS] HamOoJiee YacThIM OCIIOXK-
nenuem 'KMII (no 51%, ro Haium naHHbIM) [52]. BbI-
KMBaeMOCTh nmaneHToB ¢ oocTpykuueit BOJIZK u XCH
II pynkumoHanbHOTO Kitacca 3a 10 J1eT cocTaBsieT 0KO-
110 30% [39]. Mo Hamum panHbiM, XCH TakxXe BHOCUT
OCHOBHOU BKJIaZ B cMepTHOCTH nanreHToB ¢ [ KMIT (mo
12,7% cnyuaeB).

MenukamenTo3Haa Tepanua FTKMN

DynnamenTanpHas ueib edeHns ['KMIT — ymeHb-
IIEHNE U TPEAYyNPEXICHNE CUMIITOMOB CEpIACUYHOMN He-
nmocratouHocT [1, 40]. JlekapcTBeHHBIC TpenapaTbl —
YacTO €AMHCTBEHHBI BBIOOD, TOCTYITHBI MHOTHM TTalli-
eHTaM 0e3 oocTpykiu BOJIK B ycioBHsIX OKOS 1 TIPO-
Bokaimu. Hekotopsie mpenapars! (3-010KaTopbl, Bepa-
MaMWI, OTA30MMPaMUI) MOTYT CHIDKAThb T'PagveHT 00-
CTPYKIIMH, OJHAKO 3TO MX TOJIOXKUTEIbHOE ICHCTBIE HE
JI0KA3aHO PaHAOMU3MPOBAHHBIMU MccaeaoBaHUsIMU [1].
CrenyeT MOMHUTD, YTO TIPUBOAMMBIC HIXKE TPU TPYIIIIBI
TperapaToB UMEIOT CBOM OCOOEHHOCTH Ha3HAUCHMSI.

B-0J0KaTOpBl — TpernapaTsl MepBOi JUHUU B Jiedye-
HUU TTALIMEHTOB C OOCTPYKTUBHOM U HEOOCTPYKTUBHOM
dopmamu (apdextuBHbl ¥y 30—60% marmeHToB) [24].
MmeeTcss MHOTO COOOILIEHUI O CYObEKTUBHOM YJIydllie-
HUU U MOBBILIEHUU TPYIOCIIOCOOHOCTU MTPU UCITOIb30-
BaHUM TIpEIapaToB 3TOIl TIPyMIIbl y MAllMEHTOB C 00-
cTpykuueit u 6e3 [1, 3, 5, 24].

W3 rpynisl 3-010KaTOPOB MPUOPUTET OTAAETCS KaK
HECEJIEKTUBHBIM (1ponpanonon, nponpaHonos pemapd),
TaK M CEJICKTUBHBIM MpemnapaTaM (METOIIPOJION, aTeHO-
JIOJ), KOTOpBIC TOATBEPAMIN CBOIO 3(h(HEKTUBHOCTD
B OoabIIMHCTBE uccnenoBanuii [1, 37—40]. Ipu neve-
HUU UCITOJIB3YIOTCS CPEIHNE M BBICOKHE TO3bI 3TUX TIpe-
IMapaToB, OMHAKO IJIST TTPOIIPaHOJI0JIa yKa3biBaeMasl Ma-
KCHUMaJTbHasl 1o3a cocTaBisieT 480 ML

Bepamammn. B 1979 1. BepamaMmit ObLT TIpeaCTaBIICH
Kak npernapar mist geyeHuss ' KMII, mmpoko ucroJib3ye-
MbIl ASMIIUPUYECKU Yy TIALIMEHTOB ¢ OOCTpyKLMeil u 0e3
Hee U MOJIe3HbIN Y OOJIbHBIX C 00JIbI0 B TPYAHON KIIETKE
[41, 42]. Bepanamun B mo3e m0 480 Mr/cyT oKa3bIBaeT O1a-
TOIIPUATHOE BIIMSIHYAC HA CHUMIITOMBI 32 CUET YITy4IlIeHUs
JKETyIOUKOBOTO pacCciIablIeHusT M HAIOJHEHMSI, a TaKxke
32 CYET YMCHBIIICHUSI MMOKapAUATbHON WUIIEMUH U CO-
kpatumocti JIK [42—44]. OpHako BepamaMWI MOXET
TaKKe TPUBOIUTH K HEOJATOMPHUSTHBIM ITOCIICACTBUSIM.
Tak, UMeroTcsI COOOIIEHMST O HECKOJIBKMX CIyJasx CMEPTH
MMalIMEHTOB C CUMITTOMAaMU TSDKEJIBIX HapyIIeHUI (OPTOII-
HO® 1 TapOKCU3MaJTbHasi HOUHAsI OIBIIIIKA) 1 3aMETHO I10-
BBIIIICHHBIM JIETOYHBIM apTepuaJbHBIM JaBICHUEM Ha
done obctpykumn BOJIZK mpuHMMAaOIMNX BeparaMul.
M3-3a 3TOrO0 maHHBINM TIpenapar MOJDKEH MPUMEHSITHCS

1

C OCTOPOXKHOCTBIO Y TIALIMEHTOB ¢ OOCTPYKIIMEH B TIOKOE
U TSDKEJTBIMU JIMMUTUPYIOIIMMU CUMITTOMAaMU.

JusonmupamMuil, OTHOCSIIMICS K aHTHapuTMukKam [C-
KJ1acca, YMEHBIIIaeT OOCTPYKIIMIO U CTEIIEHb MUTPasIb-
HOM peryprutaiuu (yaydiieHue CUMITOMATUKU HACTYy-
naeT npu npueme B go3e 300—600 mr/cyr) [24, 45—47].
[MockoapKy au3omMpaMuI MOXKET BBI3BIBATH YCKOPEHUE
aTPUOBEHTPUKYJISIPHOTO Y3JI0BOTO ITPOBEACHUS U YBEJIH -
YMBaTh, TAKUM 00pa30M, YaCTOTy CepIACUHBIX COKpaIle-
Huii, npu ®I1 pekoMeHayeTCs: AOMOTHUTEILHOE Ha3Ha-
yeHue [3-0JI0KaTOPOB B HEOOJBILIUX 103aX, C OMOIIBIO
KOTOPBIX TOCTUTAIaCh OBl HOpMaJIbHAsl YacTOTa Cepiey-
HbIX cokpauleHuii. I[Ipenapar uMmeer Te Xe MOOOUHBIE
5 dEKTHI, 4TO U BCs TpyIina aHTuaputMukoB [C-kiacca.

Jpyrue npenaparbl. JIuypeTuku MOTyT ObITh 10OaB-
JICHBI K KapAMOaKTUBHOMY MpernapaTy Ipu JOKYMEHTH -
POBaHHOM OTCYTCTBUU 0oOCTpyKUMU. [TockonbKy 00Jb-
IIMHCTBO ITAlIMEHTOB HMMEIOT JHACTOJUUYECKYIO IHC-
byHKIIMIO M TpeOyeTCcs OTHOCUTEILHO BBICOKOE MaBjie-
HHE 3aT0JIHEHMS JJISI TOCTVKEHUST aleKBaTHOTO KEJTy-
JIOYKOBOTO HAITOJTHEHUsI, TUYPETUKHU CIEAYeT IpUMe-
HSITh C OCTOPOXHOCTBIO. Hudeaunuu n3-3a 0ocobeHHO
MOIITHOTO Ba3oaujaaTUpylomero 3¢gp@eKra MOXeT ObITh
BpeAeH, 0COOEHHO y MalMeHTOB ¢ oocTpykuueit. [Tpu-
MEHEHHME HUTPOIIMIIEpUHA, WHTUOUTOPOB AHTHUOTEH-
3uHnpeBpalaioiero pepmerra (AIID) wiu qururanm-
ca TIPOTUBOIIOKA3aHO TPU HAJIWMYMM TIpaaueHTa 00-
CTPYKLIMM B TMOKO€ U mpu npoBokaiuu. KomMObuHupo-
BaHHOW Tepamnuy AU3OMUPAMUIOM U aMHOTAPOHOM
(M1 coTtaosioM) He0OXOIUMO M30eraTh M3-3a OIMacHO-
CTH ITPOApUTMMUYECKOT0 3 peKTa. Y NMareHTOB C TsKe-
JIO cepIedHOl HeAOCTaTOYHOCThIO, pedpaKTepHOit
K JIpYTMM MeIMKaMeHTaM, CJielyeT ObITb OCTOPOXXKHbIM
IpU TIPUMEHEHUM aMMOJapoHa B BBICOKMX mo3ax (400
Mr/cyT u Oojee). Bompoc o mpuMeHEHWHM coTajiojia
OKOHYATEJIbHO He PeIlicH, HEOOXOAMMO ITPOBEICHNUE 10-
TTOJTHUTEJIPHBIX MCCIICIOBAHUM C 1IEIbI0 M3YICHUS eTO
BimstHUS Ha mauueHToB ¢ [KMIT [1].

JocTaTOYHO CIOXHBIMU U 10 KOHIIA HE PEIIeHHBI-
MU ocTaroTcs Borpochkl papmakorepanuu 'KMII B co-
YETaHUU C JIPYTrOv KapaAWOJOTUYECKOW MAaTOJOTHUEN.
B wacrHoctn, npemnaparamu pis nedenus MBC mpu
I'KMIT siBasiroTes:

* B-GnokaTophl, BepamamMui (J0Ka3aHo WX Oe3yc-
JIOBHOE TIOJNIOKMTeabHOE BausgHue Kak Ha KMII, tak
u Ha UBC);

* B pEXHME «pPa3yMHO-IIPEANOUYTUTEILHOTO» Ha-
3HAYCHUS MOTYT MCIOJIb30BaThCS CTATUHBI U aHTUArpe-
TaHTHI (UX TPUMEHEHME C TOYKU 3PSHUS TPO(DIIAKTUKHI
HMBC, 6e3ycioBHO, onpaBaaHo, HO 3(P(PeKTUBHOCTb IPU
I'KMII He u3yyeHa, ecTb OTHEJIbHbIE JaHHBIE O I10JIO-
xuteabHoM BiussHUM Ha [JI2K cratuHOB).

HemoctatouHo qaHHBIX IUTST UCTIOb30BAHUS TVUITH -
azema, uHruouropop AII® (mpemapaTbl MOTYT yXym-
math NporHo3 y nauuveHton ¢ 'KMII, cHukas npeaHa-
IPpy3Ky M yMEHBIIasl o0lee nepudepruyeckoe CoCyau-
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CTOE COTIPOTHUBIICHNUE; TPEOYETCSI TPOBEACHKE TOTIOTHH -
TEJIbHBIX UCCIICIOBAHMIA).

IMportuBomnoka3aHbl HUTpPAThl (YBEIUYUBAIOT 00-
CTPYKIINIO, TIPOBOLIMPYIOT Pa3BUTHE CHKOITAJbHBIX CO-
CTOSTHM, YXYAIIAlOT MporHo3 manueHToB ¢ ['KMIT),
MOTYT OBITh MCHOJIb30BaHBI JISI KYITMPOBAHMUSI OCTPHIX
CUTYyalLU.

I[1Ipu 'KMII B coyeTtaHuu ¢ apTrepuajbHOI rumnep-
TEH3UEH MOTYT OBITh Ha3HAUCHBI:

* [(-GnokaTophl, BepamamMuia (J0Ka3aHo ux Oe3yc-
JIOBHOE TI0JIoXKUTeNIbHOEe BiausiHue Kak Ha 'KMII, tak
¥ Ha cHkeHue AJl);

* B «pa3yMHO-IIPEAITOYTUTEIIHHOM» PEXUME — M-
ypetrku, nHrnouropsl AIT®, 610KaTOphl peLIENTOPOB
anruorensnHa Il (ux apdpexruBHOCTE TIPU 'KMIT 13y-
YeHa HeJOCTaTOYHO, MOTYT YXYAIIaTh IMPOTHO3 Y Iall-
entoB ¢ [ KMII, mpumenstiorcs nmpu XCH).

HenoctatouHo qaHHBIX IUTST UCTIOb30BAHUST TVUITH -
azeMa, arOHMCTOB MMMIA30JMHOBBIX PEIEIITOPOB (HET
JMAHHBIX 10 BIUSHMIO TIpermapatoB Ha [ KMIT).

ITpotuBOIIOKa3aHBl AUTUIPONTUPUINHOBBIC aHTar0-
HUCTBI KaJblLIMS, O.-aIpeHOOJIOKATOPHI (YBEIUYMUBAIOT
OOCTPYKIIMIO, TTPOBOIIMPYIOT Pa3BUTHE CHUHKOITAJBHBIX
COCTOSTHMI, YXYAIIAIOT ITPOTHO3 manueHToB ¢ [ KMIT).

IIpenaparsbl TepMUHAIBHOI cTaguu. Y 5% nalueHTOB
I'KMII sBoonIMoHMpyeT B TePMUHAJIBHYIO («IMiaTa-
MoHHY10») dasy. [1pu pazsutuu XCH npu 'KMII cie-
IyeT HAYMHATh TePaITNIO COTJIACHO POCCUIMCKNM M MEX-
MYHAPOIHBIM PEKOMEHAAIIUSIM TI0 JICUSHUIO TAlIMEHTOB
¢ XCH. MenukaMeHTO3Has CTpaTeTusl y TaKMUX MalieH-
TOB BKJIIOYAET MpernapaThl, yMEHbIIIAIOIINE TTOCTHATPY3-
Ky (T.e. uHru6uTophl AII®, GroKaTOphI PELIENTOPOB aH-
ruoteHsuHa I, nnypetuku, cepneyHblie INUKO3UABL, [3-
0JIOKATOPBI U CITMPOHOMAKTOH) [1, 5, 48-50]. HeT y0e-
IUTEJbHBIX TOKA3aTeJIbCTB BBHICOKON 3((EeKTUBHOCTU

(4]

Puc. 3. Memoodv: xupypeuueckoeo aeuenus oocmpyxmuenou TKMIT
(6 modugpuxayuu C.C. fAxywuna, E.B. Puiunnosa):
a — muskmomus no Morrow;
0 — moougpuicayus muskmomuu no JI.A. boxepus, K.B. bopucogy
(Muomomusi 00CMynom yepe3 npaegolii Heeayoo4ex)
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U yJy4yLIEHUS MPOrHO3a MPU NPUMEHEHUU B-010KaTo-
poB y 6onbHBIX XCH npu '’KMIT.

Xupypruyeckoe nevyenue rkmn

OkoJ10 5% Bcex nauueHToB ¢ [ KMII, Bkiitouyas He-
o6cienoBaHHbIX il (1 10 30% o6cien0BaHHbBIX CIIEI -
amrcTaMm), SIBJISTIOTCSI KaHAMIATaMHu MJIs XUpyprude-
cKoit Koppekuuu. 3a npourenmme 40 jieT Ha OCHOBAaHUU
OITbITa IIEHTPOB BCEro MMpa OBbLIO YCTAHOBJICHO, YTO
BEHTPUKYJISIpPHASI CENTajdbHasi MUAKTOMMS (Oomepariust
Morrow) SIBIsSIETCSI «30JIOTBIM CTaHIAPTOM» JICUCHUS
y B3pocJibIX U aeTeit ¢ ooctpyktuBHoi 'KMIT u tske-
JIBIMU pedpakTepHBIMU CUMIITOMaMu. JlaHHBIE PeTpo-
CTIIEKTUBHBIX HEPAHIOMU3MPOBAHHBIX MCCICTOBAHUM
MO3BOJISTIOT 3aKJIFOUUTD, YTO XUPYPTUUECKask KOPPEKIIHS
OOCTPYKIIMH Y TSDKEIBIX OOJBHBIX YMEHBIIIAST OTAAICH-
HYI0O CMEPTHOCTh 1, BO3MOXHO, yactoTy BCC. Cnenyet
MOAYEPKHYTh, UTO B PE3yJIbTaTe XUPYPIUUECKOro BMe-
II1aTeIbCTBA HE HACTYITAET MTOJTHOTO M3JICYCHMS TTallMeH-
Ta, HO OHO 3HAYMTEJIFHO YJyYIIaeT KauyeCTBO XW3HU
M TPYAOCHOCOOHOCTh [53—55, 56]. Cyrh onepaunu 3a-
KJTIOYAeTCSI B UCCEUCHUM TUIEPTPO(UPOBAHHOMN YacTH
MIKII yepe3 aopTajibHbII JOCTYII.

B Poccuiickoit Penepaninn Hapsiay ¢ CeNTaIbHOM
MH3KTOMUEH BCe aKTUBHEE MCITOIb3YEeTCSI METOI XUPYP-
TU4YecKoit Koppekuuu obdctpykTuBHoit 'KMII, paspa-
o6oranubiil JI.A. bokepus, K.B. bopucosbim, A.®. Cu-
HeBbIM B HIICCX nm. A.H. bakynea [57—59] (puc. 3).
JlaHHBIM METOI MaeT 3HAYMTEIIBHO MEHBIIE OCIOXHE-
HMM, TaK KaK JTOCTYII IIPOU3BOAUTCS Y€PEe3 IIPaBbIil XKe-
JIyIo4eK. DTO MO3BOJISICT M30eKaTh MOBPEXKICHUS TIPO-
BOJISIIECH CUCTEMBI cepaiia U KpoBoTeueHUs. CyTh orre-
palmy 3aKII0YaeTCsI B paCCEUCHUN MM UCCEYCHMU TH-
nepTpoUPOBAHHOIN MEXKETYIOUKOBOI MePETOPOAKH.

JIBa MeTOma MOTYT paccMaTpUBAaThCs KakK ITOTEHIIN-
aJbHAsl albTepHATUBA KapAUOXUPYyPruIecKOMy BMeEIla-

TEJIbCTBY y TAIIMEHTOB C TEMHM K& KIMHNYECKUMU KPH-
TEPUSIMH, YTO 1 Y KAHAUIATOB HA MUOKTOMUIO: IBYXKa-
MepHast ctumyJisitust (DDD) [60] u upeckoxHast alKo-
roJibHas cenTajbHas admaums [61, 62].

3a 5 jer HaOMIOOEHUS B Hallleil KIMHUKE 9 00JIb-
HbIx 0bIM oniepupoBaibl B HIICCX M. A.H. Bakyie-
Ba PAMH no metonuke JI.A. bokepus, K.B. Bopuco-
Ba, A.®D. CuneBa u 3 GOJIBHBIX - IT0 MeTOAMKE MoOrrow.
Y 7,7% Haliux NauyMeHTOB C BbIPAXXEHHBIMU CUMIITO-
MaMM OOCTPYKIIMM Oblia BBISIBJIEHA pedpaKTepHOCTh
K MEIMKaMEHTO3HOM Teparuu, YTO SIBJISIETCS ITOKa3a-
HHEM K OTlepaTUBHOMY BMEIIIATCIHCTBY.

BCC y 6onbHbiX TKMIN

Benenne manumeHTOB ¢ BHICOKMM PHUCKOM JTOJDKHO
OCYIIECTBIISITECS COIVIACHO HAlIMOHAIBHBIM PEKOMEH-
narmsiM 110 npodunakTuke BCC. boabmmHCTBO 1eueo-
HbIX cTtpateruii mo npodmiaktuke BCC ocHoBaHO Ha
MPUMEHEHUH B-aApeHOOII0KATOPOB, BeparnamMusia U aH-
THAPUTMHUIECKUX TTPeIiapaToB y MAllieHTOB C BBICOKUM
puckoM [63]. OmHako HeT JOKa3aTeJbCTB, YTO UX MPH-
MEHEHME NIJISI CHIDKCHUS PUCKa y aCUMIITOMATUYECKUX
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MauneHToB 3¢ (GEKTUBHO, U 3TU CTPATETMU KaXKyTcs yC-
TapeBIINMU MMPY HATUYUM JOCTYITHBIX B HACTOSIIIIEE Bpe-
Ms 6oJiee d3P@PEKTUBHBIX METOAOB MPO(PUIAKTUKHI, Ta-
KUX KaK MMITIAaHTAILMsST KapauoBepTepa-neduopuisaTo-
pa (MKJ) [53—56]. Pekomennaiiuu ACC/AHA/NASPE
2002 ob6o3Haunm HeodbxoaumocTb MKJI mist nepBruaHOiA
npoduIakTuKy Kak kiacc I1b u mist BropmaHoii mpopu-
JIAKTHKM (ITOCJIe OCTAHOBKM cepaia) Kak kiace I [56].

Monoasie nmauueHTsl ¢ T'KMII gomkHbBI orpaHu-
YUTh WHTCHCUBHBIC 3aHSTHSI CIIOPTOM, YTOOBI YMECHb-
Tk puck BCC. Brina ooHapyxeHa cBsa3b Mexxay BCC
1 UHTEHCHUBHOCTBIO TPEHUPOBOK CITOPTCMEHOB C Kapau-
OBaCKYJISIpHOI TaTtojiorueii n npenmectsyomieit BCC.
OmHaKo HET CepPhe3HBIX OCHOBAHMI UISI OTpaHUYCHMUS
OOBIYHOI (PU3MUECKOll aKTMBHOCTU KaK y TALMeHTOB
¢ 'KMII, tak n y cnoprcmenos [1, 13, 64].

3akntovyeHue

T'KMII cnenyet pacueHuBaTh KaK CI0XHYIO B AUar-
HOCTUYECKOM, JICUeOHOM M IIPOTHOCTHMYECKOM ILIaHE
00JIe3Hb, KOTOPasI MOXKET Y psna IMalieHTOB IPUBECTH
K Cepbe3HBIM KIIMHUICCKUM ITOCTCACTBUSIM 1 TIPEXKIe-
BpeMeHHOIT cMepTi. C APYroil CTOPOHBI, GOJBLIAsS
YacTh MAIMEHTOB UMEIOT HOPMAJIBHYIO TIPOIOJKUTEIIb-
HOCTh XW3HU 0e3 3HAYMTEIIHBHOTO CHIMKEHMSI paboTO-
CITOCOOHOCTH, YTO HE TpeOyeT 3HAUUTETHHOTO TepareB-
THYECKOTO BMEIIATE/IHCTBA.

3a mocnegHue 10 €T MBI CYIIECTBEHHO MPUYMHO-
KVWJIM 3HaHUS TI0 3TOM IMAaTOJOTHUM, M OZHO JIMIIh KC-
noib3oBaHMe TeKymmx pekomeHmamuii ESC/ACC
Clinical Expert Consensus Document on Hypertrophic
Cardiomyopathy (2003) MoXeT ITOBBICHTH BBIKMBAc-
MOCTh M KAY€CTBO KM3HM TAKMX TAlICHTOB.
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