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Pedepar

Kapnunomuonarnio c4uTaloT OJHOM U3 OCHOBHBIX IPUYUH CEPIICUHON HEOCTATOYHOCTH M BHE3AITHOM CepleuHON
CMepTH, N0 KpaiiHel Mepe, y MonoAsIx atoaeil. Oxono 50% manueHToB, BHE3AMHO YMHUPAIOIIKUX B IETCKOM MU MOJ-
POCTKOBOM BO3pacTe WIIH MEPEHECIINX TPAHCILIAHTALIMIO CEPALA, CTPaalin 3TUM 3aboneBanneM. Llens HacTosme-
r'0 JINTEPaTypPHOTro 0030pa — M3yUYCHHE U OCBEILICHHE C TOYKH 3PCHHSI COBPEMEHHBIX B3TJISIOB BOIIPOCOB 3THOJIO-
TUH, TATOTeHEe3a, KINHUIECKUX 0COOEHHOCTEH, TUarHOCTUKH M JICUCHHsI THIIEpTporuIeckoil KapIHOMUONIATHH.
Ionck 1 aHaIM3 OTEUYECTBEHHBIX U 3apyOeKHBIX JIUTEPATYPHBIX MAaTEPHAIIOB OCYIIECTBIISIIN C UCIIOJIb30BaHIEM
6a3 nanueix PubMed n eLibrary. OcoOblif HHTEpEC MPEACTABISAECT STHOJIOTUS NIEPBUIHBIX BPOXKAEHHBIX KapAHO-
MHONATHH, B OTHOIIEHUH KOTOPBIX MPOIOJKAIOTCS HAayYHBIE MCCIIEI0BaHus. B pe3ynbpraTe peaansanuy reHeTnde-
CKUX (paKTOPOB Pa3BHBAIOTCSI MHOXKECTBEHHBIE CTPYKTYPHBIE M (DY HKIIMOHAIBHBIC H3MEHEHHSI MHOKap/ia, KOTOpHIE
MIPUBOJAT K N3MEHEHHIO reMOJMHaMUKH. Kapninomuonarns — KIMHAUYECKHU TeTeporenHoe 3a001eBanue, U OTHUM
13 (aKTOPOB, ONPENCSISIONUX KIMHIYECKni peHoTun, 6p1BaeT reHoTrr. [IoMumo crangapTHOTO 1a00paTOpHOTro
HCCIIE/IOBAHNS, TAINEHTAM C TIOI03PEHUEM Ha TUTIEPTPO(YUIECKYI0 KapHOMHOIIATHIO PEKOMEHI0BAHO ITPOBEE-
HHUE MEUKO-TEHETHUECKOTO KOHCYJIFTUPOBAHHUS C [IEIIBIO BBISIBICHHS TPUYMHHON MyTaIllH, a TaK)Ke HEPEIKO s
MOy 4YEeHUS TPOrHOCTHYeCKOH HH(popMannu. OCHOBOIOIATAIONINM BU3YaJIN3UPYIOIINM METOIOM CITYKHUT DXOKap-
nuorpadusi, OHAKO pacCMaTpUBalOT M POJIb MarHUTHO-PE30HAHCHON TOMOTrpad My B THAarHOCTHKE 3a001€BaHUs.
[TanuenTam ¢ CMMITOMHOM 00CTPYKTHBHOW THIIEPTPOPHUUECKON KapIMOMHONIaTHEH 0OBIYHO PEKOMEHAYIOT (ap-
MaKOTEpaIuio NepBOi TUHUH 3-apeHO0I0KaTOPaMHU HIIM HEIUTHAPOITNPUIMHOBEIMHU OJIOKaTOpaMH KaJIbIIHEBBIX
KaHaJoB. B HacTos1Iee BpeMs MpoIoiKaeTcsl HCClIeIoOBaHUE HOBBIX IIPENapaToB IS JICUCHHS THIIEpTpohuIeckon
KapIMOMHONIATUH — WHTHOUTOPOB CEPACYHOTO MHUO3MHA. XHPYPrHUECKHE METO/bI JICUCHNS Pa3BUBAIOTCS IIPO-
IPECCHBHO, OJHAKO METO/BI KOHCEPBATUBHOT'O JICUCHHsI TPEOYIOT HajbHEHIIIEro aKTHBHOT'O NCCIIEJOBAHUS JIeKap-
CTBEHHBIX IIPENapaToB, He IPUMEHIEMBIX paHee.
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Abstract

Cardiomyopathy is considered one of the main causes of heart failure and sudden cardiac death, at least in
young people. Approximately 50% of patients who die suddenly in childhood or adolescence or undergo heart
transplantation suffer from this condition. The purpose of this literature review is to study and highlight the issues
of etiology, pathogenesis, clinical features, diagnosis and treatment of hypertrophic cardiomyopathy from the point
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of view of modern ideas. The search and analysis of domestic and foreign literature materials using the PubMed and
eLibrary databases was carried out. Of particular interest is the etiology of primary congenital cardiomyopathies,
in respect of which research continues. As a result of the implementation of genetic factors, multiple structural
and functional changes in the myocardium develop, which lead to changes in hemodynamics. Cardiomyopathy is
a clinically heterogeneous disease, and one of the factors that determine the clinical phenotype is the genotype.
In addition to standard laboratory testing, patients with suspected hypertrophic cardiomyopathy are advised to
undergo medical genetic counseling to identify the causative mutation, and often to obtain prognostic information.
The fundamental imaging method is echocardiography, but the role of magnetic resonance imaging in the diagnosis
of the disease is also considered. Patients with symptomatic obstructive hypertrophic cardiomyopathy are usually
recommended first-line pharmacotherapy with B-blockers or non-dihydropyridine calcium channel blockers.
Currently, research on new drugs for the treatment of hypertrophic cardiomyopathy — inhibitors of cardiac myosin
is ongoing. Surgical methods of treatment are developing progressively, however, methods of conservative treatment
require further active research of drugs that have not been used before.

Keywords: review, hypertrophic cardiomyopathy, chronic heart failure, sudden cardiac death, desminopathy,
rasopathy.
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Beenenue

Kapnuomuomnaruro (KMII) cuntarot ogHO# U3 oc-
HOBHBIX NMPHYUH CEPJACYHONH HEJOCTATOUYHOCTHU
(CH) u BuesanHo# cepaeuHoit cmeptu (BCC),
Mo KpaitHel mepe, y Monoasix jwonei [1]. Onna-
KO Ha CETOJHAIIHHI JEHb 3MMUAEMHUOIOTHIECKUX
JNIAaHHBIX HEIOCTAaTOYHO, YTO 3aTPYAHSET OICH-
Ky OpemMeHu »TuX 3a00iIeBaHMil B 00IIECTBEHHOM
3/IpaBOOXpaHEHUU U, TAKUM 00pa3oM, OIpe/eIie-
HU€ IPUOPUTETOB IS NEHCTBUI HA HAIMOHAIb-
HOM WJIM MEXJIYyHapoIHOM ypoBHe [1].

PacnpocTpanénnocTts runeprpoduueckoit
KMII ('KMII) coctaBaser 1:500 B o6mieii mo-
nynsuuu [1]. CormacHo CTaTUCTHYECKUM JaH-
HBIM ACCOIMAIlU¥ CepAeYHON HEAOCTATOYHOCTH
EBpomneiickoro oOmecTBa KapIHOJIOTOB, pac-
npoctpanénnocts 'KMII coctaBasier 2—5 Ha
1000 nacenenus B uenom [2]. KMII BcTpeua-
eTCs B pasiiMYHBIX CTPaHaX C OJAMHAKOBOH ua-
croroil. IlpennonoxurensHo B Poccun He menee
300 000 genoBek cTpagarT JaHHBIM 3a00yeBa-
Huem [3].

TepMUH «KapAUOMHOIIATUHY BIEPBBIE OBLI
npemnoxkeH W. Bridgen B 1957 1. [log KMII mon-
Pa3yMEeBaNUCh «IIEPBUYHBIC MOPAKEHUST MUOKAP-
Jla HeonpeaeNEHHON ATHOJIOTUH, BBI3BIBAIOIINE
HapyleHue GyHKIIUU Cep/la U He SBISIONIUECS
cJeCTBUEM 3a00JIeBaHUI KOPOHAPHBIX apTEepHUid,
KJaMaHHOTO afmapara, nepukapia, CUCTEMHON
WY JIETOYHOU TMIEPTEH3UH, a TAKKE HEKOTOPHIE
pelKue BapuaHTHl MOPAKEHUs MPOBOAAIIECH CHU-
cTeMbl cepaua» [4].

Cy1ecTBYIOT JaHHBIE O BBICOKOH pacmpocTpa-
HEHHOCTH MPOOAHAOB C 3TOH MATOJOTUEH Y dlle-
HOB ceMeil epBoii TMHUU poAcTBa (10 65%), 4uTo
CBUJICTEIBCTBYET O BBHICOKOM CTENEHU Hacleaye-
MOCTH 3a00JeBaHus [5].
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[Iporpeccupyromas CH npu I'KMII Bctpe-
qaeTcs pexe, 4yeM Ipu pecTpukTuBHoil KMII,
HO €€ pa3BUTHE IpeJBeNaeT HeOIaronpusITHBIN
MPOTHO3 [6].

3naunmoctb KMII kak akTyanbHON TpoOIeMbl
nonuépkuBaroT u Janueie W.J. McKenna u coaBr.,
COIJIaCHO KOTOPBIM OKoJI0 50% mainueHToB, BHE-
3aMlHO YMUPAIOIIKUX B AETCKOM UJIU MOAPOCTKOBOM
BO3pacTe NHOO0 MEepeHECHIUX TPAHCILIAHTAI[HIO
cepaua, crpaganu KMII [7]. BCC c wacroToii 0,5—
1% B TOx, BEI3BaHHAA (DaTAIBHBIMH APUTMHUSIMH,
BCTpEYacTCs, KaK MPAaBUIIO, Y MOJOABIX MY>KUUH
(MEeXJy TPETBUM H YETBEPTHIM JCCATHUICTHS-
MU ku3HH), cTpanatomux ['KMII, u moxeT cTaTh
NEPBBIM MposABIEeHUEM 3a00neBaHus [§)].

B nHacTosiee Bpems BBIACTAIOT MHOXECTBO Ba-
puantos KMII [2]. B nanHOM nuTepaTypHOM 00-
30pe OyJyT MpUBEICHBI COBPEMEHHBIC CBEIACHUS
00 3THOJIOTHH, TATOT€HE3e, KITMHUYECKUX 0COOCH-
HOCTSX, Auarsoctuke u jJeueHuu ' KMII.

Kaacendukxanns kapamoMuonaTuii
C nenpio 0003HaUEHUS TOJOKEHHU I, 3aHIMAaEMO-
ro I'KMII cpenu npyrux sugos KMII, cautaem
HEOOXOIMMBIM MPHUBECTH ABE KiIacCU(UKALNHU
KMII. Yepes 23 roga nocine Toro, kak W. Bridgen
OBLT MpeJIoKeH TEPMUH «KapaAUOMHUOMIATUNY, Lie-
neBas rpynna BcemupHOW opraHu3zanuu 34paBo-
oxpaHeHus 1oj npencenarenbctBoM J. Goodwin
npeacTaBuia nepByto kiaccudukanuo KMII,
OCHOBaHHYI0 Ha mpeobiiafaromeM CTPYKTYp-
HOM M reMoguHamMudeckoM Qenotune. CorimacHo
JaHHOW Knaccu(pUKanuu, pa3auyaroT TPH IPyI-
nel KMIT: qunarannoHHy 0, THIEPTPOYUIECKY IO
U PECTPUKTUBHYIO [7].

B yue6nom nocoduu [E. Poiitoepra u A.B. Ctpy-
TBIHCKOTO «BHYyTpeHHme Oone3Hu. CepaedHo-
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Tadauua 1. Knaccuduxanus kapauomuonaruii (KMII, AmepukaHckas kapauonornyeckas acconuanus, 2006)

I'pynmer KMIT

| Buasr KMIT

Ilepuunsie KMII

T'uneprpodpmueckas KMIT

ApI/ITMOI‘CHHaSI JAUCIUIa3us MIPaBoro XeJayaouKka

HexoMmakTHBIN MHOKapI JIEBOTO KeTylI0uKa

bonesns Jlenerpa

[epBuunsie Bpoxnéaapie KMII (HaciencTBeHHBIC)

Bpoxnaénnas naronorus HOHHBIX KaHAJOB:

— CHHJpOM y/IHHEHHOTO HHTepBasa Q7

— CHHJPOM yKopo4deHHoro uurepsana Q7

— cunapom bpyrana;

— MAMOTIATHYECKas! KEeTyT0YKOBasi MapOKCU3MaNbHast TaXUKapIust
(mepBuYHAas >IeKTpHUYECKast OONE3Hb CepaLa)

Junaranuonnas KMIT

[TepBuunsble cmemanubie KMIT

Pectpuxrusnas KMII

BocnanurensHas (MCX0R MHOKapANTA)

Crpeccosas (KMII Taxorry6o)

[lepBuunsie mprnobperénasie KMIT

IlepunapranpHas

MunayunpoBanHas Taxukapauen

KMII neteit ot MaTepeii ¢ MHCYIHH3aBUCUMBIM CaXapHBIM THa0eTOM

Bropuunsie KMIT

WudunsrpaTuBHEIE (HATIPHIMED, TIPH aMIIOUI03€)

KMII HakomnieHus (HanmpuMep, IpH reMoXpoMaTose)

Toxcuueckue (HarpuMmep, aJIKOrolbHasl, TeKapCTBEHHAs U JIp.)

DupokpuHHbIe (quadetnueckas, KMII npu runo- u runeprupeose)

KMII npy HepBHO-MBILICYHBIX 32001eBaHUAX (HAIIPUMED, IPU MBIIIEUHOM qucTpodun JromenHa, arakcun Opupaiixa')

AnuMenTapHble (HaPUMED, TIPH JepUIUTe BUTaMUHa B, cenena, KapHUTHHA)

KMII npu cucTeMHBIX 3a00/1€BaHUAX COCAUHUTEIBHON TKAHU

cocynucras cuctema» [4] mpuBegeHa KIJIacCH-
¢ukanus, paspadorannas B 2006 r. skcriepramMu
AMepUKaHCKOW KapAUOJIOrHYECKON acCcoIualuy,
cuMTaromascs Hauboyee MpUeMIEMOR U COOTBET-
CTBYIOILIEH COBPEMEHHBIM MPEICTABICHUSAM 00
atuonoruu u naroreHeze KMII (tabu. 1).

ITHOJI0rHs TUNepTpopuUecKoit
KApAMOMHONIATHH

Ecau oOparuTh BHMMaHHE Ha KJIacCH(QHUKALHIO
AMepHUKaHCKOW KapAUOJIOTMYEeCKON accoluanuu
(2006), MOXHO 3aMETHTh, UTO MPUYNHA MHOTHUX
KMII, a uMeHHO NMEepBUYHBIX TPHOOPETEHHBIX
1 BTOPUYHBIX, OTpa’ke€Ha B UX Ha3BaHUAX. OgHAKO
ocTaéTcsl 3araJkoil 3THOJIOT Ul TIEPBUYHBIX BPOXK-
néaasix KMII, B oTHOIIEHNHN KOTOPBIX MPOI0IIAKa-
I0TCS HayUYHBbIE UCCIE0OBAaHHUS.

ITepBuunsie KMII — goctatodno pacmnpocTpa-
HEHHBIC HaClIeICTBEHHBIE 3a00/eBaHus, BCTpeya-
oIuecs B monynsiuu ¢ yactotout 0,5% [9].

ITo mamusiMm K.C. Kouepruna-Hukutckoro
U COABT., BBIACISIOT TPYIIY MEPBUYHBIX JECMU-

Homatuid. Jlecmunonaruss — 3to KMII, o0ycios-
neHHas myTtauusmu B rede DES, 3anumaromem
Jokyc 2q35 u KonupymoueM OelloK IeCMHUH, KOTO-
PBIi CITY)KHT OCHOBHBIM OCJIKOM TTPOMEXKYTOUHBIX
(hUIaMEeHTOB MHUOIUTOB, MPEKIE BCErO, MHOKAp-
Jla ¥ CKEIIETHON MyCKyJaTypbl. B OOJNbIIMHCTBE
cirydaes (80%) T HacIEeNOBaHUS IECMUHOIIATUI
ayTOCOMHO-IOMUHAHTHBIN. [Ipyu onuceiBaemoli na-
TOJIOTUY HAaHOOJIee YacTO pa3BUBAIOTCS JIUIIATAIIH-
oHHas u pectpuktuBHass KMII, Heckoabko pexe
Bcrpeuaetcs I'KMII [9].

C MOMEHTa OTKPBITUS NaTOTEHHBIX BAPUAHTOB
B TeHe MHO3MHa ¢ Tspkénoit nensto 7 (MYH7) npu
T'KMII nosiBUIHCH COOOIIEHUS O TOM, 4TO OoJjiee
100 renos ctanossitcs npuuuHoit KMII [10].

Tlo gmanaeM J. Bonaventura u coaBT., HAUOOIb-
Y0 3HAYUMOCTh UMEIOT 8§ CapKOMEpPHBIX re-
Ho (ACTC1, MYBPC3, MYH7, MYL2, MYL3,

' Tlpumeuanune penakuuun. @puapaiix (Friedreich, Nikolaus,
1825-1882) — Hemenkwuii Bpad. B pyccKkos3bI9HON TUTEpa-
Type Hepeako numyT «Dpuapeix», 4To He COBCEM BEPHO.
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TNNI3, TNNT2 u TPMI1). IIpu aTtom cyie-
CTBYIOT Hamboliee yOenuTelbHBIE TOKa3aTelb-
CTBa TOTO, YTO OHU fABJIAIOTCS puunHO ['KMII
[11]. MyTamuu B OOHOM M3 8 CapKOMEPHBIX Te-
HOB BcTpedatorcs B 60% ciywaeB 'KMII, cBs-
3aHHBIX C reHeTHdeckuMu (aktopamu [12]. Ilo
JnanHeIM B.J. Maron u coaBT., ¢ BHEJ[pEHHUEM B KJIH-
HAYECKYIO MPAKTUKY TOCTYIHOTO T€HETUYECKO-
ro tectupoBanusa y nanueHToB ¢ ['KMII Ob110
uaeHTHGUIIPoBaHo Ooiee 11 MPUUYNHHBIX TEHOB
¢ 6onee yem 2000 yHUKAIIBHBIX BAPUAHTOB JJIS OT-
JIEeTBHBIX cemei [13].

I'KMII, oOycnoBiieHHass MyTallMsIMA B CapKo-
MEPHBIX TeHaX, HACIEAYeTCs 110 ay TOCOMHO-IOMH-
HAaHTHOMY THITY ¥ IMEET BBICOKYIO CTETIeHb (heHO-
TUIIHYECKON rereporenHocTH [14]. B To e Bpems,
cnopaauueckue cinydan ' KMII, B koTophIX y Ipo-
Oanma HE OOHAPYKMBAETCS MYTallUH WIIH HE OTA-
roméH CeMEeNHbIN aHaMHe3, cocTaBsaoT 10 40%
BCeX ciyuaes [15].

M. Lioncino, E. Monda u coaBT. cooOmmamT
o rpynne 'KMII — Tak Ha3pIBaeMBbIX pacomnaTu-
sax. Pacomatus — MyJIBTUCUCTEMHOE pacCTpPOM-
CTBO, BEI3BAHHOE MYTallMsIMU B T€HaX, CBA3aHHBIX
¢ RAS/MUTOTEH-aKTUBUPYEMBIM TPOTEHUHKU-
Ha3HbIM NyTEM. Ilo cpaBHEHUIO ¢ CapKOMEPHOI
I'KMII npu paconarusax 'KMII acconuupyetcs
¢ 6oree BrICOKON "acTOTOM 3acToitHoir CH u xa-
pakTepu3yeTcs BBICOKOH pacpoOCTPaHEHHOCTHIO H
TSKECTHI0 OOCTPYKITNH JieBoro kemynouka (JIK).
buBeHTpHUKYIsIpHOE MTOpa’KEHUE U CBSI3b C BPOXK-
NEHHBIMH TTOPOKAaMH CEpIia, TIIaBHEIM 00pa3oM
CTEHO30M JIETOYHON apTepuu, OOBITHO OIHCHIBA-
10T B paMKax paconaTtuii [16].

o narneM R. Tadros u coaBT., MeTaananms TpEx
UCCIIeIOBaHMH «ciyqai-koHTpoib» (GWAS) BbIs-
BUJ 14 HOBBIX JIOKYCOB, cBA3aHHbIX ¢ ['KMII [17].

CoBpeMeHHBbIH B3IJIs1]l HA IATOreHe3
runeprpoguyecKoil KapAUOMHONIATUHN
B pesynbraTe peannzannu reHeTHUYECKUX (PakTo-
POB Pa3BHBAIOTCS MHOXKECTBEHHBIE CTPYKTYPHBIC
U (pyHKIMOHAIBHBIE U3MEHEHHSI MUOKap/a, KOTO-
pble PUBOIAT K U3MEHEHUIO FeMOJUHAMUKU [4].
I'KMII xapakTepu3yeTcsi puruJHOCTBIO THIIEP-
TPO(UPOBAHHOTO U CKJIEPO3UPOBAHHOI'O MHOKap-
Jia, B pe3ybTaTe KOTOPOil HapyIIaeTcsl TUacTONIH-
yeckoe paccnabienue skenynouko. Kak mpaswuiio,
npu 'KMII Ha dhone nuacrommueckoit nuchyHk-
UM CUCTONWYecKass GyHKIUS HE cTpanaer [4].
B ocHOBE OTHOCUTENBHOM KOPOHAPHOH HEHO-
CTATOYHOCTH JIE)KAaT HECOOTBETCTBUE YBEIHYCH-
HOW Macchl MHOKapia M KalWJJISAPHOTO pycia,
MOBBILICHUE MOTPEOHOCTH MUOKapa B KUCIIOPOJE,
CIABJICHHE MEJIKMX CyOsHIOKapAHaIbHBIX BETBEH
KOPOHAPHBIX apTEePHil, a TAaKKe «O0JIEe3Hb MEIKUX
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KOPOHAPHBIX apTepuii» W CHUIKECHHE TpaJueHTa
Mexy aopToil u nonocteio JIK [4].

ITo manueiM C. Chou u M.T. Chin, ogHO3HAYHBIX
00BsCHEHUH TOTO, KaK OT/JENIbHBIE TeHHBIE MyTa-
WY TPUBOISAT K (UOPO3y MHOKAp/a, HAPYIICHHUIO
CTPYKTYPHI KapJUOMHOIIUTOB ¥ aCHMMETPUIHON
TUTIEPTPO(UH, B HACTOSIIEE BpeMs HET. ABTOPHI
OIHCHIBAIOT POJIb B JAHHOM ITPOLIECCE JITUTEIHLHON
AKTHBAIIUHA KaJIbIHH-KaIbMOAYIHUH-3aBUCUMOMN
npoTeuHKWHA3H I, ayTodaruu, xapakTepusyro-
ieiics nerpananueil BHY TPUKICTOYHBIX OpraHeILT
Y MaKpOMOJIEKYJl B OTBET Ha KJIETOYHBIH CTpeccC,
YCTOHYMBOTO TIIMKOJIM3a B KAPIIUOMHOIINTaX. Bo3-
MOYXHO, BHY TPUKJIETOUHBIE U3MEHEHUS, IPUBOIS-
Ue K THNepTpoduu KapJuOMHUOLIMTOB, OIOCPe-
JIOBAHHO U3MEHSIOT BHEKJETOYHYIO CpEeIy, Y4TO
BITOCIIE/ICTBUU CIIOCOOCTBYET PeOpraHU3aliy TKa-
HU B 00JIACTH MHTAKTHBIX KapJAHOMHUOIIUTOB, & 3TO
npuBOIUT K auddy3Homy hudbposy muokapaa [15].

B T0 Bpems kak MaccuBHas runepTpodus, Gpu-
Op03 ¥ MUKPOCOCYAKCTAsI UIIIEMHUS SBIISIOTCS OC-
HOBHBIMHM MEXaHU3MaMH, JIeKAIUMU B OCHOBE
XKenyaoukoBbix aputMuil mpu I'KMII, Ha panHNX
cranusx 3a00ieBaHus, BEPOITHO, NMPeodIaaroT
(hyHKIIMOHAJIbHBIE apPUTMOT'EHHBIE MEXaHU3MBI
[18]. CoBpemeHHbIE JaHHBIE CBUIETEIBCTBYIOT
0 pOJM YBEIIMYEHUs IO3IHEro Toka Na* B Kapauo-
MHUOIUTHI 1 Toka Ca’" yepe3 KaJbI[HEeBbIC KaHAJIbI
L-Tuma BHYTpb KJI€TOK B BOSHUKHOBEHUH HapyIIIe-
Hu# puTMa. KpoMe TOro, coo0mamT, 4TO YBEIH-
YeHHE YyBCTBUTELHOCTH MUO(pHIaMeHTOB kK Ca*
MOXET CTIOCOOCTBOBATH IMTOCTACTIONSIPU3AIINN 1 TI0-
BTOpPHBIM aputMusaM. CHmkeHne K -TokoB mpowuc-
XOJIWT TIPH 3aITYIIIEHHOM TIPOIIECCE U CITIOCOOCTBYET
CHIDKEHHUIO pe3epBa Peroisipu3anuil U yBelInde-
HUIO paHHUX TOCTACTONIpru3arnii [18].

[To marasM S. Ranjbarvaziri u coaBT., BEISBIIC-
HBI U3MEHEHUS B IIMPOKOM CIIEKTpe OMOXUMHYe-
CKHUX peaklUi ¢ CyIIEeCTBEHHON AUCpEryJsiuen
MeTaboIM3Ma JKHPHBIX KUCIOT, CHI)KEHHUEM yPOB-
HS allUJIKAPHUTUHOB W HAKOILNIEHUEM CBOOOIHBIX
kupHbIX KucnotT. Ilpu 'KMII npoaemoHcTpu-
pOBaHBI MPU3HAKHU TJI00ATBHON YHEPTETHICCKOMH
JIEKOMTICHCAIIH, TTPOSBIISIIOIIEHCS CHIKEHUEM KO-
JTYecTBa MeTa0oIUTOB (pochaToB BEICOKOH SHEP-
run (ameno3uHTpHUdOCchara, ameHosnHaHPOChHaTa
u dochokpeaTnHa) ¥ YMEHbIIEHNEM KOJTUYECTBA
MHUTOXOH/IPHABHBIX T€HOB, y9aCTBYIOIUX B CHH-
Te3e KpeaTHHKUHA3HI 1 afeHo3nHTprdocdarta [19].

Jnaamudeckass OOCTPYKIIHS BBIXOZHOTO OT-
nema JOK mpu ooctpyktuBaoit ' KMII nmpuBonut
K MaJIoMy cepaedHoMY BeIOpocy [4]. CuuTatot, 4To
y MOXWJIBIX MAIlHeHTOB JUHAMHYECKass OOCTPYK-
A BBIpa)K€HA B OOJNBIIEH CTETEeHH, YTO MOXKET
OBITH OOYCIIOBJICHO YacTON KaJdbIU(pHKAINEH MH-
TpaJibHOrO Kounbia [20].
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Oco0eHHOCTH KIMHUYECKOH KAaPpTHHBI
runeprpoguyeckoil KapIMOMHOIATHH

KMII — knuHHYECKH TeTeporeHHOe 3aboJe-
BaHHE, U OJHUM M3 (PAKTOPOB, ONMPEACIIIONIUX
KIUHUYECKUH ¢penorumn, OpiBaeT renotun [10].
Kaunanueckas xapruna I'KMII MoxeT Bapbu-
poBaTh oT GeccummnrTomMHoro teueHus n10 BCC,
Hauboee XapakTEepPHOM IS TI0AEeH MOJIOIOTO BO3-
pacra [21].

ITo ganueiM C.Y. Ho u coaBT., HallMEHTHI C Ia-
TOT€HHBIMU BapHaHTaMH B T'€HaX CapKOMEpOB,
crpamaromue ['KMII, nmetot Oonee BHICOKYIO Ya-
CTOTY HEXeJaTeIbHBIX SBJICHUH, Takux Kak CH,
JKEJTYyTOUYKOBBIE apUTMHUU U GUOPUIIAINS Tpea-
Cepauii, Ipy STOM MAaTOTEHHBIE BAPHAHTHI B TEHAX
CapKOMEPOB ABJISIOTCS BAXKHBIM IIPEIUKTOPOM HE-
OIaronpusATHBIX UCXOMOB [22].

HawnbGonee pacnpocTpaHEHHBIMU CHMIITOMaMHU
ObIBAafOT 0OJIb B TPYAHON KJETKE, OJBIIIKA, y4a-
HIEHHOE ceplueOrenne, ObicTpas yTOMISIEMOCTh
1 oOMopoku [23].

YV OONBIIMHCTBA MAIIMEHTOB KJIMHUYECKas Kap-
THHa 00YCIIOBJIEHAa Pa3BUTHEM IUACTOINYECKOU
IUChYHKIUH U PA3BUTHEM 3aCTOA B MAaJIOM KpyTe
KpoBooOparenus [24].

BoneBoil CMHAPOM B I'PyJTHOM KJIETKE UMUTH-
pPYyeT THIIHYHYIO CTEHOKap/INIO, TaK KaK BOBHUKAET
BCJIE/ICTBHE HEOCTATOYHOCTH KOPOHAPHOTO KPO-
BOTOKa IIPH BBIPAXEHHOHN TUNEpTpodun MHOKAp-
na JIK [24].

CunkonansHble coctosHus mpu ['KMIT Mox-
HO OOBSCHUTH HECKOTBKUMHU MPHYUHAMH. Bo-miep-
BBIX, MMAPOKCU3MAJbHBIMHI HAPYIICHUSIMHU PHUTMA
cepana (KemyJOYKOBBIMH, HAJKETYAOYKOBBIMU,
Taxu- U OpaguapuTMusiMu). Bo-BTOpBIX, CHHIPO-
MOM MaJIioro BEIOpOCa, CBSI3aHHBIM, KaK MPABHIIO,
¢ TsKENO# 00cTpyKIMen BeIxonHoro otnena JIOK.
Kpome Toro, B pa3BUTHH CHHKOIIE MPUHUMAET
y4acTue HeHpoKapAUOTeHHas BEereTaTUBHAS JIHC-
dbyuknms [24].

Hapymenus putma cep/iia cTaHOBATCS Hanbo-
nee gactoi nmpununHoit BCC ipu 'KMIIL. Crnexyet
OTMETHTb, YTO, IOMUMO BBIPA)KEHHBIX CyOHEKTHB-
HBIX OINYIIEHWH B BHJE 3aMETHOTO cepauedune-
HHS U TIepeboeB B PUTME, OKOJIO YETBEPTH CIY-
gaeB apUTMHUH IMpoTeKaeT 6eccuMnTOMHO [24].
Kpowme Toro, mo nanaeim P. Teekakirikul u coaBT.,
npusHaku u cumntombl 'KMII naneko He Bcerna
KOPPENHPYIOT C BRIPaXKEHHOCTHIO THIEPTPOGUH
MHOKap/a, B CBSA3H C YeM 3HAYNTEIbHAs YaCTh MO-
nonbix nanuenToB ¢ ' KMII Ha mpoTskeHuu Beei
JKH3HU MOTYT HE MCTIBITHIBATH CHMIITOMOB [25].

ITo HexoTOpbIM AaHHBIM, cuMIToMbl ' KMII
Yy TOXHUJIBIX MAIHEHTOB MOSBIISIOTCS TO3Ke, YeM
Y MOJIOZBIX, OTHAKO CTpaTH(UKAIUS PHCKA UMEET
00paTHYIO 3aBHCHMOCTH OT Bo3pacta [20].

JlabopaTopHasi ¥ HHCTPYMEHTAaJbHASI JUATHO-
CTHUKA runeprpoguyeckoil KapAHOMUONATHHI
CornacHo KJIMHUYECKUM peKOMEHIanusM MuHH-
cTepcTBa 3apaBooxpanHeHust Poccuiickoit dene-
pauuu [26], nauuentam ¢ noxo3penueM Ha KMII
PEKOMEHJ0BAHO CTaHIAPTHOE JTa0OpPATOPHOE HC-
ClIeJIOBaHHE: KIMHUYECKUN aHATTN3 KPOBH, OOITUI
aHaJTU3 MOYH, OMOXUMHYECKHI aHATTU3 KPOBH (XO-
JIeCTepUH, TPUTIIUIICPUIBI, KaJIHii, HATPUH, aJlaHu-
HaMUHOTpaHc(hepasa, acapraraMruHOTpaHCepa-
3a, MOYEBHHA, KPEATUHHUH, OUITUPYOHH, TIIFOK032).
Beicokuii yposerb NT-proBNP? cBuaeTenscTBy-
et o CH [26].

Takxe peKOMEHIOBAaHO IMPOBEJEHHE MEIH-
KO-T€HETHYECKOTO KOHCYJIBTHPOBAHUS C IIEIIHIO
BBISIBIICHUS NPUYWHHON MyTarnuu [26]. Ilo man-
HbIM B.J. Maron u coaBT., BaxkHasi poJib T€HETH-
YECKOTO TECTHPOBAHUS 3aKIFOYAETCS B MCCIEIO-
BaHWW YJICHOB CEMbH CIEAYIOMET0 MOKOJICHMUS,
HaXOASAIIUXCS B TPYNIE pUCKa W OOBIYHO Oec-
CHMIITOMHBIX (KacKaJHOE€ TeHEeTHYeCKOoe TEeCTHU-
poBanue). PoncTBeHHNKOB TIpoOaHaa, MOTyIHuB-
ITUX OTPHUIATEIBHBIN Pe3yIbTaT T€HeTHIECKOTO
TECTUPOBAaHMUSA HA HAJIWYWE TAKOW K€ MYyTaIluu
reHa capkoMepa, Kak y mpobaHaa, MOKHO C BBICO-
KOU BEPOSITHOCTBIO UCKJIIOYUTh U3 AAJbHEUILIEro
HaOmonenwus [13].

Bcem namumenTam ¢ nogo3penueM Ha ['KMII
PEKOMEHAYIOT MPOBEICHHE dIEKTPOKapAUOTpa-
dum (OKI') u X0ITepOBCKOTO MOHHUTOPHPOBAHU S
eé maHHbIX [26].

[Tpu I'KMII o nanubiM OKI' BBISBISAIOT Clie-
nytoree [4]:

— npusHaky runepTpoduun JIK;

— IPU3HAKY TEPErpy3Ku U TUIEPTPOPHH JIEBO-
TO TIpeNCepaus;

— nmaronorudyeckuit 3yben QO unu OS B oTBe-
neausx 11, 111, aVF npu runeprpodun mpokcu-
MaJIbHOM YaCTH MEXKIKETYyA0UKOBOU MEPErOpoOaKHU
(MXKII) u B orBenennsx I, aVL mpu runepTpoduu
HoxkHel yactu MOKII u BepXy1uku;

— HaJJKENyIOYKOBBIE U IKEITYIJOUYKOBEIE
APUTMHHL.

OKT cnenyer npoBoauTh exeronHo [13]. 3xo-
kapauorpadus HeoOXoamMa ISl BBISIBIICHUS Ha-
pymieHus: CTPYKTYpPbl M (QPYHKIIMOHUPOBAHUS
MHOKap/ia, I3MEHEHHS KaMep cep/la, KiIanaHHO-
ro anmnapara [27].

Hns nuarnoctupoBanua I'KMII, no nanHbIM
T. Ciarambino u coaBT., ToamuHa ctreHku JIDK
JIOJDKHA cOCTaBisITh >15 MM [27]. OnHako ecTh
CBEJICHUS O JUATHOCTUYECKON 3HAYMMOCTH TOII-
muHE cTeHKHu 13—14 MM, ocoOeHHO NpH OTH-

NT-proBNP — N-TepMUHAIBHBIA (parMEeHT MPOropMOHa
MO3TOBOT'0 HATPUHYPETHIECKOTO MENTHIA.
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TOIMIEHHOM CEeMETHOM aHaMHe3€¢ B OTHOIICHUH
I'KMII, mpu q1uHaAMHUYECKOW OOCTPYKIIMH BBIXOI-
HOTO TpaKTa M m3MeHeHUsX 1mo manHabM OKI [28].
[Ipu cummerpuunoit I'KMII game Bcero Het 00-
CTpPyKITUU BEIBoAHOTO TpakTa JIK [29].

Huns accumerpuunoit ' KMII xapaktepHo co-
otHomeHnue tonumael MXKII u 3agHeit cBoOOI-
Hoi ctenku JIJK >1,3 [29]. AcuMmMmeTpudHAs
I'KMII moxeT OBITH KaKk HEOOCTPYKTUBHOM, Tak
u oocTpyktuBHOH [30]. Ilpn mamonaTudeckom I'u-
nepTpoduuecKkoM Cy0aopTaITbHOM CTEHO3E IMOJ-
BIDKHAsI TUCTaJbHASsI 9acTb MepenHeidl CTBOPKHU
MHUTPAILHOTO KJIallaHa Toxa BIHsSHUEM 3¢ deKTa
bepuynnu u BeHTypu Bo BpeMs CHCTOIBI TPpUOIIH-
kaetcs k runeprpoduposannort MIKII, BEI3bIBas
MTWHAMHYECKYI0 OOCTPYKIIMIO BHIBOZHOT'O TPaKTa
JIK. TlepenHee cUCTOIMYECKOE CMEILIEHUE CTBOP-
KU BBIABIISICTCS TIPH 9X0oKapauorpaduun [31].

Ilo gamnbM JI.O.Ta3yn u E.B. IlonyxuHo#,
Hanbosee MHPOPMATHBHBIM METOIOM OIICHKH
CTETNIEHW OOCTPYKIIMH CIY)XKUT JONILIEPOBCKAS
sxokapauorpadus. CteneHb 0OCTPYKIIUHU OIpeie-
JISIOT TIO TPAINEHTY JaBJICHUS B BHIBOJHOM TPaKTe
JIK. YuyuTeiBas, 4TO B HOpME T'PAIUEHT HE MPEBBI-
maet 5—6 MM pT.CT., MOBBIIIEHUE TOCIEIHEr0 10
30 MM PT.CT. CIEyeT pacleHWBaTh KaK HE3HAUH-
TenpHY10 00cTpyknuio, oT 30 mo 100 MM pr.cT. —
KaK BBIP2XEHHYIO OOCTPYKIIHIO, IPH MTPEBBITIICHUN
100 MM PT.CT. MOKa3aHa KOHCYJIbTAlUsl KapAHO-
xupypra [30]. B tex cimydasx, korga rpaJueHT
B BeIXxogHOM oTtaene JIK B nmokoe <30 MM pT.cT.,
WH()OPMATUBHBIM MOXKET OKa3aThCs MPOBEICHUE
cTpecc-axokapauorpaduu [13].

IIpu Bepxymeunoit 'KMII o6HapyxuBarmT
YTOIMICHHE CTEHOK B 00JaCTH BEPXYIIKH U HAJH-
yre HeOOoIIbII0H ocTaTouHOM nojocty B JIDK, B 00-
JIACTU KOTOPOH MpH Ionruieporpaduu BHISABISIOT
YCKOPEHHBIH BO3BPATHBIN MOTOK KpoBu [30].

Ilo maHHBIM MPOCTEKTUBHOTO KOTOPTHOTO HC-
cnenoBanus P. Karaca Ozer u coaBT., rno6ansHas
npoponbHas nedopmarus JIK mmke 12,5% otnm-
yaia ['KMII ot runieprpoduu JIXK y cnoprcmeHoB
Y MAI[UEHTOB C apTEPHUAILHON TUTIEPTEH3UEN C Ty B-
CTBHTEIBHOCTBIO 65% u cnienupuyaHOCTRIO 77%.
[aruenTHI ¢ TI00aTBHON MTPOAOIBHOM AedopMaIiu-
eit <12,5% umenu Gosee BEICOKHI PUCK CMEPTHO-
CTH OT BCEX IMPUYHH 10 CPABHEHUIO C MTAIIHEHTaMHU
¢ nokasarenem >12,5%, cornacHo aHaiu3y BBIKU-
Baemoctu Karmmana—Metiepa, B Teuenue 7 net (29
npotuB 9%; p=0,032). 3nauenue rnodaabHON PO-
nonsHOHU nedopmanuu JIXK mporaosupyeT cmept-
HOCTb C 4yBCTBUTENBHOCTHIO 64% 1 crieruduyHo-
ctbro 70% mpu 3navennu <12,5% (p=0,012) [32].

AMepHuKaHCKHM 00IIeCTBOM dXOKapAauorpadun
[33] opensosxkeHo yeThIpe mapaMeTpa A5l BbIsBIIC-
HUS quacTonudeckoi nuchyHkmuu [33]:
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— WHJIEKC MaKCHMaJbHOTO 00BEMa JIEBOTO
npenacepaus (LA) >34 mu/m?;

— TUKOBAsl CKOPOCTH TPUKYCIIHIAIEHON peryp-
rutaruu (TRV) >2,8 m/c;

— cpeqHee COOTHOIIEHHWE MHUKOBON CKOPOCTH
paHHero TUACTOINYECKOTO HAITOTHEHUS JKeITy109-
ka (E) Kk THKOBOI CKOPOCTH paHHETr0 THaCTOINIC-
CKOTO JIBHKEHUS aTPUOBEHTPUKYIISIPHOTO KOJIBIIA
©)>14;

— TUKOBAsl CKOPOCTh PaHHETO THACTOIHYECKO-
TO ABUXEHUSI aTPHOBEHTPUKYIISIPHOTO KOJIbIA (€):
cenrtanbHas <7 cMm/c, narepanbHas <10 cMm/c.

[locie mocTaHOBKM JHMarHo3a MalUEHTAM
¢ 'KMII HeoO0X0omuMo €XEeromHO MPOBOAUTD 3XO-
kapauorpaduio [13]. Kpome Toro, pekomeH0BaHa
peHTTeHorpadus OpraHoB TPy IHON KIeTKH [4, 27].

[Ipu 'KMII crerududeckux peHTTeHOIOTH-
YeCKHMX MPHU3HAKOB Yale HeT. Pacimmpenue TeHn
JIEBOTO TpeACepansi MOXHO OOHapyXXHUTh IMpH
ero meperpyske o0BEMOM BBUIY BBIPaXXKEHHOU
MUTpaidbHOU peryprutrauuu. IIpu BeIpa’keHHOM
NErOYHON TUNIEPTEH3UH 3aMETHBI BRIOYXaHHE BTO-
poOil 1yru cieBa, pacliMpeHre KOpHEH U TPU3HAKHU
BEHO3HOT'0 3acTos B NErkux [4,27].

C mensr0 nuddepeHnaIbHOl THATHOCTH-
KM PEKOMEHIOBAaHO IIPOBEJEHHE KOPOHAPOaH-
ruorpadun u BeHTpukyinorpaduu [4]. us Be-
pudukanumn Auar€Ho3a BO3MOXXHO TpPOBeJACHUE
MarHUTHO-PE30HAHCHONW TOMorpaduu cepaia,
KOMIIBIOTEPHONU/MYIBTUCTTHPAIEHON KOMIBIOTEP-
HOW ToMorpaduy, CHUHTUTpaduH, TTO3UTPOHHO-
SMUCCHOHHOH TOoMorpadu [26].

IIpy mMarauTHO-pe3OHAHCHOW Tomorpaduun
C TIO3THUM YCHUIIEHHWEM TaJO0NHHUS 00Hapy K1Ba-
0T TUMUYHBIE MaTTEPHB KOHTPACTHOTO YCHUIIEe-
HHS, KOTOpbIe TO3BOJAIOT NH(PPEpEeHIINPOBATH
I'KMII ot unbix npuuuH, umutupyomux 'KMII,
Takux Kak 0one3nb AHgepcona—Dadpu. Maraut-
HO-pE30HAHCHAS TOMOTPa(us MO3BOISAET ETab-
HO Bu3yanusupoBaTh MXKII, Mutpanbublil Knanan
Y TAWJUISIPHBIE MBITIIIBI IS TTPEIOTIePAIIHOHHON
onieHKkH nepen muosktTomuein MKII [27]. Maraut-
HO-PE30HAHCHYIO TOMOTPa(ui0 C KOHTPACTHBIM
YCUJICHUEM PEKOMEHIYIOT BBITIOJNHATH C UHTEP-
BajoM 3-5 jeT, ogHako, Mo gaHHbeM B.J. Maron
Y COaBT., €€ PeryisIpHOe IMPOBEIECHNUE HE CIYUTAIOT
00s13aTETBFHBIM 711 TAIIUEHTOB B BO3PacTe CTap-
me 65 net [13].

Oco0eHHOCTH JIeYeHHUS] THNEePTPoPUUYecKOi
KapAHOMHUONIATHH

[Ipu neuennu 'KMII B mepByto ouepenb Ha3Ha-
4alOT KOHCEPBATHBHOE JICUCHHE, a B CIIyYae ero
He3((HEKTUBHOCTH U BBIPAXKEHHBIX CHMIITOMOB
3a00JIeBaHUSI TPUMEHSIOT XUPYPIHUYECKHE METO-
Jibl JedeHus [34].
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[TarueHTaM ¢ CUMITOMATUYECKOW OOCTpPYK-
tuBHOM ['KMII 00pIuHO pexoMeHoBaHa papma-
KOTepanus NepBOi JIMHUK -aapeHo0I0KaTopa-
MH WJIA HSAUTHAPOITUPUIMHOBBIMU OJIOKaTOpaMu
KaJbIUeBBIX KaHaloB. /laHHBIE Ipenaparsl Ciy-
>KaT OCHOBOM JICUEHUSI Ha NPOTSXKEHUU JCCITUIIC-
THHA ¥ UMEIOT OOLIMH OTpULATENbHBIA HHOTPOII-
HBIA W XPOHOTPOMHBIN 3G(eKT, TPUBOASIIINN
K YMEHBILIEHUIO KOHTAKTa MepeJHel CTBOPKU MU-
TpanbHoro knamana u MXII [35]. [lanuentam
¢ HeoocTpykruBHoii 'KMII cnexyer Ha3HavaTh
B-agpeHoOIOKaTOPBI UM BepanaMuIl MPU MOSB-
nenuu cumntoMoB CH. OnHako HyHO OTMETUT,
YTO JAHHBIC MpenapaThl 00CCIeUYNBAOT YMEHb-
nieHue u KoHTpoab cumnromoB CH, HO nokasa-
TEJNBCTB UX BIUSHUS Ha cHUkeHue pucka BCC
B HacToslee Bpems Maio [36].

[o gannbm T.J. Gluckman, B-anpeno6iokaTo-
phl Oe3 BazogunaTupyomero agdexra (Hampumep,
aTEHOJIOJ, MPOMPAHOJION) OOBIYHO HCIOJIB3YIOT
B [IEPBYIO OYEPElb JJIsl YMEHBIICHUS] CUMIITOMOB.
B-ApeHOOIOKATOPHI CIEIYET TUTPOBATH B 3aBU-
CUMOCTHU OT IEPEHOCUMOCTH, YUUTHIBAS LIEJIEBYIO
YaCTOTY CEPACUHBIX COKPAIICHUN B COCTOSIHUU MO~
K0st 0KoJ10 60 B MUHYTY. 3-AIpeHOOIOKATOPHI -
(heKTUBHBI B OTHOIICHUU YMEHBIICHUS OJABIIIKU
npu (Qu3HUECcKoi Harpy3ke u Oonu B rpyau. Kpo-
M€ TOr0, JaHHBIC MpenapaTsl yaydIlaloT JUACTO-
JUYecKoe HamoHeHu e [34].

ITo nanapiM A.M. Dybro u coaBT., METOIIPOJIOI
yMeHbIaeT oocTpykuuw JIXK B mokoe u Bo Bpe-
M3 pU3MYecKoil Harpy3Kku, o0Jier4iaeT CUMIITOMBI
U yIy4YIIaeT KaueCTBO KM3HU Y MAIEHTOB C 00-
ctpyktuBHoi ['KMII [37].

IToMuMO OMHMCAHHBIX BHILIE U3BECTHBIX, JJIH-
TEIbHO MPUMEHSAEMBIX IPENapaToB, B HACTOSIIEE
BpEMsI U3y4aloT HOBEIE.

Tak, 1. Olivotto u coaBT. OMUCHIBAIOT pE3yiIbTa-
ThI 3-1i a3sl paHJOMU3NPOBAHHOIO IBOMHOTO ClIe-
IOTO TJIANE00-KOHTPOIUPYEMOTO UCCIICAOBAHUS
10 MPUMEHEHHUI0 UHTUOUTOPA CEPIETHOTO MUO3H-
Ha, IEPBOTO MpernapaTa B CBOEM Kiacce (MaBakaM-
TeHa). MaBakaMTEeH MCIOJb30BaH Y MAIIUCHTOB,
crpanatomux ['KMII ¢ rpagueHTOM B BBIXO-
HoM otaene JIXK >50 mwm pr.cr., II-111 dyHKIIHO-
HaJIBHBIM KJlaccoM xpoHudeckoil CH. On npo-
JIEMOHCTpUPOBAI 3(P(PEKTUBHOCTH B OTHOLICHUU
yMeHbieHust ooctpykiuu JIXK, ynyumenus me-
peHOoCUMOCTH (U3UYECKOW HATPY3KH, CHUXKE-
HUs QyHKITMOHATBHOTO Kilacca xpoHuueckoir CH
B CpaBHEeHHH ¢ TU1ane6o [38].

MaBakaMTeH — NEpBBIM mpemnapar, CHelH-
albHO pa3paboTaHHbIM s nedeHus ['KMII
C IIEPCHEKTUBOIM OXBaTa MAlMEHTOB C CUMIITOMA-
TUYECKOW OOCTPYKIIMEH B OJMKalieM OyayIieM
[39]. OnHako ecTh CBeACHUS O TOM, YTO JaHHBIN

npenapar, HeCMOTpPsl Ha ONMHCAHHBIE MOJIOXKU-
TeabHbIE A((EKTHI, HE MPEeNoTBpalIacT mporpec-
cupoBanue 3abonesanus [40]. CooOmiatT, 4TO
MIPOBOJMMOE B HAacTOsAIIEE BpeMsl HcCleOBaHUE
MAVA-LTE, oueHuBatoliiee I10JIrOCPOYHYI0 0e3-
OIAaCHOCTh MaBaKaMTEHa, 3aIlJITaHMPOBAHO 3aBEp-
muTh B HOsiOpe 2025 . [41].

Kpome Toro, M.S. Maron u coaBT. cOOOIIAIOT
0 TIOJIOKUTEIBHBIX pe3yiibTaTax 2-i ¢a3bl KINHU-
YEeCKOro MccieloBaHus enlé 0qHOro HHruouTopa
cepleyHoro Muo3nHa — aukaMTeHa — Y ma-
nuenToB ¢ cumnromatnueckorn I'KMII. Ceiiuac
npojoiikaercs 3-s1 pasa uccnenopanus apukam-
teHa — SEQUOIA-HCM [42].

ITo maumueiM C. Ferrantini u coaBT., JcdYcHHE
NaIeHTOB HHTUOUTOPOM MO3JIHETO TOKA HATPHS
paHOJIa3MHOM MPHUBENIO K YMEHBIICHUIO HAIPsIKe-
Hus, npeodnanatoniero B MOKII npu o0CTpyKTUB-
Hout 'KMIT [43].

B.J. Maron u coaBT. coobmiatot 06 3ddexTus-
HOM MPUMEHEHUH HUMILIAaHTHPYEMOTO KapInoBep-
Tepa-neGuOpunIsTOpa B OTHOIICHUH CHYKCHUS
pucka BCC BBuny (atanbHBIX HApyIIEHUN pUTMA.
[lo maHHBIM aBTOPOB, UCMOIH30BAHHE UMITJIAHTH-
pyeMoro kapauoBepTepa-aeguopuiisiTopa CHU-
)kaet cmepTHOCTh 0T 'KMII no 0,5% B roxn. B To
e Bpems, manuentam ¢ ' KMII B Bozpacte 60 net
u OoJiee IPU OTCYTCTBHHM CUMIITOMOB HapyIIEHUH
pUTMa UMILIAaHTUPYEMBIH KapaHoBepTep-Aedu-
OpUNIATOp HE PEKOMEHJOBaH, 4TO 00yCIIOBJe-
HO HM3KoH dactotoit BCC BcaencTBue aputMuit
B JJAaHHOW BO3pacTHOM rpymme. Mckirodenue mo-
I'YT COCTaBJISATh OTHENbHBIC Cllydau, HapuMep
BOBJICYEHHE B MATOJOIMYECKHI MpOIecC BEPXyIll-
Ku cepana [36].

ITomumo xoHcepBaTuBHOrO neueHus KMII, cy-
[IECTBYET HECKOJBKO METOJOB XHUPYpPTrHU4YECKOTO
nedenusi [KMII: MuoskTomus (pe3eKius yuyacTka
npokcumanbHoi wactu MIKII), B Tom uncie monu-
¢dbunupoBanHast onepaius Moppoy ¢ UCIOJIb30Ba-
HUEM TPaHCAOPTAJIBHOT'O JOCTYIa MOCPEACTBOM
MIPaBOCTOPOHHEHN TOPAKOTOMHH, TPOTE3UPOBAHUE
MUTPAJIBHOTO KJIAllaHa, a TaKXe WMILTaHTaIUsI
JIByXKaMEpHOT0 3JIeKTPOKApAHOCTUMYIISITOpa, pa-
ooraromiero B pexxume DDD [4, 44].

ITo ganusiM B.J. Maron u coaBT., CMEPTHOCTB,
CBSA3aHHAS C MHODKTOMHEW, 3HAUYUTEIBHO CHU-
3unack ¢ 6—8 o 0,5% 3a mocaexuue 30 net [45].
E.J. Rowin u coaBT. co0o0mamT 00 yiay4IIeHUU
cumntoMoB CH u cHM)XeHUH QyHKIHOHAJIBHOTO
kJyacca xponudeckoit CH na 1 u 6onee y >90% mna-
[IMEHTOB, a TaK)Ke O BOCCTAHOBJICHUHU (PU3UIECKOI
aKTUBHOCTH y 75% MalnleHTOB BHE 3aBUCHMOCTH
oT Bo3pacTa [46].

Takske CyIecTBYIOT CBEIEHUS O TPaHCAIIUKAJIb-
HOW MHOKTOMHUM Yy MAIIMEHTOB C BEPXYLICYHOU
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I'KMII. A.Nguyen u COaBT. COOOIIIAIOT O PErucTpa-
[IUU JIETAJIBHBIX ciydaeB y 4% ManueHToB B Te4e-
Hue 30 nuel mocne onepanuu. [Ipu nocneayroieM
HabmroneHnn 76% manueHToB coooMIN 00 ymyd-
IIEHUHW CUMIITOMOB, a 3% TaIMeHTOB BIIOCIEN-
CTBHH OBLiIa IPOBEJCHA TPAHCIUIAHTAIUS Cep/Ia
mo moBoxy peruauBoB cumnTomoB CH. IIpemamo-
maraemas 1-, 5- u 10-1eTHAA BEDKHBAEMOCTh CO-
craBuna 96, 87 u 74% coorBeTcTBeHHO [47].

AnbpTepHaTUBONH MHOAKTOMMU JJISI TALIUEHTOB
¢ TSOKENBIMA CUMIITOMaMU, KOTOPBIM HE TOKa3a-
Ha Oomepanusl, CIy>KUT ciupToBas abmsimst MOKIL.
OpHako mocje JaHHOTO BMEIIAaTeIhCTBAa BO3MOXK-
HBI ’KeJTyI0YKOBEIE TAXHAPUTMHH, 00YCIIOBIICHHBIE
pybuoBeiMu u3meHeHussMmu MOXKII, ato Tpebyer
WCIIOJIb30BAHUS UMIIJIAHTHPYEMOTO KapIAHuOBeEp-
Tepa-neGuopHIIITOpa ¢ MEeNbl0 MPOPUIAKTHKH
BCC [36].

Coo0marT Takke 0 TpaHCIUTAHTAIlUU cepira
y nanuenToB ¢ I'KMII ¢ TepMuHanbsHO cTagu-
el u TAXKETBIMU cuMnToMamMu Xponuueckoit CH
[48]. V 3,5% nanuentoB xponudeckass CH BBuny
I'KMII moxeT nmporpeccupoBarh A0 TePMUHAJb-
HOH cTaanu, xapakTepusyroreics nuddy3HbmM
¢ubpozom u pemonenupoBanrem JIK, BeI3bIBas
BBIP2XCHHYIO CHCTOJMYECKYIO U TUACTOIHYECKYTO
nmuchyrknuio [41]. IIpu 3ToM CymecTByIOT cBefe-
HU 0 5-TeTHEeW BeKUBaeMoCcTH >90% nocne npo-
BEJICHUSI TPAaHCIIAHTAIUU cepaua [48].

3akJirouenune

N3zyuas ceenenust o 'KMII, MoKHO OpHIITH K BbI-
BOLY, YTO JaHHOE 3a00neBaHue TpeOyeT AanbHe-
HIero BHEAPEHHS BBICOKOA((EKTUBHBIX U COBpE-
MEHHBIX METOJOB AMATHOCTHUKH, MO3BOJISIOLINX
nuddepeHInpoBaTh JaHHYIO MMaTOJOTHIO C HEKO-
TOPBIMHU IPYTUMH cocTosiHUsIMHU. HecMoTps Ha 1o-
CTUTHYTBIE YCIEXH IO pa3pabdoTKe HOBBIX JEKap-
CTBEHHBIX IIPENapaToB U XUPYPruIecKUX METOIOB
JeyeHus, npodaeMa Tepanuu Aajieka OT OKOHYa-
TEJIBHOTO PELICHNU S, U HOBBIC HAIIPABJICHUS HCCIIe-
JIOBaHHU B 3TOH cdepe ocTaTcs aKTyaIbHBIMU.

Yuactue aBTopoB. A.H.K. — pykoBoacTBo paboToi,
HaIlMCaHUe TEKCTa PYKOIMCH, IPOBEPKAa KPUTHYESCKH
Ba)XHOTO COAEP)KaHUS, YTBEPKACHUE PYKOIHUCH JJIS
nyommkannn; J.JO.I. — 0630p mybnukanuii mo Teme
cTaThu, 00paboTKa MUTEpPaTypPHBIX AaHHBIX, HAIH-

canme Tekcra pykomnucu; B.U.C. mw H.-H.K. — 0630p
nyOJHMKaui 10 TeMe CTaTbU, HAIMCaHUE TEKCTa
PYKOIIHCH.

Hcrounuk ¢puHaHcupoBaHusi. VccienoBanue He
HMEJIO CHOHCOPCKOW MOAAECPKKH.

Kondaunkt uHTepecoB. ABTOpHI 3asBISIOT 00 OT-
CYTCTBHH KOH(JINKTa HHTEPECOB MO MPEICTaBICHHON
CTaThe.
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