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TMNEPTPO®UYECKAA KAPAMOMUONATUA: TEHETUMECKUE USBMEHEHUS, NATOTEHE3

N NATO®U3NO0J10Irns

BatytuH H.T. 1, TapaguH I |'.1, MapoH M.C.2

HacTosiupmii 0630p NOCBSILLEH ONMUCAHUIO FEHETUYECKUX UBMEHEHWIA, MATOreHeT-
YECKMX MEXaHW3MOB 1 MatopusnonorMn runepTpodprHeckoin KapamomMmonaTum
Ha OCHOBE aHanM3a nocneaHNx onybaMKOBaHHbIX AaHHbIX. MpUBeaEHbl COBPEMEH-
Hbl€ JaHHbIE O PO BbISIBNIEHHBIX MHOMOYMCIEHHBLIX MyTaUMiA CTPYKTYPHbIX, COKpa-
TUTENbHbIX 1 PErynsTopHbix 6ENkoB capkomepa B NaToreHese kapAvuoMMonaTuu.
OcBelLLeHbl OCHOBHbIE FMMOTE3bl NATOrEHETNYECKOro NpoLiecca, 0coboe BHUMaHne
YAENEHO HapyLIEHUIO perynsummn obMeHa kanbLys. MogyepkHyTa BaXXHOCTb NpoBe-
[leHVS FEHETUYECKOro TECTUPOBAHMSA Y 6ONbHBIX TMNEPTPOPUUECKO KapaMOMMO-
naTuei n ux pOACTBEHHIKOB.

B 0630pe 06cyxaatoTcsl OCHOBHbIE MAaTO(U3NONOTYECKINE XapaKTepUCTMKN 3a6o-
NeBaHMA C NO3ULMN UX ANArHOCTUHECKOW, KIIMHUYECKON 1 NPOrHOCTUYECKON 3Ha-
ynmocTi. Kpome onuncanus natodusnonornieckrx oCo6eHHOCTEN, B YaCTHOCTK,
06CTPYKLMM BbIHOCSILLEr0 TpakTa NEBOr0 XeNyAouKa, ANacToNMYECKOR ANChYHK-
LK, MWEMUM MUOKAPAA U HApYLLEHWUI pUTMA cepaua, NoAYepKHyTa B3anMOCBS3b
3TUX HaPYLLEHWUI C KIIMHWYECKOW KapTVUHOM, a Takke POJib COBPEMEHHbIX METOA0B
nceneaoBaHns (MO3UTPOHHO-3MUCCUOHHAA U KOMMbIOTEPHAS TOMOrpadust) B paH-
Heil AnarHoCTUKe 1 MOHUTOPVPOBAHWM KIIMHUYECKOTO TeYeHus 3aboneBaHms.
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HYPERTROPHIC CARDIOMYOPATHY: GENETIC ALTERATIONS, PATHOGENESIS AND PATHOPHYSIOLOGY

Vatutin N.T.1, Taradin G. G.1, Maron M.S.

The review is dedicated to the description of genetic alterations, pathogenetic
mechanisms and pathophysiology of hypertrophic cardiomyopathy, based on the
analysis of current up to date information. A contemporary data is provided on the
role a plenty discovered mutations of structural, contractile and regulatory
sarcomere proteins in cardiomyopathy. The main hypotheses of pathogenetic
processes are highlighted, especially the disordered calcium exchange. The
importance of genetic testing of patients with hypertrophic cardiomyopathy and
their relatives is underlined.

The review concerns the basic pathophysiologic characteristics of the disease
according to their diagnostic, clinical and prognostic value. Except the description
of pathophysiologic properties, as a matter of fact, the obstruction of outflow in the
left ventricle, diastolic dysfunction, myocardial ischemia and rhythm disorders, the

Iuneprpoduueckas Kapauommoriatust (I'KMIT)
MIpeACTaBIIsIeT cOOOI HacaemyeMoe 3a00JieBaHE Cepaed-
HO MBIIIIIIEI, XapaKTePU3YIOIIeecs BEIpaXXeHHOM TUTICP-
Tpoduell MPEenMyIIeCTBEHHO JIEBOTO Xeaymouka (JI2K)
C OTCYTCTBHMEM IWMJIATAIIMHA KaMep cepilia 6e3 Ipru3HaKOB
IPYTOil KapauaJbHOM MaTOJIOTUU MW CUCTEeMHBIX 3200-
JICBAaHUM, OTBETCTBEHHBIX 3a pa3BUTHE THUIIEPTPOPUM
[1—4]. B cpemnem pacmpoctpaneHHocTh ' KMIT ontenn-
BaeTcd Kak 1:500 uenosexk [1, 4].

HecMoTtpst Ha IIpocToe onpeaeaeHe ¥ OTHOCUTEIIBHO
HECJIOXKHYIO TMAarHOCTUKY 3TO (DOpMBI KapaMOMUOIIa-
THH, WHTepeC K ¢& M3YYCHMIO IIPOMOJIKACT pacTH, 4TO
OOYCJIOBJICHO IICJBIM pSIOM IpWUYMH. B dacTHOCTH,
K HacTosiiieMy BpeMeHU y 00iabHbIX [ KMIT uaentugu-
mupoBaHo Ooiee 1400 pa3IMYHBIX TEHHBIX MYTAaIlWiA,

connection of these conditions is underlined to clinical picture, and the role of
contemporary instrumental diagnostic methods (positron-emission tomography,
computed tomography) in early diagnostic and monitoring of the disease.
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MIPEeNMYIIEeCTBEHHO OEJIKOB CApKOMEPOB, UTO IIPEIIToa-
raeT HajJndue TEeHETHMYECKON TeTepPOTeHHOCTU 3TOTO
3aboneBanus [4—6]. C MOMeHTa TNEPBOrO OIMMCAHUS
MyTallMM Te€Ha TSTKEJIOW 1eTH [3-MUO3WHA, TTPOU3O0IIIET
CBOEOOpa3HBIN “HMCCICIOBATEIbCKIIT TIPOPHIB, OIIpEc-
JISTIOIINI TeHESTUICCKUA CyOCTpaT 3a00J1eBaHUSI, COIIPO-
BOXIABIIHUICS CYIICCTBEHHBIM OITHUMU3MOM W OXUIA-
HUSMHA, 9TO MYTAIIMOHHBIN aHAJIN3 CMOXET PEBOJIIOIINO-
Hu3uposaTth npeacrasieHue o 'KMII B oTHomeHun
IMarHo3a, TIpelacka3aHusl KIWHUYECKOTO TeYeHUs,
a TakKe HampaBJIeHUS JedeHusI 3Toi natonornm” [5].
Tem He MeHee, OTKPBITbIE MHOTOUMCIICHHBIC TCHHBIC
MYTaIIUM HE TIO3BOJISIOT OTBETUTh Ha HEJIBIA PSII BasKHBIX
BompocoB. B dacTHOCTH, He OOHApPY:KEHO MTOCTOBEPHBIX
KOPPEIISIIIIi MEXIy TCHETUICCKIMU Te(eKTaMU 1 Bapy-
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aHTaMu (EeHOTUITMUYECKUX TIPOSIBIICHWIA 3a00JeBaHUS.
Jlo cux mop HEMOHATHO, TTOYeMY, HeCMOTpPSI Ha HacjeI-
CTBEHHBIM THUN KapAWMOMUOMNATHM, HE BO BCEX CIydasx
BBLISIBJIEHHBIX T€HETUYECKNX J1e(DeKTOB M He Y BCeX Mpsi-
MBIX POACTBEHHUKOB OOJBHBIX HAOIIOJAETCS pa3BUTHE
I'KMII. O603HaueHa Jaxe HOBask KaTeTOpHsI ITallieHTOB:
“TeHOTUII-NTO3UTUBHLIN 1 (peHOTUTI-HeraTuBHLIN” [7, 8].
Bonee Toro, He BEIICHEHHBIM OCTAETCS BOIIPOC BPEMEHN
1 (PaKTOPOB, ONPENEIIIIONINX KIIMHNYECKNE TTPOSTBIICHUS
3a00JIcBaHUS B CIIy4YasX BBISIBICHUS TeHETUYCCKHA MYTH-
POBAHHBIX OEJIKOB capKoMepa MpHu POXIECHUM U B Teue-
HUE XU3HU.

TouyHOe U TIOJTHOE TIpeACTaBIIEHNE O TTATO(PU3NOIOTH-
yeckux ocodeHHocTsax ['KMII HeoOxonmmo Ui TOHU-
MaHUs KJIMHWYECKO KapTUHBI 3a00JIeBaHUs, CBOEBpe-
MEHHOI ero IMarHoCTUKW, MOHUTOPHUPOBAHMS Ipoliecca
pa3BUTUS M, TIpEXIe BCETO, BBIPAOOTKM ameKBATHBIX
JIeueOHBIX TTOIX0I0B.

Hacrogmmii 0630p MOCBAIIEH ONMUCAHUIO TeHEeTUYEe-
CKUX W3MEHEHWi, ITaTOTeHEeTUYEeCKNX MEXaHU3MOB
un natopusuonornu 'KMII Ha ocHOBe aHanM3a mocie-
HUX OITyOJIMKOBAHHBIX JAHHBIX.

Ta6nuua 1
MyTupoBaHHbIe MONIEKYNIIPHbIe CYGCTpaThl Npu
runepTpoduryeckon kKapauommonaTum

Joka3aHHas NaToreHHOCTb MyTaLui Kop reHa
ToncTblil GunameHT

Tsxenas Lenb B-M1o3nHa MYH7
PerynatopHas nerkasi Lienb MMo3vHa MYL2
OcHoBHas nerkas Lienb MMO3u1Ha MYL3
ToHKWIA rnameHT

KapaunanbHbi TPONOHUH T TNNT2
KapapanbHbii TPOMOHWH | TNNI3
KapawnanbHblii TPOMOHWH C TNNC1
a-TPOMOMMO3WH TPM1
a-KapAnanbHbIA aKTUH ACTC
MpOMEXYTO4HbIN hunameHT

KapamanbHblii MUO3UH-CBs3bIBalOLLMIA NpoTenH C MYBCP3
Z-puck

a-aKTUHUH 2 ACTN2
Mwno3eHuH 2 MYOZzZ2
lMpeanonaraemas NAaTOreHHOCTb MyTaLMiA

ToncTblil GunameHT

Tsxenas Lenb a-M1o3nHa MYH6
TuTuH TIN
Z-punck

MblLweyHbI npoTenH LIM CSRP3
TeneToHuH TCAP
BWHKYNMH/METaBUHKYINH VCL
Perynsuus kansums

KanbcekBecTpuH CASQ2
CoennHnTeNbHbIN 6en0K 2 (HKTOPUANH 2) JPH2

Mpumeuanue: agantrposaHo 13 B.J. Maron et al. (2012) [5].

T'eneTnyeckue n3mMeHeHust

B 1990r BriepBbie ObLIa OIMCAHA MYTALIUS T€HA TSIKE -
soit iern B-muosnHa (MYH?7), HekoTopoe BpeMsi cum-
TaBIIASCS E€OWHCTBEHHOW IPUYWHOU pa3BUTUS BTOU
dopMmel Kapaumommoniatnu [9]. CrycTss 9yTh MEHBIIE
YETBEPTU CTOJICTUS MHTCHCUBHBIX IIONMCKOB OOHApyKeHa
BechMa “oOIIMpHAs W OIIECJIOMUTEIbHAS TeTePOreHHOCTD
reHetdeckoro cyoctpara TKMIT” [5]. K Hacrosmmemy
BpeMeHH y 601bHEIX [ KMIT BEIIBICHO KaK MUHUMYM 13
reHoB ¢ boiee yeM 1400 MyTanmsIMu, SKCIIPECCUPOBaH-
HBIMU TIPEUMYIIECTBEHHO YUIN NCKITIOUNTEIHFHO B TKAHIX
cepiia, BRI3EIBAIOIINX 3TO 3a0oneBanue (Tadm. 1) [35, 8].

Ienetnueckoe TectupoBanme 10 Hambojee dYacTo
BCTpEUYaEeMBIX TCHOB JaeT BO3MOXHOCTb ITOCTABUTh TCHE-
TUYECKUIA TUAarHO3 IpUMepHO y 60% MalMeHTOB, YIeHOB
ceMmeii 0onpHbIX [ KMII, mpuueM oOHapyK1BaeMbIe T€H-
HBIE MyTallMM OTBETCTBEHHEI 3a KOAMPOBAaHNE B OCHOB-
HOM TIPOTEMHOB TOJICTHIX W TOHKUX MHO(IIAMEHTOB
capkoMepa Wi Mpujleraroiux Z-1uckos (puc. 1) [6, 8,
10, 11].

Y OOJNBHBIX C TO3UTHUBHBIM T€HETUYCCKHUM TECTOM
npumepHo B 70—80% ciydaeB OOHApy:XE€HBI MYTallUK
MOKa3aHHOM WUIM COMHMTEIPHOI ITATOT€HHOCTH B IBYX
HamboJiee 9acTO BCTPEUYAECMBIX T€HAX — TSDKEJION LT
p-mMuo3mHa (MYH7) u MHO3WH-CBSI3BIBAIONIEM TPOTE-
nHe C (MYBCP3), B To BpeMs KaK MYTalli{ JPYTUX
TeHOB, BKJTIo4ast TportoHnH T, TportonuH 1, a-Tporommo-
31H ¥ O-KapIWaJIbHBII aKTUH, OTBETCTBEHHBI 32 ITATOJIO-
TUIO JIMILB MaJjIoil yactu 6onbHbIX (1-5%) [3, 6, 12, 13].

WHTepecHO, 9TO OO0 HACTOSIIECTO BpEMEHU HE BBISIB-
JICHO TOCTOBEPHBIX KOPPEIISIINI MEXIY TCHHBIMIA MyTa-
OUSIMUA W COOTBETCTBYIOIINMH (DEHOTUITMICCKIMHU IIPO-
SBIICHUSMH 3a00JICBaHMSI, YTO, BEPOSITHO, CBSI3aHO
C TEHETHMYECCKOM U KIMHUYECKON TeTepOreHHOCTHIO,
Habmonaemoit ipu 'KMIT [12, 14, 15]. Bcé xe moma-
raioT, 4To OoJiee TSCKEIOe TEUCHHE KapIHMOMMUOIIATHH,
OLICHUBAEMOE I10 YaCTOTE CePACTHO-COCYINCTOM JIeTaThb-
HOCTH, HapyIICHWI MO3TOBOTO KPOBOOOpPAIIICHMSI, TIPO-
TPECCUPOBAHMUIO 3a00JICBAaHUS M BBIPAXXCHHOCTU CHCTO-
Jmnueckoi auchyHkimu JIZK, yanie HabmonaeTcs y 60Jb-
Hbix KMII ¢ MyTtauusMu capkoMepoB, YeM Cpeau
MaIlMeHTOB 0¢3 BBISIBICHHBIX T¢HETHMYECKMX Ie(EeKTOB
[14, 16]. IIpuuem, GoabHBIE ¢ OOjee YeM OOHOM MyTa-
ueit (mpuMepHo 5% Bcex cilydaeB) UMEIOT Goliee TsKe-
JIoe TedeHne 00JIe3HN, OCOOCHHO P HATUINH TPOHHBIX
MyTallMii 1 TOMO3UTOTHOCTH [17].

MyTauny reHoB, KOTUPYIOIINX MOJICKYJIBI, KOTOPBIC
B3aMMOJIEHCTBYIOT ¢ OeJIKaMH capKoMepa, B ITOCICTHUE
rofibl A€TAJILHO U3y4yaroTcs Ha ux B3auMocBsi3b ¢ [KMII
[14]. IIpu sTOM OOJIBIIOe BHMMaHHE CHOKYCHPOBAHO
Ha TIpOTEeNHAaX, MPEeACTaBICHHBIX B Z-IUCKE, COCIMHSI-
IOLIETO CapKOMepHI Apyr ¢ apyroM. K Hacrosmemy Bpe-
MCHM YXe¢ WIOCHTUGHWINPOBAHB M3MEHEHUS B T¢HaX,
KOOUPYIOMINX, B 9acTHOCTH, TUTUH (TTN), MBIIICUHBIH
nporendH LIM (CSRP), teneronmn (TCAP) m mMmo3e-
HUH 2 (MYOZ?2), BEI3BIBAIOIINE Pa3BUTHEC 3a00ICBaAHUS
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[6, 13, 18]. B HekoTOphIX ciay4dasx (YHKIMOHAIbHEIE
HCCIICIOBAaHUSI BHOBb OOHApyXEHHBIX BapUaHTOB
IMOCJIEIOBATECIbHOCTH AMHHOKHCIOTHBIX OCTaTKOB
03HAYaloT, YTO OHM HApYIIAIOT B3aUMOICHCTBIE B IIETIN
“mporenH-TIporenH”. Hanpumep, mOBpexXIeHHBIE
OCTaTKU TUTUHA, oOHapyxeHHble TTpu 'KMII, neMoH-
CTPUPYIOT BBHICOKYIO CBS3BIBAIOMYI adPUHHOCTH
K aKTMHUHY WIN KapAuaJbHOMY aHKUPUHY R, mrpato-
meMy BaxXHYIO pOJIb B IIpoleccaX BOCCTAaHOBJICHUS
1 pereHepaliiy MBIIIIEYHON TKaHW B OTBET Ha CTPECCO-
BOe BO3JeiicTBUE U OBpeXXaeHE [14].

CylecTByeT HEOIPEIECICHHOCTh B OIpPEACICHUN
COOTHONIICHU# CIeIM(PUIECKNX MYTaluii, TIaBHBEIM
obpa3om reHa MYH7, ¢ BappaHTaMy KIMHUYECKUX TIPO-
siBJieHUI 3a0osieBaHus. Kakue Obl TEpMUHBI ATUX MyTa-
OUA HUA WCIIOJNB30BAINCh — “3JJ0KAYeCTBEHHBIC”,
“mo0poKaYeCTBEHHBIC”, “00JIee TKeIbIin” PeHOTHII IIpH
IebloTe KapaIMOMUOIIATHM B MOJIOIOM BO3pacTe, BhIpa-
XKeHHas runeptpodust JIK miam BEICOKMIA prCK BHE3all-
Hoit cepaeunoit cmepti (BCC) — ux mmpokoe BHeIpe-
HHE B KIMHWYECKYIO MPAKTUKY CUMTACTCS IIpEKIeBpeE-
MEHHBIM. DTH OIIpeneIcHNUSI TTOJYyYCHBI, B OCHOBHOM,
110 JTaHHBIM IIPOBEICHHBIX MCCJICIOBAHWIA, BBHIITOJHEH-
HBIX C CYIIECTBEHHBIMU OTPAaHMYCHUSIMU: MaJiast TTOITyJIsI-
st OOJBHBIX, HMU3Kas 9acTOTa PETUCTPAllMU TOM WU
WHOM MYTallid B COOTHOIICHWY C KIMHWYECKON TPYII-
IIOM, BHYTpH — WM MeXCceMelHas BapraOeIbHOCTh 9KC-
mpeccui (PeHOTHUIIa, KOPOTKHE CPOKM HAOIIONECHUS TeUe-
Hug 6one3nu [19, 20].

HecMoTpst Ha OrpoMHOE KOJIMYECTBO BEISIBICHHBIX
MyTaiuii y 6onpHbix 'KMII 1 4ieHOB ux cemeii, ocTta-
eTcs He BBISICHEHHBIM BOIIPOC, KaK 3TH U3MEHEHMS MOTYT
BBI3BIBATh pa3BUTHE 00Je3HU. B dyacTHOCTH, OCTagTcs
3aragkoi, KakuM o0pa3oM OIWHOYHAs 3aMeHa HYKJICO-
THAA B Oejike capkoMepa npuBOoaAuT K pazButuio 'KMII.
HesicHo Takke, mouyeMy KIMHUYECKHE TIPOSIBIICHUS 3200-
JIeBaHMSI HACTYMNAIOT CIYCTSI MHOTHE TOIBI, HECMOTPS
Ha 3KCIPEeCCUI0 MyTHPOBAHHOTO OEJIKa yXKe TIpA POKIe-
HUUM WIM B Hayaje XW3HU denoBeka. OTMEUYeHO, UTO
y “TeHOTHII-TIO3UTUBHBIX” U, Tureprpodus JI2K
MOKET Pa3BUTHCS K IICCTOM WIIM CeAbMOM IeKae KM3HM,
a y yactu Hocureneid mytauuii ['KMII He Bo3HUKaer
Boobe [4, 7, 21].

IIaToreHeTH4eCKHE MEXaAHU3MBI

[IpennoxeHo HECKOIBKO MaTOreHETUISCKUX THIIOTE3,
OOBSICHSIONINX B3aMMOCBSA3b MEXIY TeHHBIMH MYyTallH-
samu capkomepa u pazsutuem 'KMII. Tak, skcnepuMeH-
TaJbHBIC MOIENM W HEOABHO IOJIYYCHHBIC aHAaJM3bI
YJaCTKOB KapIWabHON TKAaHU 3O0POBBIX BOJOHTEPOB
W JIUI, CTPafalolINX 3TOM KapIMOMUOIIATHEH, YKa3bl-
BalOT Ha CHIKCHUE YPOBHS MMO3WH-CBS3BIBAIOIICTO
nporerHa C B cepIedyHOl TKaHU C MUCCEHC-MyTaInei
aMUHOKMCIIOTHBIX ocTaTtkoB MYBPC3 unm ykopodeH-
HO MyTanmeit [22]. DTu maHHBIE TTO3BOJISIIOT IIPEIIIOI0-
KWUTh, 9TO TaIUTOHeZoCcTaTOUHOCTh MYBPC3 minu ymeHb-
IIeHWe KOJIWYecTBa (DYHKIIMOHAJIBHO IIOJHOIICHHOTO

Puc. 1. CTpykTypa capkomepa Co CXemMaTn4eckiM ykazaHueM GenikoB C BbiiBNEH-
HbIMU MyTaUMsSIMK.

Mpumeyanus: B ckobkax ykasaH KOf, reHa v 4acToTa BbISIBNEHUS] MyTUPOBAHHOTO
reHa y 60/bHbIX C rnNepTpodUYECcKoi KapaMoM1onaTen, B NPoLEHTax Clyyaes.
ApnanTuposaHo u3 B.J. Maron n M. S. Maron (2013) [6].

MpOTerMHa BCICICTBHEC IOMUHHUPYIOIIETO MYTaHTHOTO
reHa, MHAKTUBHUPYIOIIETO OMHY aJUIelb, SIBJISICTCS OTHUM
M3 naTojorndyeckux mexaHuamon 'KMII.

C npyroit CTOpOHBI, MCCIEOOBaHMS OOJBITMHCTBA
IPYTMX MyTalldii capKoMepa O3HAadaroT, YTO IIpH HOp-
MAaJIbHBIX YPOBHSIX 0€JIKOB MX (PYHKIMA M3MeHeHa. bro-
¢U3MIECKHE CBOMCTBA CAPKOMEPOB, MMEIOIITNX MYTAIHIO
MYH?7, xapakTepusyloTcsl 3HaUMTEIbHBIM YCUJIEHUEM UX
¢yakuuu. Ilpm sTOM OenKM MHO3MHA, COAepXKallue
myTtauuu, TunuyHsle it TKMII, obyciosnuBaioT yBe-
mmycHrne AT®-a3HOM aKTUBHOCTH, T€HEPUPOBAHHOMN
CHJIBI COKPAIICHUST M YCUJICHHNE CKOJTBKECHUST aKTHHOBBIX
¢mmamenToB [14]. MyTraums KaparaJlbHOTO TPOITOHMHA 2
(TNNT?2) oka3piBaeT aHaJIOTMYHBIH 3(D(HEKT: OHA COIIPO-
BoxpmaeTcsl akTuBarmeil AT®-a3pl M yCWICHUEM CHUIIBI
COKpallleH!s capKkoMepoB [23].

IMocnencTBust N3MEHEHHBIX OMOGU3NIECKIX CBOMCTB
COKPaTUTEIBLHBIX OCJIKOB MOTYT HETIOCPEICTBEHHO BIIM-
STh Ha IIPOM3BOAUTEIHBHOCTHE CAapPKOMEPOB, KIICTOUYHYIO
OMOJIOTUI0 MUOIUTOB M DSHEPreTUYCCKHE IIPOICCCHI
B Muokapae. biraromapst otHOBpeMeHHOMY HAJTMINIO KaK
MYTHPOBAaHHBIX, TaK 1 HOPMaJIbHEIX OCJIKOB B CapKOME-
pax, peryimpyeMasi COKpaTUMOCTh MOXKET CTaTh JIe30pra-
HU30BaHHOI. bmodusmyeckme m3MeHEHUS B MYTHUPO-
BAaHHBIX CAPKOMEPAX BBI3BIBAIOT HAPYIICHUS BHYTPUKIIE-
TouHOTO OOMeHa Kampimst (Ca” ), Ipempacmosaras
K BO3HUKHOBCHHUIO apUTMUI, YTO ITOATBEPXKIACTCS IKC-
TepUMEHTAIBHBIMU Y KITMHUYECKUMU TaHHBIMH [24, 25].
IMoBemennass AT®-a3Hasg aKTUBHOCTb M3-3a MYTalLlMi
CapKOMEpOB MOXET TakKKe 00yCIOBIMBAThH 00Jiee BEICO-
KYyI0 MOTpeOHOCTh MHOKApa B SHEPIUH, P HeaaeKBaT-
HOM BOCHOJIHCHMH KOTOPOM ITPOMCXOOUT YCKOPEHHAS
rubeIh MUOILIMTOB ¢ 00pa3oBaHUEeM B MUOKapae (hOKaIb-
HbBIX PYOLIOBBIX U3MeHEHMT [26].

HapyieHne peryssiiiny BHyTPUKICTOYHOTO Ca2+, KakK
OCHOBHOTO MOIYJISITOpa COKpaIleHUS W pellaKcallni
MUOIINTOB, MOXET aKTMBUPOBATh TUIEPTPODUIO W IHC-
GYHKIINIO MUOKapIa, ITIOABEPKEHHOTO CTPECCOBOMY BO3-

37



Poccuiickuin kapayonorudeckuin xypHan N2 5 (109) | 2014

nmeiictBuio [27]. DxcriepuMeHTanbHble Momenn I'KMII
BBISIBJISIIOT U3MEHEHUE COoAepXKaHUsI BHYTPUKIIETOYHOTO
Ca2+ BKJTIOUAsI CHIDKEHIE €TO YPOBHS B CapKOITJIa3MaTH-
YECKOM PETUKYIYME M YBETUUCHUE KOHLUEHTPALIH KaTH-
OHOB B auacroiy [23, 28]. HapymeHus peryisunm Ca’”’
B 9KCITEPUMEHTAIbHBIX YCIOBUSX IIPEOIICCTBYIOT TUTICP-
TpoDUIECKOMY PEeMOIETUPOBAHIIO MIIOKAPIa, a Pe3yiIb-
TaTBl JOJTOCPOYHBIX MCCICHOBAHMIT CBUACTEIBCTBYIOT,
YTO paHHUE (DapMaKOJIIOTMIeCKIEe KOPPEKIINK, HOPMaJIH -
3YIOIINE OUCPETYIISIIINI0 OOMeHa Ca2+, 3aMEIUISIIOT pa3-
BUTHE W BBIPAXKEHHOCTH TUniepTpodun Mmuoxkapaa [14].

Henasno F. Lan et al (2013) TIpedITONOXWIN, UYTO
HapyIlleHne oOMeHa Ca’' B LeJIOM M TOBBILICHUE €ro
KOHIICHTPAIIM BHYTPU KIETKM SIBJISIOTCS IICHTPAlb-
HbIMHU MexaHu3Mamu B rmaToreHe3e [KMII [24]. B cBsa3u
C 3TUMU OMOXMMUYCCKUMH M KIMHUICCKUMU JaHHBIMU
BO3HMKAEeT BOIPOC, KaKMe MMEHHO ITaTOTeHETUUICCKIE
MEXaHM3MBl aKTMBUPYIOTCS BCTCACTBUE HApYIICHUS
peryJIsSunu Ca’’ B MuonmTax IIpY 3TOM 3a00JIeBaHUI?

B mociemame Tompl HAKOIUIEHO MHOXKECTBO HAyYHBIX
JTOKA3aTeJIbCTB, IMTOATBEPKOAIOIINX, YTO MyTAaIluN OCIIKOB
CapKOMEpOB, B YACTHOCTH TOHKMX (DMIAMEHTOB (HAIIpH-
Mep, MyTallii KapaIuaJlbHOTO TportoHnHa T), B neiicTBH-
TENBHOCTH TMOBIIIAIOT 4YBCTBUTENBHOCTE KOHTPAKTHITb-
HBIX 31eMeHTOB K Ca’ YCWJIMBAIOT CUJIY COKpPAICHMS
[29, 30]. buodpmsnueckuii aHAIN3 MYTHPOBAaHHBIX O€jI-
KOB capKoMepa, SIBISIOIINXCS “TUIEPKOHTPAKTUIb-
HBIMI, C 3aBBIIIICHHBIMHA YHEPreTHYCCKUMHU 3aTpaTaMu
IIJIST TIPOOYKIINY CYJTBI COKPAILICHUsI, IIPUBEJT UCCIIeI0Ba-
TeJIeH K 00J1ee crienpnIeCKOM TUTIOTe3¢: MOJICKYIISIpHAsT
ocHoBa I'KMII npencraBieHa KJIe€TOYHBbIM dHEpreThye-
CKMM JIeULIMTOM, B pe3yiIbraTe HEAKOHOMHOM (DYHKIINT
capkoMmepoB [30, 31]. M3meHeHHBIe OMODU3NIECKUE
CWJIBI ¥ ICcOaIaHC BHYTPHUKIETOTHOTO Ca’" B MuowuTax
Hapsoy C BO3POCIIMMHM DHEPreTUYCCKUMHU ITOTPEeOHO-
ctaMu noasepraloT MuouuTsl ipu 'KMIT ycuneHHOMY
CTPECCOBOMY BO3ICHCTBHIO.

Cpenu TUNIOTE3, OOBSICHSIIONINX B3aMMOCBSI3b MEXKIY
MYyTaISIMH OEJIKOB capKoMepa W pa3BUTHEM MOP(HOIIO0-
ruyeckux usMeHeHuit mpu I'KMII, Haubosiee ybGeau-
TEJIbHOM CUYMTAeTCs Clenayiomasi. MyTallii BBI3BIBAIOT
HapyIIeHNSI KOHTPAKTUILHOCTH MUOILIMTOB, 9TO TIPUBO-
IUT K TAACTOJINYCCKON M CHUCTOIMYCCKON TMCHYHKIIUN
MMOKap/a, BEI3BIBAS IIOBBIIICHHBIA CTPECC CTEHOK KEITy-
JIOYKOB, CHIDKCHIE YIapHOTO 00heMa 1, B CBOIO OYEPEb,
aKTUBUPYET CTpeCC-MHAYIUPOBAHHBIE TpOoDUUECKIe
W MUTOTHYECKME (haKTOPHI (aHTHMOTECH3WMH-IIPEBPAIaf0-
muit GepMeHT 1, aHTHOTEH3UH 2, MHCYIUHOBEIN (paKTop
pocta 1, Tpanchopmupytomnuii pakrop pocta-f, dpakrop
HEKPO3a OIyXOJIM-., THTEPJIEHKIUH-6 ¥ SHIOTEINH). DTU
GaxkTOpBl CIIOCOOCTBYIOT YBEIWYCHHWIO BXOmIa Cca’’
B KJIETKY ¥ aKTUBAIlUX TPAHCKPHUITIIMOHHBIX ITyTe#, KOTO-
pBle TIPUBOIAT K Pa3TNIHBIM TMCTOJIOTUICCKUM U CTPYK-
TypHBIM (eHoTumam ['KMII, BKmowast rumeptpoduio
MMOKapa, pa3HOHAIIpaBJICHHOE PACITOI0XEHIE MUOIIM -
TOB ¥ UHTEPCTULIMAIBHBIN prodpo3 [32].

OcHoBHasE TpoOyieMa, CBSI3aHHAS C IIPUBEACHHON
TUIIOTEe30i1, 00YCIIOBIICHA TEM, YTO HE BCe MYTALIMU IIPH-
BOIAT K TUIIOKOHTPAKTWILHOCTH MMOKapaa, TaK Kak
Ie(eKTHl PeryIaTOPHBIX OEJKOB HEKOTOPHIX TOHKHUX
(unamenToB (HarmpuMmep, TpoImoHWHA | MM o-TpormoMu-
03WHA) B ICUCTBUTEILHOCTHA YBEIMIMBAIOT CUJIY COKpa-
meHust. TakuM 00pa3oM, CHIDKCHUE KOHTPAKTWIBHOCTH
per se¢ HE MOXET OBITh COWHCTBCHHBIM CTHUMYJIOM LIS
pa3BuTHS rurepTpodun. B akcriepuMeHTaIbHEBIX aJIBTepP-
HATUBHBIX MOJEJISX, IIPH KOTOPBIX OTMEUYATIOCh YBEIMUC-
HUE CUJIBI COKpAIleHNsT, MHAYIIMPOBaHHAS TUITCPTPODHS
SIBJISIIACH IIPSIMBIM TIOCIICACTBAEM COCTOSIHHS THIICPKOH-
TPaKTUJIBHOTO COCTOSIHMSI MHOKapaa [32].

M, HakoHel, IpemIoOXeHAa MOMIENb, OOBSICHSIOIIAS
BepCHUU KaK TUIIO-, TaK U TUTIEPKOHTPAKTUILHOCTH MUO-
Kapmaa, OOHapyKeHHBIC B IIPSABIAYIINX BapHaHTaX: THIIO-
Te3a “IHEPreTUYECKOM HemocTaTouHOCTH” (energy
compromise). Hampumep, muosmHoBast AT®-aza moTpe-
OssteT Kak MuHUMYM 70% runaposusza AT® B KapauoMuo-
OuTaxX ¥ M3MEHEHUE JIM0O CaMOTro MeXaHM3Ma, JTU0O0 ero
PETYIISIINY MOXET HapymaTh 3G (MeKTUBHOCTD MOTpeOIIe-
Husg AT® capkomepamu [33]. ¥V 6onbabix TKMIT oT™e-
YeHO YMEHBIICHNE COOTHOIICHUS KpeaTuHdochaTa
K AT®, geasromierocss MHINKATOPOM SHEPreTHIEeCKOTro
COCTOSTHUS CepJeYHON MbIIIIBL. Takoe HeahheKTUBHOE
notpedneHne AT® o0OycroBIMBaeT HEOOXOTUMOCTH
OONBIIEMY KOJIWYCCTBY SHEPIMU TEHEPHPOBATh Ty Ke
CHITy cokpareHust [32].

TakuM 00pa3oM, OTKPHITHE PAa3IMIHBIX MYTaIWii
y 6oabHbIX 'KMII nipenocTaBuio He TOJBKO JTOMOJIHU-
TEJbHYIO INarHOCTUYECKYI0 BO3MOXHOCTh, HO M PAaCIII-
pUJI0 TIOHMMAaHWe MOJICKYJISIPHOTO TTaToreHe3a 3a00J1eBa-
Hus [34]. bmaromapst pe3yibrataM 3KCIIEpPUMEHTATbHBIX
¥ KIIMHUYECKUX WCCIICIOBAHUMA, TTOSBISIIOTCS TIPEICTaB-
JICHUsI, TIO3BOJISIIONINE YCTAHOBHTH B3aMMOCBSI3b TOTO
VUIM THOTO BapraHTa MyTalluu ¢ (PeHOTUIIOM KapaIHOMMO-
natun. McIonp3oBaHMe ITOIYYCHHBIX 3HAHWI HWMeEET
BaXXHOC TPAKTMIECKOE 3HAUCHHE B IIEPCIIEKTHBE LIS
3aMeIJIeHUsT pa3BUTHUS U gaxe npeBeHTupoBaHus [ KMII
y JIUII C BBISIBJICHHBIMHU MYTALISIMU.

I'eneTyeckoe TecTUPOBaAHHE

[Ipn mmarHocTMKE HACJICACTBEHHBIX 3a00JIeBaHUI
TCHETHMYECKNEe TECTHl OO0JAmaloT PSIOM HEOCIIOPUMBIX
TIpenMyIIecTB. [eHeTIecKne TecTsl He TPeOYIOT obpa-
0OTKM 00pa3loB, ITOJIYICHHBIX MHBAa3UBHBIM METOIOM,
MMEIOT BBICOKYIO TOYHOCTh M MOTYT OBITh BBITIOJTHCHBI
B CUTYallMsX BHE 3aBUCHUMOCTH OT IIPOSBICHUI CUMIITO-
MOB 3a00JIEBaHMSI, YTO MIPHOOpETACT BaxKHOE THATHOCTH -
YecKoe 3HAUCHHE B CIIydasix 0e3 BRIpaXKeHHOI THIIEPTPO-
v mrokapna |35, 36].

[eHeTuecKoOe TeCTUPOBAHUE I IIOCTAHOBKU OKOH-
YaTeJIbHOTO IMAarHo3a CieayeT IIpemiaratb BCeM OOJIb-
HbiM 'KMII, Tak Kak MyTaliu T€HOB, KOAUPYIOLIUX
MPOTEUHEI CAPKOMEPOB, UACHTUGULUUPYIOT y 60% GOJb-
HBIX C CEMeHbIM aHamMHe30M U Yy 40% — B copaaude-
CKUX clly4yasx 3aboneBanus [36, 37].
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bonee toro, TectupoBaHue, ocHoBaHHoe Ha JIHK-
aHaN3e, HEPEIKO TO3BOJISIET BBISIBUTH HOBBIE TUITHI
MOCJIEIOBATEIPHOCT  aMUHOKUCIOTHBIX OCTaTKOB
C HEBBISICHEHHOU MAaTOTEHHOCTHIO (“BapyaHThI HEOTpe-
JieJleHHOM 3Haummoctu™) [5, 6, 10, 11].

MHorue aBTOphI CYMTAIOT OOOCHOBAHHBIM TTPOBE/E-
HHUE TEHETUYECKOTO TECTUPOBAHUSI BCEX WICHOB CEMbU
6ompHoro 'KMII, naxe 6e3 runeprpoduu JIK, Ho nme-
IOIIUX PUCK pa3BUTHs 3aboneBaHus [6, 8, 38]. B ciayuasix
BBISIBIICHUST Y OOJIBHOTO TTATOTEHHOW MyTalnu ¢ (heHOTH -
MUYECKUMU TIpU3HAKAMU KapANOMUOTATUU, OJHO-
3HAYHO HEOOXOIMMO OIpeNeIeHNEe TeHETUIeCKOro CTa-
Tyca OCTaJIbHBIX WIEHOB CeMbU. TaKoi1 IMTOAX0 TTO3BOISIET
n30exaTh 000OCHOBAaHHOW TPEBOTH CpEIU PONCTBEHHU-
KOB, aCCOLIMMPOBAHHON C BEPOSTHOCTHIO 3a00JIEBAHUSI,
U WUCKITIOYUTh HEOOXOMMMOCTh TPOBENECHUSI TeHETHYe-
CKOTO CKpUHHUHTA B OymyieM [5, 6, 10, 11, 39].

ITarodusunonorus

IMaTtodusnonornueckue OCOOEHHOCTU TEUECHWUS
u nporpeccun I'KMII mpencraBieHbl LIENbIO B3aMO-
JNEACTBYIOIIMX MeEXAYy Cco00I COOBITUI U BKJIIOYAIOT
(puc. 2) [40]:

+ O6cTpykumio BeiHOCsTIeTO TpakTa JIZK (BTJIK);

+ JlmacTonmiecKyro TuchyHKIINIO;

* Wmemuio Muokapia M CHIDKEHUE KOPOHApHOTO
pe3epBa;

* HapymeHus putma.

OOCTpyKIMS BRIHOCSIIETO TPAKTA JEBOTO JKEJTYA0UKa

OOUIeTPUHATO CUUTATh, UYTO CYOAOPTATbHBINA TPaIu-
€HT U CBSI3aHHOE C HUM yBEJIMYEHUE BHYTPUTIOIOCTHOTO
nasnenust JIK, orpaxaer HacTOSIUIT MeXaHUYECKUI
UMITEJAHC K BBIHOCSIIEMY TPakTy, a oocTpykius BTILK
MMeeT BaXXHOE MPOTHOCTUYECKOE 3HAaYeHUEe Y OONBHBIX
'KMII [41, 42]. TTpoBeneHHBIE MHOTOIICHTPOBBIE UCCTIE-
JIOBaHUs Mokazanau, 4yto obctpykuus BTJILK saBusercs
HE3aBUCUMBIM, TOJITOCPOYHBIM 1 pemaimmnM GakTopoM
nporpeccupoBadusi cepaeuHoit HemoctatouHoctn (CH)
TIPY 3TOM KapIMOMUOIIATAN, XOTSI M UMEET C1abyro B3au-
MocBsi3b ¢ BCC. INpuHummnuanbHOe perieHre BOIpoca
O BBIOOpE TAaKTUKU JIEUeHUsT OOJTHHBIX OCHOBBIBAETCS
Ha BBISIBJICHUM HAJIMYMSI, CTETIEHU BBIPAXXEHHOCTU CYO-
aopraixbHOTO rpagueHTta u cumnromoB CH [41, 43].

3HauyutenbHas 4acth OombHBIX ['KMII Bocmpumm-
YUBBI K (PU3MOIOTUIECKU TIPOBOIUPYEMOMY TPATUECHTY
BTJIX npu cTpeccoBoM BO3AEHCTBUM, BKJIIOYAast MHOTHX
Jit1 6€3 CUCTOTMYECKOTO TIEPETHETO IBVDKEHUST MUTPATh-
Horo kiamaHa (MK) wmiam oOCTpyKIMM BBIHOCSIIIETO
TpaKTa B COCTOSTHUU TToKos [41, 42].

C Toukm 3peHus remommHaMuky I'KMII sgBisteTcs
MMPEeNMYIIECTBEHHO HEOOCTPYKTUBHBIM 3a00JIEBAaHNEM,
MpU KOTOPOM Y OOJBITMHCTBA OOMBHBIX (MIPUMEPHO
70%) oTCcyTCcTBYeT TpaaueHT pnaeieHus B BTJIK
B cocTosiHUU Tiokos [2, 41, 43]. Takum oGpasowm,
y TPEeTH MAIMeHTOB OTMeYaeTCsT 00CTPYKIUs B 0a3anb-
HOM COCTOSTHUM (3HayeHue rpaaueHTa >30 MM pT.CT.).
Hpyrasi TpeTb uMeeT JaOWIbHBIN, (PU3NOIOTUYECKU

runeprpocpua JIK

\ CUCTONUYECKOro
pasnexHwn JIK

cyGaopra. L]
oBCcTpyKUMA

aprepmansHoro
AasneHun

Amacronuueckan
> anchyHKLMA

Hapywenue
penakcaummu

AasneHus
Hanonnenns K

W

MWEeMUA MUOKapaa

nopameHue
MUKPOUMPKYNATOPHOrO
pycna

Puc. 2. Natodusmnonornyeckre n remoguHammyeckre 0CO6eHHOCTM Npu runep-
TPOPMHECKO KapaMomMmonaTum.

Mpumeuanue: apantuposaHo 13 L. C. Poliac et al. (2006) [40].

CokpauyeHue: JIK — neBblin xenynoyek.

Puc. 3. Cxematnyeckoe n306paxeHne CTPYKTYPHbLIX U reMOANHAMUYECKUX U3Me-
HeHWin Npu runepTpoduyeckol kapanoMmonaTim.

Mpumeyanue: npy runepTpoPUUECKOii kapanomvonatum ¢ 06¢cTpykumeit Habnio-
JlaloTCA CMELLEeHNe NanuiisipHbIX MbIlL, KNepeaw, ocnabneHue CyxXoXumbHbIX
XOpL, YBENUYEHUE nepepHelt CTBOPKWM MWUTPanbHOro knanaHa. CucTonmyeckumii
KPOBOTOK HarnpasfieH B 3afHe-natepasbHylo CTOPOHY W, TEM CamblM, Bbi3biBaeT
NOATArVBaHWe NepefHei CTBOPKW B CTOPOHY BbIHOCAILLIErO TPaKTa JIeBOro xeny-
noyka. A — Hopma; B — runeptpoduyeckas kapavomuonatus; 1 — HopmanbHoe
HanpaeneHne KPOBOTOKA; 2 — runepTpodus MeXOKenymo4KOBOW NEeperopomku;
3 — 3agHe-natepanbHOE HarnpasfieHWe KpoBOTOKa; 4 — nepefHee CMeLLeHne
NanuINSIPHON MbllLbl; 5 — ocnabneHne HaTSKEHNS CYXOXMIbHBIX XOpA; 6 — yBe-
NMYeHne nepenHelt CTBOPKY MATPANBHOMO KnanaHa; 7 — orpaHu4eHne NoABUXHO-
CTM 3a[iHei CTBOPKM MUTPANLHOIO Knanaxa.

ApantuposaHo 13 J. Ten Berg et al. (2010) [44].

MMpOBOIIMpPYeMbIil TpagueHT (=30 MM pT.CT. B TIOKOE
u >30 MM pT.cT. TToche (U3MOTOTUYECKON MPOBOKa-
uuu). Y, HakoHel, mocaeaHssI TPeTh OOJTbHBIX UMEET
HEOOCTPYKTUBHYIO (opMy KapaumoMuomnaTtuu (3Haye-
HUe TpaaneHTa >3(0 MM PT.CT. KaK B ITOKOE, TaK U TTOCTe
MPOBOKAIIMU). 3HAYUTENbHBIN TPAAWEHT HaBJICHUS
>50 MM PT.CT. B TOKO€ WJIM TIOCJIE TMPOBEIEHHBIX TTPOO
MPENCTaBISIeT KPUTUUYECKOE 3HAYEHUE IS PEIIeHUs
MIPUHIIUTINAIFHOTO BOIIPOCA O XUPYPTUIECKOM BMeIIa-
TEJIbCTBE, OCOOEHHO B TEX CIIy4asiX, €ClU CUMIITOMBI

39



Poccuiickuin kapayonorudeckuin xypHan N2 5 (109) | 2014

HE TIOATAIOTCSI KOPPEKIIUM TepaleBTUUYCCKUMM METO-
mamu [4, 43].

O6crpykumsas npu ['KMII ompenensercss psimoMm
CTPYKTYPHBIX M3MEHECHMWI, BKIIIOYAs YMEHBIICHUE IIIO-
mwanu BTJIK, BeinsiuMBaHuUe rumnepTpo@upoBaHHON
MEXXKEITYIOUYKOBOM TIEPErOponKM II0 HAaIpaBICHHIO
K BBIHOCSIIEMY TPaKTy, CMellleHne BIlepen cTBOpoK MK
B COYCTAHUM C THICpOMHAMUYHBIM W3THAHUEM KPOBU
n3 JIXK (adpdexr BeHTypr) m moaTIruBaHMEM ariiapara
MK K MexXCKeTyIOouKOBOI Ieperopoake (puc. 3) [44].

Ipaguent B BTJIZK npu I'KMII MoxeT camomnpous-
BOJIBHO MCHSTBCS M CYIIECTBEHHO BapbHpPOBATh IIPU
TUApATallii, IpreMe OOMJIBHOM ITHINM, a TaKKe IOCIIe
YMEpEeHHOTO KoJnuecTBa ajkoroid [41, 42]. Panee 6nu10
ycraHoBiieHo, yTo ooctpykuusi BTJIZK npu 'KMIT yBe-
JIMIMBACTCS TIPU CHIDKCHUM ITOCTHATPY3KM, BBI3BAHHOM
MIPYEMOM HUTPOTTUIICPUHA, Y YCIJICHUH COKPATUMOCTHU
MHOKapia IIpW BBEOCHUM IIpelapaToB IUTUTAJIKCA
u [3-aronucToB. C Apyroii CTOPOHBI, 0OCTPYKIIUS BHIHO-
CSIIETO TpaKTa YMEHBINACTCS WM Iaxke HUBEIUPYCTCS
3a CUET YCWJICHMS ITOCTHArpPy3KH (BBEICHME O-aIpeHO-
MHUMETHUKOB, MH(Y3UIT pacTBOpoB U 11p.). C IMarHOCTH-
YeCKOM TOYKU 3PCHMST BasXKHO OTMETHTh, UYTO (DapMaKoJIo-
ruyeckue TMpoObl ISl MHAYKLMUA TpagueHTa JaBJIeHUS
He (OM3NOJIOTMIHEI M He TIOIYYWJIA IIMPOKOTO IMPUMEHE-
HUS B KIIMHUYECKOM IpakTuKe. Ha ocHOBaHMM KPyITHOTO
ucciaenoBanust M. Maron et al. (2006) caenanu BBIBOI,
YTO Ipobda ¢ PU3MIECKON HATPY3KOI SIBJISIETCS aIcKBarT-
HBIM U KIIMHIYECKH ITIPUMEHUMBIM METOIOM JUTSI OTIpEc-
JICHUSI pacIIpOCTPAaHECHHOCTH, KIMHUYECKOTO IPOQUIIS
¥ BeIpaskeHHOCTH o0cTpyKimu BTJIK [43].

IpagueHT OOCTpYKLIMM OOYCIOBIMBAET CUCTOJIUYEC-
CKMI1 IIIyM M3THAHUSI KPOBH, BEICIYIIIMBACMEIN Y JIEBOTO
Kpas TpyOIWHBI M Ha BEPXYIIKEe Cepiiia, KOTOPBIM MOXET
BBISIBIISITECSI B TIOJIOXKCHHWU JIeXa, IPU IIPOBOKAIIMU
duznyecKkor Harpy3ko wuam Tipodbe BanbcalibBhl,
a yMeHbIIATBbCSA IIpu IpucemaHnu. CHCTOIMYECKOE
nepemHee mBmKeHMe MK OTBEeTCTBEHHO HE TOJBKO
3a Cy0aoOpPTAJBHYIO OOCTPYKIIMIO, HO TaKKE M 3a COIYT-
CTBYIOIIIYIO MWTPAJIbHYI0 PETYPTUTALINIO BCICACTBUE
HETIOJTHOTO CMBIKAaHUS caMUX CTBOPOK [42]. OcnoxHe-
HUs 3a00JIeBaHNs, CBSI3aHHBIC C XPOHUMYECKUM TpagvcH-
TOM JaBJICHMSI, TaKHe Kak nporpeccupyromas CH, Bepo-
SITHO, OIIOCPEIOBaHBI YBEIMICHHBIM CTPECCOM CTEHOK
JIK, nimemueit Myuokapaa 1, B KOHIIE KOHIIOB, THOEIbIO
KapIMOMUOILIMTOB M 3aMeIIcHHeM X (PUOPO3HOM TKa-
Hbl0 [40].

Juacronmueckaa nuchyHkoms

Juactonuueckass nuUCYHKLUS OOyCIOBeHA MHO-
TUMM TIpUYMHAMHA W TIPEACTABJISICT OOHY W3 TJIABHBIX
narogusnogornyeckux ocobeHHocteir mnpu ['KMII,
XapaKTepU3YIOMINXCS HapyIICHWEeM peJIaKCalluh KeJTy-
JTOYKOB 1 YBEIMICHNEM KECTKOCTH CTEHOK KaMep cepama
[4]. HapymeHusT IWAaCTOIWYECKOIO paccaabeHUs
M HaIlOJIHEHMS HA0I0Aa10TCsa IpuMepHO Y 80% OOIbHBIX
T'KMII u npeacTaBisiioT BaxKHbIN (haKTOp OLIEHKU KJIM-

HIUYECKOTO TeUYCHUS 3a00JIeBaHUSI, OCOOCHHO B CIyJasx
6e3 oocTpykium BTJIXK [2].

®daza M30BOTIOMUICCKOTO PACCIa0ICHHUS B TCUCHHE
IAACTOJBI CYIIECTBCHHO YUIMHEHA W COIIPOBOXIACTCS
CHIDXEHHMEM CKOpOCTU M oObema HanoiaHeHus JIZK. Kak
CIIECTBUE, OTMEYaeTCs KOMIICHCATOPHOE YCHIICHHE
CHCTOJIBI IIPEICepANIA K 00IIeMy HATIOJTHCHHIO XKeJIyaI09-
KoB. I1oBBIIIIEHHOE KOHEYHO-IUACTOIMICCKOE TaBICHUE
JIK mpu m00bIX ToKazaTeassX KOHEYHO-AUaCTOJUYe-
CKOT0 00beMa HeTaTUBHO OTpaXKaeTCsI Ha TpamreHTe JaB-
JICHUsI KOpOHApHOU Trepdy3nu B nractoiy. B cBoio oue-
penb, nruddy3Has UIIeMUsT MUOKapaa HeTaTUBHO BIIMSICT
Ha ero peJlaKCaIrio U YBeJININBaCT KeCTKOCTh Kamep [4].
[MapamokcaabHO, HO BEIPAXXEHHOCTh KIIMHNYECKMX CHM-
nromoB CH BcireacTBre mMacTOMMYECKONM TUCHYHKIINT
HE TIPSIMO B3aMMOCBSI3aHBEI CO CTEIIEHBIO THUIIEPTPODUN
JIK. ¥V 6onbHBIX ¢ MaccuBHOM turiepTpodueii JIK Hapa-
CTAIOIINEe CUMITOMBI KapAUaTbHOU TUCHYHKIIUN BBHISIB-
JISTIOTCS HEe dJalle, 9eM Cpeay MAllMEHTOB ¢ MEHBIICH
creneHblo runeprpodun [40].

[Tpu pusmaeckoit Harpy3Ke WM JI000M APYTOM Bapy-
aHTe KaTeXOJIAMUHOBOM CTUMYJISIIINK, YKOPOUCHHUE THa-
CTOJIMYECKOTO Tepuoia HAIlOJHEHUS Hapsay C pa3Bu-
THEM WIIeMUW MHOKapAa HEpeoKO BBI3BIBAIOT OOJb
B TPYIHOM KJIETKE W/WIN YBEJIMICHNC TaBJICHUS B JICTOU-
HBIX BEHaX, IPOSBIISIONINECS CHUMIITOMAMM JICBOXKETY-
JTOYKOBOI HEJJOCTATOYHOCTH [4].

B cBg3u ¢ BaxxkHOCTBIO paHHel nuarHoctTuku 'KMIT
OCOOEHHO Vy “TeHOTHII-TIO3UTUBHBIX” TAIUCHTOB
¢ ceMEHHBIM aHAMHE30M 0¢3 BEIpaXXKeHHOM TUIIepTPOOUT
JI2K, maHHBIC, CBUACTEIBCTBYIOIINE O HAPYIICHUHN OUa-
CTONIMIECKOM (PYHKITNM, BMECTE C M3MEHECHUSIMU CTPYK-
Typsl, GyHKuru MK 1 nmoaknanaHHBIX CTPYKTYp, IUjIa-
Talleld JIEBOTO TIPEACepOus MOTYT pacIleHUBATHCSI
B Ka4eCTBE IIEHHBIX TUAaTHOCTHYCCKMX MapKepOB HAUM-
Haronerocst 3aboneBanus [21].

Nmemus MUOKapaa U CHIZKEHHE KOPOHAPHOTO pe3epBa

Hapyienust MUKpOLMPKYJIIIWN U UIHIEMUAST MUOKapAa
OTpaXkaloT B3aMMOCBSI3b Pa3IMIHBIX MEXaHN3MOB, BKITIO-
yasi yTONIIEHWE CTEHOK MHTPaMypabHbIX COCYIIOB C CyXke-
HUEM IIPOCBETa, CHIDKCHHYIO apTepHOJISIPHYIO BaCKYIIsI-
pU3aLUIO TI0 OTHOLIEHUIO K cTeneHu runeprpodum JIK,
MHUOKApIUAJIbHBIN (PUOPO3, XaOTUIHOE PACIIOJIOXCHIE
KapIMOMHOIIMTOB M OUACTOIMICCKYIO NUCHYHKIIO [40,
42]. HecmocoGHOCT KOPOHAPHOTO KPOBOTOKA YBEINIM-
BaTbCsSl B COOTBETCTBMU C BO3POCIHIMMM TOTPEOHOCTSIMU
npeapactojaraet 6oasHeIX [KMIT K nmemMun Muokapaa,
YTO MOXKET IPUBOAUTh K CHMHKOMNAJIBHBIM COCTOSTHHSIM,
HealeKBaTHOMY OTBETY apTepHAIbHOTO ITaBJICHNS B OTBET
Ha (pM3MIECKYI0 HArpy3KYy, CUCTOTMICCKOM 1 TUACTOIIYC-
ckoit muchynkumu u BCC (puc. 4) [45].

Nmemust Muokapaa, Kak oOllepu3HaHHAS COCTaB-
Jsiolas narogusnonornyeckoro npouecca npu 'KMII,
MPUBOIUT K CEPbE3HBIM OCTIOXHEHMUSIM, OKa3bIBAIOILIUX
CYIIECTBEHHOEC BIMSHHEC Ha KIMHUYCCKOE TEUYCHUE,
BKJTIOUas pemonenrpoBanue JIZK 1 cCTONMIeCKyO IHC-
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dynkuuio [45, 46]. Tem He MeHee, 3a TTOCJIETHUE IECSATU-
JIETUSI, TI0O CPAaBHEHUIO C JIOCTAaTOYHO W3YYEHHBIMU —
ooctpykimeit BTJI2K u mmacronmueckoit muchyHK-
et — WIeMusT MUOKapja Bce eIle He 0 KOHIIA
OCBeIIleHa Y 9TOI KaTeropuu OONBHBIX [4].

PesynsraTel mcciemoBaHUil ¢ TIPUMEHEHUEM IT03U-
TpoHHO-aMUccHOHHOUW (ITDT) m marHuTHO-pe3oHaHC-
HOU ToMoTrpaduy MoKa3aiu, 9YTO CTeNeHb UCHYHKIIUN
MUKPOLIMPKYIATOPHOTO pycia y 6onbHbix [KMIIT gaBns-
€TCSI He3aBUCUMBIM TTPOTHOCTUYECKUM KPUTEPUEM DPa3-
Butusi cuMnToMoB CH m cMepTHOCTU GOJTBHBIX, a BBISIB-
JICHHBbIE HApYIICHUsI MOTYT 3a MHOTO JIET TPEAIIeCTBO-
BaTh KIIMHUYECKOMY YXYAIIEHWIO TedeHus 6one3nu [40,
47]. B cBA3U C 3TUM, WHTEPECHBIMM TPEACTABIISIOTCS
nanHbie uccnenoanus P. Bravo et al. (2012), B koTopom
He 00HapYXXeHO 3HAYNMBIX KOPPEJSIIINI MEXTY TPaTrueH-
ToM nasieHus B BTJLK u mnobanpHBIMM mapameTpamu
WIIIEMUU MUOKapia, OIICHWBAEMBIX 110 3HAYCHUSIM TIep-
(by3uu, nmuka MUOKapAMaIbHOTO KPOBOTOKA U MUOKAp-
JMIMaTbHOTO pe3epBa Ha OCHOBaHUU pe3ynasratoB [1OT.
B wuccnemoBaHWM TIPOBONWIM CpaBHEHWE YKa3aHHBIX
MapaMeTPOB Y OOJIBHBIX C OOCTPYKTUBHOU U HEOOCTPYK-
tuBHOU (popmamu 'KMIT [48]. B kauecTBe 00BSICHEHUS
5TOr0 HEYIWBUTEIBHOTO PE3yJITaTa aBTOPHI MOJIararoT
OTCYTCTBUE TIPSIMOU B3aWMOCBSI3W MEXIYy MHUOTaTHye-
CKMM TIpOlleccoM (Ha MaKpOypOBHE W YPOBHE MUKPOCO-
CYAMCTOTO pyciia) M OOCTPYKTUBHBIM TPAIUEHTOM JIaBJIe-
Hus B BTJI2K.

Hapymenus purma

VYV O6onbmHcTBa 60aBbHBIX ['KMII peructpupyercs
CUHYCOBBI PUTM, OHAKO TIPU aMOyTaTOPHOM MOHUTO-
PUPOBAaHUU 3JIEKTPOKAPAMOTPAMMBI OOBIYHO BBISIBIISI-
€TCST BBICOKAS 4YaCTOTA SMMU30J]0B CYMTPaBEHTPUKYIISIPHOM
taxukapaum (23—26%), KeaymnouKoBOW 3KCTPACUCTOIUN
(77-86%), HeycTOMUMBOM XKeTyIOUYKOBON TaxXMKapIuu
(14-26%) [49, 50]. ®Oubpwutsust npeacepauii (PIT)
peructpupyetcst B 24—30% cirydyaeB 1 yalie HabonaeTcs
y JIAI[ CTapuiero BO3pacTa M C YBETWYCHHBIM JIEBBIM
nipeacepaviem [44, 50].

O®OI1 gaBnsietcst Hauboiee dYACTO BCTpeYaeMOU
ycrtoitunBoir aputmueir npu I'KMII u oOblyHO ee
TOSIBJICHUE OIPaBIbIBAET MPUMEHEHUE arpeCcCUBHBIX
TepareBTUYECKUX TTOAXOA0B. DTa apUTMUSI OTHOCHU-
TEJIbHO XOPOIIO TePEeHOCUTCST TIPUOIU3UTETBHO Tpe-
ThIO OOJBHBIX W HE SIBISIETCS HE3aBUCUMBIM TIpeI-
BectHukoM BCC. B cBow ouepens, cama PI1 HezaBu-
CUMO aCCOLUUPYETCS co CMEPTHOCTHIO,
obycrnoBnenHoit CH, umemMuuyecKMMu WHCYJIbTaAaMU
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