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LITERARY REVIEW
OF HYPERTROPHIC CARDIOMYOPATHY
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Summary. HCM is an actual problem of modern medicine. Obtained at
this stage, information about the importance of numerous mutations
of structural, contractile and regulatory proteins of sarcomere in
the pathogenesis of the development of this pathology determine
promising areas of diagnosis (genetic testing) and treatment using
new developed technologies.
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BeeaeHne

nnepTtpoduyeckaa kapguomuonatma (FTKMI) asnseT-

CA HacnegyeMmbiM 3aboneBaHNeM cepieyHON MblLLLbl,

KOTOpOe XapaKTepu3yeTCA BblPaXeHHOW rmnepTpo-
dueln npermyLLeCcTBEHHO neBoro xenygouka (JIXK) ¢ otcyT-
CTBMEM JunaTauumn Kamep cepgua 6e3 npusHakos apyrom
KapAuanbHOW MaToONOrMM WM CUCTEMHbIX 3aboneBaHui,
CNoCo6CTBYIOLWMX pa3BUTUio rnepTpodun [1,8].

B cpegHem pacnpocTtpaHeHHocTb KMI1 oueHmBaeTcA
Kak 1:500 yenosex.

PacnpocTtpaHeHHocTb KM cpenm B3pocCnbix cocTaBnaeT
0,16%-0,29% B o6wen nonynauuu [2,17].

CornacHo gaHHbIM pe3ynbTaToB M3YyYeHUA YacToTbl 3a-
60NeBaEMOCTU CPean AETCKOro HacesieHNsi OTMEeYeHa Bbl-
ABNAEMOCTb AaHHow naTtonorum oT 0,3 o 0,5 Ha 100000.

OTMeuYeHO, YTO YacToTa BHE3AMHOW CEPAEYHON CMEPTU
(BCC) npu FT’KMI coctaBnset 1% B rog. BHe3anHaA cmepTb
npw faHHOW NaToNorMm 3aHMMaeT 3-e MecTo B 06LLel CTpyK-
Type BCC (nocne nwemmnyeckoin 6onesHmn cepaua v HapyLue-
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Anromayus. TKMIT npeacTasnaeT akTyanbHylo npobnemy coBpeMeHHoi Mean-
LHbI. MonyyeHHble Ha JaHHOM JTane (BefleHnA 0 BaXHOCTU MHOTOUNCIEHHbIX
MyTaUnit CTPYKTYPHBIX, COKpATUTENbHBIX 1 PerynaTopHbix 6enkoB capkomepa
B naTtoreHese pa3BUTUA [aHHOI NaTonorM ONpefenaoT nepcnekTUBHbIe Ha-
NpaBneHua AUarHOCTUKN (reHeTuecKoe TecTUpOBaHKe) 1 NeueHNnsa ¢ npuMeHe-
HUeM HOBbIX pa3paboTaHHbIX TEXHONOTWIA.

Knioyesble cosa: runeptpoduueckas Kapanomuonarus, Anactonnyeckasn auc-
dyHKLWA, MLLEMUS MUOKAP/, TEHETUUYECKOE TeCTUPOBAHKE.

HWUI PUTMA), NOPOI ABNASICb NEPBbIM U €A4MHCTBEHHbIM MPO-
sIBNIeHMeM JaHHOW naTonorun [6,14,16].

Llenb paboThl

AHanun3 JINTEPATYPHbIX AaHHbIX, MOCBALWEHHbIX BOMPO-
cam nsydvyeHnma FI/IHeprOd)I/ILIeCKOVI KapanomumonaTtun.

Moaxoppl K Knaccupukaumm IKMIM

B 3aBMCUMOCTY OT noKanm3sauum runepTpodrpoBaHHbIX
y4acTKoB Munokapaa [7,12]:

1. AccumeTpuyHasa runeptTpodus mexKenygoukoBoi
neperopofky (6e3 M3MeHeHUn CO CTOPOHbI Kna-
MaHHOro annapara u 6e3 o6CcTpyKUMN BbiBOAALLErO
TpakTa). fBnseTcA Hambosiee 4YacTo BCTpeyaemMoW
dopmown;

2. BepxyweuHaa runeptpodua (30Ha runeptpodum
OorpaHuYeHa BepxyLIKOW cepaua);

3. CummeTtpuyHaa runepTpodmsa (NeBbll Xenygouek
KOHLIEHTpUYeCKM runepTpodrpoBaH);

4. Wpwonatnuecknin runeptpoduyecknii cybaoptanb-
HbIi CTEHO3, COMPOBOXAAKLMNCA 06CTPYKLUEN
BbIBOAALLEro TpakTa.
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AccumeTpuyHaa runeptTpodua MexKeNyaouykoBon ne-
peropofKky ABNAETCA Hambonee yacTo BCTpeuvaemon ¢op-
MOW.

Mo cteneHun o6cTpyKUUN:

1. TpagveHT gaBneHnAa meHee 25 mm;
2. [pagwneHT gaBneHua 25-36 mm;

3. [pagweHT gaBnenua 37-44 mm;

4. TpapuveHT gaBneHus bonee 45 Mm.

lemoguHammnyeckne BapmaHTtbl FTKMIT [3]:

|. C obcTpyKkumern BeIHOCSLLEro TpakTa

AeBOrro >KeAyA0HKa (peAKO-NpaBoro):

1. fABHON (06CTPYKLUMA HEM3MEHHO NPOrpeccupyer;

2. JlabunbHow (rpagneHT faBeHna MOXKET NOABAATLCA
1 ncyesatb 6e3 BUOAVNMbIX MPUYNH;

3. JlateHTHOM (MpW nNpoBeAeHMM MPOBOKALMOHHbIX
npoo).

Il. Bes obcTpykunn:
1. AcnMmmeTpuyHas
2. CummeTpuyHas

B HacToAllee Bpema BbIAeNAOT cneaylolme BapuaHTbl
TeueHuna NTKMIM [18]:
CcTabunbHoe TeueHue;
nporpeccupyoLlee TeyeHme;
BapuaHT pubpunnaumm npegcepaui (O);
BAPVIAHT KKOHEYHAs CTagnay;
BapWaHT BHe3anHom cepgeuHon cmeptin (BCC).

Mopn «koHeuHow ctagueln» FTKMI 60NbWNHCTBO aBTOPOB
NMOHUMAIOT OCOObIN BapuaHT TeueHUs 3ab60sieBaHUs, KOTO-
Pblll XapaKTepu3yeTca CHUMXeHWeM rnobanbHom cuctonmye-
CKOM GYHKLMM MMOKapaa.

OCHOBHbIE acnekTbl
S3Tnonatoredesa [ KM

CornacHo nuTepaTypHbIM faHHbIM OCHOBHOW MPUYNHON
pa3sutna NKMI asnatoTca MmyTaumm reHoB, KOTopble Koau-
pytoT 6enku cepfieuyHoOro capkomepa.

HacnegoBaHue paHHOW mnaTonorum OocyLllecTBnAeTCA
NO ayTOCOMHO-AOMWHAHTHOMY TUMY.

BonbluMHCTBOM UcCnepoBaTeneit onpegeneHol 14 re-
HOB, KOTOPbIe CMOCOBCTBYIOT pa3BuTUiO 6onee 200 MyTaumii
6e/IKOBbIX KOMMOHEHTOB CepAeYHOro capkomepa. Pesynbra-
Tbl UCCNIEfOBaHUI CBUAETENBCTBYIOT 06 UX Pa3fINYHbIX ge-
dekTax, KoTopble HabniopatoTca y naymeHTos ¢ TKMIM[2,11].

Cpei HUX: MyTauuu reHoB 6eTa-MUO3MHa TAXKENOW
uenu (MYH7), mno3snHcessbiBaollero 6enka C (MYBPC3),

cepaeyHoro TponoHuHa T (TNNT2), TponoHuHa | (TNNI3),
anbda-TponomnosmHa (TPM1), anbda-cepaeyHoro akTvHa
(ACTC), ceHumanbHOro MrMo3nHa nerkux uenen (MYL3), pe-
ryNnATOPHOrO MUO3MHa nerkmnx uenen (MYL2), ceppeuHo-
ro TponoHnHa C (TNNC1), anbda-MrosnHa TaxKenon uenm
(MYH®6) 1 TntnHa (TTN) [13,15].

Hanbonee vacto HabnogaoTca myTaumm reHa 6eta-mu-
031Ha Taxenbix yenenn — B 30-50% cemen naumneHToB C ru-
nepTpopuryeckoin KaparomMmmonaTmnen.

B KNuHNYeCcKom NpakTuke faHHas MHbopMauma urpaet
3HaYMMYIO POJib, MOCKOMNbKY UaeHTUdMKaLmMa MyTaunii yKka-
3aHHbIX TEeHOB, KaK MpaBWIo, OnpeaensaeT BblpaKeHHOCTb
rmnepTpodnm N NPorHo3 6onesHu.

Bo3spact maHndectaunm 3abonesaHua npu KM moxeT
BapbuUpOBaTb B WNPOKMX Npepenax. Tak, paHHAA MaHude-
CTauuA KNMHNYECKMX NPU3HAKOB XapaKkTepHa Ana mytauui
B FreHe M1O3MHa TAaXenbix uenen [19].

B papyrux cnyyaax 3abonesaHve pebiotupyeT B nybep-
TaTHOM Nnepuoje, KOTOPbIN, Kak NPaBKIo, CONPOBOXAAETCA
WHTEHCMBHbIM POCTOM pebeHKa [23].

Mpw F’KMIT, B ocHOBe KOTOpOI — MyTaLuMA reHa, Cnoco6-
HOro KogupoBaTb TPONOHUH T nnun C-cBA3bIBaOLWMIA 6ENOK,
nposBfieHne BO3MOXHO nocne 21 roga [14].

O603HaueHa fiaxke HOBasi KaTeropusi NaLUeHTOB: “reHo-
TUN-NO3UTMBHbIN 1 GEHOTUM-HEraTUBHbIN".

BO3MOXHO, UTO MaLMeHTbI, ABNSACL NMONOKUTENbHBIMM
Mo reHoTWny, MOryT ObiTb HEraTMBHbIMK MO deHoTUMy (T.€.
He MMeTb NPU3HaKK BblpaXkeHHON runeptpodun).

Matodusmonornyeckne oCOGEHHOCTU TEUEHMs U MPO-
rpeccupoBaHmna [KMIT BknoyaloT B3auMOAENCTBYIOLLYIO
MeXxay coboi uenb cobbITUIA, OCHOBHBIMU 3Tanamu KOTOPO
ABNAIOTCA Cegylolme: 00CTPYKUUS BbIHOCALLEro TpaKTa
JIXK (BTJTXK); puactonnyeckasn aucdyHKLUSA; CHUKEHUE KOPO-
HapHOTo pe3epBa 1 NWemMna MMOKapAa; HapyLeHna puTMa
[22].

OBCTpyKUMS BHIHOCALLErO TPaKTa
AEBOI0O XeAYAOHKa

Cy6aopTasbHbIll IPagUeHT U CBA3AHHOE C HUM yBenYe-
HVe BHYTPUMNONOCTHOro gasneHusa JI’K, oTpakaeT HacTos-
LM MEXaHUYECKNI MMEeAaHC K BbIHOCALLEMY TPAKTY, a 06-
cTpykuua BTJI?K umeeT Ba)kHOe NPOrHOCTMYECKOe 3HayeHne
y 60nbHbIx TKMIT.

MHorummn aBTopamu B NpoBefeHHbIX MHOTOLEHTPOBbIX
nccnenoBaHuAax Obino gokasaHo, uto o6cTpykuma BTITXK
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npepcTaBnseT coboii JONrOCPOYUHbIA, HE3aBUCKMBIN U, Ca-
MOE rMaBHOE, peLlaloLLmnii GakTop NPOrpeccMpoBaHus cep-
[AEYHOW HEeAOCTAaTOYHOCTY MPU 3TOM BapuaHTe Kapavomu-
onaTtmu.

O6cTpykuma npu N’KMI conpoBoXaaeTca CTPYKTYpPHbI-
M/ MepecTporikamn MuoKapha, CpeAu KOTOpbIX BarkHas
ponb NPUHAANEXMNT: yMeHbLueHuno nnowaan BTIIK, Bbina-
YMBaHMIO TNNEPTPOGNPOBAHHON MEXKENYAOUYKOBON Nepe-
ropoAKu rno HamnpaBneHNIO K BbIHOCALLEMY TPAKTY, CMelle-
HUIO BNepes CTBOPOK MUTPANbHOrO KjamnaHa B coueTaHuu
C rnepavHamMUYHbIM M3rHaHWeM KpoBu 13 JIXK (adpdekT
BeHTypu) n noatArMBaHuio annaparta MUTPanbHOro Knana-
Ha K MexkenygoukoBow neperopopgke [10].

ANACTOANHECKas ANCHOYHKLIAS

Pa3Butne puactonmueckon ANCOYHKUMM NPU AaHHOW
naTonorum obycsIoBIEHO MHOMMMU NPUYNHAMK, NPeacTaB-
NAA NPaKTUYECKU MaBHY0 NaTopU3MONOrMyYecKyto 0COOeH-
HOCTb Npu FKMIT.

Ee Hanmume NposBNAETCA B HAPYLWEHUW PeflakcaLni e-
NYAOUKOB 1 YBEJIMUEHUM XKECTKOCTN CTEHOK Kamep cepaua.

B nuTepaTypHbIX AaHHbIX OTMeYeH TOT akT, uto y 60sb-
HbIX C MacCUBHOW rnnepTpoduen JIXK HapacTalowme cum-
NTOMbl KapAauanbHOW ANCOYHKLUMMW BbIABAAIOTCA He uvalle,
yem cpeam NaUMeHTOB C MEHbLLEN CTeNeHbIO rMnepTpodun
[40].

Y «reHOTUM-MO3UTKBHbIX» MALUMEHTOB MNPU  Hanuuuu
CeMENHOIO OTATOWEHHOrO aHaMHe3a BaXKHbIMWU AWarHo-
CTUYECKUMU KPUTEPUAMM, MO3BONAKWMUMK 3anofo3puUTb
HaumnHatolleecs 3aboneBaHue, ABNAIOTCA: HapyLIeHNA Ana-
CcTONMYEeCKon GYHKLMN COBMECTHO C UBMEHEHUAMU CTPYK-
Typbl, GyHKUMAMM MUTPANbHOTO KnamnaHa 1 NofKnanaHHbIX
CTPYKTYp, Aunataumen nesoro npegcepans [9,13].

wemmns MmokapAaa
N CHXKeHWe KOPpOHapHOro pesepsa

BcnepctBre HecnocobHOCTM KOPOHAPHOro KpPOBOTOKA
yBenMuMBaTbCA B COOTBETCTBUMU C BO3pOCIMMUK MOTped-
HOCTAMM MUOKapaa Yy 60JNbHbIX pa3BUBaETCA uLemMus,
npuBoAALLAA K Pa3BUTUIO CMHKOMaNbHbIX COCTOAHMWNA, He-
afleKBaTHOMY OTBETY apTepuaNibHOro [aBfieHUsA B OTBET
Ha OM3MYeCKYI0 Harpy3Ky, CUCTONMYECKON U AuacTonunye-
ckom gucoyHkumm n BCC [4,9].

HapyweHns prtma
BONbWNHCTBO MaLMEHTOB OObIYHO VIMEKT CHHYCOBBIN

putM. Bo3MOXHa TakKe permcrpauusa 3nu3odoB cCynpa-
BEHTPUKYNAPHON Taxmkapaunnm (23-26%), »enyaouykoBomn

aKcTpacmcTonum (77-86%), HEYCTOMUYUBOW »KenyaoUYKOBOW
Taxnkapaunm (14-26%) [49, 50].

Mo paHHbIM MccnegoBaTenen, dubpunnaAunsa npepcep-
ann (OM) pernctpupyetca B 24-30% cny4yaes, yalle BbiAB-
NAETCA Y NUL CTapLIero Bo3pacTa 1 y NaumveHToB, MMetoLL X
yBenMUyeHHoe fieBoe npeacepame.

®MN y paHHOM KaTeropum 60MbHBIX acCcoUMMpyeTCA
CO CMEPTHOCTbI0, OOYC/TIOBNEHHOW CEPAEUYHON HEAOCTATOU-
HOCTbIO, NLIEMUYECKUMU NHCYNbTaMU U NPOrpeccmpoBaHu-
em 3ab0r1eBaHVA B AONTOCPOYHOM nepuroge [25].

AKTYanbHble BOMPOCHI
AarHocTukn [NIKMIM

bonbwoe BHUMaHMe yoenAaeTca JaHHbIM aHaMHe3a Na-
UneHTa C Uenbto BbiABNEHUA d)aKTopa HacneaCTBEHHOCTU
[19,20].

Mpn npoBefeHnn GU3MKaNbHOTO 0OCNEAOBaHMA BO3-
MOXXHO OnpefesieHne PasnToro BEepXYLUEUHOro TOMUKa,
pacrnonaralwerocs B 5-mM Mexxpebepbe 1 4acTo CMeLLeHHO-
ro Bneeo.

AycKynbTauma no3BonsAeT BblABUTb OCHOBHOW AMarHo-
CTMYeCKUN Kputepuii 06cTpykTnBHoi FKMI. K Hemy oTHO-
CUTCA CUCTONMYECKMIA WyM Bblbpoca, pacnonaratlowminca
Y BEPXYLUKN 1 B 06N1acTn YeTBEpPTOro mMexpebepba crnesa
OT rpyauHbI.

MNpoBeneHne nabopaTopHbIX NCCNeaoBaHN (06LWeKIN-
HUYECKMe UCCNeloBaHUA KPOBM U MOUU, BUOXMMUYECKOe
nccnefoBaHue KpPoBK, BKAOYaloLLee NUnugorpamMmmy, ornpe-
JeneHne ypoBHA BUOMapKepoB HEKPO3a MOKapaa, NoKa-
3aTenu 3NeKTPONNTOB KPOBU) ABNAETCA 06A3aTeNbHbIM YyC-
NnoBMeM y JaHHOW KaTeropum naumeHTos [12].

K HeobxoguMbIM WHCTPYMEHTaslbHbIM MeTOAamM OTHO-
car[7]:
1. 3KI;
2. PeHTreHonormyeckoe nccnegoBaHvie OpraHoB rpya-
HOW KNeTKW; XONTePOBCKOEe MOHUTOpupoBaHue JKTr;
3. OxoKr;
4. MPT.

K ocHoBHbIM KpuTepuam IKI-guarHocTkn FTKMIM 60nb-
LUIMHCTBO aBTOPOB OTHOCAT: BOJIbTaXHble MPU3HAKU TU-
neptpooumn JIK, JIM; Hecneundunueckne nsmeHernna ST-T;
«rnceBaoviHpapKTHbIN» 3y6el; Q (>40 Mc) nepef BbICOKOAM-
NAUTYOHbIM R, HapyweHMa puTMa U NPoBOANMOCTU; OTCYT-
CTBMe HapacTaTusa aMmnanTyabl 3ybua RBV,

Mpw BbinonHeHnn XM-3KI ocoboe BHMMaHMWe yaeneHo
rnokasarenam, KoTopble XapakTepusyloT NPOABNEHUA ulle-
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MUM MUOKapaa, Cpeam HUX: KOMYECTBO 3MN30[0B NemMmnm,
UX CyMMapHasa NpoAO/KUTENIbHOCTb B TEYEHWE CYTOK, Hau-
6onee MPOAOIKMTENbHBIA 3NU304 WWwemun, rybrHa ae-
npeccuun cermenTa ST.

B uccneposatenbckon pabote Kpbinosa H.C. 1 coasr.
(2017 roa) NnpoAemMOHCTPMPOBAHO, YTO BbICOKME 3HAYeHMWA
MuHnumanoHon YCC npu XM-3KI ABnAloTCcA JONONHUTENb-
HbIMK paKTOpPaMuU, aCCOLMMPOBaAHHBIMM C BBICOKM PUCKOM
BCC [6].

«30M0TbIM» CTaHAAPTOM B AnarHoctuke FKMI saenaetca
YNbTPa3ByKOBOeE MCCefoBaHve cepala.

MexayHapoaHbIM 3KCNepTHbIM KOHceHcycom no KM
(ACC/AHA/ESS, 2003) onpepneneHbl OCHOBHble KpuUTepun
ero Y3W- guarHoctuku [4,12].

K axokapgunorpadpmnyeckmm KpuTepusamM OTHOCAT:
aCUMMETPUYHYIO TunepTpodrio MMoKapaa NeBOro xe-
NyQoYKa Npu TONWMNHE MeXXKenyaoUuKoBOM neperopog-
Kn 6onee 15 MM Npu HOpPManbHOW UAN YBENWYEHHON
TONWMHe 3agHen cTeHKW. [py 3TOM rpagreHT fdaBneHus,
npeAcTaBNAWNA ANarHOCTUYECKYIO LLeHHOCTb, COCTaB-
naet 6onee 30 MM PT.CT. B BbIXOHOM TpaKTe NeBOro »e-
NyfoYKa WU NpU HanMyunuy BHYTPUXKENYAOUYKOBOWN 06-
CTPYKUMK Ha YpOBHe cpefHux otaenos JIXK 6onee 20 mm
pT.CT.

B cnyuae otcytctBMA reHotTunuposaHua KMIT ocHoB-
Hble KpuTepuy NOCTaHOBKU AAaHHOrO gnarHosa no Y3U no-
3BOJIAIOT BbICTaBUTb JaHHbIN AnarHos.

JunarHoctmyeckumm Kputepmamn  HeOBCTPYKTUBHOW
dopmbl TKMI aBnATCA Takue NpU3HaKK, Kak: npevmyLye-
CTBEHHO paBHOMepHaA (KOHLEeHTpMYeckasa) nnm acumme-
Tpuueckas runeptpodura MmokKapaa C yBenmyeHrem Macchbl
cepaua, 6e3 Npu3HakoB OBCTPYKLMM KEMYAOUYKOB, a TaKKe
6e3 nepefHeCcNCTONNYECKOrO ABMKEHUA CTBOPOK MUTPab-
HOro KnanaHa.

B pabote Komunccaposa C.M oTmMeueHO, UTO TKaHeBoe
JonnnepoBckoe nccnegosarue (TAW), asnatoweeca gonon-
HeHueMm K CTaHapTHoMy npoTokony Y3W ceppua obecneun-
BaeT noJsiyyeHne AmarHoctuyeckom nHbopmaumm o pervo-
HanbHOW AnacTonuyeckon GyHkUmm JIXK, BbIABNAA CKPbITYIO
anactonunueckyio anchyHKUmo Mrokapaa [5].

BbinonHeHne KopoHapHOW aHrMorpadpun NokasaHo nNpm
MOCTOAHHDBIX 3arpyAVHHbIX 60MAX (YAacTbIX NPUCTyNax cTe-
HOKapguun).

Ocoboe BHVMaHMe 60MbLUMHCTBO aBTOPOB B Noc/iegHee
BpEMs YAENAT TaKoMy METOLY AUNArHOCTMKU, KaK reHeTu-
Ueckoe KapTupoBaHue.

Mo MHeHWI0 6OMbLWMHCTBA aBTOPOB, JaHHOEe Mccieno-
BaHMVE MOKa3aHO MaLVeHTaM, UMELWMM HacsleACTBEHHYIO
npeapacnonoXeHHOCTb, OTATOWEHHbI aHaMHe3 U Hapy-
LLeHWs, He NO3BONAIOLLME C TOYHOCTbIO YCTAHOBUTb AaHHbIN
[MarHos.

OTmeueHo, YTO HeKOoTOopble MyTauuKn y AaHHOWN KaropTbl
60/bHbIX MOTYT GEHOTUMNYECKM HE NPOABAATLCA [0 onpe-
[eNleHHOro MOMEHTa, MO3TOMY HEOBXOANMO KaK MOXHO pa-
Hee BbIABJIEHME TaKNX NALMEHTOB [26,27].

OCHOBHbIE NOAXOAbLI K Tepannv

Mpy Hanuunn y nayMeHTOB OOCTPYKTMBHON GOpMbl
FKMI TakTuKa BegeHnA onpepaenaAeTca COrnacHoO CTeneHu
ob6cTpykuun BTIT?K neBoro/npaBoro »xenyfouka. YpoBeHb
NUKOBOTrO rpaameHTa obcTpykumn BTIK =50 mm pT. CT.
ABNAETCA MOKa3aHMeM ANA MPUMEHEHUA XUPYPruyeckmx
N APYrX NHTEPBEHLIMOHHbIX METOA0B neveHns [17,21].

BoisneHue y nauymenta FKMI rpagmeHTa o6CTpyKUmm
BT/1X =30 mm pT. CT. B OKoe TpebyeT Ha3HaYeHMs MegnKa-
MEHTO3HOI Tepanuu, HarnpaeJieHHOW Ha YMeHbLUueHne 06-
cTpyKumm BTIK.

B neuyeHun 6onbHbIX C 06CTPYKTUBHON dopmort KM
MOTYT NPYMEHATLCA Cefylowme npenapartbl: B-6nokatopbl,
AV30MvpamMma 1 Bepanamus.

B ocHOBe nporpeccnpoBaHus 3aboneBaHnsa y GONbHbIX
C HeobCTpyKTUBHOM Ppopmort TKMIT nexxunT gractonnyeckas
ancdyHKuma [20].

K npenapatam, oKka3biBaloLLleM BMAHNE HAa PaHHIO An-
actony y nauymeHtos ¢ KMI1, oTHOCAT: aHTaroHUCTbl Kasb-
uus, B-6nokatopbl, AM30NMpPaMma.

O PEKTUBHOCTD B JIeUEHNM ULLIEMUN MUOKApAa Npw rv-
nepTpopUUeCcKon KapaMOMUONATAN 1 OTCYTCTBUM OOCTPYK-
LMW BbIHOCALLErO TpaKTa JIEBOrO »KesyAoyka MpOAeMOH-
CTpVpOBan Bepanamul.

MapmakoTepanua runepTpoduryeckon Kapgmommona-
TUW C HapyLLeHNAMU pUTMa ceppua Tpebyet auddepeHun-
pOBaHHOrO NoAxXoAa K BbI6opy MeAnKaMeHTO3HO Tepanmu.

Cpenv Hanbosnee 4acTo BCTPEYAIOWMXCA U MMEIOLUX
KINUHNYECKOE 3HAYeHUN HapyLIeHUN CeppeyHoro putma
BblgensioT ¢pubpunnaymio npeacepaun (OM) n XnsHeyrpo-
Karowme apuTMUN.

Mpwv nogxofax K Tepanumn HapyLeHNs puTma Heobxoau-
MO OCHOBbIBATbCA Ha CTAaHAAPTHbIX PEKOMEHAALMSAX, KOTO-
pble NpegnoxeHsbl 4na nauneHtos ¢ O gpyroi sTMonorum
[24,25].
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KJINMHUYECKAA MELULIUHA

B 1O e BpemA ucnonb3oBaHMe 3TUX PeKoMeHZauumn
JOJIKHO NMPOBOAMTLCA C YYETOM 0COBEHHOCTEN BHYTpUCep-
[€YHOW U LIeHTPAJIbHOM reMofuHamMnKn y 6onbHbix TKMI,
T.e. C Ha/lMUMEeM BblpaXXeHHOWN ANACTONMYECKOW ANCOYHK-
unm 1 obcTpykumm BTITK.

Cpenun nokasaHui K BbIMOSIHEHUIO OMNEPaTUBHOIO Jlieye-
HWA OTMEYaIOT: BblPaXKeHHY0 rMnepTpodunio MMoKapaa 1eBo-
ro »enyaouka, coctaBnaALyio 6onee 30 MM PT.CT.; BbICOKMNA
CUCTONIMYECKNIA TPAagUueHT B BbixogHoMm otaene JIXK (6onee
50 MM PT.CT. B MOKOE); yCTOMUYMBOCTb K MEQNKAMEHTO3HOM Te-
panuu Npu BbipaXKeHHOW KNMHNYECKOW CUMNTOMATUKK [28].

[na 60NbHbIX B «KOHEYHOW» (AMNaTaLMOHHON) cTagun
FKMI1 nokasaHa pecuHXpOHM3MpYloLWasa Tepanua npu Ha-
nmunn ywmpenma komnnekca QRS> 140 mcek. m nonHom
6nokaabl NeBO HOXKM NyyKa [nca, apyrue metoapl anstep-
HaTUBHOW XMpPYpPrnmn, B TOM Yncne TpaHCcnnaHTauma cepaua.
Cpeau meTof0B OnepaTUBHONO NIeYEHNA NPENMYLLECTBO OT-
nalT MmoskTomum rno Morrow [17,21,22,28].

B nocnenHue rogbl HAMGONbLUUI MHTEPEC NPeacTaBnAeT
nNpuUMeHeHne NocnefoBaTe/lbHOM ABYXKaMepPHOW 3/1eKTpo-
KapaAMOCTUMYNALUN C YKOPOYEHHOW aTPUOBEHTPUKYNApP-
HOW 3aflepP>KKOW KaK anbTepHaTUBHOW XMPYpPruyeckomy e-
YeHVo METOAMKN Y 6ONbHbIX 06CTPYKTUBHOW TKMIT.

JKCNeprMeHTaAbHas Tepanus

CoBpemMeHHOe dapMaKoNorMyeckoe WaM MHTEPBEHLU-
OHHOe nevyeHne nauueHToB ¢ KM, B uenom He ABnAet-
CA 3TNOJNIOFNYECKMM, @ B OCHOBHOM, OKa3blBaeT BAUAHUE
Ha Te WU NHble 3BeHbA natoreHesa. CnefoBaTeNbHO, OHU

He 3¢¢PeKTMBHbI B NpodurnakTuke UM perpeccum ceppeu-
HoW runepTpodun n pubposa [26].

B HacToswee Bpema 6orblioe 3HAUYeHWe YYeHblxX yae-
NAETCA WCMNONb30BaHMIO BMPYCOB B KayecTBe HocuTenemn
reHHon nHpopmauun. benok CMYBP-C He siBnaeTcs Heobxo-
OUMbIM Ana obpa3oBaHKA capkomepa BO Bpemsa ambpuore-
He3a, HO MMeeT peluatoLLee 3Ha4YeHme Ana ero opraHn3aymm
1 NoAAep»aHuAa HopmanbHon cepfeyHon GyHKumm [2,11].

OtcyTtctBue CMYBP-C (y aKcnepuMeHTaNIbHbIX MbILLEN)
NPUBOANT K TAXENON runeptpodun cephua, yBennyeHuo
Xesly4oUKOB 1 MOBbILLEHUIO YYBCTBUTENBHOCTM Ca2 + K MU-
odbunameHTy, CNOCOOGCTBYA CHVPKEHMWIO [MACTONNYECKON
N cucTonmyeckom GyHKLUN.

MNMoctaeka CMYBP-C ¢ nomouubio BMpyca NpenATcTByeT
pasBUTKIO TMNEPTPOPUN KaPANOMUOLIMTOB B MbILLMHOW MO-
nenn [26,27].

BbiBOA

MpopbIB B M3yUYeHUN MONEKYNSAPHBIX 0COOEHHOCTEN reH-
HbIX MyTaUWiA, Kogupyowmux 6enkn capkomepos obecneun-
BaloT 6osiee NoONHOE NOHMMaHME NaToreHeTUYeCKol OCHO-
Bbl popMMpoBaHUA 1 passuTua KM,

TiwaTenbHOe MOHUTOPUPOBAHUE CTPYKTYPHbBIX U QYHK-
LMOHaNbHbIX OCOBGEHHOCTEN cepaua cpeay MauMeHToB
C BbISIBJIEHHbIMY F€HHbIMM MyTauuamu faxe 6e3 deHoTU-
NMUYECKMX NPOABIEHUN ByaeT cnoco6CTBOBaTb PaHHEN Au-
arHocTuke 3aboneBaHMA 1 BblpabOTKN afileKBATHOW leueb-
HOW TaKTUKW BegeHUsA BOSbHbIX.

JINTEPATYPA
1. AreeHkoBa 0.A. KnuHnueckuit cnyuail TeueHua runeptpoduueckoil kapanommonatun y b6epemenHoii // CoBpemMeHHble npobnembl Hayku 1 06pasoBanHna. —

2018.—Ne2.

2. Barymu H.T, Tapaguu I.T., Mapou M. C. Tuneptpoduueckas Kapanommonarus: reHeTuueckue U3MeHeHus, natorexes u natodusmnonorus // Poccuitcknii kapamo-

noruyeckuii xypHan Ne 5 (109). 2014.C. 35-42.

3. Kannynosa B.10., WakapbaHu I. A., Koxesrukosa M. B., Unbruconnc W. C., Mpueanosa E. B., benewkos 0.H luneptpoduueckan kapanomuonatua: dopmbl v Bapu-
aHTbI TeueHIs, Noaxoabl K dapmakotepanum // Knunnueckaa meguuuna. 2017; 95(12) 1061-1069

4. Komuccaposa (.M., 3axapoa E. 10., CeBpyk T. B., Ycturosa IA. b., Kpacbko 0. B. lporHocTiyeckoe 3Hauenwe rnobanbHoi NpogonbHoii fedopmaLiing y naumeHTos
C runepTpoduyeckoii kapanomuonaTueit // Poccuiickmii kapauonoruueckuii xypxan Ne 2 (154) [2018~<7-12.

5. Komuccaposa C.M., 3axaposa E. 10., Cespyk T. B., Yctunoga W1. b., Kpacbko 0. B. lporHocTuyeckas 3HaunmoCTb TkaHeBoro ZoNMNepoBCKoro UCCiefoBaHua y nauy-
€HTOB C rUnepTpoduueckoil kapanommuonatuet // Poccuitckmit kapanonoruueckmit xypHan. 18—23. https://doi.org/10.15829/1560-4071-2018-2-7-12.

6. Kpbinoa H.C., KoBanesckas E. A., Motewkuna H.T., lemkuna A. E., Xawmesa 0. M. BHe3anHaa cvepTb npu runeptpoduueckoil KapAMOMUONaTiI: NOUCK HOBbIX
dakTopoB pucka // Poccuitcknit kKapauonoruueckuii xypan Ne 2 (142). 2017 C. 62-67.

7. TleonTbesa W.B. AuddepeHumnanbHaa auarHoctika runeptpoduueckoii kapavomuonatian // Poccuiickuii BeCTHUK nepuHatonorui u neguatpun, 2017; 62:(3)

C.20-31.

8. Ackerman MJ, Van Driest SL, Ommen SL, Will ML, Nishimura RA, Tajik AJ, et al. Prevalence and age dependence of malignant mutations in the beta-myosin heavy
chain and troponin T genes in hypertrophic cardiomyopathy: a comprehensive outpatient perspective. J Am Coll Cardiol 2002; 39: 20422048
9. AraujoAQ, Arteaga E, lanni BM, Buck PC, Rabello R, Mady C. Effect of Losartan on left ventricular diastolic function in transgenic mice with nonobstructive hypertrophic

cardiomyopathy. Am. J. Cardiol. 2005; 96(11): 1563—7.

Cepusa: EcmecmeeHHble u mexHu4Yeckue Hayku N°2 ¢pegpanb 2019 2. 119




KJINMHUYECKAA MEANLIUMHA

20.

21.

22.

23.
24,

25.

26.

21.
28.

. Christiaans |, Birnie E, Bonsel GJ, Mannens MM, Michels M, Majoor-Krakauer D, Dooijes D, et al. Manifest disease, risk factors for sudden cardiac death, and cardiac

events in a large nationwide cohort of predictively tested hypertrophic cardiomyopathy mutation carriers: determining the best cardiological screening strategy Eur
Heart) 2011; 32(9): 1161-1170.

. Coats CJ, Elliott PM. Genetic biomarkers in hypertrophic cardiomyopathy. Biomark Med 2013; 7: 505-516.
. Elliott PM, Anastasakis A, Borger MA, et al. 2014 ESC Guidelines on diagnosis and management of hypertrophic cardiomyopathy // European Heart Journal. 2014:

2733-79. doi: 10.1093/eurheartj/ehu284

. Gersh BJ, Maron BJ, Bonow RO, et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy. A report of the American College of

(ardiology Foundation/American Heart Association Task Force on Practice Guidelines. J. Amer. Coll. Cardiol. 2011; 58 (25): 2703-38

. Harmon KG, Asif IM, Maleszewski JJ. Incidence and Etiology of Sudden Cardiac Arrest and Death in High School Athletes in the United States. Mayo Clin Proc. 2016

Nov; 91(11): 1493-502

. Green EM, Wakimoto H, Anderson RL, et al. A small-molecule inhibitor of sarcomere contractility suppresses hypertrophic cardiomyopathy in mice. Science, 2016;

351:617-621.

. Maron BJ, Doerer JJ, Haas TS, et al: Sudden deaths in young competitive athletes: Analysis of 1866 deaths in the U.S., 1980-2006. Circulation 119: 1085, 2009
. Maron BJ. Hypertrophic cardiomyopathy. In: Braunwald’s Heart Disease: a Texthook of Cardiovascular Medicine, 8th ed. Ed. by: P. Libby, R. 0. Bonow, D.L. Mann,

D.P. Zipes eds. Philadelphia, PA, WB Saunders. 2007; 65: 1763—89.

. Maron BJ, Seidman CE, Ackerman MJ, Towbin JA, Maron MS, Ommen SR, et al. How should hypertrophic cardiomyopathy be classified? What's in a name? Dilemmas

in nomenclature characterizing hypertrophic cardiomyopathy and left ventricular hypertrophy. Circ. Cardiovasc. Genet. 2009; 2(1): 81.

. Maron BJ, Semsarian C. Emergence of gene mutation carriers and the expanding disease spectrum of hypertrophic cardiomyopathy. Eur. Heart J. 2010; 31(13):

1551-3.

Maron BJ, Spirito P, Ackerman M, Casey SA, Semsarian C, Estes NA, et al. 3rd Prevention of Sudden Cardiac Death With Implantable Cardioverter-Defibrillators
in Children and Adolescents With Hypertrophic Cardiomyopathy J Amer Coll Cardiol 2013; 61(14): 1527-1535. DOI: 10.1016/ j.jacc.2013.01.037., 6 O stman-
Smith I. Hypertrophic cardiomyopathy in childhood and adolescence — strategies to prevent sudden death. Fundam Clin Pharmacol 2010; 24: 637—652. DOI:
10.1111/}.1472-8206.2010.00869].

Maron BJ, Spirito P, Shen WK, et al. Implantable cardioverter-defibrillators and prevention of sudden cardiac death in hypertrophic cardiomyopathy // JAMA. 2008.
Vol. 298, 4.P

Maron BJ, Yeates L, Semsarian C. Clinical challenges of genotype positive(+)-phenotype negative (=) family members in hypertrophic cardiomyopathy. Am. J. Cardiol.
2011;107(4): 604.

Moak JP, Kaski JP. Hypertrophic cardiomyopathy in children. Heart 2012; 98: 1044—1054. DOI: 10.1136/ heartjnl-2011-300531,

Ngaage DL, Schaff HV, Barnes SA, Sundt TM, Mullany CJ, Dearani JA, Daly RC, Orszulak TA. Prognostic implications of preoperative atrial fibrillation in patients
undergoing aortic valve replacement: is there an argument for concomitant arrhythmia surgery? Ann Thorac Surg 2006; 82: 4: 1392—1399.

Ngaage DL, Schaff HV, Mullany CJ, Barnes S, Dearani JA, Daly RC, Orszulak TA, Sundt TM. Influence of preoperative atrial fibrillation on late results of mitral repair: is
concomitant ablation justified? Ann Thorac Surg 2007; 84: 2: 434—442.

Stern JA, Markova S, Ueda Y, et al. A Small Molecule Inhibitor of Sarcomere Contractility Acutely Relieves Left Ventricular Outflow Tract Obstruction in Feline
Hypertrophic Cardiomyopathy. PLoS One.2016; 11(12): e0168407.

Tariq M., Ware S. Importance of genetic evaluation and testing in pediatric cardiomyopathy. World J Cardiol 2014; 6.

Velazquez EJ, Lee KL, Deja MA, Jain A, Sopko G, Marchenko A, Ali IS, Pohost G, Gradinac S, Abraham WT, Yii M, Prabhakaran D, Szwed H, Ferrazzi P, Petrie MC, 0’Connor
(M, Panchavinnin P, She L, Bonow RO, Rankin GR, Jones RH, Rouleau JL. Coronary-artery bypass surgery in patients with left ventricular dysfunction. // N Engl J Med.
2011 Apr 28; 364(17):1607-16.

© O t0aHbbMH ( youyuanbing66@foxmail.com ), benos tOpuin Bnagummnposuy ( reccardio@med.ru ).

KypHan «CoBpemMeHHas HayKa: akTyasbHble MPoGaembl TEOPUM 1 MPAKTUKI»

120 Cepusa: EcmecmeeHHble u mexHu4Yeckue Hayku N°2 ¢pegpanb 2019 2.



