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Cnu1CcoK CoKpalleHui
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Al - apTepunanbHaa rmnepTeHsna

ALl - apTepnanbHoOe gasneHue
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BMHMT - 6hoKaaa npaBoi HOXKKM NyyKa M1ca
BCC - BHe3anHaAa cepaeyHaa cMepTb

BT/TXK - BbIXO4HOM TPaKT N€BOrO KeNyao4Ka
FKMM - runeptpoduryeckasn KapamommonaTma
INXK - runeptpodma neBoro xKenyno4ka

I - rpagneHT gasneHun
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OHK - nesokcMpnboHyKnenHoBasa KMcaoTa

O3KC - aByxKamepHbIA UMNNAHTUPYEMbIA 31EKTPOKAPANOCTUMYIATOP
KHP - }Kenyao4ukoBsble HapyLweHUAa puTma

KT - )kenygoukoBada Taxmkapana

3C/1K - 3a4HAA CTeHKA NeBOro XenyaodKka

UKA - umnnaHTupyemblit KapanosepTep-aedmnbpunnatop

MMBOKA - nHdapKT Mnokapaa 6e3 o6CTpyKLMMN KOPOHapHbIX apTepuii
KAT - KopoHapoaHruorpadus

KO - KoHeYHo-AnacTonmyeckoe aasaeHue

KOO - KoHeYHO-AMaCTONNYECKNI 0bbeM

KT/MCKT - KomnbloTepHas Tomorpadusa/mynbTUcnmnpanbHan KOMNbIOTEPHan ToMorpadus
K - neBbilt kenypouek

1M - neBoe npegcepane

MM - mexxKenyaoykoBasa neperopoaka

MK - MUTpanbHbIi KnanaH

MHYVYT - MO3roBOM HaTPUNYPETUYECKMIA NeNTHS,

MP - mutpanbHaa peryprutauma

MPT - MmarHMTHO-pe3oHaHCcHaA Tomorpadusa

HYXT - HeycTOMUMBaA KeNyA0UKOBAA TaxMKapams

OrKMIM - obctpykTnBHasa FTKMN

[MHI - no3aHee HakoneHne ragoIMHUA

MNC/A - nepeaHee cUCTONMYECKOE ABUXKEHME

PM?3 - paclwimpeHHas MMO3KTOMMUA

CAA - cenTanbHas ankoroabHasa abnauusa

CM3 - cenTanbHaa MMO3KTOMMUA

TT-9XOKT - TpaHcTOpaKanbHana axoKapanorpaduma

YO - yaapHbIit 06bem

®BJTK - dpaKuma BbIBpOCa EBOTO KenyaouKa

@K - pyHKUMOHaNbHbIN Knacc

X - dpnbpunnauma Kenyao4uKkos



&N - dnMbpunnauus npeaceppmi

XM3KT - xonteposcKkoe MoHUTOpUpoBaHue KM

XCH - xpoHunyeckasa cepfiedyHan HeoCTaTOYHOCTb

YM-3XOKT - upecnuwieBogHan sxokapamorpadpus

YCC - yacToTa cepaeYHbIX COKpaLLEHUI

JKT - anekTpoKapauorpadums

3KC - 3neKTpoKapANOCTUMYNATOP, SNEKTPOKAPANOCTUMYNALMUA

IXOKT - axokapguorpadus

INOCA - ischemia with non-obstructive coronary arteries (Uwemus 6e3 06CTPYKLUN KOPOHAPHbIX apTepuit)
LAMP2 - reH 1M30com-2-accoummpoBaHHOro membpaHHoro 6eska 2

MINOCA - myocardial infarction with non-obstructive coronary arteries (MH}apKT mMuokapaa 6es
06CTPYKUMM KOPOHAPHbIX apTepuit)

Nt-proBNP - N-KoHLeBOM ¢dparmeHT npeglectseHHKUKa MHYI

AHA - American Heart Association (AmepuKaHcKana accoumauus cepaua)

ACC - American College of Cardiology (AMepuKaHcKas Konnerna Kapamonoros)
ATTR - TpPaHCTUPETMHOBbIM aMnI0M403

EACVI - European Association of Cardiovascular Imaging (EBponelickas accouuauma Mo cepaeyHo-
COCYAMNCTOMN BM3yanunsaLmm)

ESC - European Society of Cardiology (EBponeiickoe 0bLiecTBO Kap4Moaoros)
HCM Risk-SCD - wkana pucka BCC npn FTKMIM
MOGE'S - knaccudurKauma KapanommonaTunia

NYHA - Hblo—l7lopKCKaﬂ accoumaumnAa Kapanonoros
TepmuHbl M onpepeneHma

Mneptpoduueckan Kapgmomuonatvsa (FKMI) - reHeTuyeckn obycnosneHHoe 3aboneBaHWe MUOKapAaa,
XapaKTepusylolieeca runeptpooueir muokappa nesoro (6onee 1,5 cm) v/van npaBoro Kenyaouka, valle
aCMMMETPMYECKOTO XapaKTepa 3a CYET YTO/ILLEHUA MEXKIKENYA0UYKOBOW NEPErOPOAKM, YTO HE MOKET OOBACHATLCA
WCK/IIOYMTE/IbHO MOBBILEHMEM HArpy3KM AaB/IEHVEM, M BO3HMKAIOLLEE NPU OTCYTCTBUM APYroro CepAeqHoro mam
cuctemHoro 3aboneBaHusA, MeTaboMYeckoro Uav NOANOPraHHOIo CUHAPOMA, CBA3aHHOTO ¢ [T,

O6¢cTpyKTMBHAA runeptpodumyeckaa Kapguomumonatua (OTKMIM) - dopma KM, conpoBoxpatowascs
HapyleHUem BHYTPUCEPAEYHOW reMOAMHAMUKN B BUAE NPENATCTBUA CUCTONMYECKOMY M3rHaHuo 13 JIXK u/uam
npaeoro xenygodka (M), uTo NPUBOAUT K yBeAUUYEHUIO rpaaneHTa gasneHua ([) B BbIXOAHOM TPaKTe /1e€BOro
n/vnum MXK xenyaouka (BT/IXK; BTMHK).

K BTOPMYHOro reHesa - yHMBEpPCA/bHAA KOMMNEHCATOPHO-NMPUCNOCObUTENbHAA peaKkums B OTBET Ha
M3BECTHbIA reMoANHAMUYECKNIA UK apyron gakTop.



JorvnepTtpoduueckasn ctagus FTKMM - atan B pa3BuTUM 3a60aeBaHMA, MPU KOTOPOM OTCYTCTBYHOT MPU3HAKK
rmneptTpodum MMOKapAa, onpeaensembie C MOMOLLbIO BU3YaM3UPYHOLWMX METOAMK.

CybknuHuyeckaa crtagus TKMIM - stan B pasBuTMM 3ab0/SE€BaHUA, MPU KOTOPOM HET KAMHUYECKOM
CMMNTOMATHKKM, XapaKTepHon gns TKMI.

feHotnn (+)/deHotun (-) - HocMTeNM nNaTONOMMUYECKON MyTauuu, accouumposaHHon ¢ [KMI,
porunepTtpoduyeckoit n cybknmHmuyeckon ctaguamm F’KMI.

Bo3pacT3aBucMMas NeHEeTPaHTHOCTb - YBESIMYEHUE YAaCTOTbl BbiABAEHUA PEeHOTUNNYECKUX NpMu3HaKos FTKMI,
onpeaensieMbiX C NOMOLLbIO PYTUHHbIX MeToaoB (IKI, DXOKI), cpean HocuTene NaTtoreHHbIX reHeTUYecKUx
BapMaHTOB NO mepe NoBblWeHNA BO3pacTa.

BHe3anHasa cepaeyHas cmepTb (BCC) - HeHacunbcTBeHHas, obycnoBneHHas 3abosneBaHMAMM cepaua
CMepTb, MaHUdecTUpyloWwan BHe3anHoM notepelt CO3HaHMA B TedeHMe NepBOro 4aca C MOMEHTa MOSABAEHMSA
OCTPbIX CUMNTOMOB.

CtpatnduKauma pucka BCC - onpegeneHne He3aBUCUMbIX MPEOUKTOPOB, OMNPenENAWnX BEPOATHOCTb
pucka BCC y naumeHTOB Cc onpeaeneHHon cepaeyHo-cocyaucToi natonormeii. LLikana pucka BCC npu TKMM (HCM
Risk-SCD) pekomeHayeTca B KayecTBe MeToAa OLeHKM pucka BCC.

MepepHe-cucToNnYecKoe ABUKEHNE CTBOPOK MUTPAJIbHOMO KnanaHa - AsuxKeHne ctBopok MK B cuctony K
MMM BNAOTb 40 KacaHMsA (MUTpPasbHO-CENTa/bHbIA KOHTAKT), yyacTBylowee B co3gaHuM obCTpykumm BT/TK.
AHrN0A3bIYHBIN TEPMUH - systolic anterior motion syndrome (SAM-syndrome).

BasanbHan obcTpykums (obcTpykuma B BT/IXK) - npensaTtctBue Ha ypoBHe BT/THK cuctonmyeckomy M3rHaHuwo
n3 JIXK.

CpeaHeKenyAouyKkoBas 06CTPYKUMA - NPENATCTBUE CUCTOIMYECKOMY KPOBOTOKY B CPeAHei YacTu MoaocTu
J1’K, Ha ypoBHe cpeanHHbIX cermeHToB J1XK.

"Knaccuueckuin peHotmun" TKMM - mopdodyHKUMOHaNbHbIM deHoTun FTKMI, npu KoTopom coueTatoTcA
acummeTpuydHan [XK (runeptpodus MHKM), ymeHblueHHbIW pasmep nosoctn /1K v obcTpyKumsa BTIXK.

NateHTHaa obcTpyKuma - remoamHammyeckaa dopma obcTpyktmusHon KM, npu KoTopow npenaTcTeue
CUCTOIMYECKOMY M3rHaHWIO 13 JIXK BO3HMKaET TO/IbKO NPU HarpysKke uam NPoBOKALMOHHbIX Npobax.

HeratusHoe pemogenvpoBaHue (aHrn. adverse remodeling) - ¢uHanbHas cTagus afanTUMBHbLIX W
0€e334anTUBHbIX  M3MEHEHWM B MOpa)keHHom opraHe. [pu 3TomM  Habawgatotca  "cmelaHHble"
MOpPPODYHKUMOHANbHbIE  GEHOTUNbI - TUNEepPTPOPUUYECKUA +  AWNaTaUMOHHbBIN, runepTpoPuUUeckuin  +
PECTPUKTUBHbIN, U, KaK NPaBWUJIO, YMEHbLLUEHWE CTENEHN TUNEPTPODUMN.

PacwmpeHHas MMO3KTOMMA - onepaums, BKAtoYatowaa pesekuuto MMM B 6osbwem obbeme, yem npu
cenTanbHOM MMO3KTOMKUM No A.Morrow, MoBUAN3aLLMI0 U pPe3eKuUto TMNepTPOPUPOBaHHbIX NANUANAPHDBIX MbILULY
W rMnepTpodMpPOBaHHbIX MbllLEYHbIX TPabeKya (annKanbHO-6a3a1bHOM0 MbILLEYHOTO NyYKa).

Peaykumnsa MMM - xupypruyeckoe (CM3, PM3) nnam sHaosackynspHoe (CAA) Bo3geicTame No YMeHbLLEHWIo
TonwmHbl M.

CEKBEHMpOBaHMG HOBOro nokKoJsaeHwnA paCLLIMCI)pOBKa CTPYKTYypbl AeCATKOB U COTEH reHoB onpeaendaemasn
OAHOMOMEHTHO.

CenTanbHasA MMO3KTOMMUA - onepaunAa pesekumn mmokapda s 6a3anbHbIx cermeHTax M.

YpoBeHb A0CTOBEPHOCTM AoKasaTenbcTs (YAM) - cTeneHb yBEPEHHOCTU B TOM, YTO HaWAEeHHbIN 3pPeKT oT
NPUMeHeHNA MegULMHCKOTO BMeLLaTe/1IbCTBa ABSETCA UCTUHHBIM.



YpoBeHb ybeauTenbHocTU pekomeHgaumii (YYP) - cTeneHb yBepeHHOCTM B AOCTOBEpPHOCTU 3ddeKTa
BMELLATE/IbCTBA M B TOM, YTO C/Ief0BaHME PEKOMEHAAUMAM NpuHeceT 6o/blie NoJib3bl, Yem Bpeaa B KOHKPETHOM
CUTyaLMK.

deHokonua KM - 3ab6oneBaHMe € U3BECTHbIM 3TMONATOreHe3om, GeHOTUNUYECKM NoxoxKee Ha FTKMI.

deHomeH "disarray" - 6ecnopsgouyHOe PacnosioKeHne KapaAMOMMNOLIUTOB U MblLLEYHbIX BO/IOKOH.
1. Kpatkaa uHdpopmauua

1.1 OnpeaeneHue 3ab6oneBaHNA AU COCTOAHUA (rpynnbl 3a601eBaHUIT NN COCTOAHMIA)

MnepTpoduueckan Kapguomuonatvsa (FKMIM) - reHeTuyeckn obycnossieHHoe 3aboneBaHWe MUOKApAa,
XapaKTepusytoweeca runeptpodueli mumokapaa nesoro (6onee 1,5 cm) u/wam npaBoro Kesnygoudka, yaue
aCMMMETPUYECKOr0 XapaKTepa 3a CYET YTO/ILLEHUA MEXKIKENYA0UYKOBOW NEPErOPOAKM, YUTO HE MOKET 0BBACHATLCA
WCK/IIOYMTEIbHO MOBBILEHMEM HArpy3KkM AaB/eHNEM, M BO3HMKAIOLWLEE NPU OTCYTCTBUM APYTOro CepAeyHoro uam
cuctemHoro 3abonesaHuaA, MeTaboaMYeCKoro UM NOANOPraHHOIO CMHAPOMA, CBA3aHHOrO ¢ [JTXK.

1.2 3Tnonorua n natoreHes 3aboseBaHUA UK cOCTOAHUA (rpynnbl 3a60neBaHUIt MU COCTOAHMIA)

tnonorua NKKMnN

KM aBnsetcA reHeTMyecku oOyCnoBAEHHOM naTosioruei; naeHtuduumpoBaHbl 6osee 20 NPUYUHHbBIX
reHoB, CBfi3aHHbIX C pa3sutem [KMI. FeHeTUYecKuit CKpPUHMHI 8 Hambosiee 4YacTbiX MPUUYUHHBIX TEHOB,
KOAMPYIOLWMX pasanyHble 6esKkuM KapauoMMOLMTOB, OAE€T BO3MOXKHOCTb ONpenesntb NpuUMHy 3aboseBaHus
npumepHo B 60% cnyyaes [1, 2,3,4,5,6,7,8,9, 10, 11, 12, 13].

B ocHoBe passutua TKMI Hambosnee 4acTo nexkaT NaToreHHble BapWaHTbl B FEHaX, KOAMPYHOLLMX
COKpaTuUTenbHble 6enku capkomepa - mmosmH (MYH7), mnmosuHceasbiBatowmin 6enok C (MYBPC3), aktuH (ACTC),
TponoHuH (TNNI3, TNNT2, TNNC) [2, 3,4,5, 6,7, 8, 9, 10, 12, 13, 14, 15, 16, 17].

Ha pgonto natoreHHbIx BapuaHToB B reHax MYH7 n MYBPC3 npuxoamTca OKONO NONOBUHbLI BCEX C/yyaeB
pa3sutma FTKMI1. MaHudecTaumna KAMHUYECKUX NPOABAEHUI NPU ABYX CaMbIX PAaCApPOCTPaHeHHbIX MyTaumax MYH
n MYBP-C Bo3morKHa B tobom BospacTe. [ebtoT 3aboneBaHMsA B AETCKOM M NOAPOCTKOBOM BO3PacCTe, a TaKXkKe y
MO/1I0AbIX B3POC/bIX YaCTO aCCOLMMPOBAH C ceMeliHoli Gopmoi 3aboneBaHMA 1 Bosee TAXKENbIM TedyeHnem [2, 3,
4,6,7,8,12,16,17,18, 19].

Pazsutmne F’KMI Ha ¢doHe myTaumii B reHe TNNT2 accoummpoBaHo ¢ 60/1bWMM PUCKOM Pa3BUTUSA CUHAPOMA
BCC Ha ¢oHe ymepeHHoro ysennyeHus TonawmnHbl MK 1 60nee HU3KMMKU NOKasaTeNnaMm maccbl MMokapaa J1K
[2,3,4,5,6,7,9,10,11, 13, 15, 16, 20, 21, 22, 23, 24].

B 60NbLUMHCTBE CAy4yaeB MaTOreHHble BapMaHTbl, accoummpoBaHHble ¢ TKMIM, npeactasaatoT cobou
YHUKaNbHble 3aMeHbl, ONUCaHHbIe OAHOKPATHO WMAW BCEro A/1A HECKONIbKMX C/Ay4aeB; 4acToTa KaXKAoM TaKoM
3aMeHbl cpegu BCex reHeTuyeckux npuumHd F’KMIM He npesbiwaeT 1% [5, 25, 26].

B page cnyyaes (5 - 7%) 3aboneBaHMe MOXKET pa3BuBaTbcA Ha poHe 2, 3 1 H6osiee NaTOreHHbIX BapMaHTOB.
YacTo BCTpevaloTca KoMBMHaUMM MyTauuii B reHax, KOAMPYHOLWMX CapKomepHble 6enku. B atom caydae
3aboneBaHue xapakTepusyetca 6onee paHHMM aebloTom (4acTo B AETCKOM Bo3pacte), 6osblueit CTeneHbio
runeptpodumn MK 1 6onee BbICOKMM pUCKoM pasBuTua cuHapoma BCC [3, 4, 7, 16, 23, 27, 28].

Pazeutne TKMI Ha ¢oOHe naToreHHbIXx BapWAHTOB B reHax UWTOCKeseTa 4acTo accouuMpoBaHO C
coyeTaHHbIMM Nopokamu cepgua (AMMNN, AMMM), a TakKe NpM3HaKaMn HEKOMMNaKTHOro MMoKapaa [3, 4, 29, 30].

MaToreHHble BapMaHTbl B reHax, KOANPYOLWMX BENKN LUTOCKENETa, MOHHbIX KaHanoB, CTPYKTYPY Z-AUCKOB U
Apyrue BHYTPUKAETOUHbIE CTPYKTYpbI, onpeaensaioT passutne FTKMM B 15 - 20% (3, 4, 19, 27, 29, 30].



MonekynapHbi natoreHes FKMIM

B ocHoBe monekynapHoro natoreHesa FKMI, accoumMmpoBaHHOM C NATOreHHbIMWM BapuaHTaMu B reHax,
KoAMpyloWwmMx BGenkn capKkoMepa, YacTo JIEXWUT HapyleHWe KajJbLMEeBOro FOMeocTasa, MOBblleHMe
YYBCTBUTENIBHOCTU MUODUNAMEHTOB K MOHaM KanbLuA. ITO NPOABAAETCA B YCUAEHUM CUAbl COKPALLEHMA
CapKoMepa B CUCTOJY, CHUXKEHUMU CTEMEHWN ero paccnabneHua B anactony Ha GpoHe NOBbIWEHHbIX NOTPebHOCTENM
KapanomuoumTta B8 AT®, 4yTO BNEYET HApyLEHME BHYTPUKAETOYHbIX CUTHA/MbHbLIX MPOLLECCOB WU peaKTUBALMIO
KOMMNEHCaTOPHbIX SMOPUOHANbHbIX MporpaMm rmneptpoduyeckoro pocta [16, 31].

Ha ypoBHe KapAOMMOLMTOB AaHHbIE MPOLLECChl NPUBOAAT K NOBbILIEHUIO CUHTE3a 3IMBPUOHANbHbIX GopM
CapKOMepHbIX BENKOB M aKTUBALMWU KMHA3HbIX CUrHabHbIX Kackaaos, obecneunsatolimx NpoLecchbl CObCTBEHHO
runeptpodun KMLU, nponudepauumn ¢mbpobnactos, TpaHchopmaummn ¢ubpobnactos B mmodmbpobnactbl n
aucbanaHc B cucteme KonnareHonmsa [16, 31, 32, 33, 34, 35, 36].

Ha rucronormyeckom ypoBHe OTpaxKeHWem NpPAMOoro AenlcTeusa "NpPUYMHHOIO" reHeTMYecKoro BapuaHTa U
MO/IEKYNAPHOro naToreHesa ABASAETCA AMCKOMMNIEKCAUMA KapAMOMULIUTOB M MblIlEYHbIX BOJIOKOH - peHoMeH
"disarray", ¢p1Mbpo3 pasHoW cTeneHn BbipaxkeHHocT [3, 4, 16, 31, 32, 33, 34, 35, 37, 38, 39, 40, 41, 42].

3THUoNOoruA N MoNeKyasapHbIii natoreHes ¢peHokonuii TKMIM

3aboneBaHMA reHETUYECKOM U HEreHeTUYECKON NpmMpoapl, N0 MopdodyHKLMOHANbHOMY GEHOTUNY CXOMKMX
¢ TKMI, HO MMmelolWwme OTINYHBIN OT Hee 3TMOoMNATOoreHe3 W, C/ieAoBaTe/ibHO, NOAXOAbl K Tepanuu, HasbiBaloT
deHokonuamu FTKMIM.

Hanbonee yacto BcTpevaowmeca dpeHokonuu TKMI M Mx MONEKyAAPHbIN NaToreHe3 npeacTaB/eHbl B
Tabnuue M1, Npunoxenue 3 [37, 43, 44, 45, 46, 47, 48, 49, 50, 51, 52, 53, 54, 55, 56, 57, 58, 59, 60].

MaTtoreHes cumnromos u cuHapomos KM

MaToreHe3 F’KMI Ha opraHHOM ypOBHE 3aK/1I04AETCA B COBOKYMHOCTU HECKOIbKMX CUHAPOMOB: 0BCTPYKLUMM
BT/1XK, nwemnn mmoKapaa, CUCTONMYECKOM M Anactonmyeckon aucoyHkumnm 1K, aputmmyeckom n XCH.

CuHapom o6cTpyKumm BT/IK
B cosgaHmm obcTpyKummn BT/TIK yyacTBYHOT CTPYKTYPHbIE, KUHETUYECKUE N reoMeTpuyeckme daktopbl [61]:
1. CTpyKTYypHble aHOManuu:

a. cyxeHue BT/ runeptpodmposaHHon MIKIM (ymeHblweHne creneHn obcTpykuumu BT/ nocne
MnoakTomnn/CAA obycnoBneHo BO3geNCTBUEM Ha 3TOT GaKTop);

b. MNCA (nepegHe-cucToNNYecKoe ABUKeHMe) cTBOpoK MK;
C. yMeHbLUeHHaa nosaoctb JIK;

d. aHoManuu nanuANApHbIX MbilwL (M Apyrme manbie aHomanuu cepaua) (rmneptpodusa v aucaoKaums,
nobasoyHana MM);

€. anMKanbHO-6a3a/1bHbIM MbILLEYHbIV MYYOK.

2. KuHeTuyeckume pakTopbl - rMnepcokpatumocTs JIK 1 ycKopeHue KpoBoTOKa B BT/TK;

3. leomeTpuryeckmne dakTopbl:

a. nepegHee cmeleHne MK, Touka KoanTauum ctBopok MK cmelyeHa 6aunxke K MK [62];

b. Manbiii aopTo-MUTpanbHbIN yron (< 120°).



Yem 6osnblie GaKTOPOB MMEETCA Y KOHKPETHOro nauueHTa, Tem 6osiee BbipaXkeH CUHAPOM O6CTpyKuMU
BT/IXK.

MepeaHe-cucToIMYecKoe ABUKeHWe cTBOpoK MK obycnoBneHo cneayowmmmn GakTopamu:
a. aHomanuu cteopok MK (yanmHeHune, n3bbITOUHOCTb);

b. HapylweHne KoopaAMHAUMM KPOBOTOKA B NosiocTh JIXK B paHHIO CUCTO/Y, B pe3y/ibTaTe Yero Ha CTBOPKU
MK pelictByeT cuna, caguratollasn ux B cTopoHy BT/1XK [63, 64];

C. aHomanuu xopg MK;

d. MeHbluee COOTHOLIEeHWe ANMHbI nepeaHel 1 3agHen ctBopok MK (< 1,3), npu 3TOM TOYKa KoanTauuu
cTBopoK MK cmeltaeTcs Knepegm 6amke K BT/1XK [65, 66, 67].

Y naumMeHToB C /laTEHTHOM O6CTpyKUMEN NpoBOLMPYIOWMMKM ee (aKTopamu ABAAIOTCA: yBeandyeHue
cokpatumoctu JTXK npu Harpyske, nNpuMBoOAslLEe K YMEHbLIEHUIO KOHEYHO-CUCTOAMYecKoro pasmepa JIK wu
nepegHemy cmelleHuto MK; yckopeHune KpoBoToka B BT/TK B nepuog cucronsl, yeyrybastowee NC MK [68].

Y naumeHtoB ¢ KM moxeT 6biTb /1abunbHaa OOCTPYKUMA, XapaKTeEPU3YIOLWLAACA 3HauYUTEIbHbIMM
CNOHTaHHbIMW KonebaHMAMK BHYTpUMKenygo4ukosoro N 6e3 sugmmoit npuymHsbl [69].

Kpome obcTpykumm BT/1XK, y nauneHToB ¢ TKMI moxeT HabnoaaTbca cpegHeskenyao4ykoBan obCcTpyKums.
CpeaHerkenyao4ukoBas 0O6CTPYKLMA Pa3BMBAETCA Y MaUMEHTOB C runepTpoduen cpegmHHbIx cermeHToB MK u,
KaK NpaBu/o, B COYETAHUMN C rTMNepTpodmeit nanuansapHbix mbiwy, (70, 71, 72]

Mpyu KombBUHMpOBaHHOW runepTpodum (MMM + anuKanbHble CErmeHTbl) MOXeT b6biTb 2-ypoBHeBas
06CTpYyKUMA (CpeanHHO-Kenyao4uKkoBas + Ha ypoBHe BT/1XK) [73].

CuHapom nwemuun muoKapaa JIK

Y naumeHToB ¢ TKMI Npu MHTaKTHbIX KOPOHAPHbIX apTEPUAX MOMKET pPa3BUBaATbCA MWeMUA MUOKapaa. B
aHrNosA3bI4HOM NUTepaType ucnosbaytoT TepmuH INOCA (ischemia and no obstructive coronary artery) [74].

CDaKTOpr, npmusogAauine K nuemmmn Mmmokapaa:

a. OTHOCUTE/IbHAA KOPOHApHasA HeAoCTaTOYHOCTb (YMeHblleHMe pe3epBa KOPOHAPHOro KPOBOTOKA Npu
Bblpa*KeHHOW runepTpodun);

b. nwemna cybaHaoKapananbHbIX CN0EB MUOKapAa 33 CHET KOMMPEeCCUU UHTPaMypasbHbIX KOPOHAPHbIX
apTepuii;

C. NEePUBACKYNAPHBIM GUOPO3, NPM 3TOM MHTPAMYpPA/IbHbIE KOPOHAPHbIE aPTEPUM HE MOTYT PACLLMPUTLCA BO
Bpems GM3MYECKOM HarpysKku, Korga BospactaeT NoTpebHOCTb MMOKApAa B KUCnopoae u TpebyeTtcs ysennyeHme
KOPOHAPHOTO KPOBOTOKA;

d. BpOXKAEHHaA naToNOrMA KOPOHApHbIX apTepuii - "MUOKapAManbHble MbleYyHble MOCTMKM" ¥
WMHTpPaMypanbHOE Pacro/oKeHUe BETBEN KPYMHbIX KOPOHAPHbIX apTepuii;

€. NOMMUMO MepeYnCieHHbIX NPUYKH, ¥ 15 - 25% naumeHToB HabAAAOT CONYTCTBYIOLWMIA aTepPOCKAEpOos B
aNnKapananbHbIX KOPOHAPHbIX apTepuax (B CTapLiei BO3pacTHOW rpynne nauneHTos).

Y naumeHToB ¢ TKMI mosKeT pa3BmBaTbca MHPapPKT muoKapaa (MM) Kak 2 Tuna (6e3 aTepoTpomb03a), TaK U
1 Tuna. ®aKkTopbl pUcKa pa3BuTMA MHbAPKTa MMOKapaa 2 Tuna y naumeHtos ¢ FTKMIM npeacTtaBneHbl B Tabaunue M9,
Mpunoxenwne 'L, [75 - 90].

Cunppom guchyHkumm JIK



Anactonuueckan GyHKUMA ST MOXKeT BbiTb HapyLUeHa YXKe y HocuTeneil myTaumm, B Aormneptpodpuyeckoi
ctaauu FTKMM - reHotun (+)/deHotumn (-) [91].

Mpn TKMI HapyweHMAa KacarloTCA ABYX OCHOBHbLIX AETePMMHAHT AMACTONMYECKOro HanoaHeHua JIK -
aKTMBHOW penaKkcaumm M pacTAKMMOCTM MUOKapaa. vnepTpodus MUOKapAa per se Bbi3blBAaET HapylleHue
aKTMBHOrO  paccnabneHna. XaoTMYecKoe  pPachoNOXKeHME  COKpPaTUTeNbHbIX 3dnemeHToB  (disarray) w
WMHTEPCTULMANbHBIN GUOBPO3 NPUBOSAT K CHUMKEHWIO nogatamsoctn JIXK, W, Kak cneacteue, K BO3pacTaHUIO
CONpPOTUBAEHMA HAaNoAHeHMIO JIXK 1 NoBbIWEHUIO AaBAeHUA HanoHeHUA. B HavyanbHbIX ctagmax TKMI HapyweHo
TO/IbKO aKTUBHOe paccsiabneHne Muokapga, npu 3Tom gasneHne B JI[T He vyBenudeHo. [lo mepe
nporpeccMpoBaHus runeptpodun, passutva ¢unbpo3a, HapacTaHUA CTENeHW MUTPASIbHOW peryprutauumm,
NpUcoeguHeHUA NWeMNUU MMOKapaa ANacTONMYECKME HAapYLLeHUA HapacTatoT, NPMBOAA K YBEIMYEHUIO AaBNeHUA
B JIN (cooTBeTCTBEHHO, U K yBenuueHuto KO /1K), TakxKe BblpaxKeHHas AMacTo/Myeckas AUCOYHKUMA MOXKeT
NPUBOAUTL K PAa3BUTUIO JIETOYHOM MNEepTEH3MM Y HEKOTOpPbIX nauneHToB (/17 y 50% cumnToMHbIX NaumeHToB) [91
- 96].

Cncrtonmyeckasn d)yHKLI,VIFI JTHK moxeT oLeHMBaTbCA KaK No napameTpam COKPaTUMOCTU, TaK U No 06bEMHbIM
NOKa3aTeNnAM.

- TnobanbHaa cuctonmdeckan GyHkuma J1XK, oueHMBaemas Mo NapameTpam COKPAaTUMOCTH, Y NALMEHTOB C
FKMI cBepxHOpManbHaA, YTO BblpaXkaeTca Bbicokon PBJIK. CneayeT yyecTb, UTO nokasatenb OB npu /1K un
ManeHbKoM J1K MOKeT HEKOPPEKTHO XapaKTepu3oBaTb COKPATMMOCTb. PermoHanbHaa cuctonmyeckaa dyHKuuA
JTK reTteporeHHa: rnnepTpodupoBaHHble cermeHTbl JIHK TMNOKMHETUYHbI (CHUMKEHA CTeneHb CUCTONMYECKOro
yTonweHua n gedopmaumsa), a HerunepTpodMpoBaHHbIE CErMEHTbl MMEHT HOPMAasbHYH/CBEPXHOPMA/bHYHO
COKpPaTMMOCTb.

- O6beMHbIM NoOKasaTesieM cucTosimdeckor GpyHkummn 1K aBnsetca BenMdYnHa ygapHoro obbema (YO). Mpwu
FTKMN u ymeHbweHHoM JIK (manbin KOO) YO cHUXeH, HecmoTpA Ha BbicoKylo @BJIXK. Takske CHUMKeHa
BO3MOXHOCTb npupocTta YO npu pusmnyeckon Harpyske.

- Cuctonmyeckan yHKums J1XK, aHannsnpyemas no CUCTOIMYECKON Aedopmaumm, MOMKET BbiTb HapyLleHa
ye y Hocuteneit FTIKMIM-myTaumm, Ha gormneptpoduyeckoi ctaanu.

- Mpu nporpeccupoBaHun 3abosieBaHMs (HeraTMBHoe pemogenupoBaHue, adverse remodeling) B
AMNaTaUMOHHOW cTaaumn HabnogaeTca ymeHblleHWe cTeneHu runepTpodum ("BbiropaHue"), conposoxagaemoe
CHUXKeHMem obuen cokpaTumocTtu JIK (OB < 50%) [21, 24, 92 - 94, 97 - 101].

MX npu TKMN

Y 30 - 44% nauuwentoB ¢ TKMIM Habntogatotca CTPYKTYPHble M PYHKUMOHANbHbIE HapyweHua B K.
Kputepmem runeptpodum muokapaa MHK cuutaetca yBennyeHme ToAawmHbl cTeHkM MK > 5 mm. ToawmHa
MuoKapga MK > 10 mm cumTaeTca skcTpemanbHom MK [102].

fmneptpodua MK B e ANHUYHBIX C/lydanx ObiBaeT M30IMPOBaAHHOM, 6e3 [J1}K.

CTpyKTypHOe pemogenunposaHue MK B 15 - 90% npuBoAUT K BHYTPUIKENYAOUKOBON 0OCTPYKUUM, KOTOpas
MOXKeT bbITb Ha YPOBHE CPpeAuHHbIX cermeHToB MMM nan Ha ypoBHe BbixogHoro TpakTa MK [103]. Kputepuem
Hannuusa obcTpykumm BTMK cumMTaeTca yBennyeHue rpagmeHTa gasneHuns B BTMNK > 16 mm pT. cT. B noKoe [104].

Cuctonunyeckaa amcoyHKuma MK npoasnseTca ymeHblleHMeM NpoaosibHon aedopmauun MAK; npu stom
Apyrue nokasartenu cuctonndeckoin dyHkumm MK (TAPSE 1 s'naTtepanbHoM YacTu TPUKYCNMAANLHOTO KO/bLaA), Kak
npaBuo, B Npeaeiax HopMasibHbIX 3HA4YEHWUN.

Onactonnueckan aucoyHkuma MK B HauanbHbIX cTaanax xapaktepusyerca E/A < 1, ysennyeHnem RV DecT
(Bpemsa 3amegneHMs KpoBOTOKa B ¢asy paHHero HanosHeHnua M), E/e' > 6,0. loKasaHo, 4YTO Hanuuue
aunactonmyeckon anchyHKumm MK asnaetca npeamktopom BCC n XCH [96, 102 - 109].



BHe3anHaA cepaevHan cmepTtb

B ocHoBe naTtoreHe3a BCC neaT ¢aTanbHble HapylweHUs pUTMa, Bbi3BaHHble UWEMMWEH MUOoKapaa u
aNeKTpuyeckoi HectabunbHocTblo. BCC yawe obycnosneHa P (62,4%), bpaguaputmuamm (16,5%), KT tina
"Torsades de pointes" (12,7%), KT (8,3%) n acuctonuei [79, 110 - 121].

CuHKonbl

CVHKONaNbHbIE COCTOAHUA MOTYT ObiTb 0OYC/NOBAEHbI KaK apUTMUYECKMMM, TaK U FreMOSMHAMUYECKMMMU
npuynHamu. K remoanHaMUYECKMM MPUYMHAM OTHOCAT CUTyaTUBHOE YBesiMdeHue ob6cTpykuum BT/TK
(dm3myeckan Harpyska), Bbi3biBaloliee 3HAYMMOE YMeHblUeHWe yaapHoro obbema W nageHwe Afl, a TaKxke
CHUXKeHMe nepudeprnyeckoro COMNPOTUBAEHUA B pe3y/bTaTe HeaAeKBAaTHOM Bas3o4MAaTauMKM, B TOM 4ucae
Ba3oBara/sibHble 06mopoku [122 - 125].

dubpunnauuna npegceppuin
dakTOpbI:

a. "npeacepaHas muonatva" - nokasaHo, YTo OyHKuMA JIM HapyweHa y HocuTenenl MyTauuu B
[OOK/IMHMYECKOM CTagun A0 pasButua runeptpooun [126].

b. cTpyKkTypHOEe (gMnataums) n dyHKUMOHaNbHOE pemoaenuposaHue /1M, npusoadilee K 3N1eKTPUYECKon
HecTabunbHOCTU

C. UHTepcTMUManbHbIN pubpos JIM [127, 128].

XpoHuueckan ceppeyHan Heg0CTaTOYHOCTb

dakTOpbI:

a. yMeHbLeHHbIn 1K (manbiit KOO) 1, HecmoTps Ha BbicoKyto B/, manbiii YO JTK;
b. HecnocobHOCTb yBENNYUTL B AOIXKHOM cTeneHn YO npu pusnyeckom Harpyske;

c. obcTpyKuma BT/IXK, BHOcALWaA BKNag, B yMmeHblueHue YO,

d. cuctonnueckana gucoyHkuma JIXK npu nporpeccupoBaHnn FKMIM, ocobeHHO B AMNaTaLUMOHHOW CTaaum
(Mwemuns mmoKapaa, oUccUHXpoHua J1XK);

e. Anactonnyeckan aucoyHkuma 1K (dnbpos muokapaa, nosbiweHne gasneHua s JIM v KA4)
f. MUTpanbHana peryprutauma (BHOCUT BKaZ B NoBbleHWe aasneHus 8 J1M);

g. HapyweHusa putma (PnN);

h. neroyHas runepTeHsums.

[21,92, 101, 127, 129 - 133].

1.3 Anugemunonorusa sabonesaHua nnu cocroaHua (rpynnbl 3a6onesaHnii N COCTOAHUIN)
Mpu TKMTI HeT YeTKol reorpadryeckoi, STHUYECKOMN UM NONOBOM CTPYKTYPbI pacnpeseneHus.

TKMI - npaKTU4YeCcKn eaUHCTBEHHOE KapanoBacKyiAapHoe 3aboneBaHne, KOTOpoe MOMKET MaHUbecTUpoBaTb
B lobOM Bo3pacTe YenoBeka OT MaageH4YecTBa Ao rnybokon ctapocTu (c nepsbix gHen ao 90 u bonee net); npu
3TOM cpeAHUii BO3pacT NauMeHToB Npu YCTaHOBKe AnarHo3a coctasnseT 30 - 40 nert.



CornacHo pAaHHbIM  3NUAEMWOSIOTMYECKUX WCCNEAO0BAHWUA, NPOBOAMMbBIX B PasHbIX YacTAX CBETa,
pacnpocTpaHeHHocTb TKMIM cocTaBnsetr 1:500 B obwel nonynaunu. B pasHbIX BO3PACTHbIX KOropTax OHa
Bapbupyetca ot 1:500 go 1:200.

Mpu npumeHeHun 6osiee YYBCTBUTENbHbIX MeTOAOB Buayanusauum (MPT, KT) n 6onee wunpokom
MCMNO/Ib30BaHUN TEHETUYECKOTO TECTUPOBAHMA M KAaCKAAHOTO CKPUHUHIA AN POACTBEHHMKOB NEPBON NIMHMMU
poacTBa pacnpoctpaHeHHocTb TKMI cooTtBetctByeT 0,6% (1:167).

YacTtoTa B 0bwel nonynauMm npesbiwaeTt BcTpedaemoctb FTKMI B KapaAnOoOrMyeckon npakTuKe, Tak Kak
60nblWaA 4acTb MNAUMEHTOB OCTAeTCA HeuaeHTUOUUMPOBaHHOM BBUAY beccumnTomHOCTU. [pu BbiABAEHUM
rmneptTpodun cepaua B CTaplMx BO3PACTHbIX TPYyNNax v TonwmHe cteHku JIK 12 mm 1 6onee Heobxoanmo
YUYUTbIBaTb BO3MOXKHOCTb peHoKonuii FTKMI n sBTopuuHoit 1K [3, 4, 28, 31, 134, 135].

1.4 OcobeHHOCTM KoaUpoBaHUA 3a60a1eBaHMA MAKN COCTOAHUA (rpynnbl 3a6oneBaHUii UK COCTOAHMIA) No
Me3KAayHapoAHOI cTaTUCTUUECKOM Knaccudukaumum 6onesHeli u npobaem, CBA3aHHbIX CO 3/,0POBbEM

142.1 - O6CTPYKTUBHAA rMnepTpoduUeckan Kapanommonatus.,

142.2 - Opyrasa runeptpoduyeckan KapamommonaTms.

1.5 Knaccudukaumsa 3abonesaHuna nam coctoaHusa (rpynnbl 3a6oaeBaHUii LN COCTOAHUN)

B noBcegHEBHON KAMHMYECKON MPAKTUKE MNPUMEHAIOT HECKONIbKO KAACCUPUKAUMOHHBIX MNOAXOA0B -
KNMHUYECKWNIA, TeMOANHAMMYECKNI, MOPDOIOrMYECKUI, FEHETUYECKUIA.

KnnHnyeckme sapuaHTbl TedeHmna FTKMI - cm. pasgen 1.6.

FemoauHamuuecKkuii npuHUMN Knaccupukaumm

B 3aBMCMMOCTM OT HaAMuMAa WAW OTCyTCTBUMA O6CTPYKUMM BT/IXK B MOKOe M Npu Harpyske BbIAENAOT
cnepyowme sapuaHtbl TKMI:

- HeobcTpykTMBHasa TKMNM: 4, 8 BT/TXK < 30 Mm pT. CT. B MOKOE M NPU HArpysKke
- 0b6cTpykTMBHaA FTKMNM: T4 8 BT/TK > 30 (50) mm pT. CT. B MNOKOE M NpU HarpyskKe.
- nateHTHas obcTpykuma: I 8 BT/TK < 30 B nokoe 1 > 30 (50) mm pT. CT. Npu Harpyske.

(noapobHee Kputepumn obcTpykumnm BT/IK cm. B pasgene "[uarHoctmka")
Mopdonornueckmii npuHumn Knaccudurkaumum FrKMnM

1. AcummeTpuuHasa ¢opma FrKMM

a. f'mnepTtpodus MMM (+/- BoBneyeHue MK):
i. bazanbHoM yactn MMM (cybaopTanbHan)
ii. CurmoBumnaHaa MK

iii. TmnepTpodua scet MK

iv. [Boskosbinyknas MMM (aHrn. "reverse curve") - nNpeuMMyLLECTBEHHO CpeaHeXKenyA04YKoBas
runeptpodua MK 6e3 BoBneyeHma ceoboaHom cTeHkun JTK [136, 137]

v. KombununposaHHaa (MM + apyroii otaen JIXK naum M)
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b. AnukanbHasa runeptpodus (+/- cpeamnHHble cermenTbl JTHK)

c. CpegHexenygoukoBasa T'KMIM (c BoBieYeHMEM CPeanHHbIX OTAEeN0B He Tonbko MM, Ho u cBobogHOM
cTeHKu 1K, MK Tvna "necoyHble yacbl"

d. TunepTtpodus apyron cteHkm JIK (6okosas, 3aaHnAnA)

2. CummetpuuHaa ¢opma rKMnN

B oTeuyecTBeHHOM W 3apyberkHO nuTepaType MHOraa Mcnonb3yetca TepmuH "anddysHaa runeptpodus
JIK", nos KOTOpPbIM MOXHO MOHMMaTb KOMBUHUPOBAHHYO (NYHKT 1.a.v.) UM cMMMETPUYHYIO rnnepTpoduto JTK
[138].

Mo cTeneHu BbipaXKeHHOCTU runepTpodumn

1. "YmepeHHan" (B aHrnoaAsbIYHOM nuTepaType ucnonbsyerca TepmuH "mild") - (makcumanbHasa TonwmHa
CTeHKM /XK < 18 mm).

2. NMpomexyTouHas.
3. dKcTpeManbHaa (MakcMmanbHas ToALWMHa cTeHKM JIK = 30 mm).

MpepnoxeHa Knaccudurkaumsa Kapamommonatmni MOGE(s) (2013), KoTopas BblAeNsieT He TOJbKO
"kKnaccuuyeckme" mopdodyHKUMOHANbHbIE GeHOTMNbI (rMnepTpodUYeckuii, AMNaTauUOHHbIN, PEeCTPUKTUBHbIN,
aPUTMOreHHasa ANCNNA3MA, HEKOMMAKTHbIN MMOKap4), HO U cmellaHHble ¢eHoTunol (Npy FKMI - cm. Tabanuy M2,
Mpunoxenwue 3) [15, 43, 139].

1.6 KnmHnuecKkana KapTuHa 3aboneBaHUsa AU COCTOAHUA (rpynnbl 3a6o0n1eBaHUA MU COCTOAHUIN)
FKMI - 3a6o/1eBaHNe, XapaKTePU3YIOLLLEECS BbIPaXKEHHOM reTepOoreHHOCTbIO K/IMHUYECKUX NPOABIEHUA.
KnuHuyeckune BapuaHTbl TedeHua NTKMIM:

1. BCC - moxKeT oTmeyaTbCs nNpu ntobom BapuaHTe TedeHua FTKMI, B Tom uncne 6e3 npeallectsytoLLel
CUMNTOMATUKM (Hanbosiee YacTo BCTPeYaeTca y MOIOAbIX NAUMEHTOB < 35 neT, BK0Yan CNOPTCMEHOB).

2. beccMmnToMHOe TeyeHMe - BCTPeYaeTcs Yy MNaUMEHTOB C UCXOAHO HeobCcTpyKTuBHON dopmoit FTKMIM
(Hebonbluana cTeneHb rMnepTpodMn MMoKapaa, 6e3 conyTcTeyowmx aHomanuii MK). MpoaonKMTeNbHOCTb KU3HM
Y 3TUX MaUMEHTOB Kak B 06Lei nonyaauum - 75 net n 6onee. TakKke 6ECCUMNTOMHBIMW MOTYT BbITb NaLMEHTbI C
HebobLoOoW cTeneHbio 06¢cTpyKuMM BT/TK (B nokoe u/mau npu Harpyske).

3. CumnTOMHOE cTabunbHoe (Ha poHe MmeanKameHTO3HOM Tepanun) 406poKayecTBEHHOE TeYyeHne
a. Yy NAaLMUEHTOB C UCXOAHO HeobcTpyKTMBHOM popmoit FTKMI

b. npu OTKMI ¢ He6onblLON cTeneHbo 0bCTpyKLMK BT/THK.

4. CuMNTOMHOE 0CNOXKHEHHOoe TeyeHne TKMI npoasasetca:

a. dubpunnsaumen npeacepamnin - NapoKCM3mManbHasa, NepcMcTUpyoWas nam noctoaHHas (ot 25 go 30%),
accouMMpPOBaAHHasA C CePAEYHON HEAOCTAaTOYHOCTbIO Pa3/IMYHON CTEMEHU BbIPA’KeHHOCTM U MOBbILWEHHbIM PUCKOM
TPOMB03IMBOIMYECKUX OCNIOKHEHWI, BKIOYAA UHCYNbT

b. XCH - nosBneHue oapblWwKKM, cnabocTm, yTOMAAEMOCTU, B COYETAHMUM, MPECUHKONbI U CUHKOMbI, apUTMUMU.
HapactaHue Tasxkectu XCH go Il - IV ®K (NYHA) npu coxpaHeHHOM cucTonyeckon GyHKumm /K

c. CUHApPOM cTeHoKapauu (B TOM YMcie aTUNKUYHbIN 6onesoli cuHapom) unmn 6esbonesan nwemma. Nwemus



munoKapga npm FKKMIM moxeT ocnoxHATbca UM 2 Tuna.
5. CuMmnTOMHOE Te4yeHWe C HEeraTUBHbIM PEMOAENIMPOBAHUEM

a) "KoHeuHan ctagusa": ganbHeilee NporpeccupoBaHMe ABAEHNIN 3aCTOMHOM cepAeUYHON HegOCTaTOYHOCTH,
CBA3aHHOM C HEraTMBHbIM PEMOAENMPOBAHMEM U BblPaXKEHHON CUCTONMYECKOM W/MAM  AMacToNMYecKom
ancoyHrument K (beHotunbl TKMM + AKMM uan TKMM + PKMM).

6) Pa3BuTMe BepxylweyHoi aHeBpuambl JIXK - npu obCTpyKumm cpegHeit yactu nonoctn JIK (peakuii
BapuaHT TedyeHuns FTKKMIM).

dopmanmsoBaHHbIM Noaxod, npeanoxeHHblin Rowin E.J., Maron M.S. u coaBsT. [140], K oUeHKe BapMaHTOB
K/NIMHUYECKOro TeYeHUn npeanaraeTt yunTbiBaTb Y NauMeHTa ogHoro u 6onee ogHoro cuHgpoma (XCH + &n), (XCH
+ BCC), (N + BCC), (XCH + &N + BCC) n ucnonb3oBaHWe TepMmnHa "nporpeccupytowiee TeyeHme CMMNTOMHOM
rkmMn".

OCHOBHble  KAMHUKO-MOpPdONOrMyeckme BapuaHTbl TeyeHUMa W ucxodbl 3abonesaHusa npu TKMN
npeacrasneHbl B Tabavue MN13, Npunoxkenune 'l 3, 4, 24, 29, 34, 97, 98, 116, 138, 140 - 151].

2. AnarHocTuKa

Kputepun gunarHosa rkKmn

Kputepmem guarHosa TKMI y B3pocabix ABASETCA yBeNMYEHME TONWMHDBI CTeHKKU JTK B ogHOM mnm 6onee

cermeHtax = 15 mm (onpepensemoe no6bIM BU3YyanM3UPYOLWMM MeTodom - IXOKI/MPT/KT), KoTopasa He
OODBACHAETCA MCKNIOUUTENIbHO YBENMYEHMEM HArpy3KuM fasneHnem. Y poAcTBEHHWMKOB NpobaHaa Kputepuem
amnarHosa KM asnaeTca TonlwmHa cteHkn J1XK, pasHana 13 - 14 mm [4].

[OnarHocTMKa MOXKeT ObiTb 3aTpyaHeHa B cuTyaumsax codetaHma TKMIM mn AT, y cnoptcmeHoB U ap. Takxke
amnarHos FTKMIM TpebyeT nckaouenus deHokonun FTKMIM (cm. pasgen "TKMM n Alr').

Kputepuem Bosneyenusa MK npun TKMI1 asnaetca ysennyeHne TonwmHbl cTeHkn MK > 5 mm, a TonwmHa
MuoKapga MK > 10 mm cumTaeTca skcTpemanbHoi MK [134, 152].

Kputepnem puarHosa obctpyktnsHoit TKMI 601blIMHCTBO eBpONENCKUX uccnenosBatenein cumtaet [ B
BT/IK = 30 Mm pT. CT., B MOKoe WAM nposouupyembiii. T, = 50 MM pPT. CT. cCYATaeTcA KpuUTepuem
remMoAanHaMM4Yeckn s3Haunmom obctpykumm [4, 153].

AMepUKaHCKMe nccnenoBaTenn Kputepunem gumarHosa obctpyktnsHo TKMIM cumtatot I, 8 BT/TK 2 50 Mm
pT. CT., B NOKOe MAW MpoBouMpyemMbli. [na NpoBOKaUMW nNpeasiaraetca HarpysouyHas npoba, a He npoba
Banbcanbsbl, T.K. 6bI10 NOKa3aHo, YTo NPoba BanbcanbBbl He 06/1343eT AOCTAaTOYHOM YyBCTBUTEbHOCTLIO [3, 4,
154].

Mpu FTKMIM, Kpome cybaopTanbHOM OBCTPYKLMM, MOXKET HabNto4aTbCA CpeaHeKenyao4KoBas 0bCcTpyKuma
(v30nMpoBaHHaA MAKM B coveTaHMm ¢ cybaopTanbHoi). Kputepua [ ans cpegHexenysoukoBoin 0BCTPyKUMKN He
BblpaboTaHo.

Kputepmem obcTpykumnmn BTMHK cuntaetcs ysenmueHume ' 8 BTIMHK > 16 mm pT. cT. B nokoe [104].
2.1 anobbl 1 aHamHe3

- Y Bcex NaUMeEHTOB PEKOMEHA0BaH AeTaNbHbI aHanu3 Xanob u aHamHesa [1, 3, 4, 79, 155, 156].
EOK HeT (YA4,5 VYP C)

KOMMEHTapMﬁ: MHOIrme naymeHTbl He UMEeKT *Kanob nanm oHM MmanosHaunTesbHbl. B Takmx Cydaax AnarHos



CTaBUTCA cnyqaﬁHo UAn No pe3ysibTataM CKPUHUHTa.

[oneH 6bITb peLleH BONpoc 06 OTANYUN UCTUHHOTO OTCYTCTBMA CMMNTOMOB OT aganTaluMm 3a cyeT obpasa
XU3HKU, NyTEM MNPOBEAEHMA TecTa C MaKCMMaJbHOM MepeHOCUMMON (GU3MYECKON HarpysKom W OUEHKM
6nomapkepos XCH B AMHamuKe.

B pasBepHyTOM cTagum 3aboneBaHua npu TKMI Hambonee yacTbiMM Kanobamu ABAAIOTCA OAbILIKA,
CHUXXeHMe TonepaHTHocTM K ®H, pasHoobpasHbie 6osieBble OLYLEHUA B FPYAHOM KNeTKe KapAnaarnmvyeckoro
U/VNN CTEHOKaPAUTUYECKOTO XapaKTepa, HapyleHusa puUTMa cepaedvHoin aeatenbHoctTn (nepebou, ydyauleHHoe
cepauebreHune), ronoBOKPYKEHNE, MPECUHKOMNbI U CUHKOMbI.

BaHO MOMHUTb, YTO MaHUdecTauma KANHUYECKUX npoasaeHnin TKMI B Mono4omM U MOXKUAOM BO3pacTe
MMeeT CyLeCTBEHHbIE pa3nnymA.

Monogoit BO3pacT accoumMmpoBaH ¢ cemMeliHon Gopmoli 3aboneBaHNs N ABNSETCA BaXKHON OeTEPMUHAHTOM
TAXKECTU TEUEHUA, PUCKA HEMKENATeNbHbIX KapAMOBaCKyNAPHbIX COBLITUN, f0Ka3aHHbIM paKkTopom pucka BCC.

HeobxoaMmo y4uTbiBaTb BCE, B TOM 4YMCNEe AOMNOSHUTENbHbIE "HOBbIE", dpakTopbl pucka BCC, ocobeHHO Yy
HOCUTE/Iel NaToreHHbIX BapMaHTOB, B TOM YMC/E Y POACTBEHHUKOB npobaHaa - reHotun(+)/peHotun(-) (cm. cooTs.
pa3saenbl)

Mpu cbope cemertHOro aHamHesa obpaLlaloT BHUMaHWE Ha To, Obliv 1N y POACTBEHHUKOB YKa3aHuA Ha BCC,
XCH, cMHKONa/bHble COCTOAHUA, UMNAAHTMPOBaHHble IKC, MHCYNIbT B MONOAOM BO3PacTe M Apyrne CUCTEMHbIE
3abo0s1eBaHuA.

Mounoit BO3pacT accouMmpoBaH C HecemelHoi ¢opmon 3aboneBaHMA M KomopbuaHocTbio (AT,
NMT/oxuperne, aucamnuaemms, UB6C).

2.2 dusukanbHoe obcnepgosaHue

- Y BCex MauMeHTOB peKkoMeHAayeTca CTaHAapTHoe ¢u3MKanbHoe obcnegoBaHMeE cepae4vHO-COCYAMCTON
CUCTEMbI, BK/lOYalollee ayCcKy/bTauuio cepgua, nsmepeHue AL (npu HeobXoAMMOCTM - MOBTOPHOE, a TaK¥Ke
Niexka, cuan, ctos), nanbnaumio nyabca, namepeHme YCC (npu ©N - aedmumt nynbca) [3, 4, 157 - 161].

yaoasyypcC

KoMMeHTapuin: 0CHOBHOM AMArHOCTUYECKUIA NpU3HaK obcTpykTnBHOM TKMI - rpy6biii CUCTONMYECKUI LIYM
BbIOPOCA, KOTOPbIN BbIABAAIOT HAA BCEM MOBEPXHOCTbIO CepALd, C MAKCMMyMOM Ha BEPXYLUKE WU B YETBEPTOM
mexpebepbe cnesa OT rpyauHbl. CUCTONMYECKUIA LIYM - HU3KOYACTOTHbIN, HOCUT XapaKTep KpelleHao-
OEKpeLLeHo, BbICAYLWMBAETCA BAO/Ib /JIEBOFO Kpas TFPyAuHbl M YCWIMBAaEeTCAa Noj Bo3aencTesumem ¢$aKkTopos,
YBENIMUMBAOWMX  BHYTPUIKENYLOYKOBLIA FPagMeHT L[aB/EeHMA: Nepexos B BePTUKANbHOE MOJIOXKEHWE,
AOnHamuyeckaa dusmMyecKkan Harpyska, Taxmkapausa, npuem nuium, npoba Banbcanbebl, Npuem nepudepuyeckmx
BA30AMIAaTAaTOPOB.

BO/IbLIMHCTBO MaumeHToB ¢ obcTpyKumen BT/IIK TaKkKe MMEIOT ayCKyNbTaTUBHbIE NMPW3HAKM MUTPAJSIbHOM
peryprutauyn. Co CTOPOHbI Apyrux cuctem v opraHoB npy TKMIM 0BblMHO KAMHUYECKM 3HAUYMMBbIX OTKIOHEH U HET
[3, 4, 157, 162].

Y naumeHToB ¢ 06CTpyKumelrt BT/ 4yacTo BbIABAAETCA HEYCTOMYMBOCTb apTepuasbHOro nysbca
(3HaumTenbHble KonebaHua YCC B OpTOCTa3e U KAMHOCTa3e, BO Bpemsi 604PCTBOBAHMA U CHA).

- PekomeHayeTcAa 06paTUTb BHMMaHWe Ha BHecepaeyHble NpoasieHWA 3aboneBaHuA, yKasbiBalowme Ha
deHokonun TKMI [37, 43, 44, 46, 47,49 - 51, 58 - 60, 163 - 166].

EOK IB (YA, 4 YYP C)



2.3 NlabopaTopHbie guarHocTu4ecKue uccnepoBaHua

- Y Bcex naumeHtoB ¢ TKMI gns BbiABAEHMA CONYTCTBYHOWMX 3ab01eBaHMIA peKoMeHAyeTCs PYTUHHOe
nabopatopHoe o06cneaoBaHUE, BK/AOYAOWEE KAWMHUYECKUA aHa/iM3 KPoBM M 0OWMIA  aHanM3  MouM,
BMOXMMUYECKUIA aHANU3 KPOBU (XONECTePUH, TPUrAULEPUAbI, Kanun, HaTpuin, ACT, AT, MOYEBUHA, KPEATUHWH,
6unnpybuH, raokosa) [3, 4, 167].

YOO, 5YYP C

KommeHTapuin: pyTMHHOE flabopatopHoe obcneaoBaHMe NOMOraeT BbiABUTb CONYTCTBYOLLME 3aboneBaHus,
KOTOPbIE MOTYT BbI3BaTb UAU YCYrybUTb MMOKapAMaNbHYIO ANCPYHKLINIO N COCTOAHME NaLMeHTa.

OnpegeneHne KoHUeHTpauun N-TeEpMMHANBHOTO MNPO-MO3roBOrO HaTpuilypeTtuyeckoro nentuga (Nt-
proBNP) 1 BbicokocneundUyHOro cepAeyHoro TPOMOHMHA B MNJIasmMe He BXOAUT B PYTMHHOe sabopaTopHoe
obcnefoBaHne, OAHAKO WX BbICOKME YPOBHM acCOLMMPOBaHbl C BbipaxeHHocTblo A4, /1K, TaxecTbio
bYHKLUMOHANbHBIX HAapYLIEHWI (MWwemun mruokapaa, nporpeccupoBaHme XCH) n HebnaronpuaTHbIM NPOrHo3om [4,
32, 34,92, 96, 141, 168].

- MNMpn nopospeHuUM Ha KOHKpeTHylo d¢eHokonuio FTKMI ¢ uenbio npoBeaeHua audpdepeHunanbHoro
AMarHo3sa pekomeHayeTca cneuunanbHoe nabopatopHoe obcnegosanue. [3, 4, 44, 46, 47, 59, 60, 64, 92, 163, 169].

EOK IC(YAA 1YYP Q)

KommeHTapuit: HeKoTopble NMoOKa3aTenu, NO3BOAAIOWME NPEANONOKNUTb KOHKPETHbIN AMarHo3 ¢deHoKonmm
FKMIM, npuseneHsbl B Tabauue M1, NpunoxkeHue M.

FTKMM - 3To amarHo3 uckntoveHunsa. deHokonum, BTOpUUHbIE U cneumduueckue npuumHol FIK n XK
OO/KHbI ObITb UCKNHOYEHDI.

C'rpa'rerml reHeTn4ecCcKoro TeCTuposaHumA n cemeitHoro CKPWUHUMHra

- MeguKo-reHeTuYeckoe KOHCYIbTUPOBaHNE PEKOMEHA0BaHO NPOBOANUTL NPOPecCMoHaNamm, 0byYeHHbIMM
B 3TOW cneumManbHOM 061acTu N paboTaroWmMMmn B MyIbTUANCUMNANHAPHOM KomaHae [3, 4, 30].

EOK I1aC (YAA4, 5 YYP Q)

- MeauKo-reHeTUYeCKoe KOHCY/NbTUPOBaHME PEKOMEHAOBaHO NPoBOAUTL BceM naumeHTam ¢ FTKMIM ¢
Leblo BbIABNEHUSA NPUYMHHOM MmyTauuum [3, 4, 18,17, 27, 30, 31, 116, 170 - 173].

EOK IB (YA, 5 YYP C)

KommeHTapuit: BCce nauueHTbl A0/XHbl OblTb MNOJHOLEHHO OCBEAOMJIEHbI O CMbIC/IE M 3HAYUMOCTM
CKPWHWHIA, BO3MOMHbIX €ro pesyabTaTaX, WX K/JAMHMYECKOM 3Ha4YeHMM, a TaK¥e B Le/oM O Bonpocax
Hac/neACTBEHHOCTU CepAeYHO-COCYANUCTbIX 3a60N1eBaHN.

PeKomeHAaumMm no reHeTUYECKOMY TeCTUPOBaHMUIO NPo6aHaoB

- PexkomeHayeTcs, 4TOBbl reHeTUMYECKOe TecTUPOBaHWE BbIMOAHANOCHL B  CepTUOMLUPOBAHHbIX
AMarHOCTMYeCKMX nabopaTopuax C IKCMEPTHbIMW HaBblKamMKM B MHTEpnpeTauMmM MyTauui, CBA3aHHbLIX C
Kapamomuonatuamum [17, 19, 27, 30, 31, 116, 171, 172].

EOK IC (YA, 5 YYP C)

- Mpu nopospeHMM Ha KOHKpeTHyt deHokonuiwo TKMI ¢ uenbto nposeaeHus anddepeHunanbHOro
[MarHosa pekoMeHayeTcs reHeTUYeckoe TectupoBaHue [3, 4, 18, 27, 30, 31, 46, 51, 59, 60, 171].

EOK IB (Y4 5, YYP C)



KoMmMeHTapui: reHeTUYecKoe TecTMpoBaHue y naumeHToB ¢ [/ HeacHoro reHesa U TOALWMWHOM CTEeHKK 13 -
14 MM peKOoMeHZOoBaHO MNpoOBOAUTb TONAbKO MNocne pgetanbHoro obcnegoBaHus  (BKAtoyas MPT ¢
KOHTPACTUPOBaAHMEM) N KOHCUAINYMA MYNbTUAUCLUNANHAPHON KOMaHAOM CNeunanmncTos.

- [lMocmepTHOe reHeTUYecKoe uccneaoBaHMe 060pasyoB 3aKOHCEPBMPOBAHHbLIX TKaHen wam  [OHK
PEKOMEHA0BAHO NPOBOAUTL AJ1S YMEPLUMX NaLMEHTOB ¢ naTomopdonornyeckn noarsepxaeHHon F'KMIM, uyTobbi
MMETb BO3MOHOCTb BbINOJIHUTb KacKaAHbli reHETUYECKUI CKPUHUHT POACTBEHHMKOB [3, 4, 27, 30, 163].

EOK I1aC (YAA,5 YYP C)

KommeHTapuit: npoBeaeHne reHeTm4yeckoro cKpuHuHra npu FTKMIT MOMKeT HOCUTb AMarHOCTUYECKUI WU
NpPeauKTUBHbLIV XapaKTep.

B nepBom cny4yae reHeTn4yeCKkada ANarHOoCTuKa ABAAETCA YaCTblo MHCTPYMEHTOB ANArHOCTUYECKOTo NOUNCKa U
npmusBaHa NMOMOYb B noAaTrBepXAeHUU AOUNarHo3a rKMnN npu Hananymu CTepTOﬁ MU HEenoJIHON KJMHUYEeCKom
KapTUHbI, @ TaKXe Npn Haan4nm CUCTEMHbDIX I'IpOHBIIeHVIl\/‘I 3abonesaHma naun ANnAa NCKNKYeHUA (IDEHOKOHMVI FTKMN
[1-4,14,15].

OueHKa BK/aZa KOHKPETHOro TFeHeTUYECKOro BapuaHTa [AOJ/IKHA NpPOBOAMTBCA B COOTBETCTBMM C
pekomeHZauUMaAMN AMEepPUKaHCKOW Koalermn meauumHckon reHetukn (American College of Medical Genetics and
Genomics - ACMG) ot 2015 roaa, oTe4ecTBeHHbIMU peKomeHaaumMaAMn, pa3paboTaHHbIMU Ha UX OCHOBE, a TaKXKe
pPAAOM UX MOAMOUKALMIA M AONONHEHWI, pa3paboTaHHbIX 4NA OTAENbHO B3ATbIX reHos [30].

Mpu TKMM, B [ONOAHEHWE K BbllENepPeYncIeHHbIM MUCTOYHUKAM, 06A3aTeNbHbIM AOKYMEHTOM AAs
MHTepnpeTaunn pesynbTaToB reHeTUYECKOro nccneoBaHUA ABNAETCA PYKOBOACTBO MO OLLEeHKe BapUaHTOB B reHe
MYH7 [8].

OueHKa naTOreHHOM 3HaYMMOCTM BbIIBNIEHHbIX BapMaHTOB [OJIXHA MPOUCXOoAMTb C 06s3aTeNbHbiM
MCNO/Ib30BaHUEM MeXAyHapoaHbiX 6a3 AaHHbIX O YacTOTe W NaTOreHHOW PON FreHEeTUYECKUX BapUaHTOB, TakmUX
KaK Clinvar, ClinGen, Varsome, Exac, and Gnomad [22, 23].

PekomeHgauuu No reHETUYECKOMY U KIMHUYECKOMY TeCTUPOBAHUIO B3POC/IbIX POACTBEHHUKOB

- KacKkagHblii  reHeTUYeCcKMn  CKPUHWHI  Mnocie  npeaBapuUTeNbHOrO0  MegMKO-FeHEeTUYECKOro
KOHCY/IbTUPOBAHUA PEKOMEHAYETCA B3POC/bIM POACTBEHHUKAM NEPBOM CTeNeHM POACTBA NALMEHTOB, UMEIOLLMX
ABHYIO NaToreHHyto myTauumto [3, 4, 8, 18, 27, 31, 174].

EOK IB (YOA4 5 YYP C)

- KnuHuueckoe obcneposaHue, Bkatoyatowiee IKI, IXOKI u anutenbHoe aguMHamumyeckoe HabnogeHue
PEKOMEHA0BAHO POACTBEHHMKAM MNEpBOM CTEMeHW POACTBA, Y KOTOPbIX BblAB/AEHA Ta e ABHAA NaToreHHas
myTauma, Yyto n y npobaHaa [3, 4, 18, 27, 149, 150, 172, 174].

EOK IC (YOA 5 YYP C)

- PoacTBeHHUKOB NepBOM cTeneHn poacTBa, Y KOTOPbIX HE BbISIB/IEHA Ta Ke ABHAA NaToreHHas myTaumsa, 4To
M y npobaHaa, peKoMeHAyeTcs BbIBECTU U3 fafibHENLEero AMHaMUYeCcKoro HabaaeHNs, HO C peKoMeHaaumen
0bpaTMTbCA 3a MOBTOPHbIM 06CNEeA0BaHMEM, €C/IM Y HUX PA30BbIOTCA CUMMMNTOMbI WM MOABATCA HOBblE
peneBaHTHble gaHHble [3, 4, 27, 28, 170, 174].

EOK I1aB (YA, 5 YYP C)

- Ecnv ABHOM naToreHHoM myTauuun y npobaHaa He BbiABAEHO UM FeHETUYECKNI CKPUHUHT He NPoBoANICS,
KAUHUYeckoe obcneposaHme ¢ KM n IXOKI peKkomeHA0BaHO MPeafioXUTb POACTBEHHWKAM MEepPBOM CTeneHu
poAcTBa Kaxaple 2 - 5 neT (Mam 6 - 12 mecAues, ecAn UMEeHTCA AMarHOCTUYECKM He3Haunmmble aHomanuu) [3, 4,
27, 174].



EOK llaC (Y44, 5 YYP C)

KomMMeHTapuit: NpeauKTUBHbIA TEHETUYECKMI CKPUHWHT OCHOBAaH Ha WCMNO/Ab30BaHWWM WHPOpMauumn o
KOHKPETHOM reHeTMYecKkol npuynHe 3aboneBaHusA, ugeHTUOUMUMpOBaHHOW y npobaHaa, ONa onpeaeneHus
HOCMTENbCTBA [aHHOrO0 BapuaHTa y ero poacTBEHHMKOB. Lleiblo AaHHOrO CKPWHWHIA ABAAETCA onpegesieHne
HeobXoAMMOCTN PEeryiapHOM AucnaHcepys3auMmM M NPULEbHOro  KAMHWYECKoro HabawogeHus B caydae
HOCMTE/IbCTBA MATOrEHHOro BapWaHTa, a TaKkKe UCKIoYeHne HeobX0AMMOCTM TaKoro CKPUHWUHIA MpU OTCYTCTBUM
HOCMTe/IbCTBa MaTOreHHOro BapuaHTa.

Mpu npoBeAeHUN KACKAOHOTO CKPUHWMHIA 4YEHOB ceMbu npobaHAa peKoMeHZyeTcA coyeTaTb ero ¢
KNMHUYECKUM 0b6cneaoBaHMEeM CepAeyHO-COCYAUCTON CUCTEMbl (aHamMHecTUYecknme pAaHHble, OB6BEKTUBHbIN
ocmoTp, IKI 1 IXOKT - cm. Tabanuy M8, MpunoxkeHue IN'l) ana onpeaeneHus cerperaumm BblisBIEHHONO BapuaHTa
¢ deHoTMNOM 3ab0NEBAHNA UAM ANA UCKNOYEHUA AaHHOM cerperaumm. JaHHaa nHpopmauma MoxKeT BbiTb BaXKHa
NnpW OLLEeHKe CTEMEHM MNAaTOreHHOCTU BbIIBJIEHHbIX BAPMAHTOB M UX KNaccMdUKaLMKM B COOTBETCTBME C KPUTEPUAMMU
AMepUKaHCKoM Konnernn meanumHckon reHetnkm (American College of Medical Genetics and Genomics - ACMG)
[22].

CywecTsyeT "6annbHas moaenb" NPOrHo3MPOBaHUA BEPOATHOCTM OBHAPYKEHMA TeHETUYECKMX BapMaHTOB B
reHax, Haunbonee pacnpoctpaHeHHbIX Npy FTKMI, KoTopas BKAKOYaEeT BO3pacT NaLMeHTa, XEHCKUI Noa, Haimume
apTepuanbHoi runepteHsun, mopdosormio MMM no Tuny "reverse curve" M COOTHOWEHME TOALWMHBI

MMM/3CMK. Cymma 6annos < 2 npefcKasbiBaeT HU3KYIO BEPOATHOCTb OBHaPYKeHMA reHeTUYeCKUX BapUaHTOB B
NPUYNHHbLIX reHax, Hanbonee pacnpoctpaHeHHbix npu TKMM (tabanua M1, Npunoxexune 2) [8, 29, 93, 144, 170,
175].

2.4 UHcTpyMeHTaNnbHble AUarHoCcTU4ecKme uccneaoBaHusa

AneKkTpoKapauorpapmua u moHutopuposaHue KT

- NpoBeaeHue 3KI (B 12 oTBeAeHMAX) peKOMeHAyeTca Npu nepsMYHomM obcnesoBaHUM BCEX MALMEHTOB C
nogo3speHvem Ha TlKMI 1 B npouecce agnHamu4yeckoro HabnoaeHus [3, 4, 160, 176 - 180].

EOK IB (YA, 5 YYP C)

- Bcem nauneHtam ¢ TKMI npu yxyaweHUn cMMNTOMATUKM PEKOMEHAYETCA NOBTOPHAA pernctpauma KT ¢
Le/1bto BbISIBNEHWUS HAPYLUEHWUI CEPAEYHOIO PUTMA M NPOBOANMOCTM, ULLEMUN MUOKapaa [3, 4, 160, 176 - 179].

EOK IB (YOA4 5 YYP C)

- Pernctpaums IKI pekomeHAyeTcA KaK KOMMOHEHT CKPWUHWHI-anroputma y pPOACTBEHHWKOB MNepBOW
cTeneHu poacTea nauuneHtos ¢ FTKMIM [3, 4, 27, 135, 160, 170, 174, 177].

EOK IC (YA, 5 YYP C)

- XM3KI' pekomeHayeTca Bcem naumeHtam ¢ TKMI, B TOM 4yncne aCMMNTOMHbIM, C Le/Ibl0 BblABAEHNA
HapylweHuli putma cepaua (PN u XKT) n nposogumocTn ana ctpatudukaymm pucka BCC u otbopa KaHAMAaToB
ana umnnadtauum MKO*** (3,4, 112, 114, 161, 181 - 183].

yaoasyypcC

- NpoBeaeHne XMIKI (oNnTMManbHO NPOAONKUTENBHOCTbIO 48 - 72 Yaca) pekoMeHayeTca Npu NepBUYHOM
KNMHUYecKom obcnegoBaHuu U Kaxkaple 12 - 24 mecaua [4, 161, 176, 181, 184].

EOK I1aC (YAA,5 YYP C)

- PeKomMeHA40BaHO MCNO/b30BaHME NET/IEBOrO PErmcTpaTopa C Le/bio BbiABAEHUA HapyLWeHUI cepaedHoro
pUTMa y NALLMEHTOB C *Kanobamu Ha YacTble cepaLebreHunsn, y KOTopbIX NP AJUTEIbHOM MOHUTOPUPOBaHUK IKI



NPUYMHA OCTanacb HeyToOYHeHHoM [3, 4, 20, 185 - 187].
EOK llaC (Y44, 5 YYP C)

KoMmeHTapuii: afeKkBaTHaA OLLEHKA HapyleHWn puTMa M NPOBOAMMOCTM KPUTUYECKM Heobxoauma pns
cTpatnduKkaumm pucka BCC, noaTomy B HEKOTOPLIX CAy4Yasax Heobxoamm pganTenbHbli IKM-MOHUTOPUHT. Kpome
PYTUHHOFO CYTOYHOrO0 MOHUTOPMpPOBaHMA K[, BO3MOMKHbI BapnaHTbl: 48/72-4acoBO MOHWUTOPUHE, HaPYKHbIN
NneT/sIeBO PEerucTpaTop, PerucTpatop cobbITUM, MMNAAHTUPYEMbIM neTneBoi peructpatop. IKI-gnarHoCcTUKa
LOIXKHA NOBTOPATLCA Kaxkaple 12 - 24 mecAua, ONTMMaibHO NPOSOMKNTENBHOCTBIO 48 Yacos.

MokasaHnem K XMIKTI aBnseTca noasaeHMe y NaumeHTa Kanob Ha cepauebreHne n/mam ronoBoKpy»KeHue.

HeobXxoAMMO yunTbIBaTb, YTO HAPYLWEHUSA PUTMA M NPOBOAUMOCTU MOTYT BbITb 06yCNOBAEHBI MPOBOAUMON
Tepanuen.

J3Kr-npusHakM, nomoratowmne B guddepeHumanbHo amardHoctmke [KMM u  deHokonuin  TKMIN,
npeacrasneHbl B Tabauvue M2, MNpunoxkenue 'l [3, 4, 20, 49, 125, 141, 147, 163, 185, 188 - 190].

3xokapauorpadpusa

3XOKr-nccnepoBaHne naumeHTam HeobXoAMMO BbINOHATL B COOTBETCTBMW C PEKOMeEHAAUMAMM MO
axokapauorpadum AHA, ASE (American Society of Echocardiography) u EACVI (European Association of
Cardiovascular Imaging) [0 BbIxoAa OTe4yecTBeHHbIX pekomeHaaunii [152, 191 - 196].

- Bcem naumeHTam c nogospeHnem Ha FKMIM gns BbiasaeHua /1K 1 BHYTpUMXKENya04KOBOW 06CTPYKUMMU
npu nepsuyHom obcnegoBaHnn pekomeHgoBaHa TT-IXOKI ¢ npoBoKauMoHHOW npoboit Banbcanwsbl [3, 4, 98,
137,149, 181, 197 - 201].

EOK IB (VA4 4 YYP C)

- Bcem naupeHtam c TKMIM wmn3amepeHWe MaKCMMasbHOW [AMACTO/IMYECKON TOAWMHbI MUOKapaa JTK
pekoMeHAayeTcs NPOBOAUTbL BO BCEX CErMeHTax, OT 6asasnbHbIX 40 BEPXYLKK B 2D-pexmme no KopoTkon ocn JTK
[94, 149, 191, 193, 202 - 204].

EOK IB (YA 4 YYP C)

- Bcem naumneHtam ¢ FTKMI pekomeHayeTcs TuWLaTe/lbHAsA OLLEHKA AMacToanveckon ¢yHKUmMmM J1K, BKAOYas
TPaAHCMUTPA/IbHbIN KPOBOTOK, B JIEFOYMHbIX BEHAX, TKaHEBYIO gonnaeporpaduio, UamMepeHrMe pasmepa U obbema
NN ana ctpatudumkaumm pucka BCC [91, 94, 95, 98, 108, 137, 195, 205].

EOK IB (YA, 4 YYP C)

- CMMNTOMHBIM NaLMeHTam ¢ MakcumanbHbiMm [ B8 BT/ (B nokoe uam cnpoBouupoBaHHbIM) < 50 mm pT.
CT. pekomeHayeTca nposeaeHue ctpecc-TT-9XOKI gns BobiaBAeHMA npoBoLmMpyemon obcTpykumnm BT/ m ctpecc-
nHayumpyemoit MP [68, 109, 116, 137, 152, 199, 206 - 212]

EOK IB (YA, 4 YYP C)

- ACMMNTOMHbIM MaUMEeHTaM C MaKCMManbHbIM rpagueHTom pAasneHua B BT/ (nokos wau
WMHAYUMPOBaHHbIM) < 50 MM pT. CT. pekoMeHA0BaHO npoBeaeHue cTpecc-TT-9XOKI, ecnm Hannume obCTpyKLUMU
MMeeT 3HaYeHMe s pekomMeHAaumMn no obpasy KM3HM M HA3HAYEHUA SIeKapcTBEHHOW Tepanuu [68, 199, 206,
208].

EOK IIbC (YA4 4 YYP C)

- Y naumeHToB € cyboONTMManbHbIM KauyecTBOM W3006pakeHMA WAM C npeanonaraemoi anuKaabHOM
rmuneptpoduenn S unm aHespuamol, pekomeHayetca IXOKI ¢ KoHTpacTMpoBaHuem nonoctn JIXK, Kak



anbtepHatmea MPT cepaua [115, 148, 213 - 216].
EOK llaC (Y44 5 YYP C)

- WHTpakopoHapHOe KOHTpacTUpoBaHMe MMOKapga npu TT-IDXOKI Bo Bpems AmarHoctuyeckon KAl
pekoMeHAyeTCcA naumeHTam, y KoTopbix nnaHupyetca CAA, gna maeHTUdMKaumm noaxopAawein gna abnauuu
cenTanbHOM BETBU KOPOHapHOM apTepun [196, 216 - 219].

EOK IB (YA, 4 YYP C)

- NosTopHble IXOKI-nccneposaHua pekomeHayotTca naumeHTam ¢ FTKMI ¢ U3meHeHMAMU B KIMHNYECKOM
cTaTyce WM NOSBAEHWMEM HOBOWM CepAeYHO-COCYAUCTON CUMMNTOMATUKU ANA CBOEBPEMEHHOIMO BbIABAEHUA
OCNOXHEHUIM N AMHAMUKK pemoaenMpoBaHuns cepaua [68, 149, 178, 184, 199].

EOK IB (YO 4 YYP C)

- DXOKI peKkomeHAyeTcA KaK KOMMOHEHT CKPUHUHI-aITOPUTMa Y1eHOB cembMl naumeHta ¢ TKMI, y
KOTOPOTO BbIsiIB/IEHA acCOUMUPOBaHHan ¢ 3abosieBaHMEM reHHaa myTtauusa [3, 4, 27, 135, 170, 174].

EOK IC (YA 5 YYP Q)

KommeHTapuii: TpebyeTca MCcnob30BaTh pacliMpeHHbI npoTokoa IXOKI, afanTMpoBaHHbIM K ANArHOCTMKe
TKMI. MepeyeHb NoKasaTenen, Bxoaawmx B npotokon TT-9XOKI, npeacrasneHsl B Tabaunue M3, NpunoxeHue M.

Ona anddepeHumanbHON ANArHOCTURM ¢ GEHOKONUAMM U NPU BbIBOPE XMPYPruYecKkomr TakTUKK npu TKMI
MOTYT UCMO/1b30BaTbCA AOMNOAHUTENbHbIE onuun Npu IXOKT, npeactasneHbl B Tabauvue N4, MpunoxkeHue 1.

3XOKTr-Haxoaku, nossoastowme aupdpepeHumposaTtb TKMI u dpeHokonuu F’KMI, npeacraBneHbl B Tabavue
N5, Npunoxenue N [1, 4, 29, 144, 163].

PekomeHAgauum no ypecnuw,eBogHoi axokapauorpadumm npu FrKMnM

- YMN-9XOKI pekomeHAOBaHa g NALMEHTOB, Y KOTOPbIX HeAceH mexaHusm obcTpykuum BT/ mnam gna
oueHKn coctoaHna MK go npoueaypbl CAA, unmn ecnm pernctpupyetca BblparkeHHaa MP, npeanonoXuTenbHoO He
cBasaHHas ¢ MCM cTBopok, a obycnosneHHas cobcTBeHHbIMM aHoManuamu MK [192, 220 - 223].

EOK I1aC (YAA,4 YYP C)

- Naunentam ¢ TKMNM npu BbinonHeHMM CAA ona KOPPEKTHOro onpeaeneHnsa LeneBoi 30Hbl BO34ENCTBUA
pekomeHA0BaHO MHTpaonepaunoHHoe YIM-3IXOKI ¢ MHTPaKopOHAPHbIM KOHTPACcTUPOBaHMEM MUOKapaa [196, 216
-219].

EOK llaC (Y44 4 YYP C)
KoHceHcyc akcnepTtos EACVI 2015

- UnTpa/nepuonepaumoHHan YMN-9XOKI npu CM3 pekomeHA0BaHa NauMeHTam A8 YTOYHEHUA MexaHU3ma
06CTpyKUMm BT/, KOHTPONS XMPYPruyecKomn cTpaTermm, oLeHKN NOCTXMPYPrUYECKUX OCNIOKHEHUI U BbIABAEHMUSA
oCTaTo4HOM 06CTpyKUmMmM BT/IXK [192, 216, 217, 220 - 224].

EOK IC (YAA 4 YYP C)

MpoBegeHne NPoBOKALMOHHOM NPO6bl BanbcanbBbl 4N ANArHOCTUKUN NIaTEHTHOM 06¢cTpyKuuu BT/

Mpoby Banbcanbsbl npu TT-9XOKI cnegyer npoBOAWTb B MOMOXMEHUM MaUMEHTa NeXka Ha /1eBoM OOKy.
MaumeHTy cnegyeT Hanpavyb MblWUbl MNepegHel OpPIOWHOM CTEHKM, 4YTO MOBbIWAET BHYTPUOPIOWHOE U
BHYTPUrpyaHOe pAaBneHWe. KOHTPO/b YPOBHA HaAMpAXKeHWs LenecoobpasHO oOCywecTBaAATb C MOMOLLbIO



YCTPOMCTBA, NPEeACTaBAAOWEro MaHOMETP, COEAMHEHHbIM C MYHAWTYKOM; MpUM 3TOM NauueHTa NpocaT
YAEPKMBATb Hanps)KeHue, yTobbl AaBieHWe Ha MaHomeTpe coctasnsno 20 - 40 mm pT. cT. Bo Bpemsa npobbl
BanbcanbBbl perucTpupyeTcs MaKcMMasbHas CKOPOCTb KpoBOoTOKa B BT/ ¢ mcnosb3oBaHMEM MOCTOSHHO-
BOJIHOBOro gonnsiepa. Ecin B NofoXKeHMM NaumMeHTa fexa npoba oTpuuaTesibHan, TO PEKOMEHAYETCA NPOBECTU
npoby B NONOXKEHUMN CUAA U CTOR.

MarHuTHO-pe30HaHCHas Tomorpadus

- MPT cepaua c KOHTpacTUpoBaHMeM (NpM OTCYTCTBUU NPOTUBOMNOKA3aHWUN) peKOMeHAYeTCA BbINONHUTb Kak
MUHMMYM OAMH pa3 nocsie NOoCTaHOBKM AmarHosa FKMM ana ytouHeHua aaHHbix IXOKI (aHatomuu cepaua,
GYHKLUMU KeNya0oYKOoB), a TaKXKe BbIBNEHUA W OLLEHKW pacnpocTpaHeHHOCTN Gdnbposa MMoKapaa 1 UCKIUYEHUs
apyrux 3abonesanuit [57, 189, 216, 225 - 231].

EOK IB (Y44 4 YYP C)
KoHceHcyc akcnepTos EACVI 2015

- MpoBeaeHue MPT poacTBeHHMKam npobaHaa NepBon AMHUKU POACTBA PEKOMEHAYETCH, €CNM NOCTAHOBKA
AMarHosa 3HauyMmo B/MSAET Ha obpas XM3HM (Hanp. 3anpelieHue copeBHOBATe/IbHOro cnopta), a npu IXOKI
MMeeTCA HMU3KOEe KayecTBo M306paskeHus, UM AaHHble NorpaHUYHble/COMHUTENbHbIE, UAN eCTb U3MEHEHUA Ha
JKT, a 3XOKT - 6e3 oTKN0HEHUI OT HopMblI [3, 216, 226, 229, 233].

yon5yypcC
KoHceHcyc akcnepTos EACVI 2015

- MNaupeHtTam C npeanosnaraemMbiM aMWMAOMA030M Cepaua pekomeHgoBaHo MPT  cepaua ¢
KOHTPACTUPOBaHMEM C Le/bio BbisiBneHua 30H MHI [49, 53, 56, 57, 164, 234 - 236].

EOK IlaC (YA, 2 YYP A)

- MPT cepaua c KOHTpacTMpPOBaHMEM PEKOMEHAYETCA A0 OMNepaLun XMPYPruyeckom U HeXmpypruyeckom
peaykunn MK gns oueHKW xapaKTepa M pacnpocTpaHeHHoCTH runeptpodum u dmnbposa muokapaa [41, 189,
228, 230, 237].

EOK llaC (Y44 4 YYP Q)

- MPT cepAla 1 cocyaoB A0/MKHA MHTEPNPETUPOBATLCA CNeLnannucTamm, MMeLLMMIU ONbIT B BU3yann3aumm
cepaua v oueHKe 3aboneBaHuit M1MoKapaa [4, 54, 226, 231, 238].

EOK IC (YA, 5 YYP C)

KommeHTapuii: MPT He umeeT npucywmx IXOKI orpaHunyeHnii n agnsetca "3010TbiM CTaHAAPTOM" OLEHKU
TONWMHbI MMOKapaa U obbemoB /1K u MK (6onblie TOYHOCTb M3MEPEHUIN U BOCMPOU3BOAUMOCTb, MEHbLUIE
onepaTopo3aBUCMMOCTb), MO3TOMY MpPU OTCYTCTBUU NPOTMBOMNOKA3aHMUI, eCn NO3BOAAIOT pecypcbl U onbiT, MPT
[ONKHA paccmaTtpuBaTbea Ana naumeHToB ¢ FTKMI B KayecTBe 6a3oBoro metosa uccinenosBanus [216, 227, 231,
238, 239].

MPT TaKXe MO03BO/AAET WCCAeAoBaTb TEKCTYypy MUOKapAa, T.e. HaauMuMe W pacnpoCTPaHEeHHOCTb
MWOKapananbHoro ¢pubposa. MeToamMKka OocHOBaHa Ha TOM, YTO B CermeHTax muokapaa ¢ > 15% ¢ubposa
BbiABAAETCA peHOMEH NO3AHEro HakonaeHuna ragonnHua (MHN) - 3ageprkka BbiMbiBaHUA Gd-KoHTpacTa. Haanuune
pacnpocTpaHeHHoro  ¢ubposa ABAAeTCA  NPEeAMKTOPOM  HeraTMBHOMO  PEMOAENPOBAHWUA,  Pa3BUTUA
cuctonmyeckol anchyHKLmMmM 1 XCH, a TakKe OTHOCUTCA K A0N0AHUTENIbHbIM dpakTopam pucka BCC.

Mpu MPT BbISBAAOTCA 2 OCHOBHbIX NaTTepHa ¢pmnbposa:

1. UHTpamypanbHbIit dnbpos B Npegenax runepTpodpMpoBaHHbIX CEFMEHTOB, KOTOPbIM Ha TMCTOIOTMYECKOM



YPOBHe fIBNAETCA OTPaXKeHWem MpPAMOro AencTBuA "MPUUMHHOIO" reHeTMYecKoro BapuaHTa U MOJIEKYNSAPHOro
natoreHesa, NPoOsABAAIOWEro AUCKOMNAEKCAUMEN KapaAMOMULUTOB U MbILLEYHbIX BOIOKOH - ¢eHomeH "disarray",
$1bpo30M pasHo cTeneHn BblipaXKEHHOCTU.

2. 30Hbl $pMbpo3a moryT 6bITh BbiABAEHbI B MMXI B nepegHein u/wnu 3agHei obnactax, rpaHUYalMX co
cBobogHol cteHkon MK (T. Has. "right ventricular insertion points"). CuMTaeTcs, YTO 3TO MHTEPCTULMA/bHBIN
¢nbpo3 nam npomerkytouHbit deHoTun MHI, HayanbHaaA cTtagma [99, 216, 230].

MapameTpbl, KOTopble Heobxoammo oueHuTb npu MPT cepaua y naumenta ¢ TKMI, npeactaBneHbl B
Tabauvue M6, Mpunoxernue 'L,

Y HocuTenen myTtaumin 8 gornneptpodpumdeckon ctagum F’KMM npmu MPT MOXKHO BbIfsBUTb "'Masible aHOManAnm
cepaua” - KpMNTbl MUOKApAa, aHomanum MK, anuKanbHOe cmelleHWe NanuAAAPHbIX Mblwl,. Ha AOKAMHMYECKOM
CTaguKn Yy HEKOTOPbIX NaLMEHTOB € reHoTUnom(+)/dpeHoTnnom(-) moryT 6biTb BbiiBAEHbI 30HbI MMHI. (cm. anroputm
AMNarHOCTMKU Ha AOKANHMYecKol cTtaanm) [239 - 241].

Mpu MPT cepaua TakXe BblABAAKOTCA aHOManum annapaTta MK (cm. Tabauuy M6, MpunoxkeHne ).

Kpome 3Haummoctn B gnarHoctuke FlKMIM, MPT cepaua urpaeT posb B gnarHoctuke peHokonumii FKMI. Mpu
amunongose 30Hbl MHI onpegenatoTca B aHAOKapANANbHbBIX U CyBIHAOKapAManbHbIX OTAENAX U He 3aBUCUT OT
30H KpoBOCHabKeHns mnoKkapaa [57, 236]. MNpu 6onesHn AHgepcoHa-Pabpu - HanMuMe MHTPAMUOKAPAMANbHOTO
MHI yawe Bcero no 3aa4He60KOBOMY CermeHTy Ha 6a3asibHOM U cpeaHem ypoBHax [171]. Y cnoptcmeHos ¢ 1K
OTCYTCTBYHOT 30HbI IMHT.

KomnblotepHaa Tomorpadpua/MynbTucnupanbHasa KOMnbloTepHasa Tomorpadusa

- MauymeHtam c¢ TKMIM, y KoTopbix HM3Koe KadyectBo IXOKI u3obpaxkeHus, a nposegeHue MPT
NPOTMBONOKA3aHO A1 OLLEHKMU TO/ILLMHbI MMOKapAa M Pa3mepoB NONOCTEN cepaua, PEKOMEHAYETCA BbIMNOHATb
KT/MCKT cepaua c KoHTpacTupoBaHuem [216, 242].

EOK I1aC (YAA,5 YYP C)

KommeHTapuii: KT cepaua, Kpome aHaTOMMYECKMX AaHHbIX cepAla, NO3BOAET TaKKe BU3yaan3npoBaTb
KOpPOHapHble apTepun, oLueHNBaTbL MX MPOXOANMOCTb M aHAaTOMUYECKME 0COBEHHOCTU, HaZIYMe MUOKAPANANbHbIX
"MbILWEYHbIX MOCTUKOB", YUTO UrpaeT BaXKHyl poab B anarHoctuke UBC, B Tom uncne npu F’KMIM y naymeHToB
CTaplueit BO3PaCcTHOM rpynnbl.

MCKT cepaua, MMelowan BbICOKOE MPOCTPAHCTBEHHOE paspelleHne, No3sosseT obecneynTb TOYHOE
U3MepeHMe TO/LWMHbI, MacCbl MMOKapAa, obbema KenygoukoB W dpakuuto Bblbpoca. CpaBHUTE/IbHOE
nccnefoBaHWe NoKasasno BbICOKY ToO4HOCTb meToga MCKT, conoctasmmyto ¢ pesyabTatamm metoga MPT cepaua
[243, 244].

Mo cpaBHeHuto ¢ MPT, muHycom MCKT sBnaetcs 6onee HU3KOe BpeMeHHoe paspelleHune, 6osiee HU3Koe
KOHTPACTUPOBaHME MATKUX TKAHEN N HaZIMYME NOHU3IMPYIOLLETO U3NyYeHuna [244].

CumHTUrpadpua

- CuuHTurpaduio Kocteit (c 99mTc-DPD wuam 99mTc-nupodochatom) pekomeHayeTca BbINOAHATb
naumneHTam, y Kotopbix nogospesaetca ATTR-amunongos [163, 164, 235, 245, 246].

EOK llaB (Y44 2 YYP B)

KommeHTapuii: nNo  AaHHbIM  cumHTMrpadum ¢ 99mTc-nupodocdaTtom  BO3MOMKHA  TOYHaA
anddepeHumanbHas anarHoctnka AL- n ATTR-ammnonaosa cepaua (npu ycaoBUM UCKAOYEHUA MOHOKIOHA/IbHOM
rammanaTtum HeonpezaeneHHoro 3HadeHus) [45, 235].



MO3MTPOHHAsA 3MUCCMOHHas Tomorpadums

M3T MoKeT MCnonb3oBaThCA ANA UcCneaoBaHua metabonmama muokapaa (pagmodapmnpenapatbl - F8-
[Ae30Kcurntokosa n C-auertart) v AMarHoCTMKM aBTOHOMHOM AMCOYHKLMK cepala.

Mpu TKMIM MoXKeT BbIABNATLCA HapyleHMe obOpaTHOro 3axBaTa HeMpomMeamaTopoB W YMEHbLUEeHMWe
naoTHocTu 6eTa-agpeHopeLenTopoB.

KopoHapHas aHruorpadpms

KAl aBnseTca metogom Bblbopa AMArHOCTUKM HanMYMA U BbIPAXKEHHOCTU OBCTPYKTUBHOFO MNOpaxKeHus
aNMKapAnanbHbIX KOPOHAPHbIX apTepPUiA.

- B3pocnbim naumeHtam ¢ TKMI ¢ npepotBpaweHHon BCC (nocne ycnewHbiX pPeaHMMaLMOHHbIX
MeponpuATHiA), NaumMeHTam ¢ ycToiumsoi KT M naumeHTam co cTabuibHOW cTeHoKapamel = 3 knacca (no
Knaccudpmraumm KaHagckoro cepaeyHo-cocyanctoro obuectsa - CCS) pekomeHayeTca nHBasmeHas KAl ¢ uenbto
[AMarHOCTMKN 06CTPYKTUBHOIO NOPaXKeHMn annKapamanbHbIX KOPOHApHbIX apTepuit [3, 4, 74, 113, 242, 247, 248].

EOK IC (YA 5 YYP ()

- Maymentam ¢ TKMM ¢ TMNUMYHBIMKM BONAMM B TPYAHONM KeTKe (< 3 Knacc CTeHoKapAnn No KaaccubuKaumm
KaHagckoro cepaevHo-cocyauctoro obulectsa - CCS), y KOTOpbIX eCTb MPOMEXKyTouYHaa npeaTecToBas
BEPOATHOCTb aTEPOCKAEPOTUYECKOM ULLeMmMYecKkol 6onesHu cepgua ¢ y4eTom Bo3pacTa, nosia n GakTopoB pucka
atepockneposa pekomeHayetca KAl maum KT-aHrnorpadums ¢ Uenbio ANArHOCTUKM ODOCTPYKTUBHOIO MOpaKeHus
anMKapAnanbHbIX KOPOHaPHbIX apTepuii [4, 74, 242, 249].

EOK llaC (YA, 5 YYP C).

- Ona scex nauneHToB ¢ TKMIM crapwe 40 net pekomeHayetca KA mnm KT-aHrnorpaduma oo peaykumm
MM, He3aBMCUMMO OT Ha/IMUYUA TUMMUYHOIO CTEHOKApPAUTUYECKOro 601eBOro CUHAPOMA C LENblo AMarHOCTUKK
OBCTPYKTUBHOIO NOPArKEHUA aNMKapAManbHbIX KOPOHaPHbIX apTepuit [4, 242, 248, 250].

EOK IlaC (Y44 4 YYP Q)

KommeHTapun: HeobxoammocTb KAl auKTyeTcA 0cobeHHOCTbio BpauvebHol TakTMKu. Mpu INOCA vy
naumeHTos ¢ FTKMIM nossnserca HeO6XO0AMMOCTb B MOCTAHOBKE CTEHTOB MPU MeHbLUEN, YeM NPUHATO Y NALLUEHTOB
c MBC, cTeneHblo cTeHO3a, T.e. Npu cTeHo3ax < 50%. (cm. pasgen "OuarHoctvka TKMI y oTaenbHbIX KaTeropui
nauneHToB" n pasgen "MatoreHes") [74, 76, 82, 85, 251].

MHBa3sMBHOEe U3mepeHue AaBseHUA B NONOCTAX cepaua

- KaTeTepusauus cepaua ana oueHKN GYHKLUK KenyaouKkos 1 AaBAEHUA 3aKNUHUBAHUA 1ero4YHON apTepumm
PEKOMEHAYETCA Y NaUMEHTOB, KOTOPbIM MAAHMPYETCA TPaHCM/IaHTaUua cepaua UaM MexaHu4Yeckas noanepikka
KpoBoobpaleHus [252 - 257].

EOK IB (YO4 5 YYP C)

- Y CMMNTOMHbIX NAUWEHTOB C HeonpeaeneHHbIMU pe3y/ibTaTaMu HEMHBA3UMBHOW BM3ya/iM3aUMK cepaua
PEKOMEHA0BAHO pPACCMOTPETb BO3MOXHOCTb KaTeTepu3auum N1IeBOr0 M NPaBOro KeNyAovyKOB AO/1A OLEHKMK
TAXecTn obeTpyKummn BT/TH/BTITH 1 nsmepeHusa aasneHua HanoaHeHus JIK/TIHK [69].

EOK IIbC (YA, 4 YYP C)
3.I'IEKTPO¢M3MOI'IOI'M'~IECKOE TecTmposaHue

- BHYTpI/ICGpLI,eLIHOE 3]19KTpOd)I/I3I/I0fIOI’M‘-IeCKOe nccnegoBaHue pekomeHayeTcA naymneHTam C



OOKYMEHTUPOBAHHBIMU  NEPCUCTUPYIOLLMMU  UAW  NEePUOANYECKUMU  HaZKeNyA0UYKOBbIMU  TaxmKapauamu
(TpeneTaHue npeacepauii, nNpeacepAHas TaxMKapauvsa, aTPUOBEHTPUKYNAPHAA Y3/10Bas PUEHTPU Taxukapaus,
TaxvKkapaus, onocpedoBaHHas A06aBOYHbIMKW MPOBOAALLMMU MNYTAMM) M NaUMEHTaM C CUHAPOMOM pPaHHero
BO30YKAEHUSA KeNyaouKkoB, s naeHtndoumkaumm cybctpaTa abnaumm n nedenus [20, 113, 176, 185, 258 - 261].

EOKIC(YAA 4 YYP Q)

- lna oTAenbHbIX NALUMEHTOB C AOKYMEHTUPOBAHHbLIMU, CUMNTOMHbIMU, MOHOMOP®HbIMMK YCTOMUUBLIMU (>
30 c) XMT peKkomeHA0BaHO PACCMOTPETb BO3MOMKHOCTb BHYTPUCEPAEUYHOTO 3/1eKTPOPU3MNOIOrMUYECKOTrO
uccnegoBaHua ana naeHtuoukaumm cybcrpaTta abnaumm n nedenmn [176, 259, 260, 262, 263].

EOK IIbC (YA, 4 YYP C)

KommeHTapuii: naumeHtam ¢ TKMIM He peKomMeHAOBaHO BHyTpUcepAeyHoe 3/1eKTpodmanonornyeckoe
uccnenoBaHWe € NPOrpPamMmMUPYemMOl XKenyaouyKoBOM CTUMYAAUMEA B KayecTBe PYTUHHOW npoueaypbl Ans
cTpaTuduKaumm pucka BCC [4, 111, 176, 262].

HarpysouHble TecTbl

- Tpegmun-tect ¢ MoHUTOpupoBaHMem 3KI u A[l pekomeHayeTcs pas ctpatudumKaumm pucka BCC
nauneHTos ¢ FTKMI, npu HegoCcTynHOCTM sprocnnpomeTpum [4, 264, 265].

EOK llaB (Y44 5 YYP C)

- MaumeHtam c TKMI, y KoTopbix B MOKoe MaKcumanbHbii T4 B BT/ < 30 mm pT. cT., Nnpu npobe
Banbcanbsbl [ < 50 mm pT. cT. pekomeHayeTca nposeaeHne TT-9XOKI B ycnoBusx Harpysku (ctpecc-9XOKI) ans
onpeaeneHns U KOAMYECTBEHHOM OLEHKM AMHamuyeckol obctpykumm BT/ [152, 208, 211, 266, 267].

EOK llaB (YOO 5 YYP Q)

KomMeHTapuin: BapmaHTbl Harpy304HbIX TECTOB NpeacTaBaeHbl B Tabauue M7, MpunoxkeHue M.
Bonpocbl, Ha KoTopble goKHa 0TBETUTL cTpecc-IXOKT (40KHbI ObITb OTPaXKeHbl B 3aKAHOUYEHUU):
1. BenanunHa HapactaHma I, 8 BT/1XK Ha nMKe Harpyskn n B BOCCTAaHOBUTENbHOM Nnepuoge.

2. Peakuua ALl Ha Harpysky.

3. UHayumpyeTca n HarpysKom nwemma mmokapaa J1xK.

4. Ycyrybnsetca an anacronundeckan amcoyHkuma (E/A, E/fe').

5. CTeneHb U3MEHEHUSA MUTPaA/IbHOM peryprutaunmn Ha ¢oHe ctpecc-IXOKT (anHammnyeckas MP).

Hanbonee noaxoaut ansa ctpecc-IXOKI y nauunentoB ¢ TKMM "nexkaumin Benosprometp", KOTOpPbIM
nosgosseT nosaydate IXOKI-m3ob6paxkeHWs Ha pasHbIX CTyMeHAX HarpysoyHoi npobbl (pekomeHayeTcs
perucTpaums noKasaTtesneit Ha CTyneHu Harpysku 50 BT., Ha NWKe HarpyskM U B BOCCTaHOBUTE/IbHOM NepUoae).
Ncnonb3oBaHne Tpeamumna M cuaAyvero BenospromeTpa He no3sonseT peructpuposatb IXOKI-nokasatenu B
npowecce NpoBeAeHUA HarpysKu, NoTOMy perucTpaumsa npoBoAUTCA HEeMea/IeHHO Nocae ee NpekpalleHna u B
BOCCTAHOBUTE/IbHOM nepuoge. MoKasaHo, YTO MakcumanbHbii [ B BT/IXK Ha nuKke Harpy3ku u cpasy nocne ee
npeKpaleHma noytn cosnaaatot [208].

Mpn Tpeamun-tecte MNPUMEHAOT MNPOTOKON bBpitoca wamn moamduumpoBaHHbIM NpoToKkon bBptoca. MMpwu
BesiosapromeTpum ctynenun tecta - 50 - 100 - 150 8r.

Y naumeHTtoB c TKMI He pekomeHayeTcAa npoBoauTb cTpecc-IXOKI ¢ gobyTamMMHOM 13-33 BbICOKOIO PUCKa
nHaykummn HKHP. Kpome Toro, gobytammH moxkeT cnpoBoumpoBaTtb yeenndeHune [ 8 BT/TK y naupeHTos 6e3



FKMIM.

Bo Bpems npoBeaeHMA HarpysodHoro Tecta peructpupyetca Kl (noctosHHO), AL (KarKable 2 MWUH) U
N3MEHEHMA KAMHUYECKOM CUMNTOMATUKM.

Peakuma AL Ha Harpysky SABAAETCA Ba*KHEWLWENW 4YaCTblo Harpyso4yHoro TecTMpoBaHWA. HeagekBaTHan
peakums AL BXxoauT B WKany cTpatnduKkaymm pmucka BCC y naymenTos ¢ FTKMI.

HeapgekBaTHoM peakumeit Al cuntaetca:

- TMNOTEH3UBHAA (Aﬂ, Ha MUKEe Harpyskn Hu»xe UCXoaHOoro man ecnn Ha nepsbixX CTyneHAX Harpys3sku AL
HECKOJIbKO NMOBbIWAETCA, @ Ha NMUKE HAlrpPy3Kku - 6onee yem Ha 20 mm PT. CT. HWXKe 3TOoro ypOBHﬂ),'

- HeA0CTAaTOYHbIM NpupocT ALl Ha NUKe Harpyskn (meHee 20 mm pT. CT.).
Kputepum npekpalLeHna Harpy3o4Horo Tecra:

1. JoctukeHune cybmarkcumanbHoin YCC

2. BblparkeHHas ycTanocTb U 0AblLlLKa

3. bonu B 0bnacTn cepaua

4. TmnoTteHsus (cHuxKeHnne A > 20 MM PT. CT. OT UCXOAHOrO)

5. usHeonacHble }KHP [68, 87, 109, 116, 152, 199, 206, 207 - 212].

SprocnupomeTpus

- Naumentam ¢ TKMM ¢ BbipaXK€HHOW CUMMNTOMATUKON C CUCTONIMHECKOW W/WUAN  ANacToNYecKon
ancoyHkumenn JIIK, ona onpepeneHna NoKasaHWM K TPaHCNAAHTALMKM cepalua WM MexaHUMYecKon nopaeprkKke
KpOBOObOpALLEHNA PEKOMEHAYETCA 3ProcnMpomeTpus (KapAvonyibMOHANbHOE HArpy3oyHoe TecTMpoBaHWe C
OZIHOBPEMEHHbIM U3MEPEHMEM PEeCnUpaTopHbIX rasos) [4, 252 - 254, 256, 257, 268 - 271].

EOK IB (YA, 3 YYP B)

- MNaumeHtam c¢ TKMIM, He3aBUCMMO OT CMMNTOMATUKKM, PEKOMEHZOBaHa 3procnupomeTpus (uMau
CTAHZAPTHBIN TPeAMUA-TECT, WU BEIO3PFOMETPUS MPU €ro OTCYTCTBUM) C LLe/IbIO OLLEHKM TAMXKECTU U MeXaHU3Ma
HenepeHOCMMOCTU GU3NYECKOM HArPY3KU U U3MEHEHUI cucTonnyeckoro Al [4, 269, 272, 273].

EOK llaB (Y44 4 YYP C)

- DprocnMpomeTpua (MAM CTaHAAPTHbIN TPeaMUA-TECT, WAM BENO3PrOMETPUA NpPU ero OTCYTCTBMM)
pekomeHAoBaHa CUMMTOMHbIM MauUMeHTam, KoTopbim naaHupyetca CM3/PM3 ans onpeneneHus orpaHuyeHui
no Harpyske [4, 269, 272, 273, 274].

EOK llaC (Y44, 4 YYP C)
2.5 UHble gnarHocTUYecKue uccneaoBaHmn

2.5.1 buoncma m1MokKapaa u abaoMuHaNbHOro Kupa

- buoncua MWUOKapda pexkomeHaoBaHa nNpun noaoO3peHUUM Ha MHd)MJ'IpraTMBHble, BOCnannTenbHble
3aboneBaHuA cepaua nan 60/1€3HU HaKon/eHnAa, KOTopble HE MOTyT 6bITb noaTBepXKAaeHbl Jpyrmnmm metogamm [4,
50, 275, 276].

EOK I1aC (YA, 4 YYP C)



- bruoncua abaoMMHANBbHOIO XMpa PEKOMeHAO0BAHA NpU Nogo3peHun Ha amunongos [4, 25, 37, 53, 276,
277].

EOK llaB (Y44 2 YYP C)
2.5.2 lnarHocTuKa 3aboseBaHunA y OTAe/NbHbIX KaTeropuii naLMeHToB

AnddepeHuymanbHblii guarHos TKMIM vn INXK BchegcTBue aptrepuanbHON runepTeH3nm

Ha ectectBeHHOe TeueHMe NKMI oKasbiBaeT BAMAHME Hanmune GaKTOpPOB KapanomeTaboimyeckoro pmcka
(AT, okmnpeHme/n3bbiTouHaA macca Tena), BCTpeyaemoCcTb KOTOPbIX YBE/IMYMBaETCA ¢ Bo3pactom [278 - 282].

B cTapluei BO3pacTHOM rpynne nauMeHToB ¢ goKkasaHHoM FTKMI BctpeyaemocTb Al coctasnseT 70 - 90%. Mo
onpeaeneHuto npu FKMIM runeptpodua munokapga /1K He obycnoBneHa Harpyskol gaBneHuem, Ho Al - 3To
Harpyska gas/ieHMeMm, No3TomMy B cayyae codetaHma FTKMIM ¢ AT Tpebyetcs moandukaums Kputepues TKMI.

BepoaTHocTb KM y naumeHToB ¢ Al NOBbLIWAETCA NPU HAaAMYUMM OAHOTO W Bosee U3 CAeayloLLMX
Kputepues:

1. yKasaHue Ha cemeiHblit aHamHes TKMI uaun BHe3anHyto cepaeyHyto cmepTb (BCC) B Monosom Bo3pacTe
Y POACTBEHHWKOB NEPBOM IMHUN POACTBA;

2. HECOOTBETCTBME MENAY BbIPAXKEHHOMN rMnepTpodueii JIK (MakcMManbHas TOALMHA CTEHOK = 15 mm) U1
HeZlaBHO BO3HWKLUEN NETKON U ymepeHHoW Al npu afeKBaTHOW NPUBEPXKEHHOCTM MauMeHTa Tepanuu, a Takxke
APYrMx NPUYMH, cNoCobHbIX BbI3BaTb NOA06HY0 cTeneHb K.

BO3MOXHbIM BapuaHTOM Kputepma TKMI npu conyTtctayioweii Al ABnseTcA TOAWMHA MMoKapaa JIXK = 20
MM; TOJ/ILLMHA MMOKapaa 15 - 20 mm npeactaBnset "cepyto 30Hy".

Bbibop Kputepua TKMIM "TonwmHa cTeHkn /XK = 20 mm" npu conyTcteytolleit Al 06yCnoBAEH Tem, YTo
MOKasaHo: Npwu neperpyske gasneHnem (Al, aOpTanbHbIl CTEHO3 UM UX COYETaHME) TOJLMHA MUOKapaa JIXK, Kak
npasuso, He npesbilwaet 20 Mm (B HEKOTOPbIX UCCIeA0BaHUAX NpeBbliaeT 20 MM ML Y €AUHUYHBIX NaLMEHTOB)
[82,212,247,278, 279, 283 - 288].

Ecnu BbisiBNEHHasA TO/MLWMHA MMWOKapda y nauuweHTta B "cepoit 3oHe" (15 - 20 mm), TO BbIBOA, O AMarHo3e
FTKMM MOXKHO caenaTb TO/IbKO Ha OCHOBAHWW TLLATE/NIbHOIO aHaAv3a 60/bworo Yncia ¢GakTopos: CEMENHbIN
aHaMHes, gautenbHocTb Al, ypoBeHb "Harpysku gasneHumem" (anmsoguyeckue nosblweHus AL nam cTabuabHo
nosbileHHoe All), NpUBEP’KEHHOCTb NaumeHTa Tepanuu Al, Haandme usmeHeHun IKI/IXOKI o passuTtua Ar,
AWHAMUKa pa3mepoB NosIoCcTel cepaua U yBeandeHna ToNWUHbI cTeHoK JIXK npu IXOKI/MPT u ap.).

CnefyeT TaKMKe yuuTbiBaTb, YTOo npu Al mMoxeT Habaoaatbca acummeTpuyHaa /1K - No HeKoTopbiM
AaHHbIM, 00 20% (T.e. cooTHoweHne TMXIM/T3C > 1,5) [247, 287].

FTKMN w 6asanbHas centanbHaa runeptpodua (S-obpasHaa MMM c¢ "Bbinyknoctoio" B 6asanbHom
cermeHTe)

Y NoXunbix NauMeHToB ¢ S-o6pasHoint MK mosKeT BbiBAATbCA "BbiNyKaocTb" (aHrn. bulge) B 6a3anbHoi
YacTu neperoposku, Kotopas He obycnosneHa TKMIM. Kak npaBuao, y 3TUX NAUMEHTOB NPUCYTCTBYET
conytcteyowana Al u/MaM natonorMs aopTanbHOro KnamaHa (Hebonbluas aopTanbHas peryprutauua u/vmam
HeBbIparKeHHbI aopTanbHbIi cTeHo3) [202, 203, 247, 286, 289].

basanbHan cenTasnbHan rMnepTpodPua MoXKeT NpmMBoAUTb K yBenmndeHuto Il 8 BT/TK, Kak npaBuio, He Bbilwe
15 - 20 mm pT. CT. B NOKOE 1 BO3pacTaTb A0 35 MM PT. CT. MpU Harpy3ouHbIx npobax [212].

Cxema auddepeHumanbHoro auarHosa TKMIM u 6a3anbHOM centanbHOW runepTtpodumn npeacrasneHa B
Tabanue M10, MNpunoxxexwne L.



FTKMN u uHdapKT mmokapga 1 v 2 Tunos

KnuHnyeckn y naumeHtoB ¢ TKMIM u wnwemneir muokapga (INOCA) moxKeT pas3BMBATLCA OCTPbIN
KOPOHapHbIN cMHApPOM 1 MHPapKT mmoKapaa (MM) [74, 76, 88, 249].

MM npu HEOBCTPYKTUBHOM MOPAXKEHMUM SMMKAPAMAbHBIX KOPOHapHbIX apTepuin, UMBOKA (MINOCA) - aTo
"pabounint guarHos", TpebyoWmii YTOYHEHMA NPUUNHDI, IE}KALLEN B OCHOBE Y KOHKPETHOro naumneHTa.

B reHesze UM npu TKMI moryT obcyxkaatbca cieaytolime NaToreHeTUUYecKne mMexaHuM3mbl (CM. TaKxKe
Tabnauvuy N9, Npunoxkenue ).

1. Mwemma npu HeoBCTPYKTUBHOM MOPaXKEeHUM aNnKapAManbHbIX KopoHapHbix apTepnit (INOCA - Ischemia
with Non-Obstructive Coronary Arteries) (cm. pasgen "MNatoreHes").

2. Nwemmnsa npu obCTPYKTUBHOM MOPAXKEHUWU 3NMKAPAMANbHbLIX KOPOHApHbIX apTepuit - UBC B cTapwei
BO3PACTHOM rpynne naumneHtos ¢ FTKMI.

Mpu TKMTI moxeT pa3sutbca UM 1 Tuna, AMarHocTuKa mn JevyeHmne KOTOPOro U310XKeHbl B COOTBETCTBYHOLWMX
KIMHNYECKUX peKoMmeHaauunax.

[na nCKoYeHnA/NoATBEPIKAEHNA OBCTPYKTUBHOMO MOParKeHUA 3MUKapAManbHbIX KOPOHaPHbIX apTepuit
nauneHtam c FTKMIM nokasaHa nHeasmeHaa KAT nnu KT aHrnorpadms

OgpHoBpemeHHo ¢ KAT naumeHtam ¢ TKMI pekomeHayeTca BbiNoAHATL JIHK-BeHTpuKynopaduio, KoTopas
BbIABAAET Yy MauuMeHTa anMbo "snuKappgmanbHblid nNatTepH" (30HbI HapyWeEHWA COKPaTUMOCTM B npedenax
CTEHO3MPOBAHHbIX KOPOHapPHbIX apTepuit), IM60 "MMUKPOBACKYAAPHbIMA NAaTTepH" (30HbI HAPYLWEHUS COKPATUMOCTHU
B bacceliHax pa3HbIX KOPOHapPHbIX apTepuUiA, B TOM Yncne n bes cteHosos) [74, 76, 77, 85, 86, 88, 251, 290 - 295].

[aHHbIA peHOoMeH B oTeyecTBeHHOM JsuTepaType HasbiBaetcs "MMBOKA" - unHbapKT muokappa 6es
OBCTPYKLUMM KOPOHaPHbIX apTepuii (aHrnonAsbiuHbIN TepmuH - MINOCA) nan UM 2 tuna. UM 2 tuna (MMBOKA,
MINOCA) - sto UM, passuBatowminica 6e3 aTtepoTpombo3a, M3-3a HECOOTBETCTBUA MeXKAY NOTPebHOCTbIo
MWOKapAa B KUCIOPOAE M ero A0CTaBKOM.

Nwemuna npu HeOoBCTPYKTUBHOM MOPa*KEHUN 3MMKapAuabHbIX KopoHapHbix apTepuit (INOCA - Ischemia
with Non-Obstructive Coronary Arteries) umeeT 0611 NAaTOreHETUYECKUA MEXAHM3M KaK MPU KapaMoMUONaTUsXx,
Tak n npu deHoKonuax TKMI, Hanpumep, NpU aMUNOUAHON KapanomuonaTun. [56].

MnepTtpoduueckaa Kapgumomuonatma u MK y cnopTrcmeHoB. PeKoMeHZauuMu Mo 3aHATUIO CMIOPTOM,
$U3KyNbTYPOI4, y4aCTUIO B CNOPTUBHBIX COPEBHOBAHUAX

- NaumeHTam ¢ TKMIM He3aBMCMMO OT BO3pacTa, Noaa, PAaCOBON NPUHAANENKHOCTU, HAANYUA OOCTPYKLMM
BT/1}K, nposeaeHHbIXx paHee onepaumm CM3/PM3 uam CAA, nam mmnnantaumm UKO***, He pekomeHaoBaHO
(npoTMBOMNOKa3aHO) yyacTMe B CNOPTUBHbLIX COPEBHOBAHMUAX U YNPAXKHEHWUAX BbICOKON MHTEHCMBHOCTU [3, 4, 113,
158, 182, 258, 296 - 299].

EOK IC (YOA 5 YYP C)

KommeHTapuin: ns-3a BbiCOKOro pucka BCC 3aHATMA cCOpeBHOBATE/IbHbIMW BMAAMMU CNOpTa NauMeHTam C
KM npoTnBonoKasaHbl.

Ons HocuTenel sABHbIX MaTOreHHbIX MyTauuMii 6e3 nposeaeHun 3aboneBaHua no DKM u IXOKr
peKoOMeHAALUN NO ONTUMANIbHOMY YPOBHIO GU3NYECKOI aKTUBHOCTU N XapaKTepy PU3NYECKMX HAarpy3oK AOKHbI
6bITb CPOPMYNNPOBAHBI NOCAE KOHCUANYMA C Y4aCTUEM MYJIbTUAMCLMNINHAPHON KOMaHAbI CNeumnaancTos (Bpay-
reHeTuMK, Bpay-KapgMonor, Bpay MO CAOPTUBHOW MeaMUMHE, MEAUUMHCKMA NCUXONor M Ap.) Ha OCHoBe
PacCMOTPEHUSA BbIABAEHHOM MyTaLMUK, PE3YIbTAaTOB PErYAAPHbIX U NOBTOPHbIX KAMHUYECKUX nccnenosaHuii (MPT



C KOHTpacTMpoBaHWem, nposegeHue crTpecc-TT-9XOKI), ¢ ydyetom cTpatudmKaumm pucka BCC Ha ocHose
€BPONencKon U aMepuKaHCKON moaenen.

CnopTcmeHbl BbiCOKOro Knacca ¢ MK 1 TonwmHon cteHkn JIXK > 13 mm (13 - 15 mm) cocTaBaatoT Anwb
Hebonbwyto YacTb (1,5 - 1,7%). Kak npaBnao, 3To cnopTCMeHbl ¢ 6onblwoi macco Tena. MMeHHo y 3Tol rpynnbl
TpebyeTtcs anddepeHumnanbHbii anarHos c FIKMIM [182, 297, 299].

Haunbonee yacto ncnonb3yembie nokasartenu ans anddepeHumanbHon anarHoctnkm FKMIM n agantusHom
INMA y cnoptcmeHoBs npeacTasneHbl B Tabavue M11, MpunoxkeHue b.

BaxkHbIM auMddepeHUnanbHO-ANAarHOCTUYECKMM MPU3HAKOM sABaseTca BbiaaeHue [MHI npu MPT c
KOHTpPaCTUpOBaHMeM. 3TO cBUAETeNbCTBYET B Nonb3y FTKMI, ogHako otcytcTBue MNMHI He uckatovaeT 3abonesaHus.

AHanunsunpysa cnoptusHyto MK, He0b6X0AMMO TaKKe NPUHUMATb B pacyeT cnegyowme bakTopbl: BUA CnopTa
WU UHTEHCUBHOCTb TPEHUPOBOK, BO3pacT, noA (y myumH /1K 6onblue), pocT 1 Bec cnoptcmeHa. OKOHYaTeNbHbIM
BblBOA, 0 AnarHose KM y cnopTcmeHa Aenaetca Ha OCHOBE KOMIM/IEKCHOM OLLEHKM Kak MOXHO 60oabLiero 4yncna
noKasartenemu

2.6. CTpatnduKaumua pucka u ctpatermm nepsrMYHoOin U BTOpUUYHOI npodunaktukmn BCC

MNoKasaTenn eKerogHoM CMepPTHOCTM OT CEePAEYHO-COCYAMCTbIX MPUUYUH Yy B3POC/bIX nauneHTos ¢ FTKMIM
coctaBaaoT 1 - 2%. BCC, XCH n Tpomb0o3ambonyeckme 0CN0XKHEHUNS ABAAIOTCA OCHOBHbIMUW NMPUYMHAMMU.

BHesanHas cepaedyHasa cmepTb (BCC) - aTo cmepTb, HacTynalol,as HEOXMAAHHO M MrHOBEHHO W3-3a
KapAmanbHbIX NpUYMH (y naumeHTa 6e3 3abosieBaHUA cepala WK C TaKOBbIM) B TeyeHWe 1 4. nocne nossieHus
nepBbIX CUMNTOMOB YXyZALeHMA 0BLLErO COCTOAHMA.

K noHatuio BCC He oTHOcAT cnyydyaun HACUNbCTBEHHOM CMEepPTN NN CMEPTH, BO3HMKalOLLI,eﬁ B pe3ysbTaTte
OTpaBaeHNA, aCd)VIKCMM, TpaBMbl U Apyroro Kakoro-n1mbo HecyacTHOro cny4yasn.

Puck BCCy naumeHToB c FTKMI 6e3 TpaamMunoHHbIx GakTopoB puUcKka coctasaneT 5,9% 3a 10 net [4, 118].

- 5-neTHuit puck BCC pekomeHAayeTca ougeHWBaTb Npu nepBuyHom obcnesoBaHun naumeHTa ¢ TKMIM u B
[aNbHeNWeM nepeoueHnBaTb Kaxable 1 - 2 roga UamM npu MsMeHeHUu KamMHudYeckoro ctaTyca [4, 114, 115, 117,
179, 180, 198, 199, 261, 262].

EOK IB (YA, 4 YYP C)

- lKana HCM Risk-SCD pekomeHAyeTca B Ka4ecTBe METOAa OLEHKU pUCKa BHE3aNHOW CMepTh B TeueHue 5
NeT ANA naumeHToB = 16 neT 6e3 cayyaeB peaHUMaLMK nocne anu3oa08 HKT/GXK UM cnoHTaHHOM YCTOMUMBOM
T c noTepeit co3HaHMA NN remogMHaMUYEeCKUMU HapylueHuamu [4, 114, 115,117, 179, 180, 198, 199, 261, 262,
271].

EOK IB (YA 3 YYP B)

KommeHTapuii: pernctpaumsa »usHeyrpoxaowmx HKHP 1 6pagnapuTmuii ocywectBAseTCAs € MOMOLLbHO
nosepxHocTHo IKI B nokoe, npy XM3KI, ¢ NOMOLLbIO HapyKHOFO WAN MMNAAHTUPYEMOrO 3aMMCbIBAOLLErO
YCTPOICTBA, TaK¥Xe - Npu Harpy3o4yHon npobe [179].

He3aBMCMMO OT HO30/10MMK, NoAaBAstolEee 6ONbLWNHCTBO ONACHbIX A YKU3HU KeNyA0UYKOBbIX HapyLEeHWUH
cepaeyHoro putma (83,4%) 0bycnoBaeHO 3NEKTPUYECKOWM HECTabUAbHOCTbIO MMOKapaa. BCC yalwe obycnosneHa
dHXK (62,4%), 6pagmaputmmamm (16,5%), KT Tmna "Torsades de pointes" (12,7%) v KT (8,3%).

YT HeycTolumBasa (KT, cocToAlan Kak MAHUMYM U3 3 XKenyA04uKOBbIX KOMMIEKCOB, € YacToToi = 120 u
NpPoAo/KUTENIbHOCTBIO He 6onee 30 cek., KOTopas MpeKpawaetca camocTosTesibHo). T moxKeT 6ObiTb
MOHOMOpP®HOM (HenameHeHHana mopdonorna Komnaekca QRS B 12 oTBeaeHUsx) M nonnmopdHoit (Bo Bpems KT B



12 otBegeHunax IKI usmeHaetcs KoHUrypaums komnaekca QRS);

KT ycroitunsas (MoHomopdHasn, nonnmopdHasn) - KT npogonkuTenbHocTbio 60n1ee 30 ceK., 3a4acTylo He
KYMMpYHOLLaAca CaMOCTOATESIbHO;

dubpUnnALUA KenyaouKkoB - HeperyasapHbIiA Kenyaoukosblidi putm (06bi4HO ¢ YacToTol 6onee 300 yaapos
B MUHYTY) C Bbipa*keHHOW BapnabesibHOCTbIO O/INHbI UMK, MOPGOaOrnn U amnanTyabl Komnaekcos QRS.

CywecTtsyeT ABe moaenu ctpatudmraumnm pucka BCC:
1. Ha ocHoBe TpaaNUMOHHbIX GaKTOPOB PUCKa (aMepUKaHCKaa Moaenb).

2. Ha ocHoBe pacyeTa MHAMBMAYaNbHbIX OLEHOK PUCKa, NepCOHNPUUMPOBaHHbIIM noaxon (esponelickasn
mopaens) - wkana HCM Risk-SCD.

LLikana oueHKkn pucka BCC y naumeHtoB ¢ TKMI (eBponeickaa moaens) npeacrasneHa B Tabauue M2,
npunoxexHue 3.

"Kanbkynsatop" pucka BCC npu TKMIl no eBponenckon Mmoaenu nNpeactaBjeH Ha caiTe
http://doc2do.com/hcm/webHCM.html).

LWkana oueHKkn pucka BCC y naumeHToB ¢ TKMI (amepuKaHcKas moaenb) npeacrasneHa B Tabauue M3,
npunoxeHue 2.

EBponeickan moaenb nporHo3mpoBaHna pucka BCC HCM Risk-SCD nmeeT orpaHuyeHus:
1. He npumeHAeTcA y naumeHToB cTapwe 80 neT u monoxe 16 nert;
2. He NpuMeHsaeTca y naumeHToB ¢ peHokonuamm F’KMIM, I y cnoptcmeHoB

MpoBegeHa moauduKkaumsa GOpMyabl pacyeTa C UCMNONb30BaHMEM TaKOro ¢GaKTopa KakK MaKCMManbHas
ToNwWMHa cteHku JTK (B HCM Risk-SCD Calculator - pekomeHa0BaHO yKasblBaTb He bosiee 35 mm) (npoaonKaetcs
anpobaums HoBoW moaenu) [181].

Anroputm nepeBuYHOM U BTOpUYHON npodunaktnkm BCC y naymeHToB ¢ TKMI npeactasneH B MpuaokeHum
b7.

3. JleyeHue

NeveHne KM BKkAOYaeT MeAMKAaMEHTO3HYIO  Tepanuio, SHAOBACKY/APHble  BMeLlaTenbCTBa,
XMPYPruyeckme n Hexmpypruyeckme metoabl peaykuumn runeptpoduposaHHoit MK, mexaHUYecKyo Noaaep KKy
KpoBOObGpaLLeHMA, TpaHCNNAHTaLMIO cepaLa.

PekomeHgaumm no neveHuto TKMI ocHoBaHbl Ha AaHHbIX 06 3ddekTMBHOCTM M HesonacHocTU
npumeHseMbIX $papMaKoNOTMYecKUX CPeacTB, MOJIYYEHHbIX B OCHOBHOM B HabitoaaTesibHbIX UCCNeLO0BaHMAX.
PaHAOMUW3MPOBAHHbIE KAMHUYECKME UCCNEL0BaHMUA Ma/lOYMCNEHHBI M BKIKOYAOT Masioe KOAMYecTBO NaLMeHTOB
[89, 154, 137, 301 - 310].

dapmakoTepanma npu TKMIT B OCHOBHOM yay4yllaeT CMMNTOMATUKY W NpeaynpexaeT OCAOXKHeHuA
(aHTMKoarynaHTHaA Tepanus npu @M, KopaapoH-dapmaKosorMyeckas Kapauvosepcus W NpodUNaKTUKA
peunansos P, neyeHue Kenya0uYKOBbIX HapyLLIEeHUI cepaedyHoro putma 1 ap.) [129, 311 - 314]. EANHCTBEHHbIE
BMeLaTenbcTBa npu FKMI, KoTopble, Kak NosaratoT, BAUAIOT Ha 4OTOCPOYHbIA MPOrHO3, NpeacTaBanioT coboi
XUPYPrUYECKY0 MMUOIKTOMUIO M MMMIaHTaUMI0 KapauosepTepa-gebubpunnatopa*** (MKOQ***) [154, 181, 300,
315 -323].

ConytcTBytowme 3abosieBaHMsA (apTepuanbHas TUMNEpPTeH3us, CaxapHblit Auvaber, gucaunugemuvs u ap.)
PEKOMEHA,0BAHO N1€YUTH B COOTBETCTBMU C CYLLECTBYIOLMMMU HALMOHANbHBIMU KJAMHUYECKUMUN PEKOMEHAALUAMM



[3, 4,175, 155, 324 - 327].

Mopxoabl K MeAMKAMEHTO3HOM TepanuuM Ha AorunepTpoduyeckon CcTaguu runeptpoduyeckoii
KapauMomuonaTtum

PaspabaTbiBatoTcs nogxodbl K dapmakoTepanum HocuTenen myTaumu, accoummpoBaHHolh c FTKMIM, Ha
porvneptpodpuueckor  ctagun.  KAMHWYECKMe  UCCNedoBaHWs M MCNOAb3yemMble  NpenapaTtbl  Ha
pornneptpodurdeckoi ctagnm F’KMI npeacrasaeHbl B Tabauue 5, npunoxkeHne A3 [328].

3.1 MeaukameHTO3Has Tepanus

Mopgxoabl K MegMKaMEHTO3HOW Tepanuu Ha runeptpoduuecko cragum runeptpoduueckomn
Kapanomuonatum y 6ecCMMNTOMHbIX NaLUeHToB

- He peKomeHayeTcs HasHayeHue 6eTa-agpeHobn0KaTopoB M 6/10KaTOpoB "mMeasieHHbIX" KanbuUueBbixX
KaHanoB (Bepanamun**) naymeHTam c 6eccuMnToMHbiM TedeHnem TKMI, Tak Kak MX NonesHoe AelCTBMEe He
JAoKasaHo. [3, 4, 329].

EOK IIIC (YA,A,5 YYP C)

- PeKomeH[,0BaHO PacCMOTPETb BO3MOMHOCTb Ha3HayeHua beTa-afgpeHob6/0KaTOpoB MaM Bepanamuaa™*
aCMMMNTOMHbIM B3pOC/bIM ¢ 06cTpyKumen BT/TK (nokos uam nHayumpyemoit) gns cHuxkenusa I s 1K [3, 4, 329,
330].

EOK IIbC (Y44 5 YYP C)
KommeHTapwit:
1. CUMNTOMHbIN UM 6ECCUMNTOMHbIA NALMEHT, PeLaeT Bpay Nocae AeTanbHOro obcien0BaHus.

2. flomkeH bbITb pelieH BONPoc 06 OTANMYMM UCTUHHOTO OTCYTCTBMA CMMMTOMOB OT aganTtauuu 3a cyer
06pa3a XKu13HW, NyTem nNposeaeHnaA Tecta ¢ PU3nYecKom Harpyskoi n oueHkn bnomapkepos XCH B anHamuke.

3. B pamKax BeAaeHua 340p0BOro obpasa KM3HM LenecoobpasHo npoBeseHME aspobHbIX YNpPaXKHEeHWUM
HMU3KOW MHTEHCUBHOCTM.

4. Heobxogmma exkerogHas nepeoueHka pucka BCC, sBkatovatowan K, XMIKT, IXOKT.

5. AIropuTm TakKTUKM Be4eHUA acCMMNTOMHbIX naumeHToB ¢ FTKMI npeactasneH B MNpunoxeHun b1.

MeaMKaMeHTO3Han Tepanma CMMNTOMHbIX NALMEHTOB € rMNepTpodUYECcKOn KapgmommonaTmei
Ob6Lwme NPUHLMNbI MeANKAMEHTO3HOMN Tepanum

1. JleyeHue nNaUMEHTOB C OOCTPYKTUBHOW U HeobcTpyKTMBHOM dopmamn 3aboneBaHua unmeet
CYLLECTBEHHbIE Pa3nyuA.

2. JleyeHune A0NKHO 6bITb a4anTUPOBAHO K YHUKA/IbHbIM XaPaKTEPUCTUKAM Ka*Xa0ro otae/1ibHOro nauneHTa.

3. JlekapcTBeHHble npenapaTbl, TPaAMLMOHHO NpumeHaemble B Tepanuu TKMI, asasioTca cpeactsamum
oTpuLaTeIbHbIM MHOTPOMHbIM AENCTBMEM W HamnpasBiaeHbl Ha KynuposaHMe uau obnerdeHne CUMMNTOMOB
3aboneBaHuA.

4. Mpasoxxenygoukosada ONKMI u 2-xenygoukosaa OTKMIN neyaTca no Tem ke MNpuUHUMNAM, Kak U npu
obcTpyKumn BT/IK.

MepguKameHTO3HasA Tepanua 06CTPYKLUMN BbIXOAHOIO TPAKTa JIEBOTO KeyA0uKa



- JleyeHne N06bIMM NEKAPCTBEHHLIMU CPEACTBAMU PEKOMEHAYETCA HauMHaTb C MUHUMAJbHbBIX O03 U C
OCTOPOKHbIM X TUTPOBAHMEM B TEYEHME A0CTAaTOYHO A0Aroro Bpemenu [3, 4, 11, 31, 39, 150, 175, 208, 266, 301,
329, 331 - 335].

EOK IB (YA4 5 YYP C)
KommeHTapwmi:

YNpoLeHHbI anropuTm AMarHoCTUKN U NOAXOA0B K nedeHunto 06cTpykTnBHbIX dopm FTKMI npeacrasneH B
MpunoxeHun B2.

Anroputm dapmaKkoTepanum obcTpykTmHol TKMI npeactasneH B MpunoxkeHun B3.

- beTa-agpeHobi0KaTOpbl C NOAGOPOM MaKCMMaNbHOW NEepPeHOCMMON A03bl PEKOMEHAYIOTCA B KayecTse
NnepBoi AWHWM Tepanuu AAa YMeHblleHUs CUMMMTOMOB Yy NauueHToB ¢ ob6cTpykumert BT/IK (nokoa w
uHayumpyemoit) [3, 4, 11, 31, 39, 40, 150, 175, 266, 301, 329, 331, 333, 335, 336].

EOK IB (YA, 2 YYP A)

KommeHTapwuit: npaBuna n ocobeHHOCTU Ha3HavyeHuna 6eTa-aapeHo6/10KaToOpPoB NpeacTas/ieHbl B Tabauue 1,
MpunoxkeHue A3.

- Bepanamun** c noabopom MaKCMMaNbHOM MNEPEHOCMMOM [03bl PEKOMEeHAYyeTcA TeM NauueHTam C
obcTpykumein BT/IK (nokos uam nHayumpyemomn), KoTopble He nepeHocaT 6eTa-aapeHoba0KaTopbl AU UMELDT
NPOTMBOMNOKasaHMA K UX HasHadeHwuio [3, 4, 11, 31, 39, 175, 301, 329, 332, 335, 337 - 341].

EOK IB (VA4 2 YYP A)

KommeHTapuit: npaBuia U 0COBEHHOCTM HasHayeHus Bepanamuna** npeacrasneHbl B8 Tabnauue 2,
MpunoxkeHue A3.

- Anntnasem ¢ noab6opoM MaKCMMAIbHOM NePeHOCUMON A03bl PEKOMEHLOBAH CUMATOMHbBIM MaLMeHTam C
obcTpykumert BT/ (nokos wan  vMHAYyUMPYEMO#), KOTOpble He nepeHocAT 6eTa-agpeHob/10KaTopbl U
Bepanamun** nam nmerT NPOTMBONOKa3aHMA K UX HasHadeHwuto [3, 4, 31, 39, 150, 175, 301, 302, 329, 332, 335,
342].

EOK IIC (YA/, 2 YYP C)

KommeHTapuin: pekomeHAyemble HadasbHble U LeneBble A03bl NpU MeauMKameHTOo3HoW Tepanun KM
npegacrasneHbl B Tabauue 3, MpunoxkeHne A3.

MauneHTbl ¢ TKMI n cpegHexenygovkosolh obctpyKkumen JIK aonKHbI NoayvyaTb BbICOKME A03bl beTa-
agpeHobnokatopoB (buconponon**), Bepanamuna** wunn guntnasema®, Ho OTBET Ha JleYeHMe 4acTo
HEeONTUMasbHbIA. JTa KoropTa MaUMeHTOB, KaK MpPaBu/I0, MMeeT CMMMTOMHbIA BapuaHT, XapaKTepusyroLmiics
NoBbILEHHbIM pyckom nporpeccupytowteit XCH 1 BCC. Y 25% 13 HMX pa3BMBaeTcA aHeBpM3ma BepxyLwKkn JIXK [71 -
73, 215, 294, 343, 344].

Neyenue XCH ¢ @B 1K = 50% y nauueHTtos ¢ FKMM

- beTa-agpeHobnoKaTopbl, Bepanamun** pekomeHAOBaHbl ANA YAYyYLIEHUA CUMMOTOMOB CepaeqHow

HeA0CTaTOYHOCTU Y NaLMeHTOB ¢ 06cTpyKTMBHOM TKMI 1 XCH Il - IV ®K (NYHA) c ®B = 50% [3, 4, 11, 31, 39, 101,
132, 150, 175, 198, 302, 325, 326, 329, 340, 341, 345, 346].

EOK llaC (Y44, 3 YYP Q)

- Manble fo3bl NneTneBbiX U TUAa3UAHbIX ANYPETUKOB pEKOMEHA0BAHbI ANA NalMeHTOB C HEO6CprKTI/IBHOﬁ



FTKMO n - IV ©K (NYHA) c B /1)K > 50% ana ynyywenns cumntomos XCH [31, 132, 175, 198, 325, 326, 329, 345
- 347].

EOK llaC (Y44 5 YYP C)

- PeKOMeHA0BaHO PaccCMOTPETb BO3MOHOCTb Ha3HaYeHMA (C OCTOPOXKHOCTbIO) HU3KKUX A03 MeTNAeBbIX Uau
TUA3MAHbIX ANYPETUKOB CUMNTOMHbIM NauueHTam ¢ obcTpykumenn BT/IK ana ymeHbleHUA 0AbILWKK NPU HarpysKke
(3, 4,31, 51, 132, 175, 198, 329].

EOK Ilb (YOA4, 5 YYP C)
KommeHTapui: anroputm BpavebHol TakTnkM nedennsa XCH npmn FKKMIM npeacrasneH B NMpunoxeHun b4.

MoaKknoyeHne HU3KUX 403 NeTNeBbIX NN TMa3uaHbIX AUYPETUKOB CnefyeT OCYLLeCTBAATb Nog KOHTPOJIEM
YCC u T[, Tak KaK yMeHblueHMe obbema UMPKYIUpYOLWEN KpoBu y naumeHToB ¢ OFTKMI morKeT npuBoanTb K
ysenundenuio 'l 8 BT/TXK.

- Mpu TMNOTEH3UM N OTEKE JIETKUX, KOTOPbIe 00YCAOB/IEHbI TAXKEN0M UHAYLMPYEeMOM obcTpyKkumen BT/,
pekomeHa0BaHbl beTa-aapeHob610KaToOPbI (per 0s UAK BHYTPUBEHHO) 1 AobyTamnu** [3, 4, 348].

EOK I1aC (Y44 5 YYP C)

KommeHTapwuit: B cnyyvae pa3BuTUA oTeka Nerknx npu HM3kom ALl y naunenta OFTKMI ¢ Bbicokum I, 8 BT/TK
Heobxoanmo MckNYMTb OKC, TaK Kak MCNONb30BaHWE B 3TOM CUTYaUMKN OpPraHMYECKMX HUTPATOB M NpenapaTos C
NONOXKUTENbHBIM MHOTPOMHBIM 3GPEKTOM ABNAETCA ONACHBIM AJ1A }KU3HW.

- MaymeHTam ¢ FTKMIM u obcTpyKumnen BT/ (noKoa MamM MHAYUMPYEMOK) He peKoMeHAyeTca NpUMeHeHue
OpraHUYeCKUX HUTPATOB N MHIMBUTopoB docdoanacTepassl [3, 4, 348, 349].

EOK IIC (YOA4 5 YYP C))

- NaumeHTam ¢ TKMIM un obcTpyKumelt BT/IK (Nokoa Man nHayuupyemoit) He pekomeHayeTca NpuMeHeHue
610KaToOpOB "MeaneHHbIX" KaibUMeBbiX KaHaN0B NPOU3BOAHbBIX AUrnaponupuanHos (Hupeanunuu**). (3, 4].

EOK IIIC (YA4,5 YYP C)

KomMMeHTapuit: OCHOBHOM HeKenaTenbHbliA MexaHW3M AEeUCTBMA OPraHUYecKMX HUTPATOB U MHrMBMTOpOB
dochoamnactepasbl obycnosneH ysenndyeHmem obctpykumm BT/TK.

- NaumeHTam ¢ TKMIM u obcTpykumen BT/ (MoKoa U MHAYUMPYEMOI) He peKOMEeHAYeTCs AUTOKCUH** [3,
4].

EOK IIC (YA4 5 YYP C)

- MaumeHtam ¢ TKMI 1 yCTONUYMBBIM CMHYCOBbIM PUTMOM HE PEKOMEHAYETCA NPUMEHeHWe cepaevHbIX
rnMkosuaos [3, 4, 329].

EOK IIIC (YA4,5 YYP C)

KOMMEHTapMﬁ: NONOXUTEJ/IbHbIE UMHOTPOMHbLIE MPENAPATbl, TaKME KaK HANEPCTAHKA, MPOTUBOMOKA3aHbI
Bcneacrtsne NONOXKUTE/IbHOIO MHOTPOMHOTO M NPOAPUTMOTEHHOTO 3¢¢GKTOB.

- Bepanamun** He pekomeHgyeTca naumeHTam ¢ ob6CcTpyKTUBHOM TKMI B cayyasx HaiMuMA CUCTEMHOM
rMNOTEH3MU U Bblpa*KeHHOW OAbIWKKU B Nokoe [3, 4, 329, 350].

EOK IIIC (YA4,5 YYP C)



NeuyeHune XCH c ®B /1K < 50% y nauumeHToB ¢ TKMN

- MaymeHTam ¢ HeobcTpykTMBHOM TKMM 1 ®B /1K < 50% pekomeHaytoTca 6eTa-agpeHob60KaTop B
pononHeHne K AK® WHrMbUTOpY (MAM aHTAroHUCTY aHrnMoTeHsuHa I, ecnm naumeHT He nepeHocuT AKP
WMHIMBUTOPLI) ANA YMEHbLUEHUA CMMNTOMOB, CHUMKEHMA pPUCKa rocnutanausauuii no nosogy XCH wm BCC (B
OTCYTCTBME PaHAOMM3INPOBAHHbIX UccnenoBaHnin no FTKMIM, apdpeKTMBHOCTb MO rOCNUTANM3ALUAM, CUMITOMaAM U
CMepPTHOCTM NpeanonaraeTcs, HO He JokasaHa) [3, 4, 132, 133, 155, 198, 325, 326, 345, 346, 351].

EOK I1aC (YAA,5 YYP C)

KommeHTapuit: beTa-aapeH0b/10KaToOpbl ABAAKOTCA Npenapatamyv MNepsBoir JIMHUKU, MPUMEHSAEMbIMU ANS
cHmxkenua T4 B BT/IK wn obnaeryeHna cumntomoB. OTpuuaTesibHble MHOTPOMNHble 3ddekTbl beTa-
aapeHob10KaToOPOB ABAAIOTCA OTHOCUTE/IbHO YMEPEHHbIMM, MO3TOMY OHW MOTYT MUCMNONb30BaTbCA AaxKe Y
naunenTos ¢ FTKMI n XCH ¢ ®B J/1XK < 50%.

BeTa-aapeHob610KaTOPbI HE Bbi3bIBAOT pe3Koro nameHeHus OB JTK B nokoe.
Buconponon** npegnoututensHeit npu FTKMIM n XCH ¢ ®B /XK < 50% [329]

- NaumeHTam ¢ HeobeTpykTUBHOW TKMM 1 Il - IV ®K (NYHA) ¢ ®B /1}K < 50% pekomeHayroTca masible A03bl
NeTNEBbIX WU TUA3UAHbLIX AUYPETUKOB ANA YMEHbLIEHUA CMMMATOMOB, CHWMXEHMA PUCKA rOCNUTaNAM3aLMA Mo
nosoay XCH (B oTcyTcTBME paHAOMMU3UPOBaHHbIX UccneaoBaHuii no TKMIM a¢dpdeKTUBHOCTL MO rOCNUTANM3ALUAM,
CMMNTOMaM M CMepTHOCTU NpeanonaraeTca, Ho He AoKasaHa) [3, 4, 132, 133, 155, 175, 198, 325, 326, 345, 346].

EOK IlaC (YAA4 5 YYP C)

- MaumeHTam c HeobcTpyKkTMBHOW TKMIM ¢ ®B /K < 50% 1 noctoaHHbIMM cumnTomamm XCH Il - IV ©K
(NYHA), HecmoTpa Ha nedyeHne AKD MHrMbutopamu (MAM aHTAaroHUCTaMM aHrMoTeHsuHa |l, ecnn nauMeHT He
nepeHocnt AK® nHrmoutopol) n 6eTa-agpeHobN0KaTOPaMK, PEKOMEHAYIOTCA aNbAOCTEPOHA AHTArOHUCTbl ANA
CHUXKEHMA pUCKa rocnuTanmnsaumii no nosogy XCH n BCC (B oTcyTcTBME PaHAOMM3MPOBAHHbLIX UCCAeA0BaHMI MO
FTKMN 3¢pdeKTUBHOCTL MO roCnUTaNM3aLMAM, CUMNTOMaM M CMEPTHOCTU NpeanonaraeTca, HO He AokKasaHa) [4,
132, 133, 155, 175, 198, 325, 326, 345, 346].

EOK I1aC (YAA4, 5 YYP C)
KommeHTapuii: anroputm BpavebHon TakTnkn nevenma XCH npm F’KMIM npeactasneH B MpunoxeHun b4.

TaKkTUKa NnedYeHna naumeHToB ¢ HeobcTpyKTMBHOM TKMI ¢ cuctonndeckon amchyHkumein 6asmpyerca Ha
nNpuHUMNax AoKasaTenbHoW dapmakoTepanuu, paspaboTaHHbIX 41A B3POCAbIX NaumeHTos ¢ XCH co CHUXeHHOoM
®BJ/1XK, 1 BKAOYAET peKomeHaaumnn nNo npumeHeHuio 6eta-agpeHobnokatopos, AKP MHIMBUTOPOB, aHTaroHNCTOB
aHrnoteHsuHa ll, guypeTtunkos n ap. [155, 175, 325, 326].

[aHHble, nonyyeHHble Maron M.S. u coasTt. (2018) B NpOCNEKTMBHOM PaHAOMWM3UPOBAHHOM ABOMHOM
CNenom UccnefoBaHUW, He MNOATBEP)KAAT WMCMO/Mb30BaHWE CNMPOHOMaKkToHa npu TKMM gnsa yaydweHus
pemogaenvpoBaHua JIK nytem ymeHblweHns ¢ubposa MMoKapaa AN U3MEHEHUS KIMHMYECKoro TeyeHus [307].

JleyueHue cMHApoma cTeHOKapAuK y naumueHtos ¢ FIKMIM

- beTa-agpeHob/0KaTopbl, Bepanamun™*, ounTnasem peKoMeHZOoBaHbl MauMeHTam C HeobCTPYKTUBHOWM
FKMI 1 cTeHOKapAUTUYECKMMM BONSMM NPU OTCYTCTBUM OBCTPYKTUMBHOM KOpOHapHoi 6onesHn cepaua [3, 4, 74,
77,251, 292, 329, 352, 353].

EOK I1aC (YAA,5 YYP C)

KoMmeHTapuii: npaBuna M 0COBEHHOCTM Has3HayeHWs Bepanamuna** npeactraBneHol B Tabauue 2,
MpunoxeHune A3 1 Tabauue 3, NMpunoxkeHune A3.



MauyeHTbl ¢ FTKMIM yacTo NpeabABAAIOT Kanobbl Ha 60/1b B rPyAHON KNETKe, KOTOpasa MOXKET UMETb UK He
MMEeTb TUMUYHbIE NPW3HAKM CTEHOKapAMW. ITOT CMMNTOM BO3HMKAaeT M3-3a AucbanaHca mexKAy MOCTaBKOW U
NoTPebHOCTbIO KNCNopoaa, NPUBOAMT K runonepdysnmn n NWEMUN MUOKapLa, KOTOPas BTOPWYHA MO OTHOLLEHUIO
K YMEHbLLUEHWNIO KPOBOTOKA Yepes3 Masible MHTpamypasibHble KOpoHapHble apTepun (cm. pasgen "MatoreHes").

Ha sTane nosBneHUA y nauneHTa NpPUCTynoB CTeHOKapAMM HE0H6X0AMMO YTOUHUTb, HE NMOABMAACH /M Y HETO
WMHOYUMPYEMan HarpysKow SlaTeHTHan KOpoHaporeHHas obCTpyKuma U/ Mam nwemmsa MMoKapaa. PekomeHaoBaHa
cTpecc-9X0-KI ans onpegenerHma nokasaHuin K KAl U peBackyasapumsaumm, B TOM Yncae npu cteHosax KA < 50%.

Bepanamun** cnocobeH ymeHbllaTb WIWIEMUIO MUOKapaa, B T.4. 6e36oneByio, M yaydwaTb ero
Amnactonmyeckyto GyHkumio JTIK.

PaHoONasuH NpUMEHAIOT O/1A NedYeHUA CTeHOKApAWW Y MaUMEHTOB, MEePEeHEeCLIMX OCTPbIM KOPOHAPHbIN
cuHapom (PKM MERLIN TIMI). OH MHrMBMpyeT No3gHMIA HAaTPUEBLIN TOK B CEPAEYHBbIX MUOLMTAX, YTO YMEHbLUAET
neperpysky KajibUuem B 3TUX KJEeTKax, TEM CaMbIM CHUXAA AMACTO/IMYECKOe HanpsarKeHue creHku JIK u
noTpebHOCTb MMOKApAa B KNUCOpoAE.

Mo gaHHbIM Gentry J.L. u coaBT. (2016), perynapHoe NpUMeHeHMe paHoNa3MHa B TeYeHue 2 MecsLEB B
nosunposke 500 - 1000 mr 2 pa3a B A€Hb NMPUBEJNIO K 3HAYUTENbHOMY OBNErYEHUI0 CTEHOKAPAUM U CMMMITOMOB
cepaeyHon HegoctaTtodHoCTU (CH), a TaKKe yay4dLlleHMIo KauecTBa *KM3HM CUMNTOMHBbIX NauyeHTos ¢ TKMIM [304].

B mMynbTMLEHTPOBOM nnauebo-KoHTpoampyemom uccneaosaHum RESTYLE-HCM (Olivotto 1., Camici P.G. u
coaBT., 2018 r.) NpMmeHeHMe paHoJsia3MHa B TeyeHWe 5 mecAueB He MNPUBENIO K 3HAYMMOMY YJYYLIEHUIO
NepeHoCMMOCTU PU3NMYECKOW Harpy3KM, NOKasaTeneil ANacToInYeckon GyHKUUK, YMeHbeHno ypoBHe MHYT
WA YJTYYLIEHUIO KayecTBa XKU3HU Y NauMeHTOB HeobCcTpyKTUBHOM TKMI no cpaBHEHUIO C rPYyNnon, Noay4yasBLUmx
nnaueb6o. [lpuem paHonasMHa [AOCTOBEPHO aACCOLMMPOBAH CO CHUMKEHMEM KOAMYECTBA KENYAOYKOBbIX
9KCTPAcUCTON NO pe3yabTaTam CYyTOYHOro MOHUTOpMpoOBaHMA DKI. PaHOMa3nH NPOAEMOHCTPUPOBAA OTAMYHbIE
nokasartenu 6esonacHocTtu [309].

- PeKomeHZ0BaHO PacCMOTPETb BO3MOXHOCTb MCMNO/b30BaHUA OPraHUYEeCKMX HUTPATOB per 0S y NauneHToB
C HeobcTpykTMBHOM [KMIM cO CTeHOKapauTMYeCKUMKM 6oAAMM U OTCYTCTBMEM OBCTPYKTMBHOM 601e3HM
KOpPOHapHbIX apTepuii [3, 4].

EOK IIbC (Y44 5 YYP C)
JleyeHune apTepuanbHoOi rMnepTeH3nm y nauueHTos ¢ FTKMM

JNleyeHwne AT y naumeHToB ¢ HeobCcTpyKTMBHOM TKMI NpoBOAMTCS B MOJIHOM COOTBETCTBMM € KNMHMYECKMMM
PekomeHaaunamm no nevyeHuio Al y B3pocnbix.

OcobeHHOCTU MeaAnKaMeHTO3HoM Tepanuu Al npu obcTpyKkTMBHOM TKMI:

War 1. MpekpaTuTb Nprem nepudpepryeckmx Ba3oamnaTatopos (eciv NaLMeHT paHee pasoBO MAN Kypcamu
NpUHMMaN Ba3oamnaTatopbl).

War 2. HasHauuTb MaKCMManbHO nepeHocumble A03bl beTa-agpeHobnokaTopa, Bepanamuaa MAu
KoMbuHaumm oboumx npenapartos nog KoHTposem YCC n nposoautb IKM-moHuTopmHr QT/QTc u AB-nposeaeHus).
MpeanoyTTEeNbHO UCMO/Ib30BaTh MPOJIOHTMPOBAHHbIE U CeNeKTUBHbIE beTa-agpeHoboKaTopbl (buconponon**,
aTteHonon**),

War 3. Ha ¢oHe npoBogumoin Tepanuu beTa-agpeHobnokatopom (6uconponon** mnm ateHonon**) npu
ycnosumn sdpdektnsHoro KoHTpoaa [ B BT/TK ¢ nomowbto IXO-KI, HapylweHun puTma M NPOBOAMMOCTH,
NPOAO/KUTENbHOCTM UHTepBana QT/QTc no 3K u XM3KI n OTCYyTCTBMM MOABAEHUA AOMNOAHUTENLHOM
KAMHWUYECKON  CMMNTOMATMKM  PAacCMOTPETb  BO3MOMHOCTb  OCTOPOXHO  [00aBUTb  HU3KYD 403y
rmapoxnoptuasmnaa** c rpuamrepeHom** nog koHTponem A s BT/IXK [327, 329, 332, 354].



OnbIT neyenma no Sherrid M.V. [332]: npu Taxkenoi ob6cTpykumm B BT/IK y naumeHtos ¢ OFTKMIM + AT, He
KOHTponpyemon dapmaKoTepanuent, NpoBOAMMON B NMOJHOM 0b6beme, NPUBANIUTENIbHO YETBEPTM NaLUUEHTOB
(22%) notpebosanack peaykums MHKI c uenbto cHuxKeHus I B BT/1XK, n 16% notpebosanca JIKC*** c kopoTKol
3agepkkoit AB ana ymenbwenus T4 B8 BT/IK y nayMeHToB € MUCXOAHbIMU (MW ATPOreHHbIMWM Ha ¢oHe
KOMBMHUPOBAHHOM Tepanun) HapyweHnamm AB npoBeaeHUs 1 BHYTPUKENYA0UYKOBbIMU 610KagaMM.

NeueHune pubpunnauum npeaceppmii y naumeHTtos ¢ FTKMMN

&M asnserca Hanbonee yacton aputmmneit npu FTKKMI, pacnpocTpaHEeHHOCTb KOTOPOW 3aBUCUT OT TAXKECTU
3abonesaHuA: 22% B obulei Koropte n A0 32% B KOropTe NaLMeHTOB C NOKa3aHUAMMU Ana umnaaHTaumm UKO***
n DKC***/N3KC*** [11, 31, 129, 134, 150, 184, 197, 314, 355 - 358]. YactoTta BCTpeyaemoctn @I de novo B
obuweit koropte 'KMI coctaBnseT okoso 2% B rog [129, 314, 357].

3agavyamn  dpapmakotepanum npu KM, ocnoxkHeHHoOW @I, ABAAKOTCA KyNMpOBaHWE MPUCTYNa,
npodunakTnKa peunanBos apuTMmnMm n TPoM603MB0TNYECKNX OCTOKHEHUN.

BoccTaHOB/I€EHUE CUHYCOBOTO PUTMa M NPOPUNAKTUKA PeLnauBoB
dubpunnaumm npegcepanii

- PeKkomeHaoBaHO Kaxable 6 - 12 mecAueB npoBoantb 48-yacoBoe XMIKI gns BbiABNeHUs 6ec- wau

MaNoCMMMNTOMHbIX NapoKcmamos Pl 1 onpeaenerHns pucka BCC B koropTe nauueHtos ¢ TKMM 1 paamepom /1N =
45 mm, HaxoAALMXCA Ha CUHYcoBOM puTme [3, 4,112, 128, 131, 179, 183, 314, 359 - 364]

EOK llaC (Y44 4 YYP C)

KommeHTapuin: obHapyeHne I ¢ NOMOLLBbIO UMMNAAHTUPYEMOTO MET/IEBOrO perncTpaTopa npeacrasaset
cob0i YHUKaNbHYIO BO3MOXHOCTb A5 ObICTPOro BbiABAEHUA Hec- AN MaJioCMMNTOMHbIX Mapokcuamos Pl ¢
uenbto NpoPUNaKTUKM TPOMBOIMOOIMYECKMX OC/IONKHEHUIA A0 TOro, KaK CAYYMACA UHCY/bT. [peaukropamu u
¢dbaKkTOpamm pucka BosHUKHOBeHUA O npu TKMI AaBaAaloTcA: npeacepaHas MMONATUA, YBEUYEHME pasmepa U
obbema /1M, nosbiweHue ypoBHen NT-proBNP B kposu, XCH Il - IV ®K (NYHA), noxunoii Bo3pacT, obCcTpyKums
BT/TK, BoBneueHne npasbix OTAENO0B CepALA, reHeTudeckne GaKkTopbl.

- BoccTaHoBnEHME CMHYCOBOrO puUTMa MyTeM MNPAMOWN 3/EKTPUYECKON WM  papmMaKoaornyeckomn
KapAMoBepCcUM C BHYTPMBEHHbIM BBefdeHMeM amMuodapoHa** pekomeHOoOBaHO Yy NaUMEHTOB C HeAaBHO
BO3HMKILLeEM (< 48 yacos) ®N [113, 131, 183, 314, 359, 364].

EOK IlaC (YAA4 5, YYP C)

KommeHTapuit: 6e3 npeallecTBYOWEN aHTUKOAryasHTHOW NOAFOTOBKM KapAMoOBepCUA MOXKeT OblTb
nposeAeHa TO/IbKO B C/ly4ae, eCAn A/ INTENbHOCTb TEKYLLLEro NapoKcnama He npesbliuaeT 48 4acoB. Y NaLMeHToB ¢
6eccMMnTOMHbIMKM  Napokcnamamm PI, a TaKKe B CUTyaumsax, Korga naumeHT 3aTpygHAeTca HassaTb
O/MTENbHOCTb TEKYLLEro NAapoKCM3Ma M He MOoJyYaeT aHTUKOAry/JAHTHYO Tepanuio NOCTOAHHO, PeKoMeHAyeTcA
BO3/EpP’KaTbCA OT HE3aMeA/INTEIbHOrO BOCCTAHOB/IEHUA CUHYCOBOMO PUTMA.

B aToM CUTYyauunn BO3MOXKHO NpnmeHeHune 2 CTpaTEFMVI BeaeHunA.

MepBas cTpaTerMa: npoBeAeHUe paHHen Kapauosepcum nocne YM-IXOKF, He BbiABMBLUENH TPOMObI B
nonocTax npepcepaui. AHTUKOArynaHTHaA MNoAAepKa BO BpemsA Mpoueaypbl BOCCTAaHOB/EHWA CUHYCOBOFO
puTma oba3aTesibHa.

BTopas cTpaterns: npu HeBo3MOXKHOCTU npoBegeHus YM-IXOKI nan BbiABNEHUM TPOMOOB B NOMOCTAX
npepcepgmnii npyn YN-9XOKI cnegyeT NpoBOANTb MO3AHIOK KapAMoBepCcuto nocne 3 Hepenb aHTUKOAryAsiHTHOM
Tepanuun (nocne KoHTponbHoi YM-IXOKI, obasaTenbHoOM B ciyyae HanmMuma TPOmM6OB B MOJOCTAX Npeacepauii
npv nepsom obcnefoBaHUM).



- AmuopapoH** pekomeHaoBaH ANAa NpodunakTMkM peumamsos DM nocne NPAMON 3NeKTpUYECKON
Kapguoepcun [301, 314, 356, 359, 364, 365].

EOK llaB (Y44 4 YYP C)

- berta-agpeHobnoKkaTtop, Bepanamun** uam auntnazem** pekomeHAyloTCA ANA KOHTPOAS 4acTOTbl
COKpaLeHnn xenyao4vkos y naymeHtos ¢ FTKMI ¢ noctosiHHOM nan nepcuctupytowen @M [3, 4, 111, 131, 301,
314, 359, 364, 365].

EOK IC (YA, 5 YYP C)

- PekomeHA0BaHO pPacCMOTPETb BO3MOMKHOCTb HA3HAYEHWUA HU3KUX [03 AMFOKCMHA** naumeHTam ¢
HeobcTpykTMBHOM KM, cTpagatowmm noctosaHHoi dopmont @M mu XCH 1l - IV ®K NYHA, ¢ ®B < 50%, ans
KOHTPO/1S1 YacTOTbl COKpaLLEeHUs Kenygoukos [3, 4, 131, 132, 155, 175, 198, 314, 325, 326, 329, 345, 346, 366].

EOK IIbC (YAA4 5 YYP C)

KommeHTapuit: ammoaapoH** cumtaerca AydwMm npenapaTtom ANAA KOHTPOAA pUTMa, OH 6e3onaceH U
adpdekTnBeH y naumeHTos c FTKMI1, ocnoxxkHeHHon O,

CoTanon** mMoXKeT UCMo/b30BaTbCA B KAYeCTBe a/ibTePHATUBHOTO aHTUAPUTMUYECKOrO areHTa B JIeYeHUn
nauneHtoB FKMM, ocobeHHO B cnayyae umnnaHtaumm UMKO***, xoTA KAMHUYECKUIA ONbIT €ro NpumMeHeHus
orpaHuYeH.

HauanbHble M UeneBble [03bl MNPU NeKkapcTBeHHoi Tepanum KM npeactasneHol B Tabauue 3,
MpunoxkeHune A3.

Npodunaktnka Tpomb603mM601MYECKUX OCNOXKHEHU
y naumenTos ¢ FTKMI

- Ecnn HeT nNpoTMBOMNOKas3aHWi, aHTaroHUcTbl ButamuHa K (Bapdapuu**, uenesoe MHO 2,0 - 3,0) uan
nabuvratpaHa atekcunat** unm pusapokcaban** unm anukcabaH** pekomeHayroTCA BCEM NauMeHTaMm, Y KOTOPbIX
pasBuiacb NEPCUCTUPYIOLLAn, MOCTOAHHAA WAM  napokcu3manbHaa d¢opma  PI, ana  NpodUNaKTUKK
Tpomb03mbonnyecknx ocnoxHeHui 3, 4, 131, 150, 184, 311 - 314, 357, 359, 360, 364, 367 - 373].

EOK IC (YO 2 YYP B)

KommeHTapuit: HeobxoaAMMoO NOMHUTb 06 3MBPUOTOKCMYHOCTM BapdapuHa (cm. pasgen "TKMMN vy
b6epemeHHbIX").

MeHblUe AaHHbIX MO aHTMKOAry/NAHTHOW Tepanuu Npu TpeneTaHWu NpPeacepauin U apyrux npeacepaHbix
apUTMUAX, HO PUCK TPOMBO03MBOANI NPU HUX CUMTAETCA TaKMUM ¥Ke, Kak npu PrI1.

- OueHKa puCKa KpoBOTeYEeHMM npu nomowm wWwKanbl HAS-BLED pekomeHayeTcs MpU HasHAYeHWUU
BapdapmnHa** 6e3 nam B couetaHum ¢ uHrMbutTopamm arperaummn Tpombountos. [3, 4, 131, 314, 359, 360, 364,
368, 311, 313, 369 - 374]

EOK llaD (Y44 4 YYP C)

KommeHTapwit:

Wkana HAS-BLED (He BanuaupoBaHa gna nauueHtoB ¢ TKMM): 6annbl > 3 YKa3blBalOT Ha BbICOKMUA PUCK
KPOBOTEYEHUIA W [AO0MKHbI OblTb MNPUHATbBI  Mepbl MPEAOCTOPOXKHOCTM C NabopaToOpHbIM U KAUHUKO-
WHCTPYMEHTaNbHbIM KOHTposiem. LLikana HAS-BLED - cm. Tabauuy M5, Mpunoxkexue 2.

- Ecnv naymeHT ¢ FTKMIM, ocnoxHeHHol D1, He MoXKeT NpMHMUMaTb NogobpaHHyo 403y BapdapuHa™** ns-3a
NoBOYHbIX AEeNCTBUIM NIV HEBO3MOXKHOCTU NOAAEPKUBATL TEPANEBTUYECKUIA YpoBEHb aHTUKoaryaaumm (MHO 2,0



- 3,0), N1 HEBO3MOKHOCTM OCYLLECTBAATb MOHMUTOpUHIT MHO, pekomeHayeTca Mcno/sb3oBaTb AaburaTpaHa
aTekcunaT** nnmn pusapokcabaH**, uam anukcaban**. [3, 4, 131, 314, 359, 360, 364, 368, 375, 376, 311, 313, 369
- 374, 377].

EOK IB (Y44 1 YYP B)
KommeHTapwmi:

BapdapuHu** nnn paburatpaHa atekcunat** mnm pmusapokcabaH** mnam anukcabaH** cneasyet HasHavaTb
He3aBMcMMo OT WKanbl CHA2DS2-VASc aaxke nocne ogHoro anu3oga @I, Wkana CHA2DS2-VASc - cm. Tabauuy
N4, NMpunoxkenue 2.

- Bo Bcex cnyyasx KM, ocnoxkHeHHoM P, pekomeHayeTca NOoXKU3HEHHasA Tepanua BapdpapmHom** (MHO
2,0 - 3,0) uan paburatpaHa atekcunatom™* nnm pusapokcabaHom** nam annkcabaHom**, naxe ecnm cMHyCoOBbIN
puTm 6b11 BoccTaHoBAeH [3, 4, 111, 113, 131, 150, 175, 314, 329, 357, 359, 360, 364, 368, 311, 313, 369 - 374,
377].

EOK IC (YAZ, 4 YYP C)

- Tepanus aueTUaCannLUMAOBON KUCNOTON B A03upoBKe 75 - 100 mr nawoc Knonuaorpen** 75 mr B AeHb
(Mpu HM3KOM pUCKe KpoBOTEYEHUI) pekomeHayeTca, ecan naumeHT ¢ FTKMM, ocnoxkHeHHoi @I, oTKasbiBaeTcs
npuHUMaTb BapdapuH** nnmu gaburatpaHa atekcunat** nnm pusapokcabaH**, nunm anmkcaban**. [4, 378]

EOK l1aB (YAZ, 5 YYP C)

- Nauuyentam c TKMI, ocnoxkHeHHoN DI 6e3 BbipaxkeHHOro yeenundyenus /M B cayyanax pedpakTepHol K
dbapmaKkoTepanMmM CMMNTOMATMKM W HEBO3MOMHOCTM  WUCMOJIb30BAHUA  aHTUAPUTMMYECKMX NpenapaTos
pekomMeH0BaHO NpoBeAeHMe KaTeTepHbIX Npoueayp [4, 111, 131, 359, 360, 364, 379].

EOK llaB (Y44 5 YYP C)

KommeHTapuin: MIHBa3uBHble meToabl neveHunsa P - cm. pasgen 3.2
3.2. Xupypruyeckoe u nHtepseHUMOoHHoe nedyeHmne F’KMIM
Pepykuua MXI

Mpu obcTpykTMBHOWM TKMIT XMpypruyecknin meTon, nedeHus Asnasetca "30/10TbiM cTaHgapTom" (cpegHue
noKasaTtesm cMepTHOCTU < 2%, apdeKTUBHOCTL 6onee Yem y 90% NaLMeHTOB, YacTOTa OC/IOKHEHUI < 5%).

B HEKOTOPbIX MeAMLMHCKMX LleHTpax peaykumio MMM peKoMeHAYIOT BbINOMHATL NaumeHTam ¢ 6onee
MATKOW CUMNTOMATUKOM B CAYYaAX 3HAUMTE/NIbHOM NaTEHTHOWM OBCTPYKLMM, Y KOTOPbIX MaKCUMasbHbIA |
UHAyUMpyemblii [, = 50 mm pT. CT.

Onpegenamowmm GakTopom AN AOCTUNKEHUA Xopolunx pesynbtatos CM3/PM3 u CAA asnsetca onbIT
LleHTpoB, KOTOpbIM A0MKeH M3MepAaTbea H6osee yem 50 npouenypamu, BbINONHAEMbIMKU B roa, U 6onee yem 20
npoueaypamu, BbINOAHAEMbIMU XUPYProM WAM WHTEPBEHUMOHHbIM Kapauonorom. Pepykuma MKI gonxkHa
BbINOJIHATLCA OMNbITHBIM CNELMANANCTOM, PaboTatoWMM B MyAbTUANCLMNIMHAPHOW KOMaHAE KCNepPTOB B 1eYeHUU
rKMN [3, 4, 106, 213, 321, 320, 380 - 388].

- Peaykuma MMM pekomeHayetcs nauueHtam FTKMM ¢ T4 B8 BT/ (B nokoe uAM MaKcMMaibHbIM

npoBoLnpyeMbim) 2 50 Mm pT. cT., ¢ XCH lll - IV ®K (NYHA), HeCcMOTpA Ha MaKCUMa/bHYIO NepeHOCUMMYIO
Tepanuio [3, 4, 73, 105, 106, 316 - 321, 380 - 384, 388 - 394].

EOK IB (YO 2 YYP A)



KommeHTapui:

Peaykums MM ocyuiecTBasieTca ¢ MOMOLLbIO CenTa/ibHON MmMoaKkTomum (CM3), pacwmnpeHHoit CM3 (PM3)
M cenTanbHoM cnmupToBoi abnaumm (CAA).

MokasaHua K peaykumm MM (CM3/PM3/CAA) npeactasnieHsl 8 MpunoskeHun 6510.

- Pepykuma MMM pekomeHzoBaHa gns naumeHToB ¢ TKMI 1 noBTOpHbIMM O0BMOpPOKaMKM MpU Harpyske,
BbI3biBaeMbiMK ] B BT/IXK (B NMOKOE WMAM MaKCMMaibHbIM MPOBOLMPYEMbIM) = 50 MM PT. CT., HECMOTPA Ha
OonTMMasbHyto Tepanuio [3, 4,123 - 125].

EOK llaC (Y44 4 YYP C)
KommeHTapwui:

- Anroputm [AWFHOCTMKM W BpavyebHOM TAKTMKM NpPU  CUHKOMAJSIbHbIX COCTOAHMAX NpPencTaBieH B
MpunoxkeHun B8.

- NokasaHua K peaykumm MM (CM3/PM3/CAA) npeactasneHsbl B MpuaoxeHun 610.

- Anroputm npeponepaumoHHON AUMArHOCTUKU Ans Bblbopa AONOAHUTENbHbLIX BMelaTenscTs Ha MK npu
CM3/PM3 npepacTtasneH B MpunoxeHun B5 (cm. Takxke pekomeHaauumn K MPT).

- AnropuTtm Bblibopa metoaa peaykumm MM npu TKMI npeacrasneH B MpunoxkeHun B6.
- CpasHeHne CM3/PM3 un CAA npeacTtasneHo 8 MpunoskeHun b11.

- CM3/PM3 npegnoututenbHee, yem CAA, U peKoMeHAyeTcA MauyeHTam C NOKasaHMAMW K peaykuuu
MMM, umelOWMM MOKas3aHUA AAsa  OPYTUX  XMPYPrUYECKMX BMeLaTenbCTB (Ha ManWANAPHbIX  MbllULLAX,
npoTesnpoBaHMe MUTpPanbHoOro Knanaa, AKL) [3, 4,217, 224, 317, 318, 381, 382, 385 - 387, 391, 398 - 402].

EOK IC (YAA 2 YYP B)
KommeHTapwit:

CM3 - "MunoakTomus no Morrow" TpaHcaopTanbHbIM 4OCTYNOM (nNepBas onepauma 6bina nposeaeHa B 1958
r.) 8 6o/bWMHCTBE CAydYaeB ycTpaHaeT obcTpyKumioo BT/1XK, BbizBaHHYO runepTpodupoBaHHon MK, ogHako He
ycTpaHaeT aHomannm MK, BHocALmMe BKAaL B 06CTpyKumio BT/TK.

Messmer B.J. ¢ coaBT. (1994) ycoBepLIEHCTBOBA/IM MUIKTOMMIO MO Morrow, paclimpus 061acTb peseKkumun
rmneptpodupoBaHHoit MMM B anuKaibHOM HanpaB/ieHUW K ocHoBaHuto MM (PM3). MHoraa B aHrI0A3bIMHOWM
nuTtepatype PM3 HasbiBaloT npoueaypoii RPR (cokp. oT resection - pesekuma runepTpodupoBaHHOro yvyacTka
MM, plication - ykopoyeHune nepeaHel cTBopkm MK nyTem co3gaHMA ropM30oHTaIbHOM CKAa4KN B €€ OCHOBAHWUM,
release - ocBo60XKAeHNE/NCCEYUEHNE aHOMA/bHBIX MPUKPENAEHUI TMNEPTPOOUPOBAHHbIX NANUANAPHBIX MbILLLL).

Mpu BbiIABAEHUU 2-ypOBHEBOWN 06CTPYKUUM (yBennyeHHbii I B BT/TXK 1 Ha ypoBHe cpefiHeit YacTn NoaocTu
JTK) MMO3KTOMUMA MOKET BbITb paclumpeHa A0 cepemHbl nonoctn JIXK 1 BoKpyr ocHoBaHuA MM, oHaKo AaHHble
0 A0NTOCPOYHOM 3ddeKTe TaKOro NoAxoAa OrpaHUYEHbI.

B cneumanunsmMpoBaHHbIX LEHTPaX, UMELMX HaubOo/blUMIA ONbIT MO nedveHuto naumeHToB c¢ KM,
MCNONIb3YeTCA TPaHCanWKaNbHbIA AOCTYN, HAMpaBAEHHbIM Ha CHWXeHue [[ U ymeHblleHWE CMMMTOMOB Y
nauneHToB cpegHexenygoukoson OTKMI. B pegkux cnydasx npu 2-yposHeBoW obcTpyKumm JIK mncnonbsyroT
KOMOWHMPOBAHHBIN  TPaHCANWMKaNbHbIM  +  TPAHCAOPTaZbHbIA  AOCTYN  MAM  NPABOXKENYLOYKOBbIA U
TpaHcaopTanbHbIM gocTynbl [71, 343, 403].

Mpu cpegHexenygoukosot OFKMI, npu OTCYTCTBUM BbIPA*KEHHbIX AaHOMAIMA MUTPANbHOIO KjaanaHa
MOMET ObITb BbINOJIHEHA MMO3IKTOMMA M3 NMPABOTO XKeNyAo4YKa TPAHCBEHTPUKYAAPHLIM WAM TPaHcnpeacepaHbIM



[OCTYNOM. ITOT XMPYPrMYECKMIA AOCTYN UMEEeT NPenMyLLECTBO Nepes TPaHCAoPTabHbIM AOCTYNOM Y NaLMeHTOB
MO1040r0 BO3pacTa C BblparkeHHoM runeptpodueit MK Bcneactsme 6osee HU3KOro pucka passutmna ABBE [404,
405].

Mpu BbIABNEHUN OBYXXKENYAOYKOBOM 0OCTPYKUMM (yBenuueHHbih [ B BT/IXK > 50 mm pT. CT. U
yBenuueHHbit 4 B8 BTMHK > 16 mm pT. CT.) MOXKET NPUMEHATbCA KOMOBUHMpPOBAHHLIM goctyn: CM3
TpaHcaopTanbHbIM AOoCcTYyNom U PM3 goctynom co cTopoHbl MK,

B crneunannsnmpoBaHHbIX LEHTPaX, MMEeLWMX HanbObLIMIN ONbIT NO sieyeHuto naumeHtToB ¢ FTKMI, npwu
BbIAB/IEHUMN ABYXKEYA0UYKOBOM OOCTPYKLMKN, NPU OTCYTCTBUN aHOMAIMN NOAKNAAMNaHHbIX CTPYKTYP MUTPAAbHOrO
K/lanaHa MMO3KTOMMA MOXKeT ObiTb  BbINOJIHEHA AgocTtynom M3 [ TPaHCBEHTPUKYASPHbIM UK
TpaHcnpeacepaHbim goctynom [106, 321, 406 - 408].

AHomanum cTpykTyp annapata MK, accoumnmnpoBaHHble ¢ TKMI, MoryT 1 gonHbl 6bITb yCTPaHEHbI BO BpeMs
onepaunn c uenbto cHusuTb IO 8 BT/TK, He npuberas K 3ameHe MUTPasIbHOro KnanaHa.

Mokazatenamm apdeKTMBHOCTM Npoueaypbl PM3 npn IXOKT asnatoTtca:
1. KOHTaKT nepegHen ctBopkn MK n MXM (SAM-syndrome) oTcyTcTByeT,
2. octaTouHbI [ B8 BT/TXK npu npoBoKaummn goaxKeH 6biTb He 6onee 20 Mmm pT. CT.

YpoBeHb YycCmexa MW 4acToTa OC/AOMKHEHMI [NaBHbIM 06pa3oM 3aBUCAT OT OMbiTa XUpypra Wau
WMHTEPBEHUMOHHOIO Kapanonora.

MoxenaHna naumneHTa (nocne I'IOApO6HOFO 06CV)KLI,€HMF| BapnaHTOB l'leLIEHMﬂ) MMEKT 3HayeHue Ona
NMPUHATUA OKOHYaTE/IbHOIO peLWeHnA.

Bbibop meTtoga peaykumm MMM (CM3/PM3 wanm CAA) [0/KeH OCHOBbIBaTbCA Ha TWATE/IbHOM
obcnenoBaHMM NaumeHTa n 06CyKAEHUN MyAbTUANCUMNNMHAPHOM KOMAHAO0M CNeLManmcTos.

- MNpotesnpoBaHre MK peKOMEHAOBAHO Yy CMMMTOMHbIX nNauueHtoB c¢ [ B BT/IXK (B nokoe wau

MaKCMManbHbIM NPOBOLMPYeMbIM) = 50 MM pPT. CT. U MWUTPaNbHOW peryprutaupeil oT cpesHeit A0 TAXENOM
CTeneHu, He BbI3BaHHbIX n3o0amnposaHHoi MNCA cteBopkn MK [3, 4, 321].

EOK I1aC (YAA,5 YYP C)

KommeHTapuit: AONONHUTENbHbIE BPOXAEHHbIE UM NpuobpeTeHHble aHomannn MK MoryT Bbi3blBaTb
BbIPa*KEHHYIO MUTPAJIbHYIO Peryprutaumio, Kotopaa He obycnosneHa uckaouutensHo NCO MK. B aToit cutyaumm
nnactuka MK (nankauus), Kak NpaBuao, He CHWMKAET CTeMNeHb perypruTaumm, U ycTtpaHeHUe ee BO3MOMKHO NULLb
npoTtesnposaHnem MK.

- PekomeHayeTcA paccMoOTPeETb BO3MOXHOCTb NpoTe3npoBaHua MK y naumeHTos c I 8 BT/1XK (B nokoe nau
MaKCMManbHbIM NpoBOLMPYeMbIM) = 50 MM PT. CT. M MaKCMManbHOW TOJLLMHON MeMKeNy04KOBOM

neperopoaKku < 16 Mm B mecTe MUTPAIbHO-CeNTa/IbHOrO0 KOHTAKTA, eCAM UMeeTCA MUTPAbHAA peryprutauma ot
cpeaHel A0 TAXKENOM CTeneHn nocse N3oanpoBaHHOW MruosKkTomuu [4, 409, 410].

EOK IIbC (YA, 4 YYP C)

KommeHTapuit: noaobHble ciydan onucaHbl y NaLueHToB, ONepMpoBaHHbIX B Nepsble 2 AecATUAETUA nocae
npuMeHeHna npoueaypbl "MU3KTOMMM No Morrow" (M301MpoBaHHON MUO3KTOMMUK, 1958) [411].

OnucaHbl TaKXe MeTOAMKM YCNewHOW Koppekunn obcTpykumm BT/THK M MuTpanbHOM HeZoCTaTOYHOCTU
nyTem BbINOJIHEHUA TPAaHCMUTpPaAbHoM CM3 ¢ oTceyeHnem nepegHelt ctBopkn MK u BbinosHeHns CM3 ns BT/THK
C nocneaytoLLel niacTnkoi nnmn npotesnposaHnem MK [405, 412].

Ona BbINOAHEHMA agekBaTHoM peayKuum MMM npu PM3 pagom aBTOpPOB pPEKOMEHAOBAHO MPUMEHSTb



pas/iMyHble TEXHUYECKME NPUEMbI: MOBUAN3aUMA cepaLa, NPUMEHEHWe Topakockonum [388].

Cneumnouyeckoro 06e3boaMBaHUA NPU XMPYPIUYECKUX M MHBA3MBHbIX BMellaTeIbcTBax nauneHTam ¢ FKMI
He TpebyeTcs.

PekomeHgauum no IKC y naymeHToB ¢ 06cTpyKTMBHOU TKMI

- PekomeHayeTcA pacCMOTPETb BO3MOXKHOCTb NOCTOAHHOM IKC*** ¢ onTumanbHbiM AB-uHTepBanom ana
cHWeHua T 8 BT/IXK nan gna paclumpeHns BO3MOMKHOCTU NIeKapCTBEHHON Tepanun beTa-aapeHoba10KaTopom
n/van sepanammnom** y otgenbHbix naumentos ¢ [ 8 BT/IXK (B noKoe MAM MaKkcMMasbHbIM NMPOBOLMPYEMbIM)
2 50 MM pT. CT., CUHYCOBbIM PUTMOM, CUMMTOMaMM, pedpPaKTEPHLIMMA K NeKapCTBEHHOM Tepanuu, MMeLLMMK
npoTtusonokasaHmsa K CAA man CM3/PM3, nam BbICOKMI puUCK passutua AB-6a0Kaapl B pesynbtate CAA naum
CM3/PM? [4, 214, 232, 305, 306, 308, 310, 413 - 415].

EOK IIbC (YAA4 2 YYP B)

KoMmeHTapuii: cyTb MeToda COCTOMT B WM3MEHEeHUM NOoCneAoBaTe/lbHOCTU PacnpoCTPaHeHUA BOJHbI
BO3OYXAEHNA - COKpallleHMe OXBaTblBaeT BHayane BepXyLUKY enyaoukos, a 3atem MMM, yto npuBoauT K
YMeHblUeHWo cybaopTanbHoro [ 6narogapa 3anasablBaHUI0 U CHUMKEHUIO permoHapHON cokpaTumoct MK u,
Kak cneactsve, pacwupeHuto BT/IK. dTomy cnocobcTByeT Takyke 3anasfiblBaHMe CUCTONMYECKOrO ABUMKEHUSA
Knepeau nepeaHei ctBopkM MK 1 ymeHbLUeHWe ero amnantyabl. BaxHoe 3HauyeHUe nmeeT noabop HaMmeHbLuei
BE/IMYMHbI BPEMEHM 33[EPKKM HAHECEHUS KeayAouyKoBOro WMMNy/abca Mocae npeacepaHoro, Kotopas
obecneymBaeT NpexaeBpemMeHHYI0 AenoNapu3aumnio BepXyLWKU Ccepaua, He npuBoaa Npu 3TOM K yXyAwWeHUIo
BHYTPUCEPAEYHON U LLeHTPaNbHON remoamMHaMnKmM (cepaedHoro sbibpoca n AQ).

B page cnyyaes npuxoamutcAa npuberatb K yAJAMHEHWUIO BPeMeHW CNOHTaHHOW AB-npoBoaMmocTn ¢
nomolLbio Tepanmm beta-agpeHobnoKaTopom unu Bepanammaiom** n aaxe abnaumn AB-y3na.

UHBa3usHble meTtoabl nevyeHna PN nauymeHTos ¢ FIKMIM

- PeKOMeHA0BaHO pPaCcCMOTPETb BO3MOXHOCTb MNPOBEAEHWUS paauodacToTHoW abnaumm ouara I
nauneHtam c TKMM, ecan ®M He moxKeT 6biTb NpeAoTBpallleHa aHTUMAapPUTMMUYECKOM Tepanuel, AW 4YactoTa
YKEeNyA0uKOBbIX COKpPALLEHWI He KOHTPO/IMPYETCA NEeKapCTBEHHbIMM NpenapaTamMu, WMAW accoUMMpPOBaHa C
HenepeHoCMMbIMM NOBOUYHBbIMUK AEUCTBMAMM NeKapCTBEHHbIX NpenapaTos [4, 111, 131, 314, 329, 359, 360, 364].

EOK IIbC (YAL, 5 YYP C)

- WUmnnantaums pByxkamepHoro (DDD) anekTpokapauvocTumynsatopa*** ¢ ¢dyHKkumen nepexkntoyeHus
pexxuma (nocne abnaumu AB-y3na y naumeHtoB TKMM ¢ ®B = 50%), peKOMeHAyeTcA Npu Haauuum
napokcusmasnbHon ®M, n ogHokamepHoro (VVIR) - Npy HannuymMm NepcUCTUPYIOLLENA UM NOCTOSHHOW dopmbl [4,
232, 305, 314, 359, 360, 364, 41].

EOK IC (YA, 5 YYP C)

- MaumeHtam ¢ TKMM, ocnoxkHeHHOM ntoboit popmoint PN, u B < 50% nocne abnaumm AB-y3na v npwu
HaNMYMM NOKa3aHWUM K CepaeyYHON PECUHXPOHU3IUPYIOLWEN TepanuM PEKOMEHA0BAHO PACCMOTPETb BO3MOXKHOCTb
UMNAaHTaLUM TPpeXKkamepHoro (bMBeHTpuKynapHoro) IKC*** [4, 20, 130, 359, 364].

EOK IIbC (YAO4, 5 YYP C)

- PekomeHA0BaHO PacCMOTPETb BO3MOMKHOCTb abnauum ovara ®MN so sBpemsa CM3/PM3 y naumeHToB C
FKMI, ocnoxHeHHol cumnTomHoM O npu HanAMYMM NOKa3aHUM U OTCYTCTBMM NPOTUBOMNOKa3aHuit [3, 4, 359, 364,
417 - 420].

EOK IIbC (YA, 5 YYP C)



KommeHTapui:
PagnouactoTtHas abnauma ®M y nauneHtos ¢ TKMI meHee ycnewHa, yem 6e3 TKMIM.

- NpeankTopamn HeaddeKTUBHOCTU NedeHma PN npu TKMN asnatotca: gunatauma NN, obcTpykuma BT/,
AAvTeNnbHOCTb 1 Tun PI1.

- NaumeHtam ¢ TKMM mn Ol vawe TpebyloTca NpoBeAeHME MOBTOPHbLIX Npoueayp. PemogenvpoBaHue
npeacepaui, 3asucumoe ot F’KMII, MoXKeT NoBAMATb Ha UCX04, AaXKe eCcnu npoueaypa U3HavyaabHO yCnelHa.

Onepauua Cox-Maze ("1abupuHTt") nnbo ee mogmduKauum c NPUMEHEHMEM PaALMOYACTOTHOM U KpMo-
abnauumn npeacrasnfeTcA UenecoobpasHol Kak conyTtcTeylowaa npu CM3/PM3 uauM  npoTe3npoBaHUuU
MWTPASIbHOIO KNanaHa y nauneHtos ¢ FTKMI, ocnoxHeHHoW I, pedpakTepHOi K dpapmakoTepanuu.

ACCF/AHA (2011) pekomeHaytoT onepauuto "N1abupuHT" y oTaeNbHbIX NauneHTos ¢ Ol Kak conyTCTBYHOLLYHO
npu CM3/PM3 nnu npotesmposaHnn MK (yposeHsb IlaC). B pekomeHaaumax ESC Tako pekomeHaaunn Her.

Echn onepauma "/labupuHT" nokasaHa, TO BbINOJHATLCA OHa AOOJ/IKHA KaK COMyTCTBYOWaAsA, nocne
KOHCUAMYMa  MYJIbTUAMCUMINIIMHAPHOW KOMaHZOW, XUMPYProm, MMEKWMM ONbIT BbIMOJAHEHUA MNOA06HOro
BMeLlaTe1bCcTBa.

B ueHTpax, ucnosb3syowmx onepauuto "nabupuHt" (mogudurkaums Il n 1V), oTmeyatoT, 4To y NaLMeHTOoB C
FKMN sto gononHuTensHoe npu CM3/PM3 BMmewaTenbcTBo ABAAeTcA 6e30nacHbiM 1 3GGEKTUBHbLIM.

PekomeHgaumm No cepaeyHoit peCMHXPOHU3SUPYIOLLLEN Tepanumn
y naumeHTos ¢ FTKMI

- MaumeHtam ¢ FTKMIM, makcumanbHbim I 8 BT/IK < 30 mm pT. cT., XCH Il - IV @K no NYHA, ®BJTK < 50% un
BNIHAI ¢ pnutenbHoctbto QRS > 120 MC  pekoOMeHAOBaHO pPacCMOTPETb BO3MOXKHOCTb CepAedYHOMn
PECUHXPOHMU3MPYIOLLENM Tepanun ana yaydlweHns cMMnTomaTukm 3, 4, 20, 130].

EOK IlbC (YAA4 4 YYP C)

PeKomer,au,Mw Mo NPAKTU4YEeCKUM acnekTam
MMNaHTaL UMK KapauosepTtepa-aedpubpunnaropa™**

ANroputTm nNepBUYHOM M BTOpUYHOM npodunaktukm BCC y naumeHtos ¢ NKMIM npeactasneH B Tabauue
Mpunoxkenue b7.

LLikana oueHkn pucka BCC y naumeHtoB c FKMI (eBponeiickas moaens) npeacrasneHa B Tabauue M2,
npunoxkeHue 2.

LLikana oueHkn pucka BCC y naupentoB ¢ FTKMI (amepuKkaHcKas mogenb) npeacrasneHa B Tabauvue M3,
npunoxeHue 2.

- PekomeHayetca umnnaHtauma UKO*** y naumeHToB ¢ TKMI, nepeHeclunx oCTaHOBKY cepAlia no npuynHe
KT nnm ®XK, nnm y naumMeHToB CO CMOHTaHHOM ycTonumBol KT, npuBoaALLel K NOoTepe CO3HAHMA WAM HapyLUEeHUA
reMoAuHaMMKK, NPU OXKMAAEMOWN NPOLAO/IKUTENBHOCTHU KNU3HKU > 1 roaa [3, 4, 112, 113, 115 - 121, 125, 189, 207,
210, 259, 260, 265, 300, 323, 421 - 423].

EOK IB (YO4 5 YYP C)

KommeHTapuit: [na sBepudpuKaumm apuTMUM B OTAE/NbHbLIX CAyYaaX MOMKET BbINOMHATLCA WMHBA3UBHOE
aneKTpodU3noNOrMyYecKoe ncciegoBaHme.

- MatuneTHuin PUCK BHe3anHom CMepTHn HeO6XO,CI,MMO oueHunBaTb NpuU nepsoHa4ya/ibHOM 06C/'Iep,OBaHMM



naumeHTa, a TaKKe Kaxgble 1 - 2 roga unm npu U3smMeHeHuu KAMHu4Yeckoro cratyca [3, 4, 115, 171, 181, 300, 323,
424].

EOK IB (YO 4 YYP C)

- UmnnaHTauma UKO*** pekomeHayeTcs nauueHTam ¢ npeanonaraemMbiM 5-1€THUM PUCKOM BHe3anHoM
cMepTM = 6% M OKMAAEMON NPOAOMKUTENBHOCTBIO M3HM > 1 roga nocne noApobHOrO0 KAMHUYECKOro
obcnenoBaHMA C OLEHKOW pUCKa NOCAeAYIOLINX OCNOXKHEHUN U BAMAHUA UKO*** Ha 06pas XU3HU, coUManbHO-
3KOHOMMYECKUI CTaTyC M Ncuxonormyeckoe 3goposbe [115, 181, 189, 200, 201, 300, 323, 421, 424].

EOK I1aB (YA,3 YYP A)

- PeKomeHA0BaHO pPacCMOTPETb BO3MOMKHOCTb UMMNAaHTaumm MKA*** B oTaenbHbIX rpynnax nauyeHTos ¢ 5-
netHum pmuckom BCC ot 2 4 [0 < 6% W OXXuAaeMoii NpPoAO/IKUTENBHOCTbIO XU3HM > 1 roga nocne noApobHOro
KNMHMYeCcKoro obcsieloBaHNS C OLLEHKOM pUCKa Noc/eayowmx OCNOKHEHNN U BAMAHUA UKO*** Ha 06pas Ku3HK,
CoLManbHO-3KOHOMMYECKUIA CTAaTyC U Ncuxonormyeckoe sgoposbe [115, 171, 189, 181, 323, 424].

EOK I1bB (YA 4 YYP C)

- PeKkomeHayeTca pacCMOTPETb BO3MOXHOCTb MMMAaHTaumMm UKO*** y otaenbHbIX NaUMeHTOB C 5-1eTHUM
puckom BCC < 4% npun HANNUMKN KAMHUYECKNX XapPaKTEPUCTUK C AOKA3aHHbIM NMPOrHOCTUYECKUM 3HAUYEHUEM, U B
Cny4yasx, Korga B pesynbTaTe OLEHKM PUCKa MOoCneaylolmxX OC/NOXKHEHUA n BaMaHua UKO*** Ha obpas »KusHu,
COLMaNbHO-3KOHOMMYECKUIN CTATYyC M MCMXOJIOFMYECKOe 340pOBbe Mpeanonaraetca obuwee MNOAOKUTENbHOE
BANAHWE uMmnnaHTaumum NKO*** [3, 4, 84, 115, 181, 189, 200, 201, 228, 323, 424].

EOK I1bB (YA4 4 YYP C)

KommeHTapuit: amepunKaHcKas modesib No3BOASAET OueHUBaTh puck BCC y naumeHToB ¢ HU3KMM/CpegHUM
pUCKoM.

MocnegHne nuTepaTypHble AaHHble MOKAa3blBAOT, UTO Ha/AMuMe pacnpocTpaHeHHoro ¢ubposa,
oueHuBaemoro no MHI npu MPT (> 15%) aBnsetca npegmktopom pucka BCC npu TKMIM. 3ToT nokasaTtenb He
BXOAMT B €BPONENCKYI0 MoAesb CTpaTUDUKALMKN PUCKA, OL4HAKO EC/IM Y NaLMEHTa HU3KUI Uaun cpegHuin puck BCC
(< 6%), a npu MPT nnowaab ¢mbposa > 15% - 3To ABNSAETCA AOMNONHUTENbHBIM aPryMEHTOM B MNOJ/b3y
umMmnaaHTaumm MKO*** [115, 228, 231].

PekomeHgaumm No MMNAaHTaLMM BCNOMOraTe/IbHbIX
NeBOXKeNy[04YKOBbIX YCTPOUCTB

- PekomeHpayeTcA paccmoTpeTb BO3MOXHOCTb Tepanuu nytem MMMAaHTaLuu YCTpOVICTB MeXaHNYeCcKomn
noaaepxku KpOBOO6paLLI,eHMF| Ha nepunoa HaxoXAaeHuA B JINCTE OXUAOAHUA ONA HEKOTOPbIX NnaunMeHToB C
TepMVIHa/'IbHOVI CTaAMeﬁ XCH, KOTOpbleé MOTyT paCCMaTpuBaTbCA KakK KaHAUAATbl ANA TPaHCNaHTauun cepala
[211, 253, 425, 426].

EOK IIbC (YOL4 4 YYP C)

KoMmeHTapuii: B MUpoBOIM NpakTMKke 50% onepaumit no nepecagke cepaua BbINOAHAKTCA Ha ¢oHe
npeaLwecTByOWeNn MMNAAHTALNM YCTPOMUCTB MEXaHNYECKOM NOAAEPKKN KpoBOObpalLeHua [253].

TpaHcnnaHTauumAa cepgua y naumentos ¢ FKMIM

- OpToTONMYeCcKasa TPaHCNAHTAUMA cepaua pekomeHgoBaHa Ana nauneHtos ¢ FTKMI, nmerowmnx PB/IK <
50% m cumnTtombl Il - IV @K no NYHA, nau HeycTpaHuMmble Kenyao4yKoBble apuTMUK, HECMOTPA Ha ONTUMAbHYO
Tepanuio Npu HaMYMmM NOKasaHWn U OTCYTCTBME NPOTMBOMNOKA3aHUI Ana TpaHcnnaHTaumm [97, 98, 168, 253, 255,
257,425, 427].



EOK llaB (Y44 4 YYP C)

KommeHTapuin: onucaHa TpaHcdopmauma FKMM B cmewaHHbit deHotun (TKMM + OKMIM), cornacHo
Knaccudpmraumm MOGE(s), Tak HasbiBaemas gunataunoHHas ctagusa FKMM [43].

TpaHcniaHTaumMA cepaua MOMKET OblTb KU3HEHHO BaXKHOW cTpaternein nevyernmns npu FKMI B KOHe4yHOM
cTagmun 3abonesaHus.

Mnoxoi KpaTKOCPOYHbIM MPOrHO3 Yy MauMeHTOB C AunaTaumMoHHoON ctagueir TKMIM npeanonaraet
uenecoobpasHocTb 6onee paHHEro pPacCMOTPEHWMA arpecCcuBHbIX METOAOB JedYeHUsA, MNOCKO/bKY "OKHO
BO3MOXKHOCTEN" MOXKeT OblTb HeboNbWMM, OCODEHHO Yy MNAUMEHTOB C CEMEWHbIM AHAMHE3O0M pPa3BUTUA

AunaTaunmoHHom ctagumn F’KMI.

3akntoyeHne, YTo y NauumeHTa pasBuBaeTca Aunatauma JIXK, cnegyeT oCHOBbIBATb HAa AMHAMMKE pa3mepoB
NXK. Oaxke "HopmanbHble" pasmepsbl JIXK MoryT o3HayaTb "AMNaTauMOHHYIO CTaguio", Hanpumep, B AMHAMUKe
KAPK 35 MM — 55 MM (NP YCA0BUM KOPPEKTHOTO U3MepeHHs).

MocTTpaHcnAaHTaUMOHHAA BbIXKMBAEMOCTb Yy naumeHToB ¢ FTKMI cxogHa ¢ TaKoBOW MpW TpPaHCNAaHTauum
cepaua no apyrum nosogam [255, 257, 425, 427].

- PeKomeH[0BaHO PaccMOTPETb BOSMOXHOCTb OPTOTONMYECKOW TPAHCNIAHTaLUKN cepaua ANA NaLMeHToB ¢
®B 1K = 50% v cumnTomamm XCH 11l - IV ®K (NYHA), Bbi3BaHHOM AuacTonnyeckoit aucdyHKUMeN, pesucTeHTHOM
K JIEKapCTBEHHOM Tepanum NP HaANYMM NOKA3aHMIK U OTCYTCTBMM NPOTUBONOKA3aHUMN A4 TpaHCcnAaHTauumn [97,
98, 168, 253, 425, 427].

EOK 1B (Y44 4 YYP C)

KomMmeHTapuit: Kpome gunataumoHHon ctagaum, npyu TKMIM Taxkenas cteneHb XCH morkeT Habatogatbea npu
APYrom BapuaHTe HeraTMBHOIo PeMoge/IMPoBaHusA - cMelaHHomM ¢peHoTune (TKMIM + PKMIM).

MNTOroBbI anroputm BpayebHOW TaKTUKM B 3aBUCMMOCTM OT cTaauu TKMIT 1 BapuaHTa KAMHMYECKOro
TeyeHun npeacTasaeH B MpuaoxeHum b9.

3.3. bepemeHHOCTb 1 poabl y nauueHToK ¢ FTKMI

M3meHeHUA remoaMHaMUKN Npu BepemeHHOCTH

bepemeHHOCTb, Kak NpPaBW/Io, CYLLEeCTBEHHO He ycyrybaser remogmMHammuyeckme pacctpoicrea npu FKMIM,
NO3TOMY MCXOAHO 6ECCMMNTOMHbBIE U MAIOCMMNTOMHbIE NauneHTkn ¢ FTKMI nepeHocaT 6epemMeHHOCTb XOPOoLLO.
OfHaKo y HEKOTOPbIX NALUUMEHTOK reMoAMHaMUYECKMEe U HeMporymopasibHble GaKkTopbl recTalMoHHOro nepuoaa
MOTYT NPOBOLUMPOBaTb Pa3BUTME HapyLeHnn putma u XCH.

Y bepemMeHHbIX ¢ 06cTpyKTMBHOM Popmori FTKMI cTeneHb o6¢cTpyKuum BT/THK MoxKeT KaK yBennuntbea (M3-3a
06bl4HOro ans 6epemeHHocTH yBenmyeHusa YO, YCC, Hebonbworo cHuxKeHus Afl BCheAcTBME CHUXKEHMA obLero
nepudepuyecKkoro ConpoTUBAEHMA), TaK U CHU3UTLCA (M3-32 HEOO/IbLLOTO YBEIMYEHMA ANACTOANYECKOTO pasmepa
K n yBennuenus anametpa BT/1XK) [3, 4, 428 - 430].

PekomeHgauuu Npu NA1aHNPOBAHUMN 6epemeHHocm

- Mpu nnaHMpoBaHun BepemeHHocTU U Hannuum TKMI B cembe ogHOro us poautenei pekomeHa0BaHa
KOHCY/1IbTaUMsA Bpaya-reHeTMKa 419 OLLeHKMN pUCKa nepegaun 3abonesaHuns notomctsy [29, 30, 174, 428 - 431].

EOK IC (YOA 5 YYP C)

- Mpw nnaHupoBaHMM bepemeHHOCTU NaumeHTKam ¢ TKMM un obcTpyKumein BbiHOcALero Tpakta JIK ¢
Ha/IMYMEM CMHKOMA/bHbBIX COCTOAHUIN W/UAWU MU3HEYTPOXKAIOWMX HAPYLWEHUI PUTMa PEKOMEHAOBAHO pPelnTb



BOMPOC O NpeaBapuUTeNbHON XMpyprudeckoi koppekummn FlKMIM [3, 4, 366, 428, 432].
EOK IC (YAA 5 YYP Q)

- DKCTpaKoprnopanbHOe oNJoA0TBOPEHME HE PEKOMEHAO0BAHO (NPOTMBOMNOKA3aHO) KEeHLWMHAM, Y KOTOPbIX
FKMI ocnoxkHunacb XCH, @I, pecTpUKTUBHBIM TUNOM HanosiHeHMA JIXK, a TaKKe ¢ BblpaKeHHOW runeptpodue
N [4, 428, 430 - 433].

EOK IC (YAA 5 YYP C)
TakTuKa BegeHua 6epemeHHocTn npu FTKMIM

- Echu TKMIM guarHoctMpoBaHa 40 6epemMeHHOCTM UK B CPOKKM 0 12 Heaenb, a TaKKe Npu Nog03pPeHNN Ha
FKMIM, pekomeHAoBaHa roCNUTanM3aunAa KEHLWMHbl B KapAMOJIOrMYecKoe OTAe/leHne C LeNblo YTOYHEHWA
[AMarHosa, peLeHns Bonpoca o NPoJIOHIMPOBaHUKN BepeMeHHOCTU U, B C/ly4ae HEOBXoANMMOCTH, fneveHusa [3, 4, 30,
429, 432].

EOK IC (YA 5 YYP C)

- Mpu bepemeHHocTM naumeHTkam ¢ FTKMI cTpaTudmKaumio MaTEPUHCKOTO PUCKA PEKOMEHA0BaHO
NPOBOANTb, UCNO/Ib3Yst MOANDULMPOBAHHYIO Knaccnudurkaumto BO3 maTepmuHCKoro pucka [3, 4, 429, 430 - 433].

EOK IC (YOA 5 YYP C)
KommeHTapuit: B naeane oueHKa puUcKa A0MXKHa MPOBOAMUTLCA A0 3a4aTua.

- Y naumeHTok ¢ TKMI Tepanuio 6eTa-agpeHobH/10KaTOPOM PEKOMEHAO0BAaHO MNPOAO/KUTb, €CNU OHU
npuHMMann nx go bepemeHHoctn [3, 4, 366, 428, 432, 433].

EOK IIC (Y44 3 YYP B)

- Tepanuto 6eTa-agpeHo6J0KATOPOM PEKOMEHAOBAHO HayaTb OepemeHHol XeHwmHe ¢ TKMI wn
cMmnTomamm obcTpyKumn BT/IK nnun HapyweHusmm putma cepaua [3, 4, 366, 428, 432, 433].

EOK IC (YA, 5 YYP C)

- Npu Tepanun 6eTa-agpeHobNOKaTOPOM peKOMEHA0BAHO KOHTPOIMPOBATb COCTOAHME M TeMN POCTa N0AaA
[3, 4, 366, 428 - 433].

EOK IC (YAA 5 YYP Q)
- BepemeHHbIM ¢ TKMI npu pa3sutum @I pekomeHa0BaHO NpoBeaeHMe Kapanosepcum [3, 4, 428, 434].
EOK IIC (Y44 4 YYP C)

- bepemeHHbiM ¢ TKMIM 1 ®N pekomeHaoOBaHa aHTUKOArynsHTHaa Tepanus (BbiIbop npenapaTta - renapuH
HaTpua (HeppPaKLMOHMPOBAHHDLIA UANM  HUSKOMONEKYAAPHbIA) WAM  BapdapuH** - 3aBUCUT OT CpoKa
b6epemeHHocTH). Mcnonb3oBaHue paburatpaHa sTekcunaTa** mam puBapoKcabaHa**, mam anukcabaHa** He
pekomeHayertcs [3, 4, 366, 428, 430, 432].

EOK IC (YOA 5 YYP C)

- Tepanuio BapdapuHom™** npu &N y 6epemeHHbIX PEKOMEHA0BAHO HAaYMHATL CO 2 TPMMECTPA (B Nepsom
TPUMECTPE BO3MOKEH TepaToreHHbIl 3pPeKT) 1 3akoHUnTb 3a 1 mecau, ao poaos [3, 4, 428, 430, 432].

EOK IB (YA, 5 YYP C)

KomMmeHTapuit: pekoMmeHayemble PeXMMbl aHTUKOarynsaHTHoi Tepanumn npu FTKMIM y 6epemeHHbIx ¢ P u



OMacHOCTK, CBA3AHHbIE C Tepanuei BapbapuHom™**, npeacTasieHsl B Tabavue 4, MpunoxkeHve A3.

- bonblumMHCTBY BHepemeHHblx ¢ TKMM pekomeHAOBaHO NporpaMmmupyemoe pogopaspelleHune 4yepes
ecTecTBeHHble pogoBble nyTu [3, 4, 428, 429, 430, 432].

EOK IC (YAA 5 YYP C)
KommeHTapwmi:
- BpauebHas TaKTUKa BegeHUA bepeMeHHOCTU U poAopaspeLleHns npeacTasneHa B Mpunoxernn 612,

- Bblbop MegMLMHCKOro yuperkaeHua ANnA BeAeHUsA b6epeMeHHbIX M poaopaspelleHuna npeacTasieH B
MpunoxkeHun 613.

- OrpaHuyeHus B BblbOpe MeToA0B AMArHOCTUKM Yy bGepemeHHbIX npeacTasneHbl B Tabavue M12,
MpunoxkenHue M.

- Mpwn BegeHUM HepeMeHHOCTH U POLOB MHTEPECHI MaTeEPU AOJIXKHbI JOMUHMPOBATD.

- BONbLWWHCTBO *KeHLWUH ¢ HeocnoxKHeHHoW TKMIM oTHocATcs no mogmduumposaHHoOM Knaccudumkaumm BO3
MaTEPUHCKOro pucka K Knaccy Il (BO3 Il). YacTb CMMNTOMHbIX NaUMEHTOK oTHocuTcA K BO3 Ill; oHWM A0MKHbI
HabnaaTbcA B cneumannsnpoBaHHbIX yupeaeHusax (cm. MpunoxkexHne 613).

- MeHwmHbl ¢ TKMIM, ocnoxHeHHo XCH n ancdyHrumen JTIK (gMnataumoHHan ctagua nam npucoeanHeHune
pecTpMKTUBHOro GpeHoTuNa), OTHOCATCA K Knaccy |V maTepuHCKOro p1cKka, u um 6epemeHHOCTb NPOTUBOMOKa3aHa.

- Mpu BbiparkeHHON cuMnTOMHOM 0bcTpyKuumn BT/IK (TakyKe oTHOcATcA K Knaccy IV BO3) 6epemeHHOCTb
MOKET CTaTb BO3MOXKHOM Noc/e npeasapuTenbHoOn Koppekumm obcTpykummn BT/K.

- Tepanuio 6eTa-agpeHobaoKaTopom (MeTonponon**, pesepsHblit - Buconponon**) 6epemeHHbim ¢ TKMIM
HeobXxoAMMO ocyLecTBAATb nog KoHTponem YCC u All, T.K. ypeamepHoe cHumKeHune ALl moxkeT NpuBecTn K
YMEHbLUEHNIO MaTO4YHO-M/1aLEeHTapHOro KPOBOTOKA M 3aeprKKe BHYTpUyTpobHOro paseuTma nnoaa [3, 4, 428].

- KoHTpauenuus y KeHWWH ¢ 6eccMMnTOMHOM uanm manocumntomHoin FKMIM He mMmeeT Kakux-nnbo
0CcOobeHHOCTel No CPaBHEHMUIO CO 340PO0OBbIMM.

- Echn TKMN ocnoxHmnace XCH u @M, To cneayetr ¢ OCTOPOXKHOCTbIO MCMO/b30BaTb MNepoOpasibHble
KOHTPAUenTMBbl M3-3a pUCKa Tpomboambonui. WMx  ucnonb3oBaHME BO3MOMKHO NpPW  aAeKBaTHOM
aHTUKOAryNAaHTHOM Tepanuu [3, 4, 428 - 430].

4. Peabunurauus

CneumanbHbIX pekomeHgaumin no peabuamtaumm naumeHtos ¢ TKMM  He cywecteyeT. [locne
XUPYPruyeckoro WAM 3HOOBACKYNAPHOro BMmelaTenbctBa nauueHtam ¢ [KMIT nposogaTca Takue e
peabuAnTaLMOHHbIE MEPOMNPUATUA, KaK U NaLMeHTaM C APYrov cepAevHO-CoCyaANCTOlM NaTonormen, nepeHeclinm
XMPYPruvecKkmne nan sHA0BaCKY/IAPHbIe BMeLLaTe1bCTBa.

5. Npodunaktuka

Mpodunaktnkm FKKMI Kak 3abosieBaHUA He CyLLECTBYyeT.

MpodunakTMyeckne meponpuaTMA Yy naumeHTtoB ¢ TKMI 3aKknwovatoTcs B NPOPUNAKTUKE OCHOBHbIX
OC/IOXKHEHUI 3aboneBaHMA, KOTopble NpeacTasneHbl B Tabaunue M3, MpunoxkeHue 3.

Ob6wme pekomeHaaUNKN No 0bpasy *KnsHu naumeHTy ¢ TKMI npeactasneHsbl B MpunoxeHum B.



DAucnaHcepHoe HabnogeHune nauymeHtos ¢ FTKMIM

MaupeHTbl ¢ TKMIT Hy:KAaloTCcA B NOXKM3HEHHOM HabAlOAEHUN ONA BbIABNEHUA U3MEHEHUI B CUMITOMATHKE
W NpeaynpexKaeHUa OCNOKHEHWUN.

Ha HayanbHOM 3Tane mMeAuKaMEeHTO3HOro JieYeHUA MJIaHOBble MOBTOPHbIE BU3UTbI K Bpayy *KenaTtesbHo
nposoAuTb Yyepes 6, 9, 12 mecsues (Npy HEOBXOAMMOCTU Yallle) ANA OLEHKM NepeHOCUMOCTH, 3PPEKTUBHOCTU U
6e30MacHOCTM NeyvYeHUsi, a TaKXKe KOHTPOJA BbIMNOJIHEHUA BpayvyebHbIXx pekomeHaauun. Mpu HeaoCTaTOYHOM
3pPEKTUBHOCTU U MIOXON NEPEHOCUMOCTU MPOBOAMMOrO MeANKAMEHTO3HOIMO JIeYEHMA PEKOMEHA0BAHA 3aMeHa
MCMOJ1Ib3yeMOro 1eKapCTBEHHOro Npenapara c Noc/ieAyoWmMm KOHTPOIeM NPOBOANMOTO NeYeHuUs.

- Bcem nauymeHtam c TKMII, BKAlo4as HoOCUTENEN NATONOMMYECKUX MyTaumi 6e3 deHoTUNUYecKux
NPosBAEHNIN 6ONe3HN 1 NALMEHTOB C HE€CCUMNTOMHbIM TeYeHMeM 3ab0/1eBaHMA, PEKOMEHA0BAaHO AMHAMUYECKOoe
HabnogeHMe, B X04e KOTOPOro OLLEHWMBAETCA XapaKTep M BbIPaXKEHHOCTb KAMHUYECKUX, MOPdONOrMYEcKnx u
reMoAanHaMMUYECKNX HapyLEHNIN N onpeaensieTca neyebHan ctpaterua [3, 4, 116, 145, 146, 332, 356, 358].

EOK IB (YA4,5 YYP C)

- Y KANHMYECKM cTabubHbIX NAaUMEHTOB pekomeHaytoTca nosTopHblie TT-9XOKI Kaxaple 1 - 2 roaa [3, 4,
116, 145, 146, 178, 184, 200, 216, 356, 332, 358, 435].

EOK IC (YAA 5 YYP Q)
KoHceHcyc akcnepToB EACVI 2015

- NoBTopHble IXOKI-nccnepoBaHmna pekomeHayoTca naumeHTam ¢ FTKMI ¢ M3MeHEeHMAMM B KAMHUYECKOM
cTaTyce UK NosiIBNEHUEM HOBbIX CEPAEUYHO-COCYAMCTbIX NposiBneHni [3, 4, 116, 145, 146, 178, 184, 200, 356, 332,
358, 435].

EOK IB (Y04 5 YYP C)

- 48-yacoBoe XMOIKI pekomeHayeTcs Kaxable 12 - 24 mecAua KAMHWYECKM CTabUNbHbIM MNaLMeHTaMm,

Kawable 6 - 12 - mecALEeB NaupMeHTam C CUHYCOBbIM PUTMOM M pasmepom JIM = 45 Mm uAW Npu NoABAeHUM
HOBbIX Xanob Ha ceppguedbuenms [3, 4, 112, 181, 184, 314, 421].

EOK IC (YA, 5 YYP C)

- PekomeHA0BaHO paccMoOTpPeTb BO3MOXKHOCTb MPOBEAEHNA HAarPy304YHOro TECTUPOBAHKUA Kaxkaple 2 - 3 roga
AN KAMHUYECKU CTabUbHbIX NaUMEHTOB W KaxKkAbl rod - Npu nNporpeccMpoBaHum cumntomos [3, 4, 209, 216,
269].

EOK IIbC (YAA 5, YYP C)

- PekomeHpoBaHO paccmoTpeTb BO3MOXHOCTb NposeneHua MPT cepaua Kaxable 5 net gna KAMHUYECKU
CTabuNbHbIX NALMEHTOB M KaxKaple 2 - 3 roga - NauMeHTam ¢ nporpeccMpoBaHnem 3abonesanus [4, 216, 237].

EOK IIbC (Y44, 5 YYP C)
KoHceHcyc akcnepTtos EACVI 2015

- MonHoe ob6cneposaHue, BrAtodatowee KM n TT-9XOKI n XMIKT, pekomeHayeTcs B TedyeHue 1 - 3 mecsaues
M 6 - 12 mecaues nocne nposeaeHna peaykumm MK [4].

EOK (YOA4 5 YYP C)

KomMeHTapuit: HEOTbEMNEMOW YacTblo MEPOMPUATUIA MPU NeYeHnn U AMHAMUYecKom HabawogeHuu 3a
nauyeHTamu ¢ TKMIM gonKHo 6bITh NoBbileHWe MX 06pa3oBaTenbHOro ypoBHA. Ecan aaxke Bpay paspabortaer



ONTUMAZIbHYHO Nporpammy nevyeHna OanAa KaxXaoro KOHKpeTHoro natueHTa, NnpoBecTn ee B XKU3Hb 6y,u,eT BeCbMa
C/IOXKHO NpuU Hann4ymu HWU3KOM MOTMBALNUM K NieyeHuto. Bece npumeHAemMble MeTodbl NevyeHnAa n HpOd)MﬂaKTVIKVI
AO0/1KHbI 6bITb 06CV)K,CI,eHbI M cornacosaHbl C MNMauneHTOM. an Bbl60pe pexnma Ha3Ha4YeHnA npenapata
HEOGXO,D,VIMO Y4nTbIBaTb o6pa3 KM3HM naumeHTa. Bce pekomeHaaunn, AaBaemble NMaUNEHTY, O0J1KHbI 6bITb
ACHbIMU, HETKUMU N COOTBETCTBOBATb €ro0 MHTENNEKTYAa/IbHOMY YPOBHIO.

[nAa HEeKoTOpbIX MAUMEHTOB, KOTOPbIM YCTHbIX PEKOMeHAaLMIi HeAoCTaTOYHO, CAefyeT PaccMOTPeTb
BO3MOXHOCTb NpoaybnMpoBatb MX B MMCbMEHHOM BUae gnsa obecneyeHUs OCO3HAHHOMO y4acTUA MauMeHTa B
neyebHo-npodMAaKTUYECKOM NpOoLLecCe U NOBbIWEHMA 3PPEKTUBHOCTU NeveHua [3, 4].

OpraHusau,Mn OKa3aHuA MEAMLIMHCKOﬁ nomowu

- MaumeHTam ¢ HeoYeBMAHbIM ANATHO30M, TAXKENbIMWA CUMATOMAMW UIN NOBbILEHHbIM PUCKOM CBSA3aHHbIX
¢ 3aboneBaHMem  OCNOXKHEHUW  peKkomeHpayeTcA  obcnegoBaHME M JledeHMe Yy CMeuManncTos
MYIbTUANCUMNIMHAPHOM KOMaHAbl, 3KcnepToBs B BegeHun FTKMIN [3, 4, 436].

EOK IIbC (YYP C, YAZ, 5)

- He3aBMCMMO OT BbIpa*KEHHOCTU CMMMNTOMOB PEKOMEHAYETCA perynspHoe obcneaoBaHUe MauMeHToB W,
npu BO3MOXHOCTU, pOACTBEHHMKOB NepBoi cTeneHun poacrtea [3, 4, 11, 27, 116, 145, 146, 178, 184, 200, 332, 356,
43].

EOK IC(YOA 4 YYP Q)

- PekomeHgoBaHo Bo Bcex caydasax FTKMI KaMHuymMcTam naaHMpoBaTh 06cnegoBaHUE U IeYeHMe NauneHToB
B LLEHTPaX C My/bTUANCUUNIMHAPHON KOMaHAOM CNELNANUCTOB, C OMNbITOM AMArHOCTUKN N NedyeHnn 3aboneBaHui
MUWoKapaa [3, 4, 436].

EOK llaC (YA, 5 YYP C)

MoKasaHuAa K nn1aHoBOM rocnutanaundaymm B MeanuunHCKyIo opraHmsauuio

1. YTouHeHue npuumHbl /1K HeAacHoro reHes3a M HEOHXOAMMOCTb B CMELMaNbHbIX MEeTOAAX UCCef0BaHUS
(vckntoueHune peHokonwuii TKMN).

2.  Wcnonb3oBaHue  AMArHOCTMYECKUX  Npoueayp, MNPOBEAEHWE  KOTOPbIX  HEBO3MOXHO  WMAW
HeLenecoobpasHo B YCAOBUAX NOJMKANHUKMN.

3. TpyaHoCTM B nogbope MeaUKAMEHTO3HOW Tepanuu ANA KOPPeKUMM CUHAPOMOB (M3-3a cCoYeTaHus
natonoruit TKMMN/OTKMM + AT, TKMMN + CA, 2 TMna, CMHAPOM CTEHOKapauMu).

4. HasHaueHune beTa-agpeHobi0KaTopoB, Bepanammaa**: nx KomMbMHaUMM pPeKOMeHAYyeTCcA HayuHaTb B
YC/IOBUAX CTALMOHapa C Manbix 403, NPOBOANTb TUTPOBaHME A0 MaKCMMA/IbHO NEPEHOCUMbIX 4,03 MO, KOHTPOEM
camouyscTBuA n K.

5. PedpakTepHoCTb K NPOBOAMMON B MOJHOM 0b6beme dapmaKoTepanuMM M HaaMuMe MOKasaHulh K
CM3/PM3, CAA, 3KC.

MoKa3aHUA K 3KCTPEHHOM roCNUTaIM3aLnK B MeAULMHCKYIO OpraHu3auuio
1. Nporpeccus XCH, TpebytoLiaa MHTEHCUBHOW Tepanuu.

2. OTeK nerkumx.

3. UHcynbT.

4. OnacHble JNAa KU3HU HapyweHuna cepageyHoro puMtma M npoBoaMMOCTHU, Tpe6yrou.|,v|e WHTEHCMBHOM



Tepanuu.
5. CMHKOManbHble COCTOAHMS.
6. OKC.

7. NpepotsepaweHHaa BCC.

MoKasaHunA K BbINUCKe NauueHTa n3 MeAVIU,VIHCKOVI opraH1sauuun

1. MNMpu NNaHOBOW rocnUTanM3auMM MNOKasaHMEeM K BbiNUCcKe naumeHta ¢ FTKMIM aBnsetcs ynydweHue
KNMHUYECKOM  CMMNTOMATMKM Ha  ¢oHe npoBoaumon  dapmakoTepanuu, umnnaHtauum  UKO***,
JKC***/IIKC***, sHpoBackynapHoro/xupyprudeckoro nedyeHus (CM3/PM3, CAA).

2. Mpwn 3KCTPEHHOM rocnuTannsaumm rnokasaHuem K Bbinucke nauymeHTa ¢ TKMI aBnsetca Koppekuus
HapylWeHUn puTMa W MNPOBOAMMOCTM, B TOM uucie ddaTanbHbIX, OTCYTCTBME OCNOXHEHUMN, Tpebyowmx
WHTEHCUBHOM Tepanuu, 1 ctabunmsaumns XCH.

3. Hopmanusauusa nokasatenei (uenesblie ypoBHU ALl, FMKEMUU, TUNNAOTPAMMbI) MPU, COOTBETCTBEHHO
AT, C[, Tvn 1 wan TMn 2, AUCAUNUAEMUU, ECAN YXYALIEHNE B TeYEHUe 3TUX 3ab0NeBaHUI ABMNOCbL OCHOBAHMEM
ON1A NIaHOBOM MW SKCTPEHHOM rocnuTanusaumm naumeHtos ¢ FTKMI B coyeTaHnu ¢ KomopbuaHoi natosiornen.

4. Mpn cMHApOME CTEHOKapAWM MNOKasaHuem AnA BbIMUCKM naumeHTa ¢ TKMI aBnaetca ocTuXKeHue
ctabunmsaumm coctosHua naumeHta ¢ TKMM Ha ¢oHe dapmaKkoTepanuu, 3HLOBACKYNAPHOIO/XUPYPruYeckoro
neyeHunn (AKLL)

5. YcraHoBneHue auarHosa deHokonuit FTKMI, Bbinucka/nepesos nauMeHTa B CneuMann3vpoBaHHble
oTAeNeHUA ANA 3TUoMaTOreHeTUYeCcKoro nedeHua (Hanpumep, B remaTtonornmyeckoe otaeneHue npu AlL-
ammnounaose C U30AMPoBaHHbIM/NPENMYLLLECTBEHHbIM MOpaXkeHnem cepaua)

MHble opraH13aLUOHHbIE TEXHONIOTUMU

LlenecoobpasHo cosaaHme TeppuUTopUasbHbIX PEFMCTPOB NauneHTos ¢ FTKMI.

Mpu aHanuse pabotbl JINY ¢ naumeHTamm ¢ FIKMI yenecoobpasHo oLEeHMBATL Cleaytowme NoKasaTenu:
- cooTHoweHne FTKMIM n peHokonuia FTKMI, aTMonornyeckuia cnektp peHokonuii FKMIT;

- COOTHOLLIEHME OB6CTPYKTUBHbIX M HEOBCTPYKTUBHbIX dopm FTKMIT;

- COOTHOLLEHME CEMENHbIX U CNOPaANYECcKUX cly4aeB 3aboseBaHus;

- 4acToTy rocnuTaan3aLmi B cBssm ¢ nporpeccuposaHnem XCH, ®MN, OKC, cayyam BCC;

- notpebHoctb B IKI, 3XOKF, MPT, KT, KopoHaporpaduu pAns BbINOJAHEHUA peKoMeHAauuit no
OVHamUYeckomy HabntogeHuto n obcnegoBaHMto nNpobaHga M POACTBEHHWKOB MNALMEHTOB MEPBOW JIMHUM
pOACTBa;

- CMepTHOCTb (%), ocnoxkHeHuA (%) 3a roa, 3 roaa, 5 neT;

- vactoTy BblABNAeHMA  dakTopoB  KapauomeTtabonuueckoro  pucka (A,  aucaunugemus,
oxunpeHne/nsbbiTouHbi Bec, C1 1 1 2 TMna) B pasHbiX BO3pacTHbIX rpynnax FTKMIM;

- pe3ynbTaTbl MOHWTOPWUPOBAHWUA MOTEHLMANLHO MOAMOULMPYEMBIX (AKTOPOB: AHTPOMOMETPUYECKUX
AaHHbIX (MMT, OT), nokasaTenei AvnugHoro npoduns, ypoBHA TIMKEMMM) B PasHbIX BO3PACTHbLIX Fpymnnax
NauueHToB.



6. JononHuTtenbHaa uHpopmauua, BAUAIOLWLAA HA TeYUeHUe U ucxog 3abonesaHus

Apyrvimun BaxkKHbIMM Lenamn npu nedeHmnun F’KMI asnatorca:

- KOppeKuus BCeX MoTeHuManbHO Moauduumpyembix GAKTOPOB pUCKa (KypeHue, aucannuaemws,
TMNEePrIMKeMUS, OXKUPEHUE);

- JleyeHWe CONYTCTBYWOLWINX 3aboneBaHUit B COOTBETCTBMM C  HALUMOHANAbHbIMU  KANHMYECKUMU
pekomeHaauuamm (UBC, AT, CO, XBN).

Kputepum oueHkn Kayecrtsa Me,qVIU,VIHCKOFI nomowu

N Kputepwuit Kauectsa EOK yaon YYP  [Oa\Her
Knaccum
YPOBEHb
1 BbinosHenbl KT 1 TT-3XOKT IB 1 B Jda/Het
2 BbinosHeHo MPT cepgla ¢ KOHTpPACTUPOBAHNEM IC 5 C Da/Het

unn KT cepaua ¢ KOHTpPacTUpPOBaHUEM NPU HANNYUMN
MeANLMHCKMX NMOKa3aHWi U NpWU OTCYTCTBUMU
NpoTMBONOKasaHWM. B cnyyae oTcyTcTBUA
BO3MOXHOCTM BbIMOJIHEHMA 3TUX METOA08B
nccnefoBaHUA B MEULIMHCKOM YUYpeXK4eHUN
naumMeHT Hanpas/eH B CNeLMain3npoBaHHbIN
Kap4MONOTrMYECKNIN LLeHTP 1A BbINOJHEHNA
OaHHbIX UCCNefoBaHUM.

3 BbinoaHeHo XMIKT 1B 1 B Da/Het

4 BbinosiHEHbI aHaNN3bI: IC 5 C Oa/Het
KAMHUYECKUI aHaNIN3 KPOBM U OBLLMIA aHA/IM3 MOYM,
H6MOXMMUYECKINIA aHaNN3 KPOBU (BK/IHOYasA
XONIeCTePUH, TPUFAMLLEPUAbI, Kannin, HaTpuin, ACT,
A1T, MOYEBWHY, KpeaTUHWH, BUNNPYOUH, TNOKO3Y)

5 MpoBeaeHa cTpaTUdMKALMA PUCKA Y NALUEHTOB C 1B 1 B Oa/Het
KM co cpeaHm n HU3KMM puckom BCC, a Takke
y naumeHTos ¢ OTKMI, nepeHecwnx CM3/PM3
(amepukaHcKas moaens).

OnpepeneHbl NokasaHua K UKO*** B 3aBucMMmocTH
OT MeaANUNHCKUX noKasaHui u npn OTCYyTCTBUU
MeAMLMHCKUX NPOTUBOMOKA3aHMM

6 MpoBeaeHa cTpaTUdMKaLUA PUCKA Y NALUEHTOB C 1B 1 B Oa/Het
KM u Bbicokum puckom BCC, a TakKe y
naumeHToB ¢ OFTKMI, nepeHecwnx CAA
(eBponeiickas mogenb, wkana HCM Risk-SCD).
OnpegeneHbl nokasaHus K UKO*** B 3aBucumocTu
OT MeAMLIMHCKMX NOKA3aHW U Npu OTCYTCTBUMU
MeAULMHCKMX NPOTMBOMOKA3aHMM

7 MpoBeaeHa Tepanua 6eTa-agpeHob0KaToOpoMm, IC 1 C Oa/Het
n/vnun 6noKkatopamm "MmeaneHHbix" KanbLUUeBbIxX



KaHanos, u/mnau AK® nHrmbutopamm, n/mnm
610KaTOpaMu PeLLenToOPOB aHrMoTeH3uHa ll, n/vau
ANypeTUKamu (B pexknume moHoTepanum uam B
pexume KOMOBMHUPOBAHHOM Tepanun) B
3aBMCMMOCTU OT MEeAMLUMHCKMX NMOKa3aHMI 1 Npu
OTCYTCTBUM MEANLMHCKUX NPOTUBOMOKA3aHNM

8 MpoBeaeHa cTpaTUdMKaUMA MAaTEPUHCKOTO PUCKA IC 5 C Da/Het
6epemeHHOM NaumeHTkn c FKMI, ¢
NCNosb30BaHMEM MOANDULMPOBAHHOM
Knaccuoukaymm BO3 maTepUHCKOro puUcKa

9 MauneHT c TKMI HaxoanTca noa AncnaHcepHbIM IB Ja/Het
HabogeHUEeM B NONUKANHUKE

Cnu1CcoK nTepaTypbl

1. TabpyceHko C.A.,, CenesHes [O.M., HaymoB B.[. [eHeTMyeckne acneKkTbl runepTpoduyecko
Kapanomuonatum (063op nntepatypbl)//MpakTukyowmii Bpad. 2000. T. 18. N 2. C. 2 - 5.

2. Wnaxto E.B. n gp. MNepsuuHble KapauomuonaTuu, coBpemeHHoe npeactasneHne//TepanesTmueckui
apxus. 2005.T.77.N 12. C. 77 - 83.

3. Gersh B.J. et al. 2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic
cardiomyopathy: Executive summary: A report of the American College of cardiology foundation/American heart
association task force on practice guidelines//Circulation. 2011. Vol. 124, N 24. P. 2761 - 2796.

4. Elliott P. et al. 2014 ESC guidelines on diagnosis and management of hypertrophic cardiomyopathy: The
task force for the diagnosis and management of hypertrophic cardiomyopathy of the European Society of
Cardiology (ESC)//Eur. Heart J. 2014. Vol. 35, N 39. P. 2733 - 2779.

5. Alfares A.A. et al. Results of clinical genetic testing of 2,912 probands with hypertrophic cardiomyopathy:
Expanded panels offer limited additional sensitivity//Genet. Med. 2015. Vol. 17, N 11. P. 880 - 888.

6. Coats C.J., Elliott P.M. Genetic biomarkers in hypertrophic cardiomyopathy//Biomark. Med. 2013. Vol. 7,
N 4. P.505 - 516.

7. Elliott P., McKenna W.J. Hypertrophic cardiomyopathy//Lancet. 2004. Vol. 363, N 9424. P. 1881 - 1891.

8. Kelly M.A. et al. Adaptation and validation of the ACMG/AMP variant classification framework for MYH7-
associated inherited cardiomyopathies: Recommendations by ClinGen's Inherited Cardiomyopathy Expert
Panel//Genet. Med. 2018. Vol. 20, N 3. P. 351 - 359,

9. Kokado H. et al. Clinical features of hypertrophic cardiomyopathy caused by a Lys183 deletion mutation
in the cardiac troponin | gene//Circulation. 2000. Vol. 102, N 6. P. 663 - 669.

10. Kostareva A. et al. Deletion in TNNI3 gene is associated with restrictive cardiomyopathy//Int. J. Cardiol.
2009. Vol. 131, N 3. P. 410 - 412.

11. Maron B.J. Hypertrophic Cardiomyopathy: A Systematic Review//JAMA. 2002. Vol. 287, N 10. P. 1308 -
1320.

12. Maron B.J. et al. Moving Beyond the Sarcomere to Explain Heterogeneity in Hypertrophic
Cardiomyopathy: JACC Review Topic of the Week//J. Am. Coll. Cardiol. 2019. Vol. 73, N 15. P. 1978 - 1986.

13. Mogensen J. et al. Frequency and Clinical Expression of Cardiac Troponin | Mutations in 748 Consecutive



Families With Hypertrophic Cardiomyopathy//J. Am. Coll. Cardiol. 2004. Vol. 44. P. 2315 - 2325.

14. CenesHes .M. n ap. Ponb myTaumMii B reHe TAMKeNOoM uenu cepaedyHoro 6eta-MmMosnHa B POCCUNCKOM
nonynauumn 60nbHbIX € rMnepTpodudeckon Kapauommonatuen//Kapgmonorma. 2005. T. 45. N 4. C. 15 - 20.

15. Typanbuyk M.B., Hosuk I.A., T'yakoBa A.fl. OcobeHHOCTN TeYEHUA KAapLaMOMMONATUIA C PECTPUKTUBHDLIM
dbeHOTUNOM, O0OYCNOBAEHHbLIX MyTaUMAMWM TEHOB CEPAEYHOro TPOMOHMHA | M AeCMUHA, M anropuTMbl KX
Anardoctuku//Meanatpudeckas papmakonorna. 2011. T. 8. N 4. C. 112 - 116.

16. Burton D. et al. Two mutations in troponin | that cause hypertrophic cardiomyopathy have contrasting
effects on cardiac muscle contractility//Biochem. J. 2002. Vol. 362, N 2. P. 443 - 451.

17. Zhou N. et al. Whole-exome sequencing identifies rare compound heterozygous mutations in the
MYBPC3 gene associated with severe familial hypertrophic cardiomyopathy//Eur. J. Med. Genet. 2018. Vol. 61, N
8.P.434 -441.

18. Charron P. et al. Accuracy of European diagnostic criteria for familial hypertrophic cardiomyopathy in a
genotyped population//Int. J. Cardiol. 2003. Vol. 90, N 1. P. 33 - 38.

19. Lopes L.R. et al. Use of high-throughput targeted exome-sequencing to screen for copy number
variation in hypertrophic cardiomyopathy//Eur. J. Med. Genet. 2015. Vol. 58, N 11. P. 611 - 616.

20. Brignole M. et al. 2013 ESC Guidelines on cardiac pacing and cardiac resynchronization therapy: The
Task Force on cardiac pacing and resynchronization therapy of the European Society of Cardiology (ESC).
Developed in collaboration with the European Heart Rhythm Association//Europace. 2013. Vol. 15, N 8. P. 1070 -
1118.

21. Hiemstra Y.L. et al. Development of and Progression of Overt Heart Failure in Nonobstructive
Hypertrophic Cardiomyopathy//Am. J. Cardiol. 2018. Vol. 122, N 4. P. 656 - 662.

22. Ho C.Y. et al. The burden of early phenotypes and the influence of wall thickness in hypertrophic
cardiomyopathy mutation carriers: Findings from the HCMNet study//JAMA Cardiol. 2017. Vol. 2, N 4. P. 419 -
428.

23. Hodatsu A. et al. Compound heterozygosity deteriorates phenotypes of hypertrophic cardiomyopathy
with founder MYBPC3 mutation: Evidence from patients and zebrafish models//Am. J. Physiol. - Hear. Circ.
Physiol. 2014. Vol. 307, N 11. P. H1594 - H1604.

24. Horimoto M. et al. Development of obstructive hypertrophic cardiomyopathy from nonobstructive
hypertrophic cardiomyopathy//Am. J. Cardiol. 1998. Vol. 82, N 3. P. 403 - 405.

25. Ansari-Lari M.A., Ali S.Z. Fine-Needle Aspiration of Abdominal Fat Pad for Amyloid Detection: A Clinically
Useful Test?//Diagn. Cytopathol. 2004. Vol. 30, N 3. P. 178 - 181.

26. Canepa M. et al. Comparison of clinical presentation, left ventricular morphology, hemodynamics, and
exercise tolerance in obese versus nonobese patients with hypertrophic cardiomyopathy//Am. J. Cardiol. 2013.
Vol. 112, N 8. P. 1182 - 1189.

27. Charron P. et al. Genetic counselling and testing in cardiomyopathies: A position statement of the
European Society of Cardiology Working Group on Myocardial and Pericardial Diseases//Eur. Heart J. 2010. Vol.
31, N 22.P.2715-2728.

28. Finocchiaro G. et al. Impact of demographic features, lifestyle, and comorbidities on the clinical
expression of hypertrophic cardiomyopathy//J. Am. Heart Assoc. 2017. Vol. 6, N 12. P. e007161.

29. Bos J.M., Ommen S.R., Ackerman M.J. Genetics of hypertrophic cardiomyopathy: one, two, or more
diseases?//Curr. Opin. Cardiol. 2007. Vol. 22, N 3. P. 193 - 199.



30. Richards S. et al. Standards and guidelines for the interpretation of sequence variants: A joint consensus
recommendation of the American College of Medical Genetics and Genomics and the Association for Molecular
Pathology//Genet. Med. 2015. Vol. 17, N 5. P. 405 - 424,

31. Marian AlJ., Braunwald E. Hypertrophic cardiomyopathy: Genetics, pathogenesis, clinical
manifestations, diagnosis, and therapy//Circ. Res. 2017. Vol. 121, N 7. P. 749 - 770.

32. bokepua JI.A. U Ap. DKcnpeccMa reHoB MaTPUKCHOW MmeTannonpoTtenHasbi-1 (MMP-1), TKaHeBoro
WMHTMBUTOPA MATPUKCHbIX MeTannonpotenHas-1 (TIMP-1), konnareHa | u Il TMNnoB B mMoKapae 60abHbIX
nauonatuyeckon rmneptpodumyeckoint Kapanommonatuneii//bronnetreHb HUCCX um. A.H. bakynesa PAMH. 2005. T.
6.N4.C.35-42.

33. TlyakoBa AA. wn ap. [vneptpoduyeckaa Kapamommonatma. KnumHuKo-mopdonormnyeckme
conocTasnenuns//Apxms natonoruun. 2012. T. 74. N 4. C. 8 - 11.

34. TypkoBa A.A. XapaKTepuCTMKa TeyeHus OOCTPYKTMBHOM runepTpodMyeckon Kapauomuonatum vy
B3pocAbix (0630p AnTepaTypbl U pe3ynbTaTbl COBCTBEHHbIX UcCAeaoBaHWIA)//ApTepuanbHasn runepteHsma. 2008. T.
14. N 2, NpunorkeHue 2. C. 39 - 49,

35. Tyakoea A.f., Wnaxto E.B. KnetoyHble mexaHM3Mbl runeptTpodmMm MMOKapaa nNpu runepTpoduyeckomn
KapAMOMMONaTUM U 3CCEHLMaNbHOW apTepuanbHoi runepteHsmm//AptepmanbHas runeprersma. 2008. T. 14. N 4.
C. 364 - 380.

36. Shlyakhto E. V. et al. Cellular aspects of pathogenesis of hypertrophic cardiomyopathy: Role of
cardiomyocyte polyploidy and activation of nuclear antigen of the proliferating cell in myocardium//Cell tissue
biol. 2007. Vol. 1, N 6. P. 582 - 588.

37. Frustaci A., Russo M.A., Chimenti C. Diagnostic contribution of left ventricular endomyocardial biopsy in
patients with clinical phenotype of hypertrophic cardiomyopathy//Hum. Pathol. 2013. Vol. 44, N 1. P. 133 - 141.

38. Leone 0. et al. 2011 Consensus statement on endomyocardial biopsy from the Association for European
Cardiovascular Pathology and the Society for Cardiovascular Pathology//Cardiovasc. Pathol. 2012. Vol. 21, N 4. P.
245 - 274.

39. Philipson D.J. et al. Emerging pharmacologic and structural therapies for hypertrophic
cardiomyopathy//Heart Fail. Rev. 2017. Vol. 22, N 6. P. 879 - 888.

40. Roberts R., Sigwart U. Current concepts of the pathogenesis and treatment of hypertrophic
cardiomyopathy//Circulation. 2005. Vol. 112, N 2. P. 293 - 296.

41. Varnava A.M. et al. Hypertrophic cardiomyopathy: The interrelation of disarray, fibrosis and small vessel
disease//Heart. 2000. Vol. 84, N 5. P. 476 - 482.

42. 3aiues B.B. u ap. KanHMYeckoe 3HavyeHMe pPas/iMyHbIX METOL0B OLEHKM MUOKapauanbHoro ¢mbposa
npu runeptpoduyeckom Kapamomuonatum//Kapanonorus. 2020. T. 60. N 3. C. 44 - 50.

43. Arbustini E. et al. The MOGE(S) classification for a phenotype-genotype nomenclature of
cardiomyopathy: Endorsed by the world heart federation//J. Am. Coll. Cardiol. 2013. Vol. 62, N 22. P. 2046 - 2072.

44, Barcia G. et al. Pitfalls in molecular diagnosis of Friedreich ataxia//Eur. J. Med. Genet. 2018. Vol. 61, N 8.
P. 455 - 458.

45. Bokhari S. et al. 99mTc-pyrophosphate scintigraphy for differentiating light-chain cardiac amyloidosis
from the transthyretin-related familial and senile cardiac amyloidoses//Circ. Cardiovasc. Imaging. 2013. Vol. 6, N
2.P.195-201.

46. Charron P. et al. Danon's disease as a cause of hypertrophic cardiomyopathy: A systematic



survey//Heart. 2004. Vol. 90, N 8. P. 842 - 846.

47. Cook A., Giunti P. Friedreich's ataxia: Clinical features, pathogenesis and management//Br. Med. Bull.
2017.Vol. 124, N 1. P. 19 - 30.

48. D'souza A. et al. Localized insulin-derived amyloidosis: A potential pitfall in the diagnosis of systemic
amyloidosis by fat aspirate//Am. J. Hematol. 2012. Vol. 87, N 11. P. E131 - 132.

49. Dubrey S.W., Hawkins P.N., Falk R.H. Amyloid diseases of the heart: Assessment, diagnosis, and
referral//Heart. 2011. Vol. 97, N 1. P. 75 - 84.

50. Frustaci A. et al. Evolution of cardiac pathology in classic Fabry disease: Progressive cardiomyocyte
enlargement leads to increased cell death and fibrosis, and correlates with severity of ventricular
hypertrophy//Int. J. Cardiol. 2017. Vol. 248. P. 257 - 262.

51. Monserrat L. et al. Prevalence of Fabry Disease in a Cohort of 508 Unrelated Patients With Hypertrophic
Cardiomyopathy//J. Am. Coll. Cardiol. 2007. Vol. 50, N 25. P. 2399 - 2403.

52. Planté-Bordeneuve v., said G. Familial amyloid polyneuropathy//Lancet Neurol. 2011. Vol. 10, N 12.
P. 1086 - 1097.

53. Quarta C.C. et al. Defining the diagnosis in echocardiographically suspected senile systemic
amyloidosis//JACC Cardiovasc. Imaging. 2012. Vol. 5, N 7. P. 755 - 758.

54. European Reference Networks in the Field of Rare Diseases: State of the Art and Future Directions. Third
Report [Electronic resource]. 2008. URL: http://www.eucerd.eu/?post_type=document&p=1204.

55. Sado D.M. et al. Identification and assessment of anderson-fabry disease by cardiovascular magnetic
resonance noncontrast myocardial T1 mapping//Circ. Cardiovasc. Imaging. 2013. Vol. 6, N 3. P. 392 - 398.

56. Tsai S.B. et al. Myocardial infarction with "clean coronaries" caused by amyloid light-chain AL
amyloidosis: A case report and literature review//Amyloid. 2011. Vol. 18, N 3. P. 160 - 164.

57. Vogelsberg H. et al. Cardiovascular Magnetic Resonance in Clinically Suspected Cardiac Amyloidosis.
Noninvasive Imaging Compared to Endomyocardial Biopsy//J. Am. Coll. Cardiol. 2008. Vol. 51, N 10. P. 1022 -
1030.

58. Wilkinson J.D. et al. Outcomes in children with Noonan syndrome and hypertrophic cardiomyopathy: A
study from the Pediatric Cardiomyopathy Registry//Am. Heart J. 2012. Vol. 164, N 3. P. 442 - 448.

59. Yang Z., Vatta M. Danon disease as a cause of autophagic vacuolar myopathy//Congenit. Heart Dis.
2007. Vol. 2, N 6. P. 404 - 409.

60. Yang Z. et al. Danon Disease as an Underrecognized Cause of Hypertrophic Cardiomyopathy in
Children//Circulation. 2005. Vol. 112, N 11. P. 1612 - 1617.

61. Ibrahim M. et al. Modern Management of Systolic Anterior Motion of the Mitral Valve//Eur J
Cardiothorac Surg. 2012. Vol. 41. P. 60 - 70.

62. Deng L. et al. Numerical simulation study on systolic anterior motion of the mitral valve in hypertrophic
obstructive cardiomyopathy//Int. J. Cardiol. 2018. Vol. 266. P. 167 - 173.

63. Manabe S. et al. Management of systolic anterior motion of the mitral valve: a mechanism-based
approach//Gen. Thorac. Cardiovasc. Surg. 2018. Vol. 66, N 7. P. 379 - 389.

64. Ro R. et al. Vector flow mapping in obstructive hypertrophic cardiomyopathy to assess the relationship
of early systolic left ventricular flow and the mitral valve//). Am. Coll. Cardiol. 2014. Vol. 64, N 19. P. 1984 - 1995.



65. Hymel B.J., Townsley M.M. Echocardiographic assessment of systolic anterior motion of the mitral
valve//Anesth. Analg. 2014. Vol. 118, N 6. P. 1197 - 1201.

66. Sherrid M. V. et al. Systolic anterior motion begins at low left ventricular outflow tract velocity in
obstructive hypertrophic cardiomyopathy//J. Am. Coll. Cardiol. 2000. Vol. 36, N 4. P. 1344 - 1354,

67. Silbiger J.J. Abnormalities of the Mitral Apparatus in Hypertrophic Cardiomyopathy: Echocardiographic,
Pathophysiologic, and Surgical Insights//J. Am. Soc. Echocardiogr. 2016. Vol. 29, N 7. P. 622 - 639.

68. Shah J.S. et al. Prevalence of exercise-induced left ventricular outflow tract obstruction in symptomatic
patients with non-obstructive hypertrophic cardiomyopathy//Heart. 2008. Vol. 94, N 10. P. 1288 - 1294.

69. Geske J.B. et al. Variability of left ventricular outflow tract gradient during cardiac catheterization in
patients with hypertrophic cardiomyopathy//JACC Cardiovasc. Interv. 2011. Vol. 4, N 6. P. 704 - 709.

70. Efthimiadis G.K. et al. Clinical characteristics and natural history of hypertrophic cardiomyopathy with
midventricular obstruction//Circ. J. 2013. Vol. 77, N 9. P. 2366 - 2374.

71. Minami Y. et al. Clinical implications of midventricular obstruction in patients with hypertrophic
cardiomyopathy//J. Am. Coll. Cardiol. 2011. Vol. 57, N 23. P. 2346 - 2355.

72. Yan L.R. et al. Clinical characteristics and prognosis of 60 patients with midventricular obstructive
hypertrophic cardiomyopathy//J. Cardiovasc. Med. 2015. Vol. 16, N 11. P. 751 - 760.

73. Hang D. et al. Combined transaortic and transapical approach to septal myectomy in patients with
complex hypertrophic cardiomyopathy//J. Thorac. Cardiovasc. Surg. 2018. Vol. 155, N 5. P. 2096 - 2102.

74. Pacheco Claudio C. et al. Why names matter for women: MINOCA/INOCA (myocardial
infarction/ischemia and no obstructive coronary artery disease)//Clin. Cardiol. 2018. Vol. 41, N 2. P. 185 - 193.

75. ABepkuHa H.B. n gp. OueHKa nepdysnn mnmokapga y 60nbHbIX ¢ runeptpoduyeckolt KapamommonaTnen
B COMOCTaB/NEHUM C KAMHMYECKUMMN N 3XOKapamorpapuieckumm aaHHbimm//Tepanestmueckuii apxms. 2003. T. 75.
N 4. C. 20 - 25.

76. AsepkoB O.B. n pgp. AnddepeHUMPOBaHHbIN NOAXOA B AMArHOCTMKe, GOPMY/IMPOBKE AMArHo3a,
BeAEHMMU BO/bHBIX M CTaTUCTUUECKOM yYeTe MHPapKTa MMoKapaa 2 Tuna (cornacosaHHaa nosuuma)//Poccuiickmin
KapAnonornyeckmi xxypHan. 2019. T.24. N 6. C. 7 - 21.

77. KannyHoBa B.HO. n ap. Mmneptpoduyeckasa KapAuMomMonatUa M ullemmnyeckasa 6onesHb cepaua.
BapuaHTbl coyeTaHHoM natonornun//Kapamnonorns. 2017. T.57. N 12. C. 16 - 24.

78. KoctuH C.MU. Mopdonormyeckne un  MopdoMeTpUYECKNE OCOBEHHOCTM  rMnepTpoduYecKomn
Kapaunomuonatuun//Apxme natonornm. 1989. T. 51. N 1. C. 47 - 52.

79. Myxapnamos H. Kapanomunonatum. Mocksa, 1990. 283 c. c.

80. Aletras A.H. et al. Heterogeneity of intramural function in hypertrophic cardiomyopathy mechanistic
insights from MRI late gadolinium enhancement and high-resolution displacement encoding with stimulated
echoes strain maps//Circ. Cardiovasc. Imaging. 2011. Vol. 4, N 4. P. 425 - 434,

81. Camici P.G., Olivotto I., Rimoldi O.E. The coronary circulation and blood flow in left ventricular
hypertrophy//J. Mol. Cell. Cardiol. 2012. Vol. 52, N 4. P. 857 - 864.

82. Einarsen E. et al. Comparison of Frequency of Ischemic Cardiovascular Events in Patients With Aortic
Stenosis With Versus Without Asymmetric Septal Hypertrophy (from the SEAS Trial)//Am. J. Cardiol. 2017. Vol.
119, N 7. P. 1082 - 1087.



83. FOa A. et al. Histopathological comparison of intramural coronary artery remodeling and myocardial
fibrosis in obstructive versus end-stage hypertrophic cardiomyopathy//Int. J. Cardiol. 2019. Vol. 291. P. 77 - 82.

84. Kwon D.H. et al. Cardiac Magnetic Resonance Detection of Myocardial Scarring in Hypertrophic
Cardiomyopathy. Correlation With Histopathology and Prevalence of Ventricular Tachycardia//J. Am. Coll. Cardiol.
2009. Vol. 54, N 3. P. 242 - 249.

85. Maron M.S. et al. The Case for Myocardial Ischemia in Hypertrophic Cardiomyopathy//J. Am. Coll.
Cardiol. 2009. Vol. 54, N 9. P. 866 - 875.

86. Mundhenke M., Schwartzkopff B., Strauer B.E. Structural analysis of arteriolar and myocardial
remodelling in the subendocardial region of patients with hypertensive heart disease and hypertrophic
cardiomyopathy//Virchows Arch. 1997. Vol. 431, N 4. P. 265 - 273.

87. Nakamura T. et al. Increased plasma brain natriuretic peptide level as a guide for silent myocardial
ischemia in patients with non-obstructive hypertrophic cardiomyopathy//J. Am. Coll. Cardiol. 2002. Vol. 39, N 10.
P. 1657 - 1663.

88. Raphael C.E. et al. Mechanisms of Myocardial Ischemia in Hypertrophic Cardiomyopathy: Insights From
Wave Intensity Analysis and Magnetic Resonance//J. Am. Coll. Cardiol. 2016. Vol. 68, N 15. P. 1651 - 1660.

89. ScCiagra R. et al. Myocardial blood flow and left ventricular functional reserve in hypertrophic
cardiomyopathy: a 13NH3 gated PET study//Eur. J. Nucl. Med. Mol. Imaging. 2017. Vol. 44, N 5. P. 866 - 875.

90. Shin Y.J. et al. Clinical significance of evaluating coronary atherosclerosis in adult patients with
hypertrophic cardiomyopathy who have chest pain//Eur. Radiol. 2019. Vol. 29, N 9. P. 4593 - 4602.

91. Liu W., Sun D., Yang J. Diastolic Dysfunction of Hypertrophic Cardiomyopathy Genotype-Positive
Subjects Without Hypertrophy Is Detected by Tissue Doppler Imaging: A Systematic Review and Meta-analysis:
A//). Ultrasound Med. 2017. Vol. 36, N 10. P. 2093 - 2103.

92. Covella M. et al. Mechanism of Progressive Heart Failure and Significance of Pulmonary Hypertension in
Obstructive Hypertrophic Cardiomyopathy//Circ. Hear. Fail. 2017. Vol. 10, N 4. P. e003689.

93. Germans T. et al. How do hypertrophic cardiomyopathy mutations affect myocardial function in carriers
with normal wall thickness? Assessment with cardiovascular magnetic resonance//). Cardiovasc. Magn. Reson.
2010.Vol. 12, N 1. P. 13.

94. Huang X. et al. Assessment of left ventricular systolic and diastolic abnormalities in patients with
hypertrophic cardiomyopathy using real-time three-dimensional echocardiography and two-dimensional speckle
tracking imaging//Cardiovasc. Ultrasound. 2018. Vol. 16, N 1. P. 23,

95. Matsumura Y. et al. Left ventricular diastolic function assessed using Doppler tissue imaging in patients
with hypertrophic cardiomyopathy: Relation to symptoms and exercise capacity//Heart. 2002. Vol. 87, N 3. P. 247
- 251.

96. bokepua J1.A., bopucos K.B., CuHeB A.®. YayyweHne amactonnyeckor GyHKLMWU NEBOrO M NPaBOro
KENYA0UYKOB cepala nocine XMpYypruyeckon KoppeKkuMu runepTpoduyeckon obCTPYKTUBHON KapAvMOMMONaTUK
npu NOMoLLM opuUrMHaabHoro cnocoba//IpyaHas n cepaevHo-cocyamcrtas xupyprmua. 1999.T. 4. C. 4 - 10.

97. Harris K.M. et al. Prevalence, clinical profile, and significance of left ventricular remodeling in the end-
stage phase of hypertrophic cardiomyopathy//Circulation. 2006. Vol. 114, N 3. P. 216 - 225.

98. Biagini E. et al. Prognostic Implications of the Doppler Restrictive Filling Pattern in Hypertrophic
Cardiomyopathy//Am. J. Cardiol. 2009. Vol. 104, N 12. P. 1727 - 1731.



99. Bravo P.E. et al. Late gadolinium enhancement confined to the right ventricular insertion points in
hypertrophic cardiomyopathy: An intermediate stage phenotype?//Eur. Heart J. Cardiovasc. Imaging. 2016. Vol.
17, N 3. P. 293 - 300.

100. Fernandez A. et al. Comparison of prevalence, clinical course, and pathological findings of left
ventricular systolic impairment versus normal systolic function in patients with hypertrophic
cardiomyopathy//Am. J. Cardiol. 2011. Vol. 108, N 4. P. 548 - 555.

101. Melacini P. et al. Clinicopathological profiles of progressive heart failure in hypertrophic
cardiomyopathy//Eur. Heart J. 2010. Vol. 31, N 17. P. 2111 - 2123.

102. Maron M.S. et al. Right Ventricular Involvement in Hypertrophic Cardiomyopathy//Am. J. Cardiol.
2007. Vol. 100, N 8. P. 1293 - 1298.

103. Falcone D.M., Moore D., Lambert E.C. Idiopathic hypertrophic cardiomyopathy involving the right
ventricle.//Am. J. Cardiol. 1967. Vol. 19, N 5. P. 735 - 740.

104. Shimizu M. et al. Echocardiographic assessment of right ventricular obstruction in hypertrophic
cardiomyopathy//Circ. J. 2003. Vol. 67, N 10. P. 855 - 860.

105. bBokepus J1.A.,, Bopucos K.B. O6cTpyKTMBHaA runeptpodmyeckaa KapaMomMMONaTMA: MeTobl
Xupypruyeckon Koppekuuun//FpyaHas u cepaedHo-cocyamcran xupyprusa. 1997.T. 1. C. 61 - 65.

106. bokepua J1.A. n ap. Pe3ynbTaTbl MEAUKAMEHTO3HOIO M XMPYPrMYECKOro siedeHnsa runepTpoduyeckon
KapamMommonaTumM ¢ 0OB6CTPyKUMEl BblBOAHbLIX OTAE/NOB /IEBOTO M MPABOro Kenaygodukoe cepaua//TpyaHas w
cepaedHo-cocyanctaa xmpyprmua. 2004. N 2. C. 4 - 9.

107. Bokepua J1.A. n ap. XMpypruyeckas Koppekuma paHee HeonepabenbHbix opm runepTpoduryeckoit
06CTPYKTUBHOM Kapanomuonatun//TpyaHaa u cepaedHo-cocyamnctas xupyprua. 1999. T. 6. C. 130 - 136.

108. Pagourelias E.D. et al. Prognostic Value of Right Ventricular Diastolic Function Indices in Hypertrophic
Cardiomyopathy//Eur. J. Echocardiogr. 2011. Vol. 12, N 11. P. 809 - 817.

109. Shah J.P. et al. Prevalence and Prognostic Significance of Right Ventricular Dysfunction in Patients With
Hypertrophic Cardiomyopathy//Am. J. Cardiol. 2018. Vol. 122, N 11. P. 1932 - 1938.

110. KaktypcKkuit J1. BHe3anHasa cMmepTb (KanHudeckana mopdonorua). Mocksa, 2000. 126 c. c.

111. Pesuwsuan A.LLU. u ap. KAnMHMYECKMe peKomMeHAauuu no NpoBeAEeHWUIO 3NeKTPOOU3NONOrMYECKUX
nccnenoBaHUi, KaTeTepHoM abnaumMm U NPUMEHEHUIO MMMNIAHTUPYEMbIX aHTUAPUTMUUYECKUX YCTPOMNCTB. MOCKBa,
2017.701c.c.

112. Adabag A.S. et al. Spectrum and prognostic significance of arrhythmias on ambulatory Holter
electrocardiogram in hypertrophic cardiomyopathy//J. Am. Coll. Cardiol. 2005. Vol. 45, N 5. P. 697 - 704.

113. Zipes D.P. et al. ACC/AHA/ESC 2006 guidelines for management of patients with ventricular
arrhythmias and the prevention of sudden cardiac death//Europace. 2006. Vol. 8, N 9. P. 746 - 837.

114. Czosek R.J. et al. Arrhythmic Burden and Ambulatory Monitoring of Pediatric Patients with
Cardiomyopathy.//Pacing Clin. Electrophysiol. 2016. Vol. 39, N 5. P. 443 - 451,

115. Desai M.Y., Mentias A. Risk stratification in hypertrophic cardiomyopathy//Aging (Albany. NY). 2019.
Vol. 11, N 6. P. 1617 - 1618.

116. Elliott P.M. et al. Sudden death in hypertrophic cardiomyopathy: Identification of high risk patients//J.
Am. Coll. Cardiol. 2000. Vol. 36, N 7. P. 2212 - 2218.



117. Goyal V., Jassal D.S., Dhalla N.S. Pathophysiology and prevention of sudden cardiac death//Can. J.
Physiol. Pharmacol. 2015. Vol. 94, N 3. P. 237 - 244,

118. Marrakchi S. et al. Risk stratification in hypertrophic cardiomyopathy//Herz. 2020. Vol. 45, N 1. P. 50 -
64.

119. Weissler-Snir A. et al. Prevention of Sudden Death in Hypertrophic Cardiomyopathy: Bridging the Gaps
in Knowledge//Eur Hear. J. 2017. Vol. 38, N 22. P. 1728 - 1737.

120. Weissler-Snir A. et al. Usefulness of 14-Day Holter for Detection of Nonsustained Ventricular
Tachycardia in Patients With Hypertrophic Cardiomyopathy//Am. J. Cardiol. 2016. Vol. 118, N 8. P. 1258 - 1263.

121. Goff Z.D., Calkins H. Sudden death related cardiomyopathies - Hypertrophic cardiomyopathy//Prog.
Cardiovasc. Dis. 2019. Vol. 62, N 3. P. 212 - 216.

122. Bois J.P. et al. Relation between temperature extremes and symptom exacerbation in patients with
hypertrophic cardiomyopathy//Am. J. Cardiol. 2016. Vol. 117, N 6. P. 961 - 965.

123. Haghjoo M. et al. Predictors of syncope in patients with hypertrophic cardiomyopathy//PACE - Pacing
Clin. Electrophysiol. 2009. Vol. 32, N 5. P. 642 - 647.

124. Seggewild H. et al. Syncope in hypertrophic (obstructive)
cardiomyopathy//Herzschrittmachertherapie und Elektrophysiologie. 2018. Vol. 29, N 2. P. 178 - 182.

125. Williams L., Frenneaux M. Syncope in Hypertrophic Cardiomyopathy: Mechanisms and Consequences
for Treatment//Europace. 2007. Vol. 9, N 9. P. 817 - 822.

126. Farhad H. et al. Left Atrial structure and function in hypertrophic cardiomyopathy sarcomere mutation
carriers with and without left ventricular hypertrophy//J. Cardiovasc. Magn. Reson. 2017. Vol. 19, N 1. P. 107.

127. Burstein B., Nattel S. Atrial Fibrosis: Mechanisms and Clinical Relevance in Atrial Fibrillation//J. Am.
Coll. Cardiol. 2008. Vol. 51, N 8. P. 802 - 809.

128. Philipson D.., Rader F., Siegel R.. Risk factors for atrial fibrillation in hypertrophic
cardiomyopathy//Eur. J. Prev. Cardiol. 2019. P. doi: 10.1177/2047487319828474. Epub ahead of print.

129. Garg L. et al. Atrial fibrillation in hypertrophic cardiomyopathy: prevalence, clinical impact, and
management//Heart Fail. Rev. 2019. Vol. 24, N 2. P. 189 - 197.

130. Killu A.M. et al. Cardiac Resynchronization Therapy in Patients With End-Stage Hypertrophic
Cardiomyopathy//Europace. 2018. Vol. 20, N 1. P. 82 - 88.

131. Kirchhof P. et al. 2016 ESC Guidelines for the Management of Atrial Fibrillation Developed in
Collaboration With EACTS//Eur. Heart J. 2016. Vol. 37. P. 2893 - 2962.

132. Maron B.. et al. Clinical Spectrum and Management of Heart Failure in Hypertrophic
Cardiomyopathy//JACC Hear. Fail. Elsevier Inc., 2018. Vol. 6, N 5. P. 353 - 363.

133. Seferovi¢ p.m. et al. Heart failure in cardiomyopathies: a position paper from the Heart Failure
Association of the European Society of Cardiology//Eur. J. Heart Fail. 2019. Vol. 21, N 5. P. 553 - 576.

134. Maron B.J. et al. Epidemiology of Hypertrophic Cardiomyopathy-Related Death//Circulation. 2000. Vol.
102, N 8. P. 858 - 864.

135. Semsarian C. et al. New perspectives on the prevalence of hypertrophic cardiomyopathy//J. Am. Coll.
Cardiol. 2015. Vol. 65, N 12. P. 1249 - 1254.



136. Amano Y. et al. MRl classification of asymmetric septal hypertrophic cardiomyopathy and its relation to
the presence of risk factors//Int. J. Cardiovasc. Imaging. 2012. Vol. 28, N 8. P. 2019 - 2025.

137. Geske J.B., Ommen S.R., Gersh B.J. Hypertrophic Cardiomyopathy: Clinical Update//JACC Hear. Fail.
2018. Vol. 6, N 5. P. 364 - 375.

138. [Osemewkesny C.JI1. u ap. AHatommyeckme u  mopdosiornyeckne npusHakm andoysHo-
reHepanusosBaHHoW ¢opmbl runepTpoduyeckon Kapamomuonatumn//PocCUMCKUIn KapaMONOrMUYEeCcKMin KypHan.
2015.T.5.N121. C. 58 - 63.

139. Gudkova A. et al. Diagnostic challenge in desmin cardiomyopathy with transformation of clinical
phenotypes//Pediatr. Cardiol. 2013. Vol. 34, N 2. P. 467 - 470.

140. Rowin E.J. et al. Interaction of Adverse Disease Related Pathways in Hypertrophic
Cardiomyopathy//Am. J. Cardiol. 2017. Vol. 120, N 12. P. 2256 - 2264.

141. TabpyceHko C.A. u ap. KAnMHUKoO-remogMHaMUUYecKMA CTaTyC U CepAedHble HaTpUypeTUdeckme
nenTuabl B naasme 60/bHbIX rMnepTpoduUeckolt KapamomuonaTtuei//Kapamonornyecknini BecTHuK (bronneteHb
PKHMK). 2006.T. 1. N 2. C. 25 - 31.

142. Ctpenbuosa A.A., l'yakosa A.A., KoctapeBa A.A. ®Pnbpunnauma npeacepaniti npu runeptpoduyeckon
KapoMOMMOMaTUN:  COBPEMEHHbIE  acMeKTbl  3nuaemuoniorMn,  GaKTOpOB  pUCKa,  NatoreHesa MU
dapmakroTtepanumu//Cons. Medicum. 2018. T. 20. N 5. C. 34 - 39.

143. CrpenbuoBa A.A. 1 ap. NonnmopodHbIn BapuaHT rs1739843 reHa 6enka Tennosoro woka 7 (HSPB7) u
ero CBA3b C BAPWAHTAMM K/JMHUYECKOrO TeYeHMA M WUCXOL4aMM Yy MAUMEHTOB C runepTpoduyeckomn
Kapanomuonatueit (pesynbtatbl 10-neTHero HabaogeHUa)//PoccUincknii Kapamonorndeckuii xypHan. 2019. N 10.
C.7-15.

144. Binder J. et al. Echocardiography-guided genetic testing in hypertrophic cardiomyopathy: Septal
morphological features predict the presence of myofilament mutations//Mayo Clin. Proc. 2006. Vol. 81, N 4. P.
459 - 467.

145. Elliott P., Spirito P. Prevention of hypertrophic cardiomyopathy-related deaths: Theory and
practice//Heart. 2008. Vol. 94, N 10. P. 1269 - 1275.

146. Elliott P.M. et al. Historical trends in reported survival rates in patients with hypertrophic
cardiomyopathy//Heart. 2006. Vol. 92, N 6. P. 785 - 791.

147. Kawai C. et al. Hypertrophic obstructive and non-obstructive cardiomyopathy in Japan. Diagnosis of the
disease with special reference to endomyocardial catheter biopsy//Eur Hear. J. 1983. Vol. 4, N 1. P. 121 - 125.

148. Kitaoka H. et al. Hypertrophic Cardiomyopathy With Progression From Apical Hypertrophy to
Asymmetrical Septal Hypertrophy: A Case Report//J. Cardiol. 2005. Vol. 45, N 4. P. 155 - 159.

149. Klues H.G., Schiffers A., Maron B.J. Phenotypic spectrum and patterns of left ventricular hypertrophy in
hypertrophic cardiomyopathy: Morphologic observations and significance as assessed by two-dimensional
echocardiography in 600 patients//J. Am. Coll. Cardiol. 1995. Vol. 26, N 7. P. 1699 - 1708.

150. Maron B.J. et al. Clinical profile of stroke in 900 patients with hypertrophic cardiomyopathy//J. Am.
Coll. Cardiol. 2002. Vol. 39, N 2. P. 301 - 307.

151. Thaman R. et al. Progressive left ventricular remodeling in patients with hypertrophic cardiomyopathy
and severe left ventricular hypertrophy//J. Am. Coll. Cardiol. 2004. Vol. 44, N 2. P. 398 - 405.

152. Lancellotti P. et al. The Clinical Use of Stress Echocardiography in Non-Ischaemic Heart Disease:
Recommendations from the European Association of Cardiovascular Imaging and the American Society of



Echocardiography.//J. Am. Soc. Echocardiogr. 2017. Vol. 30, N 2. P. 101 - 138.

153. Parato V.M. et al. Echocardiographic diagnosis of the different phenotypes of hypertrophic
cardiomyopathy//Cardiovasc. Ultrasound. 2016. Vol. 14, N 1. P. 30.

154. Lambiase P.D. et al. Worldwide Experience With a Totally Subcutaneous Implantable Defibrillator: Early
Results From the EFFORTLESS S-ICD Registry//Eur Hear. J. 2014. Vol. 35, N 25. P. 1657 - 1665.

155. Ponikowski P. et al. 2016 ESC Guidelines for the diagnosis and treatment of acute and chronic heart
failure: The Task Force for the diagnosis and treatment of acute and chronic heart failure of the European Society
of Cardiology (ESC). Developed with the special contribution//Eur. J. Heart Fail. 2016. Vol. 18, N 8. P. 891 - 975.

156. Maron B.J. et al. American College of Cardiology/European Society of Cardiology Clinical Expert
Consensus Document on Hypertrophic Cardiomyopathy: A report of the American College of Cardiology
Foundation Task Force on Clinical Expert Consensus Documents and the European S//Eur. Heart J. 2003. Vol. 24, N
21.P. 1965 - 1991.

157. Barrett M.J., Ayub B., Martinez M.W. Cardiac auscultation in sports medicine: Strategies to improve
clinical care//Curr. Sports Med. Rep. 2012. Vol. 11, N 2. P. 78 - 84.

158. Cantwell J.D. Preparticipation physical evaluation: Getting to the heart of the matter//Med. Sci. Sports
Exerc. 1998. Vol. 30, N 10. P. 341 - 344.

159. Efthimiadis G.K. et al. Prevalence and Clinical Outcomes of Incidentally Diagnosed Hypertrophic
Cardiomyopathy//Am. J. Cardiol. 2010. Vol. 105, N 10. P. 1445 - 1450.

160. Harmon K.G., Zigman M., Drezner J.A. The effectiveness of screening history, physical exam, and ECG
to detect potentially lethal cardiac disorders in athletes: A systematic review/meta-analysis//J. Electrocardiol.
2015. Vol. 48, N 3. P. 329 - 338.

161. Raviele A. et al. Management of Patients With Palpitations: A Position Paper From the European Heart
Rhythm Association//Europace. 2011. Vol. 13, N 7. P. 920 - 934.

162. Attenhofer Jost C.H. et al. Echocardiography in the evaluation of systolic murmurs of unknown
cause//Am. J. Med. 2000. Vol. 108, N 8. P. 614 - 620.

163. Rapezzi C. et al. Diagnostic work-up in cardiomyopathies: bridging the gap between clinical phenotypes
and final diagnosis. A position statement from the ESC Working Group on Myocardial and Pericardial
Diseases//Eur Hear. J. 2013. Vol. 34. P. 1448 - 1458.

164. Rapezzi C. et al. Disease profile and differential diagnosis of hereditary transthyretin-related
amyloidosis with exclusively cardiac phenotype: an Italian perspective//Eur Hear. J. 2013. Vol. 34, N 7. P. 520 -
528.

165. Sarkozy A., Digilio M.C., Dallapiccola B. Leopard syndrome//Orphanet J. Rare Dis. 2008. Vol. 3, N 1. P.
13.

166. Scaglia F. et al. Clinical Spectrum, Morbidity, and Mortality in 113 Pediatric Patients with Mitochondrial
Disease//Pediatrics. 2004. Vol. 114, N 4. P. 925 - 931.

167. Pagourelias E.D. et al. Efficacy of various "classic" echocardiographic and laboratory indices in
distinguishing the '"gray zone" between athlete's heart and hypertrophic cardiomyopathy: A pilot
study//Echocardiography. 2013. Vol. 30, N 2. P. 131 - 139.

168. Coutu M. et al. Cardiac transplantation for hypertrophic cardiomyopathy: a valid therapeutic
option.//J. Heart Lung Transplant. 2004. Vol. 23, N 4. P. 413 - 417.



169. Zhang C., Huang X., Li J. Light chain amyloidosis: Where are the light chains from and how they play
their pathogenic role?//Blood Rev. 2017. Vol. 31, N 4. P. 261 - 270.

170. Ingles J. et al. Nonfamilial Hypertrophic Cardiomyopathy: Prevalence, Natural History, and Clinical
Implications//Circ. Cardiovasc. Genet. 2017. Vol. 10, N 2. P. e001620.

171. Maron B.J., Pelliccia A., Spirito P. Cardiac disease in young trained athletes: Insights into methods for
distinguishing athlete's heart from structural heart disease, with particular emphasis on hypertrophic
cardiomyopathy//Circulation. 1995. Vol. 91, N 5. P. 1596 - 1601.

172. Young L. et al. Hypertrophic cardiomyopathy: A complex disease//Cleve. Clin. J. Med. 2018. Vol. 85, N
5.P.399-411.

173. Efthimiadis G.K. et al. Hypertrophic cardiomyopathy in 2013: Current speculations and future
perspectives//World J Cardiol. 2014. Vol. 6, N 2. P. 26 - 37.

174. Hershberger R.E. et al. Genetic Evaluation of Cardiomyopathy-A Heart Failure Society of America
Practice Guideline//J. Card. Fail. 2018. Vol. 24, N 5. P. 281 - 302.

175. Efthimiadis G.K. et al. An Overview of Pharmacotherapy in Hypertrophic Cardiomyopathy: Current
Speculations and Clinical Perspectives.//Rev. Cardiovasc. Med. 2016. Vol. 17, N3 - 4. P. 115 - 123.

176. Fananapazir L. et al. Electrophysiologic abnormalities in patients with hypertrophic cardiomyopathy. A
consecutive analysis in 155 patients//Circulation. 1989. Vol. 80, N 5. P. 1259 - 1268.

177. Kelly B.S., Mattu A., Brady W.J. Hypertrophic cardiomyopathy: electrocardiographic manifestations and
other important considerations for the emergency physician//Am. J. Emerg. Med. 2007. Vol. 25, N 1. P. 72 - 79.

178. MclLeod C.J. et al. Outcome of Patients With Hypertrophic Cardiomyopathy and a Normal
Electrocardiogram//J. Am. Coll. Cardiol. 2009. Vol. 54, N 3. P. 229 - 233,

179. Wilke 1. et al. High Incidence of De Novo and Subclinical Atrial Fibrillation in Patients With Hypertrophic
Cardiomyopathy and Cardiac Rhythm Management Device//). Cardiovasc. Electrophysiol. 2016. Vol. 27, N 7. P.
779 -784.

180. XvpmaHoB B.H. 1 ap. Inektpokapamorpadpuyeckme Metoabl B AMArHOCTMKe, Bbibope MeToaa M TaKTUKK
nevyenHuns rmnepTpodmryeckoit Kapamommnonatum//Prog. Biomed. Res. 1997.T.2. N 1. C. 7 - 22.

181. O'Mahony C. et al. A novel clinical risk prediction model for sudden cardiac death in hypertrophic
cardiomyopathy (HCM Risk-SCD)//Eur Hear. J. 2014. Vol. 35, N 30. P. 2010 - 2020.

182. Wasfy M.M., Weiner R.B. Differentiating the athlete's heart from hypertrophic
cardiomyopathy//Current Opinion in Cardiology. 2015. Vol. 30, N 5. P. 500 - 505.

183. Weigner M.J. et al. Risk for clinical thromboembolism associated with conversion to sinus rhythm in
patients with atrial fibrillation lasting less than 48 hours//Ann. Intern. Med. 1997. Vol. 126, N 8. P. 615 - 620.

184. Guttmann O.P. et al. Atrial fibrillation and thromboembolism in patients with hypertrophic
cardiomyopathy: Systematic review//Heart. 2014. Vol. 100, N 6. P. 465 - 472.

185. Brignole M. et al. Indications for the use of diagnostic implantable and external ECG loop
recorders.//Europace. 2009. Vol. 11, N 5. P. 671 - 687.

186. Frangini P.A. et al. How revealing are insertable loop recorders in pediatrics?//Pacing Clin.
Electrophysiol. 2008. Vol. 31, N 3. P. 338 - 343.

187. Solano A. et al. Incidence, diagnostic yield and safety of the implantable loop-recorder to detect the



mechanism of syncope in patients with and without structural heart disease//Eur. Heart J. 2004. Vol. 25, N 13. P.
1116 -11109.

188. Moon J.C.C. et al. The histologic basis of late gadolinium enhancement cardiovascular magnetic
resonance in hypertrophic cardiomyopathy//J. Am. Coll. Cardiol. 2004. Vol. 43, N 12. P. 2260 - 2264.

189. O'Hanlon R. et al. Prognostic significance of myocardial fibrosis in hypertrophic cardiomyopathy//J.
Am. Coll. Cardiol. 2010. Vol. 56, N 11. P. 867 - 874.

190. Pernat A., Pohar B., Horvat M. Heart conduction disturbances and cardiovascular collapse after
disopyramide and low-dose metoprolol in a patient with hypertrophic obstructive cardiomyopathy//J.
Electrocardiol. 1997. Vol. 30, N 4. P. 341 - 344,

191. Cerqueira M.D. et al. Standardized Myocardial Segmentation and Nomenclature for Tomographic
Imaging of the Heart A Statement for Healthcare Professionals From the Cardiac Imaging Committee//Circulation.
2002. Vol. 105, N 4. P. 539 - 542,

192. Flachskampf F. et al. Recommendations for Transoesophageal Echocardiography: Update 2010//Eur. J.
Echocardiogr. 2010. Vol. 11, N 7. P. 557 - 576.

193. Lang R.M. et al. Recommendations for cardiac chamber quantification by echocardiography in adults:
An update from the American society of echocardiography and the European association of cardiovascular
imaging//Eur. Heart J. Cardiovasc. Imaging. 2015. Vol. 16, N 3. P. 233 - 271.

194. Mitchell C. et al. Guidelines for Performing a Comprehensive Transthoracic Echocardiographic
Examination in Adults: Recommendations from the American Society of Echocardiography//J. Am. Soc.
Echocardiogr. 2018. Vol. 32, N 1. P. 1 - 64.

195. Nagueh S.F. et al. Recommendations for the Evaluation of Left Ventricular Diastolic Function by
Echocardiography//Eur. J. Echocardiogr. 2009. Vol. 10, N 2. P. 165 - 193.

196. Senior R. et al. Contrast echocardiography: evidence-based recommendations by European Association
of Echocardiography//Eur J Echocardiogr. 2009. Vol. 10, N 2. P. 194 - 212.

197. Maron B.J. et al. Clinical course of hypertrophic cardiomyopathy with survival to advanced age//J. Am.
Coll. Cardiol. 2003. Vol. 42, N 5. P. 882 - 888.

198. Maron B.J. et al. Nonobstructive Hypertrophic Cardiomyopathy Out of the Shadows: Known from the
Beginning but Largely Ignored... Until Now//Am. J. Med. 2017. Vol. 130, N 2. P. 119 - 123.

199. Maron M.S. et al. Hypertrophic cardiomyopathy is predominantly a disease of left ventricular outflow
tract obstruction//Circulation. 2006. Vol. 114, N 21. P. 2232 - 2239.

200. Spirito P. et al. Risk of sudden death and outcome in patients with hypertrophic cardiomyopathy with
benign presentation and without risk factors//Am. J. Cardiol. 2014. Vol. 113, N 9. P. 1550 - 1555.

201. Spirito P. et al. Magnitude of left ventricular hypertrophy and risk of sudden death in hypertrophic
cardiomyopathy//N. Engl. J. Med. 2000. Vol. 342, N 24. P. 1778 - 1785.

202. Belenkie I, MacDonald R.P.R.,, Smith E.R. Localized septal hypertrophy: Part of the spectrum of
hypertrophic cardiomyopathy or an incidental echocardiographic finding?//Am. Heart J. 1988. Vol. 115, N 2. P.
385 - 390.

203. Gardin J. et al. Localized basal ventricular septal hypertrophy - prevalence, functional and clinical
correlates in a population referred for echocardiography//Am J Noninvas Card. 1998. Vol.6, N1.P. 5 - 8.

204. Losi M.A. et al. Echocardiography in patients with hypertrophic cardiomyopathy: Usefulness of old and



new techniques in the diagnosis and pathophysiological assessment//Cardiovasc. Ultrasound. 2010. Vol. 8, N 1. P.
7.

205. Alvares R.F., Goodwin J.F. Non-invasive assessment of diastolic function in hypertrophic
cardiomyopathy on and off beta adrenergic blocking drugs//Br. Heart J. 1982. Vol. 48, N 3. P. 204 - 212.

206. Dimitrow P.P. et al. Left ventricular outflow tract gradient provoked by upright position or exercise in
treated patients with hypertrophic cardiomyopathy without obstruction at rest.//Echocardiography. 2009. Vol.
26, N5.P.513-520.

207. Elliott P. et al. Left ventricular outflow tract obstruction and sudden death in hypertrophic
cardiomyopathy//Eur. Heart J. 2006. Vol. 27, N 24. P. 3073 - 3074.

208. Nistri S. et al. Timing and significance of exercise-induced left ventricular outflow tract pressure
gradients in hypertrophic cardiomyopathy//Am. J. Cardiol. 2010. Vol. 106, N 9. P. 1301 - 1306.

209. Olivotto I. et al. Clinical utility and safety of exercise testing in patients with hypertrophic
cardiomyopathy//G. Ital. Cardiol. 1999. Vol. 29. P. 11 - 19.

210. Sadoul N. et al. Prospective prognostic assessment of blood pressure response during exercise in
patients with hypertrophic cardiomyopathy//Circulation. 1997. Vol. 96, N 9. P. 2987 - 2991.

211. Tower-Rader A. et al. A Comprehensive Review of Stress Testing in Hypertrophic Cardiomyopathy:
Assessment of Functional Capacity, Identification of Prognostic Indicators, and Detection of Coronary Artery
Disease//J. Am. Soc. Echocardiogr. 2017. Vol. 30, N 9. P. 829 - 844.

212. Yal(}in F. et al. The effect of dobutamine stress on left ventricular outflow tract gradients in
hypertensive patients with basal septal hypertrophy//Angiology. 2004. Vol. 55, N 3. P. 295 - 301.

213. Mestres C.A. et al. Hypertrophic Obstructive Cardiomyopathy: What, When, Why, for Whom?//Eur J
Cardiothorac Surg. 2018. Vol. 53, N 4. P. 700 - 707.

214. Mickelsen S. et al. Doppler evaluation of the descending aorta in patients with hypertrophic
cardiomyopathy: Potential for assessing the functional significance of outflow tract gradients and for optimizing
pacemaker function//J. Interv. Card. Electrophysiol. 2004. Vol. 11, N 1. P. 47 - 53.

215. Tezuka A. et al. Bisoprolol successfully improved the intraventricular pressure gradient in a patient
with midventricular obstructive hypertrophic cardiomyopathy with an apex aneurysm due to apical myocardial
damage//Intern. Med. 2019. Vol. 58, N 4. P. 535 - 539.

216. Cardim N. et al. Role of multimodality cardiac imaging in the management of patients with
hypertrophic cardiomyopathy: An expert consensus of the European Association of Cardiovascular Imaging
Endorsed by the Saudi Heart Association//Eur. Heart J. Cardiovasc. Imaging. 2015. Vol. 16, N 3. P. 280.

217. Kim M.S. et al. Left Ventricular Outflow Tract Obstruction in the Presence of Asymmetric Septal
Hypertrophy and Accessory Mitral Valve Tissue Treated With Alcohol Septal Ablation//Eur. J. Echocardiogr. 2008.
Vol.9, N 5. P.720-724.

218. Monakier D. et al. Usefulness of myocardial contrast echocardiographic quantification of risk area for
predicting postprocedural complications in patients undergoing septal ethanol ablation for obstructive
hypertrophic cardiomyopathy//Am. J. Cardiol. 2004. Vol. 94, N 12. P. 1515 - 1522.

219. Wallace E.L. et al. Septal perforator anatomy and variability of perfusion bed by myocardial contrast
echocardiography: A study of hypertrophic cardiomyopathy patients undergoing alcohol septal ablation//J. Interv.
Cardiol. 2013. Vol. 26, N 6. P. 604 - 612.



220. Grigg L.E. et al. Transesophageal Doppler echocardiography in obstructive hypertrophic
cardiomyopathy: Clarification of pathophysiology and importance in intraoperative decision making//J. Am. Coll.
Cardiol. 1992. Vol. 20, N 1. P. 42 - 52,

221. Marwick T.H. et al. Benefits of intraoperative echocardiography in the surgical management of
hypertrophic cardiomyopathy//J. Am. Coll. Cardiol. 1992. Vol. 20, N 5. P. 1066 - 1072.

222. Oki T. et al. Transesophageal echocardiographic evaluation of mitral regurgitation in hypertrophic
cardiomyopathy: Contributions of eccentric left ventricular hypertrophy and related abnormalities of the mitral
complex//J. Am. Soc. Echocardiogr. 1995. Vol. 8, N 4. P. 503 - 510.

223. Yu E.H.C. et al. Mitral regurgitation in hypertrophic obstructive cardiomyopathy: Relationship to
obstruction and relief with myectomy//J. Am. Coll. Cardiol. 2000. Vol. 36, N 7. P. 2219 - 2225.

224. McIntosh C.L. et al. Initial Results of Combined Anterior Mitral Leaflet Plication and Ventricular Septal
Myotomy-Myectomy for Relief of Left Ventricular Outflow Tract Obstruction in Patients With Hypertrophic
Cardiomyopathy//Circulation. 1992. Vol. 86, N 5. P. 60 - 67.

225. Green J.J. et al. Prognostic value of late gadolinium enhancement in clinical outcomes for hypertrophic
cardiomyopathy//JACC Cardiovasc. Imaging. 2012. Vol. 5, N 4. P. 370 - 377.

226. Moon J.C.C. et al. Detection of apical hypertrophic cardiomyopathy by cardiovascular magnetic
resonance in patients with non-diagnostic echocardiography//Heart. 2004. Vol. 90, N 6. P. 645 - 649.

227. Olivotto I. et al. Assessment and Significance of Left Ventricular Mass by Cardiovascular Magnetic
Resonance in Hypertrophic Cardiomyopathy//J. Am. Coll. Cardiol. 2008. Vol. 52, N 7. P. 559 - 566.

228. Prinz C. et al. Myocardial Fibrosis Severity on Cardiac Magnetic Resonance Imaging Predicts Sustained
Arrhythmic Events in Hypertrophic Cardiomyopathy//Can. J. Cardiol. 2013. Vol. 29, N 3. P. 358 - 363.

229. Rickers C. et al. Utility of cardiac magnetic resonance imaging in the diagnosis of hypertrophic
cardiomyopathy//Circulation. 2005. Vol. 112, N 6. P. 855 - 861.

230. Rudolph A. et al. Noninvasive Detection of Fibrosis Applying Contrast-Enhanced Cardiac Magnetic
Resonance in Different Forms of Left Ventricular Hypertrophy. Relation to Remodeling//J. Am. Coll. Cardiol. 2009.
Vol. 53, N 3. P. 284 - 291.

231. Webb J. et al. The Emerging Role of Cardiac Magnetic Resonance Imaging in the Evaluation of Patients
with HFpEF//Curr. Heart Fail. Rep. 2018. Vol. 15, N 1. P. 1 -9.

232. Albano B.B.P. et al. Treating a Structural Heart Disease Using a Non-structural Approach: Role of
Cardiac Pacing in Hypertrophic Cardiomyopathy//Cardiol. Res. 2017. Vol. 8, N 1. P. 20 - 25.

233. Puntmann V.0. et al. Left ventricular chamber dimensions and wall thickness by cardiovascular
magnetic resonance: comparison with transthoracic echocardiography//Eur Hear. ) Cardiovasc Imaging. 2013. Vol.
14. P. 240 - 246.

234. Falk R.H. Diagnosis and management of the cardiac amyloidoses//Circulation. 2005. Vol. 112, N 13. P.
2047 - 2060.

235. Gillmore J.D. et al. Nonbiopsy diagnosis of cardiac transthyretin amyloidosis//Circulation. 2016. Vol.
133, N 24. P. 2404 - 2412.

236. Syed |.S. et al. Role of Cardiac Magnetic Resonance Imaging in the Detection of Cardiac
Amyloidosis//JACC Cardiovasc. Imaging. 2010. Vol. 3, N 2. P. 155 - 164.

237. Todiere G. et al. Progression of myocardial fibrosis assessed with cardiac magnetic resonance in



hypertrophic cardiomyopathy//J. Am. Coll. Cardiol. 2012. Vol. 60, N 10. P. 922 - 929.

238. O'Hanlon R., Assomull R.G., Prasad S.K. Use of cardiovascular magnetic resonance for diagnosis and
management in hypertrophic cardiomyopathy//Curr. Cardiol. Rep. 2007. Vol. 9, N 1. P. 51 - 56.

239. Patel P. et al. Left ventricular outflow tract obstruction in hypertrophic cardiomyopathy patients
without severe septal hypertrophy: Implications of mitral valve and papillary muscle abnormalities assessed using
cardiac magnetic resonance and echocardiography//Circ. Cardiovasc. Imaging. 2015. Vol. 8, N 7. P. e003132.

240. Gruner C. et al. Significance of left ventricular apical-basal muscle bundle identified by cardiovascular
magnetic resonance imaging in patients with hypertrophic cardiomyopathy//Eur. Heart J. 2014. Vol. 35, N 39. P.
2706 - 2713.

241. Brouwer W.P. et al. Multiple myocardial crypts on modified long-axis view are a specific finding in pre-
hypertrophic HCM mutation carriers//Eur Hear. ) Cardiovasc Imaging. 2012. Vol. 13, N 4. P. 292 - 297.

242. Schroeder S. et al. Cardiac Computed Tomography: Indications, Applications, Limitations, and Training
Requirements: Report of a Writing Group Deployed by the Working Group Nuclear Cardiology and Cardiac CT of
the European Society of Cardiology and the European Council of Nuc//Eur Hear. J. 2008. Vol. 29, N 4. P. 531 - 556.

243. Esposito A. et al. Multidetector computed tomography for coronary stents imaging: High-voltage (140-
KVP) prospective ecg-triggered versus standard-voltage (120-kvp) retrospective ecg-gated helical scanning//J.
Comput. Assist. Tomogr. 2013. Vol. 37, N 3. P. 395 - 401.

244. Shiozaki A.A. et al. Myocardial fibrosis detected by cardiac CT predicts ventricular
fibrillation/ventricular tachycardia events in patients with hypertrophic cardiomyopathy//J. Cardiovasc. Comput.
Tomogr. 2013. Vol. 7, N 3. P. 173 - 181.

245. Rapezzi C. et al. Usefulness and limitations of 99mTc-3, 3-diphosphono-1, 2-propanodicarboxylic acid
scintigraphy in the aetiological diagnosis of amyloidotic cardiomyopathy//Eur. J. Nucl. Med. Mol. Imaging. 2011.
Vol. 38, N 3. P. 470 - 478.

246. Rapezzi C. et al. Role of 99mTc-DPD scintigraphy in diagnosis and prognosis of hereditary transthyretin-
related cardiac amyloidosis//JACC Cardiovasc. Imaging. 2011. Vol. 4, N 6. P. 659 - 670.

247. Katayama M. et al. Left ventricular septal hypertrophy in elderly patients with aortic stenosis//J.
Ultrasound Med. 2017. Vol. 37, N 1. P. 217 - 224.

248. Mitsutake R. et al. Usefulness of multi-detector row computed tomography for the management of
percutaneous transluminal septal myocardial ablation in patient with hypertrophic obstructive
cardiomyopathy//Int. J. Cardiol. 2008. Vol. 129, N 2. P. 61 - 63.

249. Scalone G., Niccoli G., Crea F. Editor's Choice-Pathophysiology, diagnosis and management of MINOCA:
an update//Eur. Hear. journal. Acute Cardiovasc. care. 2019. Vol. 8, N 1. P. 54 - 62.

250. Okayama S. et al. Role of cardiac computed tomography in planning and evaluating percutaneous
transluminal septal myocardial ablation for hypertrophic obstructive cardiomyopathy//). Cardiovasc. Comput.
Tomogr. 2010. Vol. 4, N 1. P. 62 - 65.

251. Villa A.D.M. et al. Microvascular ischemia in hypertrophic cardiomyopathy: New insights from high-
resolution combined quantification of perfusion and late gadolinium enhancement//J. Cardiovasc. Magn. Reson.
2016. Vol. 18, N 4. P. d0i:10.1186/s12968-016-0223-8. Epub ahead of print.

252. Chen J.M. et al. Reevaluating the significance of pulmonary hypertension before -cardiac
transplantation: Determination of optimal thresholds and quantification of the effect of reversibility on
perioperative mortality//). Thorac. Cardiovasc. Surg. 1997. Vol. 114, N 4. P. 627 - 634.



253. Kato T.S. et al. Cardiac transplantation in patients with hypertrophic cardiomyopathy//Am. J. Cardiol.
2012. Vol. 110, N 4. P. 568 - 574.

254. Lindel6w 8. et al. High and low pulmonary vascular resistance in heart transplant candidates. A 5-
year follow-up after heart transplantation shows continuous reduction in resistance and no difference in
complication rate//Eur. Heart J. 1999. Vol. 20, N 2. P. 148 - 156.

255. Maron M.S. et al. Survival after cardiac transplantation in patients with hypertrophic
cardiomyopathy//Circ. Hear. Fail. 2010. Vol. 3, N 5. P. 574 - 579.

256. Mehra M.R. et al. Listing Criteria for Heart Transplantation: International Society for Heart and Lung
Transplantation Guidelines for the Care of Cardiac Transplant Candidates-2006//). Hear. Lung Transplant. 2006.
Vol. 25, N 9. P. 1024 - 1042.

257. Torres M.F., Perez-Villa F. Heart transplantation in patients with hypertrophic cardiomyopathy//Glob.
Cardiol. Sci. Pract. 2018. Vol. 2018, N 3. P. 32.

258. Blomstrom-LundqVist ¢, et al. ACC/AHA/ESC Guidelines for the Management of Patients with
Supraventricular Arrhythmias - Executive Summary: A Report of the American College of Cardiology/American
Heart Association Task Force on Practice Guidelines and the European Society of Cardiology//J. Am. Coll. Cardiol.
2003. Vol. 42, N 8. P. 1493 - 1531.

259. bokepus J1.A., bepceHeBa M.N., ManeHkoB [.A. ApUTMOreHHbIe OCNOXHEHUS TUNepTPodUYECKon
Kapanomuonatuun//AHHanbl aputmonoruu. 2010.T. 7. N 3. C. 62 - 69.

260. Muresan L. et al. Recommendations for the use of electrophysiological study: Update 2018//Hell. J.
Cardiol. 2019. Vol. 60, N 2. P. 82 - 100.

261. Wang W. et al. Prognostic Implications of Nonsustained Ventricular Tachycardia in High-Risk Patients
With Hypertrophic Cardiomyopathy//Circ. Arrhythm. Electrophysiol. 2017. Vol. 10, N 3. P. e004604.

262. Inada K. et al. Substrate characterization and catheter ablation for monomorphic ventricular
tachycardia in patients with apical hypertrophic cardiomyopathy//J. Cardiovasc. Electrophysiol. 2011. Vol. 22, N 1.
P. 41 - 48.

263. Lim K.K.,, Maron B.., Knight B.P. Successful catheter ablation of hemodynamically unstable
monomorphic ventricular tachycardia in a patient with hypertrophic cardiomyopathy and apical aneurysm//J.
Cardiovasc. Electrophysiol. 2009. Vol. 20, N 4. P. 445 - 447.

264. Refaat M.M., Hotait M., Tseng Z.H. Utility of the exercise electrocardiogram testing in sudden cardiac
death risk stratification//Ann. Noninvasive Electrocardiol. 2014. Vol. 19, N 4. P. 311 - 318.

265. Yi G. et al. Can the Assessment of Dynamic QT Dispersion on Exercise Electrocardiogram Predict
Sudden Cardiac Death in Hypertrophic Cardiomyopathy?//Pacing Clin. Electrophysiol. 2000. Vol. 23, N 11Pt2. P.
1953 - 1956.

266. Nistri S. et al. B blockers for prevention of exercise-induced left ventricular outflow tract obstruction
in patients with hypertrophic cardiomyopathy//Am. J. Cardiol. 2012. Vol. 110, N 5. P. 715 - 719.

267. Rowin E.J. et al. Role of Exercise Testing in Hypertrophic Cardiomyopathy//JACC Cardiovasc. Imaging.
2017.Vol. 10, N 11. P. 1374 - 1386.

268. Mancini D.M. et al. Value of peak exercise oxygen consumption for optimal timing of cardiac
transplantation in ambulatory patients with heart failure//Circulation. 1991. Vol. 83, N 3. P. 778 - 786.

269. Sharma S. et al. Utility of cardiopulmonary exercise in the assessment of clinical determinants of



functional capacity in hypertrophic cardiomyopathy//Am. J. Cardiol. 2000. Vol. 86, N 2. P. 162 - 168.

270. Konockosa H.H., WaTanos K.B., Bokepus JI.A. OnpegeneHve NMKOBOro noTpebneHna Kucnopoaa:
KNMHUYECKOoe UCNOb30BaHWe U nepcnekTuebl//KpeaTusHana kapamonorua. 2014.T. 2. C. 20 - 28.

271. Coats C.J. et al. Cardiopulmonary Exercise Testing and Prognosis in Hypertrophic
Cardiomyopathy//Circ. Hear. Fail. 2015. Vol. 8, N 6. P. 1022 - 1031.

272. Arena R. et al. Ventilatory efficiency and resting hemodynamics in hypertrophic
cardiomyopathy//Med. Sci. Sports Exerc. 2008. Vol. 40, N 5. P. 799 - 805.

273. Olivotto I. et al. Prognostic value of systemic blood pressure response during exercise in a community-
based patient population with hypertrophic cardiomyopathy//J. Am. Coll. Cardiol. 1999. Vol. 33, N 7. P. 2044 -
2051.

274. Diodati J.G. et al. Predictors of exercise benefit after operative relief of left ventricular outflow
obstruction by the myotomy-myectomy procedure in hypertrophic cardiomyopathy//Am. J. Cardiol. 1992. Vol. 69,
N 19.P. 1617 - 1622.

275. Bennett M.K. et al. Evaluation of the role of endomyocardial biopsy in 851 patients with unexplained
heart failure from 2000 - 2009//Circ. Hear. Fail. 2013. Vol. 6, N 4. P. 676 - 684.

276. Schonland s.0. et al. Immunohistochemistry in the classification of systemic forms of amyloidosis: A
systematic investigation of 117 patients//Blood. 2012. Vol. 119, N 2. P. 488 - 493.

277. Quarta C.C. et al. Diagnostic Sensitivity of Abdominal Fat Aspiration in Cardiac Amyloidosis//Eur Hear.
J.2017. Vol. 38, N 24. P. 1905 - 1908.

278. Kpbinosa H.C. n ap. Mmneptpoduyeckas KapaMoMMonaTna U apTepmnanbHasa rmnepTeHsna: BO3MOMKHO
i1 covetaHme?//Cepaue sKypHan ana npakTukyrowmx spadeit. 2015. T. 14. N 3(83). C. 164 - 169.

279. Monsakosa A.A. un ap. f'mnepTpoduyeckan KapgMomMonaTma B CTaplueit BO3pacTHOW rpynne: BAUSHUE
baKTopoB KapanomeTabonmMyeckoro pucka n nonnmopdusma reHa MADD//ApTepmnanbHas runepreHsms. 2018. T.
24.N1.C. 29 -40.

280. Abel E.D., Litwin S.E., Sweeney G. Cardiac remodeling in obesity//Physiological Reviews. 2008. Vol. 88,
N 2. P. 389 - 419.

281. Ommen S.R., Lopez-Jimenez F. Obesity and hypertrophic cardiomyopathy: Chickens, eggs, and
causality: Clinical skills remain the key to caring for patients//J. Am. Coll. Cardiol. 2013. Vol. 62, N 5. P. 458 - 459.

282. Olivotto I. et al. Obesity and its association to phenotype and clinical course in hypertrophic
cardiomyopathy//J. Am. Coll. Cardiol. 2013. Vol. 62, N 5. P. 449 - 457,

283. Van Straten A.H.M. et al. Increased septum wall thickness in patients undergoing aortic valve
replacement predicts worse late survival//Ann. Thorac. Surg. 2012. Vol. 94, N 1. P. 66 - 71.

284. Di Tommaso L. et al. Asymmetric septal hypertrophy in patients with severe aortic stenosis: The
usefulness of associated septal myectomy//J. Thorac. Cardiovasc. Surg. 2013. Vol. 145, N 1. P. 171 - 175.

285. Dweck M.R. et al. Left ventricular remodeling and hypertrophy in patients with aortic stenosis: Insights
from cardiovascular magnetic resonance//J. Cardiovasc. Magn. Reson. 2012. Vol. 14, N 1. P. 50.

286. Maron B.J., Edwards J.E., Epstein S.E. Disproportionate ventricular septal thickening in patients with
systemic hypertension//Chest. 1978. Vol. 73, N 4. P. 466 - 470.

287. Rodrigues J.C.L. et al. Prevalence and Predictors of Asymmetric Hypertensive Heart Disease: Insights



From Cardiac and Aortic Function With Cardiovascular Magnetic Resonance//Eur Hear. J Cardiovasc Imaging.
2016. Vol. 17, N 12. P. 1405 - 1413.

288. Tuseth N. et al. Asymmetric septal hypertrophy - A marker of hypertension in aortic stenosis (a SEAS
substudy)//Blood Press. 2010. Vol. 19, N 3. P. 140 - 144,

289. Shapiro L.M. et al. An echocardiographic study of localized subaortic hypertrophy//Eur. Heart J. 1986.
Vol.7,N2.P. 127 -132.

290. Raissuni Z. et al. Hypertrophic cardiomyopathy mimicking STEMI: The role of cardiac magnetic
resonance imaging in the detection of microvascular coronary dysfunction//Diagn. Interv. Imaging. 2014. Vol. 95,
N11.P.1111-1112.

291. Timmer S.A.J., Knaapen P. Coronary Microvascular Function, Myocardial Metabolism, and Energetics in
Hypertrophic Cardiomyopathy: Insights From Positron Emission Tomography//Eur Hear. J Cardiovasc Imaging.
2013. Vol. 14, N 2. P. 95 - 101.

292. Zhang Y.D. et al. Hypertrophic cardiomyopathy: Cardiac structural and microvascular abnormalities as
evaluated with multi-parametric MRI//Eur. J. Radiol. 2015. Vol. 84, N 8. P. 1480 - 1486.

293, Gutiérrez-Barrios A. et al. Invasive assessment of coronary microvascular dysfunction in
hypertrophic cardiomyopathy: The index of microvascular resistance//Cardiovasc. Revascularization Med. 2015.
Vol. 16, N 7. P. 426 - 428.

294. Ismail T.F. et al. Coronary microvascular ischemia in hypertrophic cardiomyopathy - A pixel-wise
quantitative cardiovascular magnetic resonance perfusion study//J. Cardiovasc. Magn. Reson. 2014. Vol. 16, N 1.
P. 49.

295. Olivotto I. et al. Microvascular function is selectively impaired in patients with hypertrophic
cardiomyopathy and sarcomere myofilament gene mutations//J. Am. Coll. Cardiol. 2011. Vol. 58, N 8. P. 839 -
848.

296. Zipes D.P. et al. ACC/AHA/ESC 2006 guidelines for management of patients with ventricular
arrhythmias and the prevention of sudden cardiac death//Circulation. 2006. Vol. 114, N 10. P. e385 - 484.

297. Basavarajaiah S. et al. Prevalence of Hypertrophic Cardiomyopathy in Highly Trained Athletes.
Relevance to Pre-Participation Screening//J. Am. Coll. Cardiol. 2008. Vol. 51, N 10. P. 1033 - 1039.

298. Malhotra A., Sharma S. Hypertrophic cardiomyopathy in athletes//Eur. Cardiol. Rev. 2017. Vol. 12, N 2.
P. 80 - 82.

299. Pelliccia A. et al. Recommendations for participation in competitive sport and leisure-time physical
activity in individuals with cardiomyopathies, myocarditis and pericarditis//Eur. J. Prev. Cardiol. 2006. Vol. 13, N 6.
P. 876 - 885.

300. Liebregts M. et al. Validation of the HCM Risk-SCD model in patients with hypertrophic
cardiomyopathy following alcohol septal ablation//Europace. 2018. Vol. 20, N FI2. P. 198 - 203.

301. Spoladore R. et al. Pharmacological Treatment Options for Hypertrophic Cardiomyopathy: High Time
for Evidence//Eur Hear. J. 2012. Vol. 33, N 14. P. 1724 - 1733.

302. Toshima H. et al. Comparable Effects of Oral Diltiazem and Verapamil in the Treatment of Hypertrophic
Cardiomyopathy Double-blind Crossover Study//Jpn. Heart J. 1986. Vol. 27, N 5. P. 701 - 715.

303. Galve E. et al. Late benefits of dual-chamber pacing in obstructive hypertrophic cardiomyopathy: A 10-
year follow-up study//Heart. 2010. Vol. 96, N 5. P. 352 - 356.



304. Gentry J.L. et al. Ranolazine for Treatment of Angina or Dyspnea in Hypertrophic Cardiomyopathy
Patients (RHYME)//J. Am. Coll. Cardiol. 2016. Vol. 68, N 16. P. 1815 - 1817.

305. Kappenberger L. et al. Pacing in hypertrophic obstructive cardiomyopathy. A randomized crossover
study//Eur. Heart J. 1997. Vol. 18, N 8. P. 1249 - 1256.

306. Maron B.J. et al. Assessment of Permanent Dual-Chamber Pacing as a Treatment for Drug-Refractory
Symptomatic Patients With Obstructive Hypertrophic Cardiomyopathy//Circulation. 1999. Vol. 99, N 22. P. 2927 -
2933.

307. Maron M.S. et al. Effect of Spironolactone on Myocardial Fibrosis and Other Clinical Variables in
Patients with Hypertrophic Cardiomyopathy//Am. J. Med. 2018. Vol. 131, N 7. P. 837 - 841.

308. Nishimura R.A. et al. Dual-chamber pacing for hypertrophic cardiomyopathy: A randomized, double-
blind, crossover trial//J. Am. Coll. Cardiol. 1997. Vol. 29, N 2. P. 435 - 441,

309. Olivotto I. et al. Efficacy of Ranolazine in Patients With Symptomatic Hypertrophic Cardiomyopathy:
The RESTYLE-HCM Randomized, Double-Blind, Placebo-Controlled Study//Circ. Heart Fail. 2018. Vol. 11, N 1. P.
e004124.

310. Slade A.K. et al. DDD pacing in hypertrophic cardiomyopathy: A multicentre clinical experience//Heart.
1996. Vol. 75, N 1. P. 44 - 49.

311. Jung H. et al. Effectiveness and Safety of Non-Vitamin K Antagonist Oral Anticoagulants in Patients
With Atrial Fibrillation With Hypertrophic Cardiomyopathy: A Nationwide Cohort Study//Chest. 2019. Vol. 155, N
2. P.354-363.

312. Zhou Y. et al. Non-vitamin K antagonist oral anticoagulants in patients with hypertrophic
cardiomyopathy and atrial fibrillation: a systematic review and meta-analysis//J. Thromb. Thrombolysis. 2019. P.
doi: 10.1007/s11239-019-02008-3. Epub ahead of print.

313. Rujirachun P. et al. Efficacy and safety of direct oral anticoagulants (DOACs) versus vitamin K
antagonist (VKA) among patients with atrial fibrillation and hypertrophic cardiomyopathy: a systematic review
and meta-analysis//Acta Cardiol. 2019. P. doi: 10.1080/00015385.2019.1668113. Epub ahead of print.

314. Patten M., Pecha S., Aydin A. Atrial fibrillation in hypertrophic cardiomyopathy: Diagnosis and
considerations for management//J. Atr. Fibrillation. 2018. Vol. 10, N 5. P. 1556.

315. Dearani J.A. et al. Surgery Insight: Septal myectomy for obstructive hypertrophic cardiomyopathy - The
Mayo Clinic experience//Nat. Clin. Pract. Cardiovasc. Med. 2007. Vol. 4, N 9. P. 503 - 512.

316. Leonardi R.A. et al. Meta-analyses of septal reduction therapies for obstructive hypertrophic
cardiomyopathy comparative rates of overall mortality and sudden cardiac death after treatment//Circ.
Cardiovasc. Interv. 2010. Vol. 3, N 2. P. 97 - 104.

317. Zeng Z. et al. Comparison of percutaneous transluminal septal myocardial ablation versus septal
myectomy for the treatment of patients with hypertrophic obstructive cardiomyopathy-A meta analysis//Int. J.
Cardiol. 2006. Vol. 112, N 1. P. 80 - 84.

318. Afanasyev A. V. et al. Single-Centre Experience of Surgical Myectomy for Hypertrophic Obstructive
Cardiomyopathy//Hear. Lung Circ. 2019. Vol. 29, N 6. P. 949 - 955,

319. Veselka J. et al. Short- and long-term outcomes of alcohol septal ablation for hypertrophic obstructive
cardiomyopathy in patients with mild left ventricular hypertrophy: a propensity score matching analysis//Eur
Hear. J. 2019. Vol. 40, N 21. P. 1681 - 1687.

320. MaictpeHko A.[. un pap. CoBpemeHHoe cocTosiHMe npobiembl XMPYPrUYECKOro JieyeHus



rmneptpoduyeckoit obCTPYKTUBHOW KapanmomuonaTtumn//BectHnk xupyprum nmendmn WU.U. Mpekosa. 2013. T. 172. N
2.C.82-87.

321. XutpoBa M.3. n ap. MeTaaHanus pe3ynbTaTOB XUPYPIrMUECKOro JieyeHua runeptpoduyeckoi
06CTPYKTUBHOM KapanomuonaTun//KpeatneHaa Kapauonorma. 2017. T. 11. N 4. C. 337 - 347.

322. borpgaHos [.B., WanowHnk W.N. BapuaHTbl KAMHWYECKOTNO TeYEeHMUA, WCXOAbl U MNPOrHo3
rmnepTpodUYecKon HeobCTPYKTUBHON KapAMOMMONaTUKN - pPe3y/bTaTthl AIMTENbHOrO HabaoaeHusa//Poccuitckuin
Kapamonormyecknin xxypHan. 2019. T. 24. N 11. C. 48 - 54.

323. Vriesendorp P.A. et al. Validation of the 2014 European Society of Cardiology Guidelines Risk
Prediction Model for the Primary Prevention of Sudden Cardiac Death in Hypertrophic Cardiomyopathy//Circ.
Arrhythmia Electrophysiol. 2015. Vol. 8, N 4. P. 829 - 835.

324. Falk V. et al. 2017 ESC/EACTS Guidelines for the management of valvular heart disease//Eur. J.
Cardiothorac. Surg. 2017. Vol. 52, N 4. P. 616 - 664.

325. Lourenco A.P. et al. An integrative translational approach to study heart failure with preserved ejection
fraction: a position paper from the Working Group on Myocardial Function of the European Society of
Cardiology//Eur. J. Heart Fail. 2018. Vol. 20, N 2. P. 216 - 227.

326. Mapees B.1O. n gp. Knunnyeckmne pekomeHgaumm OCCH-PKO PHMOT CepaeyHas He[0CTaTOYHOCTb:
XpoHuuyeckaa  (XCH) wn  octpaa  gekomneHcupoBaHHaa  (OACH). [AunarHoctvka,  npodUNaKkTUKa,
nevenune//Kapauonorua. 2018. T. 58. N 6S. C. 8 - 158.

327. Poccuiickoe Kapguonormyeckoe o6wectBo.  KAMHWYecKMe pekomeHgaummn  "ApTepuanbHas
rmnepTeHsus y B3pocnbIx" [Electronic resource). 2020. URL:
https://scardio.ru/content/Guidelines/Clinic_rek_AG_2020.pdf (accessed: 10.07.2020).

328. l'yakosa A.A., CtpenbuoBa A.A., Koctapesa A.A. TMnepTpodunyeckaa KapamommonaTtma: COBPEMEHHbIE
BO3MOXHOCTM (apMaKoNOrMUYecknx noaxonos K neveHuto//Tepanestuyecknin apxms. 2019. T. 91. N 9. C. 129 -
136.

329. Ammirati E. et al. Pharmacological treatment of hypertrophic cardiomyopathy: current practice and
novel perspectives//Eur. J. Heart Fail. 2016. Vol. 18, N9. P. 1106 - 1118.

330. Spicer R.L. et al. Hemodynamic effects of verapamil in children and adolescents with hypertrophic
cardiomyopathy//Circulation. 1983. Vol. 67, N 2. P. 413 - 420.

331. Flamm M.D., Harrison D.C., Hancock E.W. Muscular subaortic stenosis. Prevention of outflow
obstruction with propranolol.//Circulation. 1968. Vol. 38, N 5. P. 846 - 858.

332. Sherrid M.V. Drug Therapy for Hypertrophic Cardiomypathy: Physiology and Practice//Curr. Cardiol.
Rev. 2016. Vol. 12, N 1. P. 52 - 65.

333. Sherrid M.V., Gunsburg D., Sharma A. Medical treatment of hypertrophic cardiomyopathy//Curr.
Cardiol. Rep. 2000. Vol. 2, N 2. P, 148 - 153.

334. Sherrid M. V. et al. Multicenter study of the efficacy and safety of disopyramide in obstructive
hypertrophic cardiomyopathy//J. Am. Coll. Cardiol. 2005. Vol. 45, N 8. P. 1251 - 1258.

335. Sherrid M. V. et al. Treatment of obstructive hypertrophic cardiomyopathy symptoms and gradient
resistant to first-line therapy with B-blockade or verapamil//Circ. Hear. Fail. 2013. Vol. 6, N 4. P. 694 - 702.

336. Adelman A.G. et al. Long-term propranolol therapy in muscular subaortic stenosis.//Br. Heart J. 1970.
Vol. 32, N 6. P. 804 - 811.



337. Bonow R.O. et al. Verapamil-induced improvement in left ventricular diastolic filling and increased
exercise tolerance in patients with hypertrophic cardiomyopathy: Short- and long-term effects//Circulation. 1985.
Vol. 72, N 4. P. 853 - 864.

338. Bonow R.O., Rosing D.R., Epstein S.E. The acute and chronic effects of verapamil on left ventricular
function in patients with hypertrophic cardiomyopathy//Eur. Heart J. 1983. Vol. 4, N suppl F. P. 57 - 65.

339. Gistri R. et al. Effect of verapamil on absolute myocardial blood flow in hypertrophic
cardiomyopathy//Am. J. Cardiol. 1994. Vol. 74, N 4. P. 363 - 368.

340. Rosing D.R. et al. Verapamil therapy: A new approach to the pharmacologic treatment of hypertrophic
cardiomyopathy: Ill. Effects of long-term administration//Am. J. Cardiol. 1981. Vol. 48, N 3. P. 545 - 553,

341. Rosing D.R. et al. Verapamil therapy: a new approach to the pharmacologic treatment of hypertrophic
cardiomyopathy. I. Hemodynamic effects//Circulation. 1979. Vol. 60, N 6. P. 1201 - 1207.

342. Maron B.J. Hypertrophic cardiomyopathy: A systematic review//JAMA 2002. Vol. 287, N 3. P. 1308 -
1320.

343. Said S.M. et al. Transapical approach for apical myectomy and relief of midventricular obstruction in
hypertrophic cardiomyopathy//J. Card. Surg. 2012. Vol. 27, N 4. P. 443 - 448,

344. Shah A. et al. Severe symptoms in mid and apical hypertrophic cardiomyopathy//Echocardiography.
2009. Vol. 26, N 8. P. 922 - 933.

345. Maron M.S. et al. Contemporary Natural History and Management of Nonobstructive Hypertrophic
Cardiomyopathy//J. Am. Coll. Cardiol. 2016. Vol. 67, N 12. P. 1399 - 1409.

346. McMurray J.J.V. et al. ESC Guidelines for the diagnosis and treatment of acute and chronic heart failure
2012: The Task Force for the Diagnosis and Treatment of Acute and Chronic Heart Failure 2012 of the European
Society of Cardiology. Developed in collaboration with the Heart//Eur. Heart J. 2012. Vol. 33, N 14. P. 1787 - 1847.

347. CadpbirnHa HO.B. wn  pgp. CeppedyHble HaTpuiypeTudeckMe nentuabl B naasme  60/bHbIX
runepTpoduueckoin kKapgmomuonatumeit//Kapamonorua. 2007. T. 47. N 5. C. 50 - 57.

348. Braunwald E. et al. Idiopathic hypertrophic subaortic stenosis: a description of the disease based upon
an analysis of 64 patients//Circulation. 1964. Vol. 30, N 4. P. 3 - 119.

349. Okeie K. et al. Left ventricular systolic dysfunction during exercise and dobutamine stress in patients
with hypertrophic cardiomyopathy//J. Am. Coll. Cardiol. 2000. Vol. 36, N 3. P. 856 - 863.

350. Epstein S.E., Rosing D.R. Verapamil: Its potential for causing serious complications in patients with
hypertrophic cardiomyopathy//Circulation. 1981. Vol. 64, N 3. P. 437 - 441.

351. Shimada Y.J. et al. Effects of Losartan on Left Ventricular Hypertrophy and Fibrosis in Patients With
Nonobstructive Hypertrophic Cardiomyopathy//JACC Hear. Fail. 2013. Vol. 1, N 6. P. 480 - 487.

352. Udelson J.E. et al. Verapamil prevents silent myocardial perfusion abnormalities during exercise in
asymptomatic patients with hypertrophic cardiomyopathy//Circulation. 1989. Vol. 79, N 5. P. 1052 - 1060.

353. Wilmshurst P.T. et al. Effects of verapamil on haemodynamic function and myocardial metabolism in
patients with hypertrophic cardiomyopathy//Heart. 1986. Vol. 56, N 6. P. 544 - 553,

354. Argulian E. et al. Antihypertensive therapy in hypertrophic cardiomyopathy//Am. J. Cardiol. 2013. Vol.
111, N 7. P. 1040 - 1045.

355. Olivotto I. et al. Patterns of disease progression in hypertrophic cardiomyopathy an individualized



approach to clinical staging//Circ. Hear. Fail. 2012. Vol. 5, N 4. P. 535 - 546.

356. Robinson K. et al. Atrial fibrillation in hypertrophie cardiomyopathy: A longitudinal study//J. Am. Coll.
Cardiol. 1990. Vol. 15, N 6. P. 1279 - 1285.

357. Olivotto I. et al. Impact of atrial fibrillation on the clinical course of hypertrophic
cardiomyopathy//Circulation. 2001. Vol. 104, N 21. P. 2517 - 2524,

358. Maron B.J. et al. Prevalence of hypertrophic cardiomyopathy in a general population of young adults:
Echocardiographic analysis of 4111 subjects in the CARDIA study//Circulation. 1995. Vol. 92, N 4. P. 785 - 789.

359. Camm A.J. et al. 2012 focused update of the ESC Guidelines for the management of atrial: Fibrillation
An update of the 2010 ESC Guidelines for the management of atrial fibrillation: Developed with the special
contribution of the European Heart Rhythm Association//Europace. 2012. Vol. 14, N 10. P. 1385 - 1413.

360. Camm C.F.,, Camm AlJ. Atrial fibrillation and anticoagulation in hypertrophic
cardiomyopathy//Arrhythmia Electrophysiol. Rev. 2017. Vol. 6, N 2. P. 63 - 68.

361. Di Cori A. et al. Role of cardiac electronic implantable device in the stratification and management of
embolic risk of silent atrial fibrillation: are all atrial fibrillations created equal?//Expert Rev. Cardiovasc. Ther.
2018.Vol.16,N3.P. 175 - 181.

362. van Velzen H.G. et al. Incidence of Device-Detected Atrial Fibrillation and Long-Term Outcomes in
Patients With Hypertrophic Cardiomyopathy//Am. J. Cardiol. 2017. Vol. 119, N 1. P. 100 - 105.

363. Brambatti M. et al. Temporal relationship between subclinical atrial fibrillation and embolic
events//Circulation. 2014. Vol. 129, N 21. P. 2094 - 2099.

364. Camm A.. et al. Guidelines for the management of atrial fibrillation: the Task Force for the
Management of Atrial Fibrillation of the European Society of Cardiology (ESC)//Eur. Heart J. 2010. Vol. 31, N 19. P.
2369 - 2429.

365. Miller C.A.S. et al. Safety, Side Effects and Relative Efficacy of Medications for Rhythm Control of Atrial
Fibrillation in Hypertrophic Cardiomyopathy//Am. J. Cardiol. 2019. Vol. 123, N 11. P. 1859 - 1862.

366. Schaufelberger M. Cardiomyopathy and pregnancy//Heart. 2019. Vol. 105, N 20. P. 1543 - 1551.

367. Azarbal F. et al. Exercise capacity and paroxysmal atrial fibrillation in patients with hypertrophic
cardiomyopathy//Heart. 2014. Vol. 100, N 8. P. 624 - 630.

368. Pisters R. et al. A novel user-friendly score (HAS-BLED) to assess 1l-year risk of major bleeding in
patients with atrial fibrillation: The euro heart survey//Chest. 2010. Vol. 138, N 5. P. 1093 - 1100.

369. Lee H.. et al. Novel Oral Anticoagulants for Primary Stroke Prevention in Hypertrophic
Cardiomyopathy Patients with Atrial Fibrillation//Stroke. 2019. Vol. 50, N 9. P. 2582 - 2586.

370. Dominguez F. et al. Direct oral anticoagulants in patients with hypertrophic cardiomyopathy and atrial
fibrillation//Int. J. Cardiol. 2017. Vol. 248. P. 232 - 238.

371. Li B. et al. Could direct oral anticoagulants be an alternative to vitamin K antagonists in patients with
hypertrophic cardiomyopathy and atrial fibrillation?//Int. J. Cardiol. 2018. Vol. 256. P. 39.

372. Lozier M.R. et al. Thromboembolic outcomes of different anticoagulation strategies for patients with
atrial fibrillation in the setting of hypertrophic cardiomyopathy: A systematic review//J. Atr. Fibrillation. 2020. Vol.
12, N 4.P.2207.

373. Ruff C.T. et al. Comparison of the efficacy and safety of new oral anticoagulants with warfarin in



patients with atrial fibrillation: A meta-analysis of randomised trials//Lancet. 2014. Vol. 383, N 9921. P. 955 - 962.

374. Zhou Y. et al. Non-vitamin K antagonist oral anticoagulants in patients with hypertrophic
cardiomyopathy and atrial fibrillation: a systematic review and meta-analysis//J. Thromb. Thrombolysis. 2019. P.
doi: 10.1007/s11239-019-02008-3. Epub ahead of print.

375. Connolly S.J. et al. Dabigatran versus warfarin in patients with atrial fibrillation//N. Engl. J. Med. 2009.
Vol. 361, N 12. P. 1139 - 1151.

376. GOMez-Outes A. et al. Dabigatran, Rivaroxaban, or Apixaban versus Warfarin in Patients with
Nonvalvular Atrial Fibrillation: A Systematic Review and Meta-Analysis of Subgroups//Thrombosis. 2013. Vol.
2013. Article ID 640723.

377. bokepus J1.A. n ap. KnuHnyeckune pekomeHgaummn "dubpunnaumns npeacepanin”. Mocksa, 2017. 65 c.

378. Connolly S.J. et al. Effect of clopidogrel added to aspirin in patients with atrial fibrillation//N. Engl. J.
Med. 2009. Vol. 360, N 20. P. 2066 - 2078.

379. bokepusa JI.A. n gp. Xupypruyeckoe nevyexHme dmnbpunnaumm npepcepnmii: COBpeMeHHOe COCTosiHME
npobiemsbl//AHHanbl aputmonormmn. 2009. T.6. N 2. C. 5 - 11.

380. Nishimura R.A., Schaff H.V. Septal myectomy for patients with hypertrophic cardiomyopathy: A new
paradigm//J. Thorac. Cardiovasc. Surg. 2016. Vol. 151, N 2. P. 303 - 304.

381. Swistel D.G., Balaram S.K. Surgical Myectomy for Hypertrophic Cardiomyopathy in the 21st Century,
the Evolution of the "RPR" Repair: Resection, Plication, and Release//Prog. Cardiovasc. Dis. 2012. Vol. 54, N 6. P.
498 - 502.

382. Swistel D.G., Sherrid M.V. The surgical management of obstructive hypertrophic cardiomyopathy: The
RPR procedure-resection, plication, release//Ann. Cardiothorac. Surg. 2017. Vol. 6, N 4. P. 423 - 425,

383. Veselka J. et al. Long-term clinical outcome after alcohol septal ablation for obstructive hypertrophic
cardiomyopathy: Results from the Euro-ASA registry//Eur. Heart J. 2016. Vol. 37, N 19. P. 1517 - 1523.

384. Afanasyev A.V. et al. Myectomy Versus Alcohol Septal Ablation in Patients With Hypertrophic
Obstructive Cardiomyopathy//Interact. Cardiovasc. Thorac. Surg. 2020. Article number ivaa075. Epub ahead of
print.

385. Bogachev-Prokophiev A. et al. Mitral Valve Repair or Replacement in Hypertrophic Obstructive
Cardiomyopathy: A Prospective Randomized Study//Interact. Cardiovasc. Thorac. Surg. 2017. Vol. 25, N 3. P. 356 -
362.

386. Bogachev-Prokophiev A. et al. Septal Myectomy With Vs Without Subvalvular Apparatus Intervention
in Patients With Hypertrophic Obstructive Cardiomyopathy: A Prospective Randomized Study//Semin. Thorac.
Cardiovasc. Surg. 2019. Vol. 31, N 3. P. 424 - 431.

387. Afanasyev A. et al. Myectomy With Mitral Valve Repair Versus Replacement in Adult Patients With
Hypertrophic Obstructive Cardiomyopathy: A Systematic Review and Meta-Analysis//Interact. Cardiovasc. Thorac.
Surg. 2019. Vol. 28, N 3. P. 465 - 472.

388. lNypweHKkoB A.B. u ap. MATUAETHUA ONbIT UCMOAL30BAHUA MOOBUAM3ALMKM cepaua NPW CenTasbHOM
MunoskTomun//Kapamonoruna n cepaeuHo-cocyaucrasa xupyprua. 2018. T. 11. N 4. C. 54 - 58.

389. Agarwal S. et al. Updated Meta-Analysis of Septal Alcohol Ablation Versus Myectomy for Hypertrophic
Cardiomyopathy//J. Am. Coll. Cardiol. 2010. Vol. 55, N 8. P. 823 - 834.



390. Alam M., Dokainish H., Lakkis N.M. Hypertrophic obstructive cardiomyopathy-alcohol septal ablation
vs. myectomy: a meta-analysis//Eur. Heart J. 2009. Vol. 30, N 9. P. 1080 - 1087.

391. Swistel D.G., Balaram S.K. Resection, Plication, Release--the RPR Procedure for Obstructive
Hypertrophic Cardiomyopathy//Anadolu Kardiyol Derg. 2006. Vol. 6, N Suppl 2. P. 31 - 36.

392. KawTtaHoB M.T. 1 ap. 3TaHON0BaA cenTanbHas abnauma B 1e4eHUn 06CTPYKTUBHOM rMnepTpoduyeckoit
KapavommonaTum: oT6Op MNaUMeHTOB M paLMOHanbHOCTL ee npumeHeHus//MaTtonorma KposoobpaleHus wu
Kapguoxmpyprua. 2017. T. 21. N 1. C. 104 - 116.

393. Batzner A. et al. Hypertrophic obstructive cardiomyopathy-the role of myectomy and percutaneous
septal ablation in drug-refractory disease//Dtsch. Aerzteblatt Online. 2019. Vol. 116, N 4. P. 47 - 53.

394. Cyxoe B.K. n pgp. CnuptoBaa centanbHas abnauus npu OBCTPYKTUBHOW runepTpoduyeckomn
Kapanomuonatuun//MexxayHapoaHbli }KypHan MHTePBEHLUMOHHOW KapanoaHrmonornn. 2013. N 35. C. 75.

395. Schaff H.V. et al. Expanding the indications for septal myectomy in patients with hypertrophic
cardiomyopathy: Results of operation in patients with latent obstruction//J. Thorac. Cardiovasc. Surg. 2012. Vol.
143, N 2. P. 303 - 309.

396. McCully R.B. et al. Extent of clinical improvement after surgical treatment of hypertrophic obstructive
cardiomyopathy//Circulation. 1996. Vol. 94, N 3. P. 467 - 471.

397. Orme N.M. et al. Comparison of surgical septal myectomy to medical therapy alone in patients with
hypertrophic cardiomyopathy and syncope//Am. J. Cardiol. 2013. Vol. 111, N 3. P. 388 - 392.

398. Halpern D.G. et al. Echocardiography before and after resect-plicate-release surgical myectomy for
obstructive hypertrophic cardiomyopathy//J. Am. Soc. Echocardiogr. 2015. Vol. 28, N 11. P. 1318 - 1328.

399. Kaple R.K. et al. Mitral Valve Abnormalities in Hypertrophic Cardiomyopathy: Echocardiographic
Features and Surgical Outcomes//Ann. Thorac. Surg. 2008. Vol. 85, N 5. P. 1527 - 1535.

400. Kofflard M.J. et al. Initial results of combined anterior mitral leaflet extension and myectomy in
patients with obstructive hypertrophic cardiomyopathy//J. Am. Coll. Cardiol. 1996. Vol. 28, N 1. P. 197 - 202.

401. Schoendube F.A. et al. Long-term clinical and echocardiographic follow-up after surgical correction of
hypertrophic obstructive cardiomyopathy with extended myectomy and reconstruction of the subvalvular mitral
apparatus//Circulation. 1995. Vol. 92, N 9. P. ii122 - 127.

402. Steggerda R.C. et al. Periprocedural complications and long-term outcome after alcohol septal ablation
versus surgical myectomy in hypertrophic obstructive cardiomyopathy a single-center experience//JACC
Cardiovasc. Interv. 2014. Vol. 7, N 11. P. 1227 - 1234,

403. boraues-lMpokodbes A.B. n ap. IPPEKTMBHOCTb PACLIMPEHHON MMOSKTOMUM Yy NALMEHTOB C
eNnyaoukosoi obecTpykumein npu rmneptpodurueckoit kapanommonatun//Kapavonorua. 2017. T. 57. N 5. C. 38 -
43.

404. Borisov K.V. Right ventricle myectomy//Ann. Cardiothorac. Surg. 2017. Vol. 6, N 4. P. 402 - 409.

405. Wehman B. et al. Transmitral Septal Myectomy for Hypertrophic Obstructive Cardiomyopathy//Ann.
Thorac. Surg. 2018. Vol. 105, N 4. P. 1102 - 1108.

406. Bokepua J1.A., Bopucos K.B., CuHeB A.®. YnyyweHne anactonnyeckor GyHKUMKM NEBOrO M NPaBoro
KENYA0UYKOB cepala nocine XMpPYpPruyeckon KoppeKLuu rmunepTpoduyeckon obCTPyKTUBHOM KapAvMoMMONaTuu
npv NOMOLLM OpUrnHaabHoro cnocoba//IpyaHan u cepaedHo-cocyamcTan xupyprma. 1999.T. 4. C. 4 - 10.

407. bokepus J1.A. Tuneptpoduyeckan obCTpyKTUBHAA KapanomuonaTtuna//AnHansl xupyprum, 2013, T. 5. C.



5-14.

408. Takahashi J. et al. Septal Myectomy, Papillary Muscle Resection, and Mitral Valve Replacement for
Hypertrophic Obstructive Cardiomyopathy: A Case Report//Ann Thorac Cardiovasc Surg. 2008. Vol. 14, N 4. P. 258
- 262.

409. Cooley D.A., Wukasch D.C., Leachman R.D. Mitral valve replacement for idiopathic hypertrophic
subaortic stenosis. Results in 27 patients.//). Cardiovasc. Surg. 1976. Vol. 17, N 5. P. 380 - 387.

410. Stassano P. et al. Mitral Valve Replacement and Limited Myectomy for Hypertrophic Obstructive
Cardiomyopathy: A 25-Year Follow-Up//Texas Hear. Inst. J. 2004. Vol. 31, N 2. P. 137 - 142.

411. Reis R.L. et al. Anterion-superior displacement of papillary muscles producing obstruction and mitral
regurgitation in idiopathic hypertrophic subaortic stenosis. Operative relief by posterior-superior realignment of
papillary muscles following ventricular septal myectomy//Circulation. 1974. Vol. 50, N 2. P. ii181 - 188.

412. Shimahara Y. et al. Combined mechanical mitral valve replacement and transmitral myectomy for
hypertrophic obstructive cardiomyopathy treatment: An experience of over 20 years//J). Cardiol. 2019. Vol. 73, N
4.P.318-325.

413. Topilski I. et al. Long-Term Effects of Dual-Chamber Pacing With Periodic Echocardiographic Evaluation
of Optimal Atrioventricular Delay in Patients With Hypertrophic Cardiomyopathy > 50 Years of Age//Am. J.
Cardiol. 2006. Vol. 97, N 12. P. 1769 - 1775.

414. XupmaHoB B.H. n ap. OtaaneHHble pe3ynbTaTbl NeYeHUA TMNepTPpOoPUUECKOM Kapaumommonatum c
NMOMOLLLbIO MOCTOAHHOW ABYKamMepHOW aneKTpokapauoctumynsaumm//Kapanonorus. 2002. T. 8. C. 46 - 47.

415. Tpewkyp T.B. wn ap. BHyTpucepaeyHana remoAMHammMKa Yy 60/bHbIX runepTpodUyeckon
KapavomuonaTven nNpuv  fleYeHUM MOCTOAHHOW  ABYKAMEPHOW  3/eKTpoKapauocTumynaumeii//BectHuk
aputmonormu. 1995. T. 4. C. 248.

416. Daubert C. et al. Pacing for hypertrophic obstructive cardiomyopathy: an update and future
directions.//Europace. 2018. Vol. 20, N 6. P. 908 - 920.

417. Quintana E., Cox J.L. Surgical management of atrial fibrillation at the time of septal myectomy//Ann.
Cardiothorac. Surg. 2017. Vol. 6, N 4. P. 386 - 393.

418. bokepusa J1.A. n ap. XMpypruyeckan KoppeKkums obCTpyKTUBHOM runepTpodryecKoir KapamommonaTum
¢ SAM-cuHapomom n dubpunnaumein npeacepanin//AHHansl aputmonornn. 2016. T. 13. N 4. C. 216 - 221.

419. bokepus J1.A. u ap. CoueTaHHasa onepauns MUOSKTOMUU MEKIKENYA0UYKOBON Neperopokn us npaBoro
enyaouka 1 anukapavanbHaa Kpuomoambukauma onepaumm "nabupuHt"//AnHansl aputmonormn. 2013. T. 10. N
2.C. 64 -68.

420. Bogachev-Prokophiev A.V. et al. Concomitant ablation for atrial fibrillation during septal myectomy in
patients with hypertrophic obstructive cardiomyopathy//J. Thorac. Cardiovasc. Surg. 2018. Vol. 155, N 4. P. 1536 -
1542,

421. Monserrat L. et al. Non-sustained ventricular tachycardia in hypertrophic cardiomyopathy: An
independent marker of sudden death risk in young patients//J. Am. Coll. Cardiol. 2003. Vol. 42, N 5. P. 873 - 879.

422. Moya A. et al. Guidelines for the diagnosis and management of syncope (version 2009)//Eur. Heart J.
2009. Vol. 30, N 21. P. 2631 - 2671.

423. Sherrid M.V., Massera D. Risk Stratification and Hypertrophic Cardiomyopathy Subtypes//J. Am. Coll.
Cardiol. 2019. Vol. 74, N 19. P. 2346 - 2349.



424. Mentias A. et al. Late Gadolinium Enhancement in Patients With Hypertrophic Cardiomyopathy and
Preserved Systolic Function//J. Am. Coll. Cardiol. 2018. Vol. 72, N 8. P. 857 - 870.

425. benbckux J1.B. u ap. TpaHcnnaHTaumsa cepgua M mexaHM4yeckas noagep’kka KpoBoobpalueHus.
HaunoHanbHble KNnHNYeckme pekomeHgaumm. 2016. 115 c. c.

426. Topilsky Y. et al. Left ventricular assist device therapy in patients with restrictive and hypertrophic
cardiomyopathy//Circ. Hear. Fail. 2011. Vol. 4, N 3. P. 266 - 275.

427. Biagini E. et al. Heart Transplantation in Hypertrophic Cardiomyopathy//Am. J. Cardiol. 2008. Vol. 101,
N 3. P.387-392.

428. Ctptok P.U. n ap. AnMarHocTUKa M ieyeHne cepaevyHo-cocyamcTbix 3aboneBaHuii npu bepemeHHOCTH
2018. HaumoHanbHble pekoMmeHaaumumn,//Poccuinckuii Kapamonoruyeckuin >kypHan. 2018. T. 3. N 155. C. 91 - 134,

429. Goland S. et al. Pregnancy in women with hypertrophic cardiomyopathy: data from the European
Society of Cardiology initiated Registry of Pregnancy and Cardiac disease (ROPAC)//Eur Hear. J. 2017. Vol. 38, N
35. P. 2683 - 2690.

430. Regitz-Zagrosek V. et al. 2018 ESC Guidelines for the management of cardiovascular diseases during
pregnancy//Eur. Heart J. 2018. Vol. 39, N 34. P. 3165 - 3241.

431. Bowyer L. The Confidential Enquiry into Maternal and Child Health (CEMACH). Saving Mothers' Lives:
reviewing maternal deaths to make motherhood safer 2003 - 2005. The Seventh Report of the Confidential
Enquiries into Maternal Deaths in the UK//Obstet. Med. 2008. Vol. 1, N 1. P. 54 - 54,

432. Billebeau G. et al. Pregnancy in women with a cardiomyopathy: Outcomes and predictors from a
retrospective cohort//Arch. Cardiovasc. Dis. 2018. Vol. 111, N 3. P. 199 - 209.

433. Krul S.P. et al. Systematic Review of Pregnancy in Women With Inherited Cardiomyopathies//Eur J
Hear. Fail. 2011. Vol. 13. P. 584 - 594,

434. Tromp C.H.N. et al. Electrical cardioversion during pregnancy: Safe or not?//Netherlands Hear. J. 2011.
Vol. 19, N 3. P. 134 - 136.

435. Maron M.S. et al. Prevalence, clinical significance, and natural history of left ventricular apical
aneurysms in hypertrophic cardiomyopathy//Circulation. 2008. Vol. 118, N 15. P. 1541 - 1549.

436. Burton H., Alberg C., Stewart A. Heart to Heart: Inherited Cardiovascular Conditions Services - A Needs
Assessment and Service Review. 2009. 163 p.

437. Canepa M. et al. Distinguishing ventricular septal bulge versus hypertrophic cardiomyopathy in the
elderly//Heart. 2016. Vol. 102, N 14. P. 1087 - 1094.

438. Olesen J.B. et al. Validation of risk stratification schemes for predicting stroke and thromboembolism in
patients with atrial fibrillation: Nationwide cohort study//BMJ. 2011. Vol. 342, N 7792. P. 320.

439. Lip G.Y.H. et al. Comparative validation of a novel risk score for predicting bleeding risk in
anticoagulated patients with atrial fibrillation: The HAS-BLED (hypertension, abnormal renal/liver function, stroke,
bleeding history or predisposition, labile INR, elderly, drug//J. Am. Coll. Cardiol. 2011. Vol. 57, N 2. P. 173 - 180.

MpunnoxkeHne Al



COCTAB PABOYEM IPYNMbl
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9. ManeHkos [1.A.

10. Hosukosa T.H.
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12. CaHakoes M.K.

13. Crykanosa O.B.

YneHbl Pabouei rpynnbl NoaTBEPAUAU OTCYTCTBME (GUHAHCOBOM MNOALEP*KKWU/KOHOAMKTA MHTepecoB. B
cnyyae coobuweHUs O HaAnuMm KOHGOAMKTa MHTepecoB uYneH(bl) pabouei rpynnbl 6bin(M) uckntodeH(bl) U3
obcyKaeHNA pa3genos, CBA3AHHbIX C 061aCTbio KOHPAMKTA MHTEPECOB.

MpnnoxkeHne A2
METOA0/10rMA PA3PABOTKU K/IMHUYECKUX PEKOMEHAAL U

Bcneacteue TOro, YTo YseHbl POCCMIACKOTO KapAMo/orMyeckoro obuiectsa BXxoaaT B coctas EBponeiickoro
obLecTBa KapAMOIOTOB M TaKkKe ABAAIOTCA €ro 4YjaeHamu, Bce pekomeHpauuu Esponeiickoro obuiectsa
Kapauonoros (EOK) ¢dopmupyroTca C yyacTMeM POCCUMIACKMX 3SKCMEPTOB, KOTOpble ABAAIOTCA COaBTOpPaMMu
€BPONEeNCcKUX pekomeHaaumnin. Takum obpasom, cyuwiecTeylowme pekomeHgaumm EOK oTpaxkatoT obuiee MHeHue
BEAYLWMX POCCUMACKMX W €EBPOMENCKMX Kapguonoros. B cBAsM c 3tum dopmupoBaHvMe HaumMoHaNbHbIX
peKoMeHZaumMli NpoBOAMIOCE Ha OCHOBe pekomeHzauuii EOK, ¢ ydyeTom HauMOHanbHOW cneunduKy,



ocobeHHocTel 0bcnenoBaHuWA, 1eYeHUs, y4uTbIBatoWwme 4OCTYNHOCTb MeAULMHCKON nomowm. Mo 3Tol npuynHe B
TEKCTE HACTOALWMX KAWHUYECKUX PEKOMEHOAUMM OfHOBPEMEHHO WCMO/b30BaHbl [ABe LWKajAbl OUEHKM
[0CTOBEPHOCTM [A0Ka3aTe/IbCTB TE3UCOB PEKOMEHZauMi: YPOBHM A0CTOBEPHOCTU AoKasatenbcts EOK ¢ YYP u
yOA. OobasneHbl Knaccbl pekomeHaaumn EOK, nossosAwolmne OUeHUTb HEOHXOAMMOCTb BbINOAHEHUSA Tesuca
pekomeHgauni (Tabamusl 1, 2, 3, 4).

MpepacraBneHHble PekomeHaaumnn paspaboTaHbl Ha OCHOBE POCCUIMCKMX peKoOMeHAauni No AMarHoCTuKe u
neyeHnto runeptpoduyeckon Kapauommonatum 2016 roga, pekoMeHZAUMA MO AMATHOCTUKE W JIeYEHUIO
runeptpoduyeckoin Kapanommonatum EBponeickoro obuiectsa Kapauonoros 2014 roga, co3gaHHbIX Ha OCHOBe
MHOTO/IETHErO ONbiTa U 60/IbLIOTO KOANYECTBA UCCAEA0BaHUI MO PA3/IMYHbIM acneKkTam AMarHoCTUKU U NeYeHunsn
FTKMIM. B PexkomeHaauuax wm3n0XKeHbl OCHOBHbIE acrneKkTbl MNaTOreHes3a, K/JAMHUYECKOro TeyeHus, MeToApl
AMATHOCTMKM U NPUHLUMMbI 1edeHna nauneHTos ¢ TKMIT ¢ yyueTom MHAMBUAYA/IbHBIX OCOOEHHOCTEN NnauneHTa.

LieneBas ayauMTOpUA AaHHbIX KIMHUYECKUX PEKOMEHAALNIA:
1. Bpay-kapauonor

2. Bpay-tepanesT

3. Bpau obLei npakTuKm

4. Bpay cepAeyHO-CoCyANCTbIN XUPYpPT

5. Bpay ¢yHKLMOHANbHOM AMAarHOCTUKM

6. Bpau fiyueBoit ANArHOCTUKM

Tabnuuya 1. Likana oueHKM ypoBHeli A,0CTOBEPHOCTU AoKasaTenbcts (YAL) ona meTonos ANArHOCTUKU
(amMarHocTMuecKmx BmelLaTenbCTs)

yoa Pacwudposka

1 CuctemaTtmyeckne 0630pbl UCCNEO0BAHMUIA C KOHTPOIEM pedepeHCHbIM METOL0M NN
cUCTeMaTUYeCKMii 0630p PaHAOMMU3NPOBAHHBIX KIMHUYECKMX UCCAEA0BaAHWNI C
npUMeHeHneM meTaaHaansa

2 OTaenbHble nccnenoBaHmA ¢ KOHTpO/1EM pe¢epeHCHbIM MeTo40M UNKN OTAe/IbHbIE
PaHAOMU3NPOBAHHbIE KTMHUYECKNE UCCnegoBaHNA U CUCTEMATUHECKNE O630pb|
MCCHEAOBaHMﬁ noboro p,M3aV1Ha, 3a UCKNIIDHEHNEM PAaHOO0OMU3SUNPOBAHHBIX KTINHUYECKUX
MCC/'IEAOBE]HMVI, C NPUMEHEHNEM METAaHA/IN3a

3 WccnepoBaHua 6e3 nocienoBatenbHOro KOHTPoAa pedepeHCHbIM METOLOM UK
nccnefoBaHuA C pedpepeHcHbIM METOAOM, He ABNAIOLWMMCA HE3aBUCUMbIM OT
nccaeLyemoro MeToaa, Uim HepaH4oMU3NPOBaHHbIE CPAaBHUTE/IbHbIE UCCIe0BaHUSA, B
TOM YKUC/IEe KOTOPTHbIE UCCNen0BaHMUSA

4 HecpaBHUTeNbHble NCCef0BaHMA, ONUCAHNE KAMHUYECKOro C/ly4an

5 MmeeTca nnwb 060CHOBaHME MeXaHN3Ma lEl,elk/'ICTBl/IFI NN MHEHME 3KCNepPTOoB

Tabnuua 2. LLIKana oueHKM YpOBHE A0CTOBEPHOCTU A0Ka3aTenbcTs (YAL) ana metonos npodunakTUKK,
NeyeHusa u peabunutauum (npodpunakTUueckux, neyebHbix, peabuanTayMoHHbIX BMELLATENbCTB)

yan Pacwndposka




1 Cuctematunyeckuii 063op PKU ¢ npumeHeHnem meTaaHanmsa

2 OtaenbHble PKUN 1 cuctematuyeckme 063opbl MccnegoBaHuii ntoboro amMsaiHa, 3a
nckntovyeHnem PKU, c npyumeHeHnem metaaHanmsa

3 HepaHAoMMU3MPOBaHHbIE CPaBHUTE/IbHbIE UCCNEA0BaHMA, B T.4. KOTOPTHbIE UCCAeA0BaHUA

4 HecpaBHUTEIbHbIE NCCNEA0BAHMSA, ONMUCAHNE KAMHMUYECKOTO CNyYas UK CEPUN CyYaes,
nccnefoBaHus "cayvyan-koHTponb"

5 MmeeTca Anwb 060CHOBaHME MexaHM3Ma AeNCTBUA BMELIATeNbCTBA (AOKAMHMYECKMe
nccneaoBaHNA) MM MHEHME KCMepPToB

Tabnamua 3. LWkana oueHKn ypoBHel y6egutenbHocTM peKomeHgauun (YYP) pna  mertopos
NPOPUNAKTUKMU, AUArHOCTUKK, SlIedeHUA U peabunutaumm (NpodunakTUUECKUxX, AUarHoCTUYECKUX, evyebHbix,
peabuauTauMoHHbIX BMELLATEe/IbCTB)

YYP Pacwudposka

A CuibHas pekomeHZauma (Bce paccmatpusaemble KpuTepunn sPeKTUBHOCTHM (MCXoabl)
ABAIOTCA Ba’KHbIMU, BCE UCCIEA0BAHUA UMEIOT BbICOKOE WM YA,0BIETBOPUTE/IBHOE
METOZ0/10TMYECKOe KauecTBO, UX BbIBOZbI MO MHTEPECYIOWUM UCXOLAM ABAAIOTCA
COr/lacoBaHHbIMM)

B YcnoBHas pekomeHaauma (He Bce paccmaTpuBaemble KpuTepun spPpeKkTUBHOCTM (McxXoabl)
ABNAIOTCA BaXKHbIMU, HE BCE UCC/IEL0BAHNA UMEIOT BbICOKOE UJIN YA0B/ETBOPUTENIbHOE
MEeTOA0/10rMYECKOe KauecTBO U/UK UX BbIBOALI MO MHTEPECYIOLMM UCXO4aM He ABASAIOTCA
COr/lacoBaHHbIMM)

C Cnabas pekomeHaaums (oTcyTcTBME AOKa3aTebCTB HaA/1eXKallero KayecTsa (Bce
paccmaTpuBaemble KpUTepun aGHEKTUBHOCTU (MCXOAbl) ABNAOTCA HEBAXKHbIMU, BCE
nccneaoBaHUA UMEHOT HU3KOE METOA0/10MMYECKOe KauecTBO U UX BblBOAb! MO
WHTEPECYIOLLMM UCXOAaM He ABAAIOTCA COrNacoBaHHbIMM)

MopapoK 06HOBAEGHUA KNAMHUUYECKUX PeKOMEHAaLUMA.

MexaHu3am OOHOBNEHMA  KAMHMYECKUX pPEKOMeHZauui MpedycmMaTpuMBaeT WX CUCTEMATMYECKYHO
aKTyaZnM3aumio - He peXxe YemM OAMH pa3 B TPU rofa, a TaKKe NPU NOABMEHMM HOBbLIX AAHHbIX C MO3ULUK
[0Ka3aTe/IbHOM MeAnLMHbI NO BOMPOCAaM ANArHOCTUKK, NledyeHuns, NPoPUNakTUKN U peabunmtaumm KOHKPETHbIX
3abonesaHuit, HanMuMmM 06OCHOBAHHbIX AOMNOIHEHWNII/3amedaHunii K paHee yTBep»KaeHHbim KP, Ho He value 1 pasa
B 6 mecAueB.
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yTBEpKAeHMM MopsaLKa OKasaHMA MegUUUHCKOM MOMOLLM 6O/IbHBIM C CepAeYyHO-cocyancTbiMm 3abonesaHnamm”

2. CraHpapT MeAMUMHCKOMW nomolimM 60nbHbIM C  OBCTPYKTUBHOW runeptpoduyeckois, apyron


consultantplus://offline/ref=85E64512A9DA77052C2B569503CCDC7AB4695D62A4CA47B1701694CF687A93E82747DCCCAAEC3A07A6205689D4641E62FAA312F7C8A9F9C7GDJBJ
consultantplus://offline/ref=85E64512A9DA77052C2B5F8C04AD8929BA6F5D66A0CF4EEC7A1ECDC36A7D9CB7304095C0ABEC3A06A522098CC175466EFFB90CF3D2B5FBC5DBG4JDJ

runeptpoduyeckoin Kapgmomuonatmen. MUHUCTEPCTBO 3PABOOXPAHEHMA U COLUUMANBHOIO PA3BUTUA
POCCUMNCKON ®EAEPALIMN oT 24 mas 2006 roga N 380. O6 yTBep:KAEHUM CTaHAAPTa MeAULMHCKOW MOMOLLM
60/bHBIM € OOCTPYKTMBHOM runepTpoduyeckoir, Apyron runeptpoduyeckort Kapamomuonatmeint. URL:
http://docs.cntd.ru/document/901984540

3. MNpuKaz MuHUCcTepcTBa 3a4paBooxpaHeHus Poccuiickon ®epepaumm ot 15 mons 2016 r. N 520H "O6
YTBEPKAEHUM KPUTEPUEB OLLEHKM KayecTBa MegMUMHCKOM nomoLum"

4. MpuKasz MuHuUcTepcTBa 3a4paBooxpaHeHna Poccuinckoit ®Pepepaunmn ot 15 utona 2016 r. N 520H "O6
YTBEPXKAEHUN KPUTEPUEB OLEHKMN KayecTBa MeanLMHCKOM nomoum"

5. 4. Mpukas MuHuUcTepcTBa 34paBooxpaHeHns Poccuiickoint ®epepaumm ot 28.02.2019 N 103H "O6
YTBEPKAEHMM NMOPAAKA U CPOKOB PaspaboTKM KAMHUYECKUX PeKOMEeHAAUMN, UX NepecmoTpa, TMNoBoi Gopmbl
KAMHUYECKUX peKOMeHaUN 1 TpeboBaHUM K UX CTPYKTYPE, COCTaBy M Hay4YHOW 060CHOBAHHOCTU BK/OYaEMOWN B
KNMHUYECKne pekomeHgaumum nHdopmauum" (3apernctpuposaH 08.05.2019 N 54588)

Ta6auua 1/A3. Npasuna n ocobeHHOCTM Ha3HauyeHua 6eTa-agpeHobaokaTopos npu FKKMIM

BeTa-aapeHob/i0kaToOpbl OCTatoTcA Hanbonee apPeKTUBHOM rPynnoi 1eKapCTBEHHbIX CPEACTB,
npumeHaemblx B 1edeHnn F’KMII.

B cBA3M ¢ 6onblIelt KOMMNNAEHTHOCTbIO Y NaLMEHTOB PEKOMEHAYETCA OTAABaTb NpearnodYTeHue
ceneKkTuBHbIM beTa-agpeHob610KaTopam NPOJIOHIMPOBAHHOIO AENCTBUA, B YAaCTHOCTH,
6uconponony**, metonponony**.

[o3y 6eTa-agpeHobaoKkaTopa pekomeHayeTcs TUTPOoBaTb 40 AocTuKeHua YCC 55 - 65 B MUHYTY nog,
KOHTposiem ALl ¥ CUMNTOMOB.

Cnenyet NOMHUTL O APYrUX N3BECTHbIX MOOOYHbIX 3P dpeKTax beTa-aapeHob610KaTOPOB: HapyLLeHne
NPOBOANMOCTM BMIOTb 40 NosHON AB-610Kagbl, 6pOHXOCNa3m, BA3OKOHCTPUKLMA nepudepryeckmnx
COCYA0B, HapyLUEHWE TONEPAHTHOCTM K [/TIOKO3e, 3PEKTUNbHAA ANCOYHKUMNA U APYTUX.

BblcoKMe A03bl 06bI4HO XOpoLwo nepeHocATcA. NobouHble 3ddeKTbI (Kanobbl B OCHOBHOM Ha
YCTaNoCTb) AOMKHbI 6bITb TIWATENLHO UCCIeA0BaHbl, YTOObI OLLEHUTb ONTMMA/bHYIO
WMHOMBUAYANbHYIO A03Y A7 KOHKPETHOrO NauMeHTa.

Ta6bauua 2/A3. Npasuna n ocobeHHOCTM Ha3HavyeHnA Bepanamuna** npu FTKMnM

HasHaueHue Bepanammna** pekomeHayeTcs HauMHaTb B YCIOBUAX CTaLMOHapa ¢ Masbix 403 - 20 -
40 mr 3 pasa B AeHb C NOCTEMNEHHbIM UX NOBbILUEHNEM NPU XOpOLLE NEePEHOCUMOCTU 40 CHUKEHUA
YacToTbl cepAeYHbIX COKPaLLEHWUI B NOKoe A0 55 - 65 B MUHYTY

Bepanamun** obecneunBaet cMMNTOMATUYECKNIA 3DPEKT y 65 - 80% NaLMeHTOB, BKIOYAA Caydau
pedpaKTepHOCTH K neyeHunio beta-agpeHoba0KaTopamu.

Monb3a Bepanamuia™* orpaHMYeHa ero cocyAopaclunpaoWwmMmm apdekTammu, KoTopblie y
OTZE/bHbIX NAaLMEHTOB MOTYT NepeBeLLMBaTb €ro OTPULATE/IbHbIN MHOTPOMHbIN 3GPEKT.

Bepanamun** npegnoytuteneH gna Moaogblx NaUMEHTOB C IerKoW U ymepeHHol obcTpykument (M4,
B BT/1}K B nokoe < 50 mm pT. CT.)

MaumeHTam cTapLie 65 et He0b6X0AMMO Ha3HaUYEHME HU3KUX 403 U TUTPALLMA NpenapaTa nog,
KoHTponem I 8 BT/TXK, YCC (3KF) U KAMHUYECKMUX CUMNTOMOB.
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Ta6bauua 3/A3. HauanbHble U Lenesbie A03bl NPU megnMKameHTo3Hoi Tepanun FTKMIN

Mpenapart HayanbHaAa nosa Llenesas gosa
- nponpaHonon** 40 - 80 mr/cyTku 240 mr/cyTkn
- meTonponon** 25 - 50 mr/cyTku 100 - 200 mr/cyTKM
- aTeHonon** 25 - 50 mr/cyTku 150 - 200 mr/cyTKM
- Buconponon** 1,25 - 2,5 mr/cyTKu 10 mr/cyTKu
- cotanon** 80 mr/cyTkun 160 - 240 mr/cyTKM
- Bepanamun** 60 - 120 mr/cyTKu 240 - 480 mr/cyTKK

- Bepanamun** (NponoHrMpoBaHHOro AeicTeus)

- ANNTUA3EM

120 mr/cyTKku

60 - 120 mr/cyTkn

240 - 480 mr/cyTKu

180 - 360 mr/cyTKM

Ta6bnuua 4/A3. PekomeHayembie pexXMmbl aHTUKOAryNAHTHOM Tepanun npu FTKMI y 6epemeHHbIX ¢ PN u

OMNACHOCTH, CBA3aHHbIe C Tepanuei BappapuHom* *

PeKMMbl aHTUKOAryIAHTHOM Tepanum

Pexxmm 1

ambpuronatumn)

MocTosHHaA Tepanua BapdapMHoOM™** 3a UCKAOUEHNEM CPOKa 6 - 12 Heaenb
(oTmMeHa goNXKHA HAaUMHATLCA C Hayana 5 HeJenn ¢ yyeTom nepuoaa
NoJlyBbIBEAEHWNA) C NEPEXOAOM Ha 3TOT CPOK Ha renapuH Hatpua **
(HM3KOMONEKYNAPHBIN) (MMHMMANbHBIN PUCK TPOMB03a 1 BOSMOXKHbIN PUCK

Pexxum 2

Mepexon Ha napeHTepasbHble NPAMbIE aHTUKOATyAAHTbI (renapuH HaTpusa**)
Ha BeCb CPOK BepeMeHHOCTU (MUHUMaAbHbIV PUCK 3MBpMONaTUK, HO
NMOBbIWEHHbIN MO CPaBHEHMIO C Tepanueit BappapuHom™** puck Tpomb0308)

OnacHocCTH, cBA3aHHbIE C NMPUMEHEHNEM Bapd)apMHa

Mepuog nonyebiBeaeHMsA BapdpapuHa** npesbiwaeT 60 Yacos, YTO HEOHXOANMO YYUTLIBATbL NPU

onpeaeneHnn CPOKOB OTMEHbI Mpenapara.

HeKkoTopble aBTOPbl OTMEYAIOT A0303aBUCUMbI IMBPUOTOKCMYECKUIA 3P deKT BapdapuHa** - nosa
MeHee 5 Mr peiko NPUBOAUT K BOSHUKHOBEHMIO aMbpuronaTtuun. OAHaKo Ha NPaKTUKe fo3a
BapdapuHa onpeaensetca BenmumHoit MHO 1 He MOXKeT 6bITb NPOM3BO/IbHO YMEHbLUEHA UK

yBe/In4eHa.

Hanbonee KpuUTMyeCKkMM nepmogom Aenctema BapdaprHa™*™* spnsetca cpok 6 - 12 Hegenb -
MaKCMManbHaA BePOATHOCTb aMbpuoToKkcuyeckoro addekTa.

BbiI3blBaa rMnokoaryasumio y nioga, sapbapuH** moxkeT NnpuBoAUTb K HapyLLEeHNAM
dopmuposaHus LIHC, Bbi3biBas BHyTpUYEpENHble KPOBOU3IUAHMUSA

YrHeTas cMHTe3 BUTamMuH-K 3aBUCMMBbIX GAKTOPOB, BappapunH** cyliecTBeHHO BAUAET Ha NpoLecc

bopmMpoBaHMA N pocTa KocTen naoaa.

Pe3ynbTaTom aMBPMOTOKCMYHOCTM BapdapuHa™* aBnatoTca runonnasma HOCoBbIX KocTen, atpodus
3pPUTENbHOTO HEPBA, 334EePMKKa YMCTBEHHOTO Pa3BUTUSA, a TaKKe 3amepLume bepemeHHOCTH,




CMOHTaHHbIe a6opr| N MepTBOpPOXKAEHUA.

Tabnuua 5/A3. KnuHuueckue uccnepoBaHuA M UCNONb3yemble npenapaTtbl Ha goruneprpoduueckoi
cragumn FTKKMM (agantuposaHo u3: Philipson DJ et al. [39])

Mpenapar MoTeHUuManbHbIM 3ddeKT Knnuuyeckne nccnepgosaHua
Anntnasem YMmeHbLeHne runeptpodun KapanommoumTos y | JoOKNMHUYECKUue
Hocutenein MYBPC3 mytaumi nccnenoBaHmsa
MYK-461 MpenoTepalleHne pa3BUTMA rMnepTpodun u ®a3a |l paHAOMM3NPOBAHHOTO
¢unbposa KOHTPO/IMPYEMOro
nccnegosaHua PIONEER-HCM
AuetununcrtemH | M3ameHeHWe YyBCTBUTEIbHOCTU K Ka/lbLUIO, ®asa | paHAOMMN3UPOBAHHOIO
*ok perpecc runeptpodmmn, pMbposa, yaydllieHue KOHTPOIMPYEMOro
ANACTONINYECKOM ANCHYHKLUMN. nccnepnosanma HALT
AHTaroHuCTbI CHuKaloT npoayKumio Tpoduyecknx daktopos | PKU "INHERIT"
aHrnMoTeHsuHa Il | peHMH-aHIMOTEH3MH-aIbA0CTEPOHOBOIO NYTH ®asza Il PKU "VANISH"

Mpunoxkenne b

ANITOPUTMbI BEAEHUA NALMUEHTA

MpunoxeHune b1

ANTOPUTM TAKTUKU BEAEHUA ACUMNTOMHbBIX NALLUEHTOB C FrKMI



AcMMmnTomHas AcMMnTOMHasA
poruneptpodu- runeprpopuyeckans cragua
YyecKan ctagma TKMn
Het obcTpykymm + obcTpykyua UKO***
BT/IH BT/IX 110 NOKa3aHUAM
- (cm. paspen
“npodmnaktuka
\ 4 l BCC»
AnutensHoe
HabnogeHue 6era-agpeHobnokartopbl
l (npu NpoTMBONOK33aHMAX — sepanamn.n**)
v \
Crpatudmkauma pucka BCC (exxerogHo)

MpnnokeHune b2

YNPOLUEHHbIA ANTOPUTM AUATHOCTUKU U NOAXOL0B K NIEYEHUIO
NALMEHTOB C OGCTPYKLUMEN HA YPOBHE BT/

3XOKT (f4 s BT/IXK)
MaHKCuManbHbli CNPOBOYMPOBaHHbIW I]] MaKcMmanbHbIW CNPOBOLMPOBaHHbIN 1]
(npoba BanbcanbBbl Newa, CTOA) (npoba BanbtanbBbl NeMa, CTOA)
2 50 mm pr.CT. < 50 (30) mm pr.cT.
v ” ‘
® [ Cumnromarura (+) Cumntomatuea (-)
apmMmakorepanusa
oBerpyruuu BTIK | ------.i_--__mél l
Crpecc-9XOKF e
Sbdent (-] | | Sbder (+) peee it
v v !
Npoaonxenne I 8 BT 2 50 mm pr.cT. l
Tepanuu | s BIIK
A 8 BUUK 30-50 mm pr.cr. | | <30 mm pr.CT.
Pegyxuma MXN v v

(CM3/PM3; CAA) IXOKF 1pazerog




MpwnnokeHune B3

ANTOPUTM ®APMAKOTEPAMUN OGCTPYKTUBHOM FKMIN

®apmaxorepanma ob6cTpykTusHOM TKMI
(r4 e BT/IK 250 mm pr.ct.)
| v

I OTMEHWTE NPENapaTel C B3304MNATHMPYIOWMM AEHCTEMEM

fi\ v 4 = &ﬂmmomamu
Berta- e i Bepemany
agpeHobno- | (2 V¥ (3) v
KaTopbl Bepanamun** Ountnasem**
l |
vV Vv VvV
YnyylueHne CHMNTOMBTHRM, HeT yny4leHua CHMNTOMaTHEM,
A B BT/IHK < 50 mm pr.cT, A s BT/IH 2 50 mm pr.cT.
MpogonxeHue Tepanum Pepyxuyusa MM

MpnnokeHune b4

AJITOPUTM BPAYEEHOM TAKTUKM NNEYEHUA XCH NPU FKMIN



XCH 1I-IV ®K (NYHA)

F4As BT/IK 2 50mm prcrT.
B MNOKOE WK NPU Harpyske

'

TAe BT < 50 mm pr.cT.
B NOKOE WKW NPKU Harpyske

!

Neuenne obcrpyrymum
BT/
+on
PBmx 2 50% PBmx < 50% l
. 6 e Beta-aapel::gmopu Houtpons
i un** AHR® wurubutopbl, puUTMa
o *x @HTaroHWCTHl anbAOCTEPOHA. W YacToTbl
a Manbie [03bl NETAEBLIX U + auTU-
Mansie f03bl NeTAesbiX U
i maaunuwiwypﬂmos ROArynaHThi
TpaHcnnawTauma cepaua

MpwnnoxkeHune b5

ANrOPUTM NPEAOMNEPALMOHHON ANATHOCTUKM ANA BbIBOPA
AONONTHUTENbHbIX BMELLUATE/IbCTB HA MK NP1 CM3/PM3
(ABANTUPOBAHO U3 [398])

FKM, pedpakrepHas kK dapmakoTepanmm
+ Mmakc. nposoumpyemsbii I 8 BT/IXK 2 50 mm prT. cT.

v

+ aHomanuu MK, He cBA3aHHbIe
¢ TKMI, kanbumudrrauma CTBOPOK

v

+ adomanuu N

v

M3/PM3
+ nporesuposaHmue MK

1

v

PacluMpeHHan MHOIKTOMMA

+ BMmewaTenbeTso Ha MV

TomumuHa MAIM < 18 mm
NCMK > 30 mm (> 17 mm/m?)
MP z22cT.

Tomumsa NN > 18 mm Tonwmea VA > 18 mm
NCMK > 30 mm (> 17 mm/m?) MNCMK = 30 mm
MP 22 cT. (s 17 mm/m?)

v

v

v

Menee arpeccuBHan CMD
+ naukauma NCMK
+ WCCeueHue
LONOAHWTENBHBIX CTPYKTYP
NaNUANAPHBIX MbILLILL

PacwupeHHan MUOIKTOMMA
+ namkaumna NCMK
+ WCCeUYeHMUE
[LONOAHMUTENBHBIX CTRYKTYP
NanMARAPHBIX MbILLILY

PaclwmpeHHan MUOIKTOMMUA
+ WCCRYEHHE
AONOAHWUTENBHBIX CTPYKTYP
NanUANAPHLIX MbiLLL
+/- naukauns NCMK




ANTOPUTM BblIBOPA METOAA PEAYKUUN MXN

cMm3
PM3

g <40 neT Bozpact e -
FHAMMMEA CONYTCTEYIOWAR INCTPAKAPAHANLHAR NBTONOTHA
(sBicoRMIt xXMpYpPrseckuis puck) ->

HeobxoauMOoCTE CONYTCTBYIOWEr0 ONEPaTUBHOIO

e— emewarenscrea (AKLW, onepaunn Ha MK)
+ prpogem s cpegei wacti JIN;  +/- cpegne-menygoumosan
e — ofcrpynwpen (HeofXOMEMOCTS PACLIMPE IO MIBOIKTOMNIH)
e_ Tonugusa MK 230 mm
Wcxoarsie Gnoxage go
e_ BAHNOr BMEeWaTeNnsCTea BNHNI _*
{puck ABB 1l c7.)

AHATOMMA CENTANLHBIX BETBEH KOPOHAPHLIX 3PTEPHM

noaxogur ana CAA (02MOMHOCTE HABHTHOHLWpOBATL ==

CENTANEHYIO BETEL, CHAMAIOLWYIO HCKMOYHTENEHO 033antHy0
4acTs MMM &8 06nacT MUTPaNsHO-CENTANEHOMD KOHTAKT3)

AHOMANUN NANUANAPHLIX MbILLL, YS3CTBYIOWME B COSATHUM

e fr— oGCcTpYKUMK, AONOAHWTENLHBIE XORAL!
bepemeHHOT: + NoKasaHuA K pegyruwn MK
E - MoKaZaHMA K XMPYPrudecKomy neyeqnio ©f1

(xupyprusecku, nazep, kpuosozgencremne)

ANTOPUTM NEPBUYHOWN U BTOPUYHOM NPOPUNAKTUKU

CAA

BCCY NALUMUEHTOB CrKMnN

MpwnnokeHune b6

MpwnnoxkeHune 67



MNepsuyHaa npodUNaKTUKa

Bropu4yHaa npodunakTUKa

AHamHes, IXOKI, XM3KrI

Y

v

MepemeHHbie no wkane HCM Risk-SCD:

OcranoBra cepaua
scnepcrsue T unu O

* Boapacr *  MaucumansHana - _
*  CemeHHbIA aHamHes TOMUWHE MUOKapAa JTH MOHTaHHAA YCTOMYMBAA
BCC *  Heycroiumsas HT npu T, npusogawan K
*  HeobbacHuMble XMIKr obmoporam M
obmopoku *  NOuametp /N remouHaMmHu4eckum
* P I0sBTK HapyLeHUAM
Bann no wkane HCM Risk-SCD &
Husuuit TIPOMENYTOUHBIH BbicoKMA e aiive
5-NETHWIN PUCK S5-NETHHIA PUCK S-NETHMIA PUCK NpoAONMUTENBHOCTD
< 4% 4-6% > 6% swu3uKn > 1 roga
WA oburto WEAHH mower beme i
HE NOKazaH PEKOMEH0EaH WKAF* pomuen Buime pekOMEHZOEH

AJITOPUTM OUATHOCTUKU U BPAYEBHOM TAKTUKU

NPU CMHKONA/IbHbIX COCTOAHUAX

(npe)cuHkonanbHblie coctoaHma npu FTKMI

| war1 | |

MogpobHbii aHamHes + gpyrve ¢axrtopbl pucka BCC

Bonee BEPOATHO — |

bonee BEPOATHO -

FEMOAUHAMMWYECKNUE NPHYNHDI

SPUTMUYECKUE NPHYUHBI i

Kr-moHuTopuposaHue

(24/48 XIVIFKT: HapyMHbIH METNEBOH PErMCTPATOP; PErMCTPaTOp COBLITHH;

WMAAIHTUPYEMBIA NETACBON PETUCTPATOP***)

| | HeT wusHeyrpoxaiowmx JKHP
Hywt | | PO | agBmcr. | | R
cusm @, -4 s BT - AR mmmopes, aem
VC'I’JKT CBT CCCV l - SAI0 AT U L el el |,
- $OLK e
| ||+ ma0s0 majar) | -csmmmnme
Cleaces
4 -
| obmopox
no I - Koppexkuyus papmakorepanuu
anropuTmy | |- CM3/CAA npu nosTopHEIX oBMOpOKaEX
Lar 3 MKA*** | | nevenma@n || IHCH* I npu Harpyske u [ 2 50 mm pr.cr.

MpnnokeHne B8



AN

rOPUTM BPAYEBHOW TAKTUKU B 3ABUCMMOCTU OT CTAAUU TKMIN
N BAPUAHTA KIMHNYECKOIO TEYEHUA

MpwnnokeHune B9

Mpunorkenue 610

AcvmnTomHan -
Crpatndurayus Boicokmn
aornneprpoduyeckan pucka BCC —> puck BCC —> UKA,
craina (exxeroano)
] Habmogeune | A A A L CrabunbHoe
) AobporayecTBEHHOE TEYEHHWE
ACMITTIOMESR ) Ha poHe papmaroTepanmm
runeprpoduueckan
cragus T
XCH II-IV cT.
OBmu > 50% Neyenune
son € CumnromHan | + obcrpyruma = obcrpykumm BT
runeptpoduyeckas BT/ Pepyxuma MM
¢ cTagus w (CM3/PM3, CAA)
Mo anropuTmy * XCH IV cT.; ©@Bmk<50%
e ol | [ copom oo || Herobcmam BT
wapaum  m/uam A 5 - g
WIEMMUA MMOK3PA3 L){ Tepanua XCH |
flo anropsvay BbIABAEHHASN
LNSTHOCTURM 1 (¢ HHCTPYMEHTaNBHBIMA | PECHHXPOHW3UPYIOLLAA TEPanKUa |
neyedua MbC
BRCOM S ﬁ TpaHcnAaHTaLMA CepaLa ]
MOKA3AHUA K PEAYKLUU M (CM3/PM3/CAA)
Kputepun lNokasaHusa

KnnHunyeckme XCH Il - IV pyHKUmOHanbHoro knacca NYHA ¢ ®BJIK = 50% u/unum
HanMume ApYrux TAXKeAbIX CUMNTOMOB (0B6MOPOKHK, NPesobMOopoYHble
COCTOAHUA, CUHAPOM CTEHOKAPAMM), CYLLLECTBEHHO OrPaHNYMBaAOLLMX
NoBCeAHEBHYIO aKTUBHOCTb, HECMOTPA HA ONTUMA/bHYIO
MeANKaMEHTO3HYIO Tepanuio.

FremognHamunyeckme O6cTpykTMBHaAn popma KM (B nokoe nnun nuayumpyemas) c 4 s BT/IK
2 50 Mm pT. CT., KOTOpPaA accoumMmnpoBaHa c runepTpodpumein MHKIM n
nepeaHecUCTOIMYECKUM ABUMKEHUEM CTBOPKM MUTPANbHOMO KnanaHa,
Apyrumu aHomanuamu annapata MK (xopabl, M) 1, pedpaKkrepHas K
NnpoBOAMMON TEPAnMK B NOJIHOM 0b6beMme.

AHaToOmM4yeckune TonwwmHa MK, goctatoyHana ana 6e3onacHoro n spGeKTMBHOro




BbINOJIHEHUS ONepaumMn UAK npoueaypbl (Mo MHEHUIO onepaTopa),
cocToAHMe annapata MK 1 nogKaanaHHbIX CTPYKTYpP, COYETAHHbIE
AHOMaNMM KOPOHAPHbIX apTePUA.

(apanTuposaHo u3: Batzner A, SChafers H.., Borisov K.v., S€JQEWIR . Hypertrophic Obstructive

CPABHEHUE CM3/PM3 U CAA

Cardiomyopathy. Dtsch Arztebl Int. 2019 [393])

MpunoxkeHue 611

Kputepumn

CM3/PM3

CAA

Jlokannsauyma

rmneptTpodMpoBaHHOIO oTAENA

MM

Cy6aopTanbHas,
cpeaHeKeNyao4KkoBan, anmKkaabHasa

Cy6aopTanbHas
CpeaHeKenyaoykosas (B
oTAeNbHbIX LieHTpax)

CteneHb runepTpodum

Ot > 20 MM 80 3KCTpemManbHoM
runeptpodua MK > 30 mm

Mneptpoduma MHKIM < 30
MM

MexaHuam nosbiweHna N4 um

HepocTaTovyHocTb MK

He accoummnposaHHoe ¢ MNCO MK
n accoummpoBaHHoe c NCca MK

AccoummnposaHHoe ¢ NC/,
MK

KomopbuaHas natonorusa,

MoaxknanaHHaa membpaHa,

NBC, ogHococyguctoe

TpebytoLwan XMpypruyeckoro aopTanbHbIi cteHos, UBC, nopakeHue
BMeLLaTeNbCTBa MHOrOCOCYAMNCTOE NopaXKeHue
BospacT naumeHTOB MoApPOCTKM M MoNoAble B3pOC/ble B3pocsnble

CnoKHocTb npoueaypsl

Hanbonee yacTo BcTpevatowmecs
ocnoxkHeHua CM3: gedekt MK, AB-
610Kaga 1 ocTaTouHaa obcTpyKuma
BT/1XK

MeHee arpeccuBHan

MocTnpoueaypHbIR pUCK
3aBMCUMMOCTM OT
KapAnocTMmynaTopa

2-10%
[o 50% c ncxogHoit BMNHAT

10 -20%
[o 50% c ncxogHoi
BAHNT

KAnHuyeckasa npakTuka

Bonee 50 net

Bonee 20 net

JoctynHocTb

HepoctatouHas, Hebosbloe
KO/IN4EeCTBO LLEHTPOB C ONbITOM

JocTaTtoyHasn, HO
Hebo/blLioe KOIMYECTBO
LLEeHTPOB C OMbITOM

ConocTaBuMble NOKa3aTenn BbIXKMBAEMOCTU U KNMHUKO-TeMoaMHaMMYecKoe yaydlieHne nocie CAA
1 CM3/PM3 6b1a1 Nony4YeHbl B HEPaHAOMM3MPOBaAHHbIX 06CepPBaLMOHHbIX UCCAeA0BaHUAX.




MpunorkeHue 612

BPAYEBHAA TAKTUKA BEAEHUA BEPEMEHHOCTU U POOOPASPELLEHNA
B 3ABUCMMOCTU OT CTENEHU OBCTPYKLIMN BT/IXK (NO [428])

CteneHb obcTpyKumm BT/TK BpauebHan TaKTMKa

HeobctpyktnueHaa FKMIM nau MponoHrMpoBaHne HGepemMeHHOCTU MOXKET BbITb pa3peLleHo

Npw YCI0BUM NOCTOAHHOIO HabAloAeHNSA KapaMonorom (He
HebosbLIaA cTeneHb 06CTPYKLUMM pexe 1 pasa B mecsL)

BT/ (T4 < 30 mm pT. cT.)
FocnuTannsauma ocyLecTBAAETCA B CPOKU,
pPeKomeHA0BaHHble ANA BCEX NALMEHTOK C cepaeyHo-
cocyaucTbiMmu 3aboneBaHUAMM, NPU HEOBXOAMMOCTH - Yallle.

Poabl Yepes ecTecTBeHHbIe POAOBbIE MYTU.

CpeaHsana cteneHb 06CTPyKLUMM Bonpoc o BblHaWMBaHUM 6epeMeHHOCTM peLlaeTca
BT/ (4 30 - 50 mm pT. cT.) MHAMBMAYANbHO: HEO6X0AMMO NOCTOSIHHOE HabgeHue
Kapauonora (TepanesTa) U aKyllepa-rmHeKoora.

CpOKM rocnmTanmsaumm Te Ke; TakxKe B 1toboi CpoK npu
YXYALWEHUN COCTOAHUA N PAa3BUTUM OC/IOKHEHWNA.

Poabl NpoBOAAT Yepes ecTeCcTBeHHble POAO0BbIE NYTU C
NCKNHOYEHNEM NOTYT.

Taxenan cteneHb 06CTPyKUMK BblHalWMBaHMe 6epeMeHHOCTU U PObl KaTEropUYECKU
BT/IXK (T4, = 50 mm pr. cT.) MPOTMBOMOKa3aHbl.

lMpuY OTKa3e KeHLWMHbI OT NpepbIiBaHNA BepeMeHHOCTH
MoKasaHa rocnuTanMsaumsa NpakTUYeckn Ha Becb CPOK
6epemeHHOCTU. PogopaspelleHne NpoBoAAT NyTem onepauum
Kecapesa ceyeHus.

Ucnonb3oBaHne 3nmp,ypaan0171 adHeCTe3nn C OCTOPOKHOCTbIO
M3-3a OMNaCHOCTU apTepmaanoﬁ TMNOTEH3NN.

MpunorkeHune 613

YYPEXAEHUE ANA BEAEHWA BEPEMEHHbIX C TKMI

BO3 1l BO3 Il
(6eccumnToMHbIE MK (cumnTomHbIE naumeHTKM ¢ TKMIM)
Ma/lIoOCUMNTOMHbIE MaLNEHTKK)

BeaeHune 6epemeHHbIX PernoHanbHbI NepuUHaTanbHbIA | DKCNEPTHbIN LEHTp.

LeHTp
MepuHaTanbHbIN LEeHTP 3 ypoBHA




Yactota ocmoTpoB 1 pa3 B 2 mecaua Kaxablh mecau, namn 2 pasa B mecal,

YypexaeHue gnn PernoHanbHbI NepuHaTanbHbI | DKCNEPTHbIN LEeHTp.

poaopaspeLleHunn LeHTp
MepuHaTanbHbIM LEHTP 3 yPOBHA

Anroputm BeaeHua naumeHta ¢ FTKMNM

PucyHoK (He npuBoguTCA)

MpunnoxkeHue B
MHOOPMALMUA ANA NAUMEHTOB

0O6wme peKomeHaaLunm no obpasy KuU3HU (agantTuposaHo us [4])

Ob6nactb PekomeHaaumm

Harpysku MauneHTam cneayet nsberaTb COpeBHOBATE/IbHOMO CNOPTA, HO MO BO3MOMHOCTU
noaaep>mMsaTb 06bl4HbIN 06pa3 KMU3HU. B OTCyTCTBME CUMNTOMOB M GaKTOPOB
pucka BCC naumeHTbl ¢ TKMI moryT yyactBoBaTb B $U3NYECKON aKTUBHOCTU OT
Hebo/IblLIoWN A0 cpeaHen cTeneHU MHTEHCUBHOCTU, B COOTBETCTBUM C
pekomeHJaumamMmn Kapauosora.

Owverta MaumeHTam cnegyet cTapaTbCA NOAAEPKUBATD HOpMaﬂbeIVI BecC Tena.

Mpuem 6onblworo o6bema NULLM MOXKET BbI3BaTb 60N B FPyAHOM KNETKE,
ocobeHHO y nauneHToB ¢ obcTpyKumen BT/TXK.

LlenecoobpasHo Yactoe ApobHOe NMUTaHue.

3anopsbl - YacTblii NOBOYHbIN 3¢ deKT Bepanammna**, gonKHbI
KOHTPO/IMPOBATLCA AMETON U/UAK cNabuTenbHbIMM CPeaCTBAMMU.

Mpodeccun BonbwnHCTBO NaumeHToB ¢ FTKMI moryT npogonkaTb 06bIYHYIO TPYA0BYHO
OeATeNbHOCTb. YPOBEHb GUINYECKUX YCUANI Ha paboTe A0KeH
COOTBETCTBOBATb KIMHMYECKOMY CTaTyCy NnauueHTa.

[Nna HeKoTopbIX BUAOB AeATeNbHOCTU (NMN0TUPOBaHME, BOEHHanA cy»ba)
CYLLLECTBYIOT CTPOrMe orpaHuyeHusa Npu npMeme Ha pabory.

KypeHue HeT aaHHbIX 0 cBA3M TabakoKkypeHua n FTKMI, Ho naymeHTam HeobxoAUMO
npeaocTasmTb MHGOPMALMIO O PUCKAX ANA 340POBbA, CBA3AHHbIX C KypPeEHNEM.

CeKcyaanaﬂ Y naumMeHToB O0/1KHA 6bITb BO3MOMKHOCTb O6CY,CI,MTb MHTEpecyuine nx

dKTUBHOCTb BONMpPOCHI CEKCYBJ’IbHOI?I AKTUBHOCTU. MMauneHTbl nocne YCTaHOB/IEHMNA ONATHO3a
4acCToO UCNbITbIBAKOT 6€CI'IOKOI7ICTBO, Aenpeccuio n Ctpax nepenatb 3aboneBaHue
noTOMCTBY.

MauneHTam cnegyet 3HATb O BAUAHUU MPUHMMAEMbIX IEKAPCTBEHHbIX
npenapaTtoB Ha UX CEKCYa/IbHYHO aKTUBHOCTb.




MNaumeHTam cneayet nsberatb Nnpuema MHrMb6UTOPOB PocdoamacTepassbl,

0C06eHHO Npu Hanuumm obeTpyKunmn BTITK.
BoxaeHue BONbLWMWHCTBO NAUWEHTOB MOTYT NoAyYaTb BOAUTENbCKUE NpaBa U NPOAONKaTb
aBTomobuna BOAMTb MALLUHY, €C/IN Y HUX HEeT MHBAANAU3UPYIOLNX CUMNTOMOB.
BakumHayma Mpu OTCYTCTBUM NPOTMBONOKA3aHMN PEKOMEHA0BAHA eXXeroAHas BakunmHaums
oT rpunna.

HEKapCTBEHHbIe MauneHTam cnenyetT 3HaTb O NPUHUMaEMbIX UMW NEKAPCTBEHHbIX Npenaparax,

npenaparbl nx No6oYHbIX 3pdeKTax U MexKIeKapcTBEHHOM B3aMmogaeincTamu. Mo

BO3MOXHOCTU cneayeTt nsberaTb npuema nepmd)epmqecmx Ba3ogmnnaTtatopos,

ocobeHHo npu obcTpyKumnm BT/TK.
CrpaxoBaHue AnarHo3 FTIKMIT moKeT npuBecTn K 3aTpyAHEHMAM NPU CTPAXOBAHUM HKU3HW.
KU3HU
ABsuanepenetbl BONbWMHCTBO 6ECCMMNTOMHbBIX NALMEHTOB MU C HE3HAYUTEIbHOM

CMMMTOMATUKOM MOoryT 6esonacHo coBepLlaTb aBnanepeneTol.

nPUHUUINBI U OCOBEHHOCTU AUATHOCTUKU U OLEHKH

CEPAE4YHO-COCYAUCTOIO PUCKA MNMPU TKMN

Mpunoxkenne I

Mpunoxkenue N

Ta6bauua M1/r1. UsmeHeHna nabopaTopHbIX TECTOB, NO3BO/AIOLLME 3aM0403PUTb HEKOTOpble peHoKoNum

FKMN (apantuposaHo us [4])

Tect

3abonesaHus (peHokonum TKMM)

FemornobuH

Mpn aHemun ycunmearotca 6onu B prp,HOVI KN1eTke 1 o4bllKa, L ee
cnenyet UCKAKYaTb NpU USMEHEHUN CUMNTOMATUKU

AHeMmMA, BbI3bIBAA TaXMKapAMIO, MOXKET cnocobcTBoBaThb
ysenudenuio 'l 8 BT/TXK.

CHUMKEeHNE KMCNoPOoA-TPAHCMOPTHON QYHKLMU KPOBU MOXKET
ABNAETCA AOMNONAHUTENbHBIM GAKTOPOM ULLEMUN MUOKapAA.

OyHKUMA NoyeK

Y naumneHToB c TAXKeNol nesoxenynouykoBoit XCH morKeT bbiTb
HapyweHa GyHKUMA NOYEK.

CHukeHne CKD 1 npoTenHypua moryT HabntoaaTbesa npu
amunonaose, bonesHn AHgepcoHa-Pabpu U MUTOXOHAPUANbHbIX
6onesHax

MHYI n N-TepmuHanbHbIM
npo-MHYM (Nt-proBNP)

OunarHoctuka XCH Ha paHHel ctagun. MoHUTOPUHT TaxKecTn XCH u
oTBeTa Ha Tepanuio npu peHokonuax FTKMM KM (Hanp.




KapauanbHOM amunongose).

CepAeyHblii TPOMOHUH

MosblweH:

- y nauuneHToB ¢ TKMI, ocobeHHO Npu NporpeccMpoBaHnm
cumntomos KM,

- npu passutn UM 2 nam 1 tmna

- Npy HeKoTopblx deHoKonuax TKMIM (Hanp., KapananbHOM
amunongose)

OnpepeneHue
KOHLEeHTpaLmm cBO6OAHbIX
Nerkux uenem
MMMYHOTN06yAnMHOB (Kanna
n nambaa) B KpOBU N Mmoue

Mpu nogo3peHnmn Ha AL-amnaonaos cepaua

UccnepoBaHue KOCTHOTO
mo3ra

Mpu Noao3peHnn Ha amnaoMao03 cepaua

TpaHcammnHa3sbl NneyeHn

NeyeHoYHblE TeCTbl MOryT 6bITb U3MEHEHHbIMM npu
MUTOXOHAPUANTbHbIX 60!1€3HFIX, 60ne3HU JaHoHa

KpeaTnHdochoKnHaza

KpeatnHdocdokmHaza niasmbl Bo3pacraeT npu bonesHn JaHoHa u
MMUTOXOHAPUA/IbHbIX HONE3HAX, AECMUHOMNATUAX

AKTMBHOCTb anbda-
ranakTosngassl A B
nnasme/nenkoumTax (y
MYKUMH > 30 ner)

Y MyuuH ¢ 6onesHbio AHaepcoHa-d®abpu HM3Kas (< 10% oT
HOPMasIbHOro YPOBHSA) AN Heonpeaensaemas akTMBHOCTb anbda-
rasiaktosuaasbl A.

Y }KeHLWMH ¢ 6os1e3Hblo AHAEepcoHa-Pabpu ypoBeHb pepMeHTa B
niasme M eliKoumMTax 4yacTo B npeaenax HopMbl, MO3TOMY, NpK
KMHUYECKOM NMoA03peHnn TpebyeTcsa reHeTMYecKoe TeCTUPOBaHME.

[NoKo3a HaToLWaK

MoxeT 6bITb NOBbILLEHA NPU HEKOTOPbIX MUTOXOHAPUAbHbIX
bonesHAax

OueHKa dyHKuum
LWNTOBUAHOM Kenesbl

JonxHa 6bITb onNpeseneHa B MOMEHT NOCTaHOBKM AMarHo3a u
MOHUTOPUPOBATLCA Kaxkable 6 mecaues y nauneHTos c TKMI,
MONYYaAOLMX aMUOLAPOH**

J1aKTaT naasmobl

YBenmyeH y HEeKOTOpPbIX NaLMeHTOB NPU MUTOXOHAPUAIbHbIX
bonesHax

Ta6bauua M2/r1. dnekTpoKapauorpapuueckme aHoOMaauMu, NO3BONAIOWMNE NPEANONOMKUTD KOHKPETHbIN
AnarHos ¢peHokonum FKKMIM naum mopdonoruueckuin sapnant FIKMIM (no Rapezzi C. et al., 2013 [164])

OcobeHHOCTH

KommeHTapuii

KopoTkuit PR-

PaHHee BO3bYyXaeHMe }KenyA04KoB - YacTblh deHomeH 6onesHei

nHTepsasn/paHHee HakonneHus (6onesHu MNomne, PRKAG2 u JaHoHa) u
BO30YyKAeHue MUTOXOHAPUaNbHbIX 6onesHel (MELAS, MERFF).
KopoTkuii PR-nHTepBan 6e3 paHHero Bo3byKAeHMA Kenya04KoB
BCTpeyaeTcs npu 6bonesHn AHaepcoHa-dabpu.
AB-6n0Kaga Mporpeccupytolee 3amegneHme aTpPMOBEHTPUKYAAPHOTO




NpoBeAeHMA YacTo BCTPEYAETCA NP MUTOXOHAPUANBbHbBIX
3ab0n1eBaHMAX, HEKOTOPbIX 6ONE3HAX HaKoMNAeHMs (BKoYan 6onesHb
AHpepcoHa-Pabpu), ammnongose, 4ECMUHOMNATUAX, A TaKKe Y
nauneHToB ¢ mytaunamm B reHe PRKAG2.

BbipaxkeHHan MK (MHaeKc
CokosoBa > 50)

YpesBblyaiiHo 6onbwoin BonbTaxK QRS TunuyeH ansa 6onesHen Momne
“ [laHOHa, HO MOXKET BbITb Pe3y/IbTaTOM TO/IbKO PaHHEr0
BO3OYXKAEHUA }KeNyA04KOB.

Huskuit BonbTaxk QRS (1am
HOPMa/bHbIM BOMIbTAX
HEeCMOoTpPA Ha yBenyeHue
TONWMHbI CTEeHKM J1XK)

HusKknit BonbTaxk QRS B 0TCYTCTBME NEepUKapAManbHOro BbINoTa,
OXKMpeHuA 1 bonesHu Nerknx peako Habnwaaerca npu F’KMIM (3a
WCKNItOYEHMEM C/TyYaEB CTaAMM AEKOMMNEHCALMM), HO XapaKTepeH ans
naumeHToB ¢ AL-aMnNoNA030M U peXxe - NPU TPAHCTUPETUHOBOM
ammnoungose.

OnddepeHumnanbHbiii anarHos mexkay F'KMIM n KapauanbHo
dopmoit ammnnonao3a BK/IOYAET aHA/IN3 COOTHOLLEHUA
BO/IbTaxK/Macca JIXK:

aHOMa/ibHOe COOTHOLWEeHNe (HMSKMVI BOJIbTaXX NPU TONWNHE CTEHKHU

JIK = 12 Mm) XapaKTepHoO ANA KapauanbHOro ammnongosa
(4yBcTBUTENBHOCTD 75%, CneumdmnyHOCTL 67%).

BekTop QRS o1 -90° oo -150°

HabntogaeTca y nauneHToB ¢ CUHAPOMOM HyHaH, MmetoLmnx
BbIpaKeHHyo 6a3anbHyo rMnepTpPoduio, PacnpPOCTPaHAIOLLYHOCA Ha
BbIXO4HOM TPAKT IMHK.

MMraHTCKUMN HeraTUBHbIN
3ybeu T (> 10 mm)

TMraHTCKWIA HeraTuBHbIN 3ybel, T B npekopAManbHbIX U/uam
nepefHenarepasbHblX OTBEAEHUAX CBUAETE/NbCTBYET O BOBAEYEHUN
BepXyLKu JTIXK.

MaTonornmyeckuit 3ybey, Q (>
40 mc u/van > 25% raybuHbl

R-BOAHbI U/naun rnybuHa > 3
MM XOTs 6bl B ABYX
oTBegeHuAx, Kpome aVR

AHOManbHO rnybokuii 3ybel, Q B nepegHenatepanbHbiX OTBEAEHUAX,
06bI4HO C NONOXKUTENbHOM T-BOJHOM, aCCOLLMMPOBAH C
acUMMETPUYHOM runepTpodmen JTXK.

AHOMa IbHaA NPOAOMKUTENLHOCTb 3ybLa Q (= 40 ms)
accoummpoBaHa ¢ obnactamm pubPO3HOro 3ameLLeHus.

CBoayvaTas 3neBauus
cermeHTa ST B n1aTepanbHbIX
rPYyAHbIX OTBEAEeHUAX

Y HeKOTOpbIX NALNEHTOB C aNMKaAbHOW NN ANCTANIbHOM
runeptpoduel pa3BMBatoTCA anMKaibHble aHEBPM3MbI, MHOTAA
accouMmpoBaHHble ¢ PubpPo30M MmroKapaa. Manbix pasmepos

QHeBpPU3MbI BbIABNAIOTCA TONbKO Npu MPT cepaua, IXOKT ¢
KOHTPACTUPOBAHUEM UAN BEHTPUKYAOTPaduUK, 4acTo acCOLMMPOBaAHDI
C aneBaumeli cermeHTa ST B naTepasbHbIX FPYAHbLIX OTBEAEHUAX.

Ta6auua N3/r1. Napametpbl npotokona TT-IXOKIM-uccnegosanua y naumenta ¢ TKMIM (agantuposaHo n3

[216])

MapameTpbl

KommeHTapum

TonwmHa muoKapga /K (8 16
cermeHTax J1XK)

- U3mepeHue TonwmHbl cTeHoK /1K cneayeT NpoBoANTb B KOHEYHO-
AMacTosiyeckyto ¢asy, NpesnouTUTeIbHO - B MapacTepHasibHOM




Konunyectso
rmnepTpodUPOBaHHbIX
cermeHToB J1XK

no3nuMm No KopoTkoi ocn JTXK (KenaTenbHO TONLWUHY MUOKapAa B
rmnepTpodMPOBaAHHbBIX CEFMEHTaX OLLEHNBATb B HECKO/IbKUX
NPoeKLUMAX, HO U3MEPEHMA B aNMKaNbHbIX CKaHaX NepeoLeHNBatoT
TO/ILMHY MMOKapAa U3-3a OrpaHMYeHuit 6OKOBOro paspeLleHmns).

- U36eraTb BKAOUEHMA B TONLWMHY MUOKapaa MHK-Tpabekyn.

- KpUTU4YHbIe NOKasaTenn: MakCMmanbHaa ToALWMHA CTeEHKN JIK
(cTpaTnduKauma pmucka BCC) 1 ToNWwMHA CTEHKN B MecTe
MUTPaNbHO-CENTA/IbHOIO KOHTaKTa (Bbibop CM3-CAA).

Tun runeptpodun JTK

MatTepH mopdponormm MK

AcMMMETPUYHAA, CUMMETPUYHAA, aNNKaabHaA, CpeguHHO-
Kenyaoukosas, gpyrme otaensl J1K.

Mopdoorus M. gBoAKOBLINYKAAA, CUTMOBUAHAA, TMNepTpoduA
Bceit M.

TonwmHa mmnokapaa MK

OueHuMBaloT B 6a3a/bHbIX, CPEANHHDIX M aNMKaZIbHbIX CErMEHTaxX
(HopmanbHble pasmepbl <5 MM B U306paXKeHMM NapacTepHa bHOM
no AJIMHHOM OCY HAa YPOBHE XOPA, TPMKYCNUAANAbHOTO KnanaHa).
MN3beratb BKAHOYEHWUS INNKAPAMANBHOTO XKUPa B USMEpPeHUe
MnoKapga MNxK.

TeKkcTtypa mmokapga /1K

"BaecTAwmn", rpaHyNApHOCTb (418 UCKAoYeHUA deHoKonuin
rKMn).

Hannume Kpmnt mmokapaa (npu MPT 6osiee TouHasa guarHoctuka).

NccnepoBaHue pasmepos 1
obbemos JTHK

KOP <*>, KCP, KZ1O n KCO

<*> MpumeyaHue: npu S-obpasHoin MM KAP cheayet usmepaAts B
2 BapMaHTax - Ha ypoBHe 6a3anbHbIx cermeHToB /1K 1 6anKe K
CPEeAMHHbBIM CEFMEHTAM, F4e OH MakCMManeH (CM. pekomeHaaunm
ASE 2019)

UccneposaHne pasmepos MK

B napactepHanbHOM M anMKaNbHON NO3MLUK

NccnepgoBaHne pasmepos u
obvemos /1M wn NN

Ysenunyenue JIM1 oTHOCKUTCA K ONOAHUTENbHbBIM GaKTOpam pUCKa
BCC

OueHKa TONWUHBI
MeXnpeacepaHoi
neperopoaKm

Ona ncknoyenusa deHokonuin FTKMIM (amunnonaos)

Bu3yanbHan oLeHKa KNHEeTUKMU
munokapga JIXK u MK

BbiaBneHue 30H nwemmmn/nepeHeceHHoro MM

Bu3yanbHasa oLeHKa KnanaHos
(MK, AK, TK, MK)

Ocoboe BHMMaHUe - MK:

- HaAn4YMe nepeaHe-CUCTOIMYECKOTO ABUKEHMA CTBOPOK MK,
HaAn4yMe MUTPaNbHO-CENTAZIbHOTO KOHTaKTa (BaXKHas
Xapaktepuctmka N’KMI, Ho TaKKe MOXKeT HabatoaaTbcA He Npu
KM y naumeHToB ¢ ManeHbKUM J1XK He3aBUCUMO OT HaNMumA
1K, npy runosonemmu, Nocsae KapanmoTopaKaabHbIX
XMPYPrUYECKUX BMELLATENbCTB)




- eCTb 1 yANNHEHUe (M36bITOYHOCTL) CTBOPOK MK, Hanuume u
cTeneHb NposabupoBaHma cTBOpPoK MK.

I'Ianmnnﬂprle MbILILLbI

Konnuyectso, ectb v aucnokauma

Hannuune n cteneHb
obcTpykumm BT/TK nam
CPeANHHO-}Key40UYKOBOM
obcTpyKuMmn

- Peructpaums KpoBoToKa yepes AK/BT/IXK - naTtrepH
AONnNNepoBCKOro cnekTpa n seanunHa 4 s BT/IK.

- CnepyeT ncnosb3oBaTh cnegytolwme Gopmynbl 415 pacyeTa [ B

BT/1)K: ypaBHeHue bepHynun A p =4 x V max?, eC/i1 MOXHO TOYHO
N3MepUTb CKOPOCTb KPOBOTOKA B NyTU OTTOKA J1XK; dopmyna

KAMHUKK Meiio " A p = [(4 x V max MP?) + p/IN] - cuctemHoe
cucTonmyeckoe ALl", ecnm Haanume BblParKEHHOW MUTPANbHOM
peryprutaumm He No3BoAAET TOYHO M3MEPUTL CKOPOCTb KPOBOTOKA
B NyTK oTToKa J1XK (p/1M - gaBneHne B N1eBOM Npeacepanm,
NCNOob3yeTcs KOHCTaHTa - 20 mm pT. CT.)

- Heobxogumo ybegunTbecs, UTO PErMCTPUPYETCA TO/IbKO KPOBOTOK B
BT/TXK 1 He "3axBaTbIiBaeTcA" TOK MUTPabHOWN peryprutaumm.

- Echn B nokoe '] 8 BT/TK < 30 mm pT. CT., cnegyeT npoBecTH
NPOBOKaLMOHHYO Npoby BanbcanbBbl.

- 'Y HeKoTOpbIX NauneHToB BennuunHa [ 8 BT/1XK 6onblie B
NOJIOXKEHUN CUAOA U CTOSA, YEM NieXKa, MO3TOMY HeobxoanMmo
namepeHune ' 1 B NONOKEHUN NAUMEHTA CUOA W CTOA.

EcTb v 0b6CTPYKLMA
BbIXOo4HOro Tpakta MK

Perncrtpaumna ckopoctu KpoBoToKa B BTIMXK 1 Ha ypoBHe cpeanHHbIX
cermeHToB MK

OueHKa KianaHHom
peryprutaumm, ocobeHHo MP

Mpun MP, obycnosneHHol MNCA MK, TOK, Kak NpaBW/Io, HanpaBs/eH
NaTepanibHO U K3aam, a cTeneHb MP nponopuyoHanbHa
BblparkeHHocTw MNCA 1 MUTPaNbHO-CENTaNbHOMY KOHTAKTY.

Ecan HanpasneHme Toka MP aTUNMYHO MM HE NPONOPLMOHANAbHA
MNCA, Bo3morKHa camocToaTenbHaa natonorna MK; 310 KpUTUYHO
Ans Bblbopa XMPYpPruyeckoro Uamn sHA0BaCKYIAPHOro MmeToaa
neyeHus.

UccnepoBaHue
cuctonnyeckom dyHKumm J1K
n MK

®B J1}K yacTo cBepxHOpMasibHa, 0COBEeHHO Npu ManeHbKkom J1XK,
UYTO MOMKET He KOPPEKTHO OTPaXKaTb COKPATUMOCTb
KapaMommoumToB. bonee ToYHbI NPOA0/bHbIN 2D-strain u
TKaHeBas gonnneporpadus (s' < 4 cm/c - npeaukTop passutna XCH
M NJIOXOr0 NPOrHo3a).

Ona MXK: TAPSE, 2D-strain cteHKu XK.

UccnepoBaHue
Amnactonmyeckon dyHkumm JIIK

CornacHo pekomeHgaumam ASE n EACVI (2016) npu FTKMTI cneayet
OLLeHMBATb CTeMNeHb ANACTONNYECKOM AnchyHKLMN. Kntouesoi
napameTp gnactonnyeckon gucodyHrumm J1XK - gasneHue
HanonHeHua JIXK (KOO S1XK). Ero HemHBasuBHasA oLeHKa
MHorodakTopHa. Mo pekomeHgauuam ASE u EACVI (2016) npwu
KM BbiBOA 0 nosbiweHun KOO /1K chepyeT, ecau:

1.cp. E/e' > 14 cm/c,




2. pasHULUA ANNTENBHOCTU PEBEPCUBHOM BOMHbI A B
JIErOYHbIX BEHaX U BOJIHbI A TPAaHCMUTPAIbHOTO KPOBOTOKa (Ar - A)
2 30 mc,

3. nHaekc obvema JM 2 34 ma ma/m?,

4. NNKOBasA CKOPOCTb TPMKYCNNAANAbHOM peryprutaumm > 2,8
m/c (CONA > 35 - 40 mm pT. cT.)
Bonee nogpobHO 06 anropUTMax OLLEHKM ANACTONNYECKON
ANCOYHKLMU B Pa3HbIX KAMHUYECKUX CUTYALUAX - CM.
pekomeHaaumm ASE/EACVI (2016) no nccneaosaHuio
anacrtonnyeckomn GyHKumm J1XK.

OueHKa npoao/ibHOM
aedopmaumm XK (2D-strain)

C nocTpoeHuem cermeHTapHom cxembl-muweHun JIXK (bull's eye).
MaTtTepHbl 2D-strain pasanyHbl npu TKMIM 1 peHokonmax TKMIM.

OueHKa HanMuma XnNaKocTu B
nosoCTn nepuKkapga

NckntoueHne dpeHokonuit FTKMIT (xapakTepHo Ans KapauanbHOro
amuionaosa).

OueHKa gnameTpa un cteneHun
KON/1abnPOBaHUS HUKHEN
NoJIOM BEHbI

Heobxoauma gns pacyeta CANA.

Ta6bnauua N4/r1. JononHutenbHbie onuum npn IXOKI

Onuyua

Llenb nucnonb3osaHuA

OugeHka npogonbHol gedopmaumm JIK

(2D-strain)

C nocTpoeHMem cerMeHTapHOM cxeMbl-MuLLeHn JTK
(bull"s eye). MaTTepHbl 2D-strain pa3nnyHbl npu FTKMIM u
deHokonuax FTKMN

3-D peKoHCTPYKLMA

OueHka mopdonornm MK gna Bbibopa XMpypruyeckoi
TaKTUKK

Tabnuuya M5/T1. 3xokapguorpaduyeckme o0cobeHHOCTH,
deHokonum TKMN (agantupoBaHo u3 [4])

nossosadwwme npeanonoXntb AUArHo3s

OcobeHHOCTH

KommeHTapum

YToAueHne mexnpeacepaHomn
neperopoaxu

Amnnonaos

YTonweHune ctBopok MK

Amunnounaos, 6onesHb AHaepcoHa-dabpu

MnepTpoduma ceoboaHoM cTeHKN MK

AMnI0MA03, MUOKapauT, 6onesHb AHgepcoHa-Pabpuy,
CMHApOM HyHaH

MepuKkapamanbHbii BbINOT

AMMIOMA03, MUOKapaUT

YBennyeHne axoreHHOCTU mmokKapga J1K

Amnnonaos

KoHueHTpuueckaa MK

MMTOXOH,CI,pMal'IbeIe 60l'le3HM,

amunonaos, 6onesHb AHaepcoHa-d®abpu, myTaumm B




reHe PRKAG2

DKCTpemanbHasa KoHueHTpuyeckaa 1K BonesHb [laHoHa, 601e3Hb Momne
(TonwmHa cteHoK = 30 mm)

nobanbHas runokmHesns J1XK MuToxoHApUWanbHble 60/1€3HM, aMnaoMa03, MyTaLUn
(c Hannumem mnm otTcyTcTBUEM B reHe PRKAG2, bone3Hb [JaHOHA, MUOKapauT,
aunatauunm N1XK) nosaHaa ctagma IKMIM, 6onesHb AHaepcoHa-Pabpu
O6CTpYKUMS BbIXOAHOro TpaKkTta MK CuHapom HyHaH M accoumMmpoBaHHble CUHAPOMDI

Ta6bauua N6/r1. NapameTpsbl, KOTOpble Heo6xoanMMo oueHutb Npu MPT cepgua y naumenTa ¢ TKMMN

CTpyKTypbI MNapameTpsbl

K KAOP, KCP, ®B, macca mmokapaa

Hannune HapyLweHuii cermeHTapHOro CoKpalleHma MmruoKkapaa JIK

BT/TK AHaTomuyeckme ocobeHHocTn BT/TXK, TMna u mecta obctpyKumm B JIK

BennunHa nukosoi ckopoctu/T [ 8 BT/ (pa3oso-koHTpacTHas MPT ¢
KOAMPOBaHMEM CKOPOCTH)

MK KAOP, KCP, ®B, pasmepsbl, Hannuune obcTpyKummn B BTIHK

Mwuokapg, /1K - TonwmMHa MHMOKapaa IEBOTO KeyAo4Ka B ANACcTONy NO KOPOTKoM ocu JIHK
coriiacHo 17-T1 cermeHTapHOM moaenmu

- Nlokanusauma/pacnpocTpaHeHHOCTb/KONMYECTBO rMNepTPodUPOBaHHbIX
cermeHToB JTXK

- mopdonormyeckuit Tun FKKMIM (acummeTpuyHan, CUMMeTpUYHas,
anuKanbHas, cpegHexenyn04KkoBas)

- natTepH mopdonorum MM (aBosKoBbINyKNas, curmoBuaHas, sca MHKIM)

MNosgHee Hanuuue, natrepH, pacnpoctpaHeHHocTb MHI B % oT 06Lueit maccbl MMOKapaa

HaKonnaeHue K

ragonvHUA

MP n TP Hannune mumtpanbHON M TPUKYCNNAANAbHON peryprutaymm, ctenelb, dpakumns
peryprutaumm

Annapat MK CTpoeHue, onucaHme aHoManuii (cmeweHme/ " pacuienneHme" ronosok u

(cTBOPKMK, XOPAbI, | IMNEPMOBMABHOCTb NANUANAPHDLIX MbILLL,), CBSA3b C 06CTPYKLUMen BT/IK 1

nanuAnsapHble MUTPaNbHOW peryprutaumen

MblLLLbI)

aNwvnn Pasmepbl

HononHutenbHble |Mpu naaHnposaHmm CM3/PM3 - naeHtuduumposaHme "Kpunt" y naumMeHTos c
aHoOMannu KM ¢ yKa3aHuem Konmdectsa 1 rnybuHbl gedeKktos

Ta6bauua N7/r1. BapnaHTbl Harpy3o4HbIX TECTOB



Harpy3o4Hbliit Tect Annapatypa ana MokasaHua/uenb
Harpyskm
Harpy3ouHbIn TecT ¢ Tpeamnn CtpatnduKkaumsa pmucka BCC
pernctpauuen K n A
Benosprometp
(pexxe)
Crpecc-9XOKI Tpeamnn - AnarHocTMKa NaTeHTHOM 06CTpyKUnK
"Nexaumin"
BENI03ProMeTp - CtpatndumKkauma pucka BCC (guHammka AL n
rn)
- UlhayunpyeTtca v nwemuna mmokapaa
- OueHKa 3¢pdeKTMBHOCTU NPOBOANMONA
Tepanuu
- MnaHMpoBaHWe AMarHoCTMYecKnx
MepPONPUATAIA Y NaLMEHTOB C 6oNsMK B
obnactu cepaua (HeobxoammocTs KAT)
dprocnMpomeTpumsa Tpeamunn Mpn NNaHMpPOBaHUK TPAHCMIAHTaLMK cepaLa

Ta6bnauua N8/r1l. AuarHocTMKa y poacTBEHHUKOB nNpobaHpa, HocuTenen mytaumii reHotun(+)/dpenotun(-)
B aornnepTtpodurueckoi ctagum (agantuposaHo us [173])

3THonarorexdes MeTtoab! AMarHocTukKn [/ Haxoauu
MyTauma B reue,
Koaupyowem - - == TeHeTUYeCcKnin aHanus
capromepHbiin Benor

v

i 3XOKI/MPT:
AedexT capkomeproro ; avomanuu MK M nanuanapHbIX
6enxa Mbilllly, KPWNTbI MUOKapAa
& IXOKT:
J cropocTHbIE nokasaTenu npu
b g TRAHEBOM gonnneporpadum
Hapywemue o >4
cokpatumoct KMLL g/ 4 aedopmaumns muorapaa JIHK
-
2 =
Disarray - E = M3meHenua Ha KT
®ubpo3 % MPT: m.6. 3oubl MHM
v
Mneprpodusa

Ta6bauua N9/r1. dakropbl pucka passuTna MHGapKTa MMoKapga 2 Tuna y naumeHTos ¢ FTKMI



Mposoyupyouwme
basoBble YyC/N0BUA: ¢:KT°:‘H?V =
Crenos KA dakropbl : T;)(AHEBPAHH

<50% XPOHUYECKOM o
(8 crapwen
mmu;»i + ::::(:::! + * Harpyska
oo +  daxTopsl
e DE CHUKEHMA
ne un
HOCTb (INOCA) M“':t::m

—

UM 2 tuna (MINOCA) /
OCTpoe noBpeXxaeHne MMoKapaa

Tabauuya N10/T1. Cxema gudpdepeHymnanbHoro anarHosa NKKMIM u 6a3anbHO cenTanbHOM runepTpodumn
(apanTuposaHo us [437])

S-o6pa3uan MK
Tonuwmua nepegue-GasanbHoro cermenta MM > 12 mm

OtHoweHune TMIKN(Gasanbubiit cerment) / TMHKN(cpeauuin cerment) > 1.5

HET Cemelubiid anamues FTKMMN/BCC na

HEeT Knuuuueckana cumnTomaTuka Aaa

HET O6cTpyruyma BT/UK, NCA MK na

HeT TV > 1.5; 301K > 1.1 Aa

« »

BblﬂyIUlOCTb HeonpegeneuHo rKkmn

6asansHoi MM l

HEeT nycr npum MPT Aa
HeT MPUUMHHEA MYTauWua NPU FreHETUYECKOM TECTUPOBaHUK aa
HET wdisarray» kapaumomuountos npu Guoncum muokapga aa

Ta6bnauua N11/T1. AuddepeHuymanbHan guarHoctuka TKMM u cnoptusHoi MK



Cnoptcmen, T, TonwmHa cteHkr JIXK > 13 mm

rKmMn

CnoptusHas IT1XK

CemelHbin aHamues TKMN

Heuckuid non

3KI: narrepHbl FTKMIN

IXOKI, MPT: KAP /<45 mm;
acummeTpuyHan [JIK; OTC >0,5; rak
npaswno y cnoprcmedos Hert NCA MK;
Anacronumyeckan [A®; ectb 30HbI MHI
(He B HayanbHbix dasax);
Crpecc-tectol: VO3 makc. < 50
ma/ur/mund wnu < 120% OMUAIEMON;
m.6. HP; m.6. VAL wau vegocr.
NPUPOCT Ha NUKE Harpysxu

HeT yMmeHbLIeH WA TONWMHbI CTEHOK
NIK yepes HecKONbKO Mecaues nocne
npexkpaueHmns Harpyskm

HeTt cemeiHoro avamuesa FKMN
SKI: BONbTaMHbIE Npu3Haku MK
IXOKI n MPT: KAP NMK>45 (55) mm;
acummeTpuyHas [JIHK; OTC < 0,5;
Het NCA MK; cynpadopmanbHas Ao
JIK (ysenuueuune cRopoCcT paHHero
Hanonuenua JUK); s’ > 10cm/c;

HeT 304 MHT;

Crpecc-tectei: VO, makc. > 50
mn/ur/muy wan > 120%
ommuaaemoi; Het XHHP;
HOpManbHaa peakuwa Al
YmeublieHue ToAwmHbl creHor ST
Yyepes HeCKONbKO Mecaues nocne
MpexkpaleHna Harpyssu

Ta6bnauua N12/T'1. OrpaHuueHns B MeToAax AMarHOCTUKKN Npu 6epemeHHOCTH

MeTtop OrpaHnyeHuna YYP yan
JKI HeT orpaHnyeHni 1 C
dnekTpo-pusmnonornyeckoe | MorKeT ObiTb BbIMOJHEHO MO }KU3HEHHO 3 C
uccneposaHue BaXXHbIM NMOKa3aHUAM
IXOKI TT-9XOKT - HeT orpaHU4eHNM 1 C
YM-29XOKT - ecam TT-9XOKI HegocTaTouHO A
NOCTAaHOBKU AMArHo3a Uan agetanmsaumnm
HapyLleHWIA.
MPT Bes3 Mcnonb3oBaHMA KOHTpacTa (ragonnHuin) 2 C
MOXKeT bbITb BbINONHEHA B c/lyyae, ecnn IXOKI
HeA0CTAaTOYHO A/1A NOCTAHOBKMU ANArHO3a
KT/MCKT Mo3KeT 6bITb BbINOIHEHA MO XM3HEHHO 3 C
BaXXHbIM NMOKa3aHUAM
PeHTreHorpadua opraHos Mo3KeT 6bITb BbINOMHEHA B C/lyYae, ecnu 3 C

rPyAHOM KNEeTKM

apyrmne metoabl O6CJ1€AOBaHMF| HEe MOryT
06BACHUTL reHes OA4bIWKN

Ta6bauua N13/T'1. YnpouweHHaa mogenb KAMHMYECKMX BapUaHTOB TeueHna FTKMIM




FeHEeTHIECKI AcHmnToMHan AcHMNTOMHAR
pedexr = AornnepTpodmueckan =3 runepTpoduNecKan craams
cragns (+/- 06cTpyxuma BI/IAK)
— y i
m;om € CumnToMHan Risncsaudi
runeprpoduueckan =P JUK + svipaw.
CrabunsHoe cragua obcrp. BIXK
+/- obcrpyruma BTDK
m."u. { exnaccuveckuin mopdo- & ¢
GyHKUMOHANBHEIN deHoTHn D ) wé
> BCC
v
+ Qn + MIWEMHA, T
CTEHOKBPAMA, l
UM 2 Tuna =
HebBnaronpuatHoe
* v \ 4 ek O
h 4 XCH lI-IV cr. P
AnukansHan 3|  PBmKSO% -> OBAw<SO% )
anespuama JIK KypabensHan [ pedpaxrepHan

MpunoxkeHue 2

LLUKAJIbl OLLEHKU PUCKA

Ta6bnauua M1/r2. WKana NporHo3MpoBaHWUA BEPOATHOCTU O6HApYy)KeHUA reHeTUYeCcKUX BApUAHTOB MNpu
rKMN (apantuposaHo u3 [170])

HasgaHme Ha pycckom s3blke: LLKana NporHo3sMpoBaHMA BEPOSATHOCTM OOHapPYXKEeHUA TreHeTUYeCKuX
BapuaHToB npu KM

OpurnuHanbHoe Ha3BaHWe (ecn ecTb): HeT
MCTOUYHMK (0dMLManbHbIl caT pa3paboTumKkoBs, NybanKauma ¢ Baangaumen):

Ingles J. Non-familial hypertrophic cardiomyopathy prevalence, natural history, and clinical implications.
Circ Cardiovasc./Ingles J., Burns C., Bagnall R.D. et al.//Genet. 2017:10 [170].

Tun (NnogYepKHyTb):
- WKana oueHKu

- UHAEKC

- BOMPOCHUK

- Apyroe (yTOYHUTb):

HasHayeHue: KAMHUYECKUIA MHCTPYMEHT A/18 NPOrHO3MPOBAHUA BEPOATHOCTU OOHApPYXKEHUA FEHETUYECKUX
BapuaHToB npu KM



CopeprkaHue (LabnoH):

MepemeHHan bannebl
Bospacr, net 20 0
20-29 -1
30-39 -2
40 - 49 -3
50-59 -4
60 - 69 -5
70-79 -6
80 -7
KeHWuHbI -4
ApTepunanbHaa rmnepTeHsma -4
"NBoaAKkoBbINyknasa" popma MM (aHrn. "reverse curve") 5
CoOTHOLEHWE TONLWMHbI 1,46 0
MHM/3CNHK
1,47 -1,70 1
1,71-1,92 2
1,93-2,26 3
2,27 4
Kntou (MHTepnpeTauus):
Cymma 6ann108 < 2 npefcKasbiBaeT HU3KYIO BEPOATHOCTb OBHAPYKEHNA reHeTUYECKMX BapMaHTOB
B NMPUUYUHHbIX reHax, Hambonee pacnpocTpaHeHHbIx npu FTKMIM

Tabauuya N2/r2. HCM Risk-SCD. LWkana oueHkn pucka BCC y naymenTos c FTKMI (esponeiickaa moaenb)

HasBaHwue Ha pycckom s3bike: HCM Risk-SCD. LLkana oueHku pucka BCC y naumeHToB ¢ TKMIM (eBponelickan
Mmogenb).

OpuruHanbHoe HasBaHue (ecnu ectb): HCM Risk-SCD
NCTOUYHMK (0opUuUManbHbIi caiT pa3paboTumKos, Nyb6aAnKauua c Banmaaumen):

O'Mahony C. A novel clinical risk prediction model for sudden cardiac death in hypertrophic
cardiomyopathy (HCM Risk-SCD)./O'Mahony C., Jichi F., Pavlou M. et al.//Eur Heart J. 2014; 35: 2010 - 2020 [181].

Liebregts M. Validation of the HCM Risk-SCD model in patients with hypertrophic cardiomyopathy following
alcohol septal ablation/Liebregts M., Faber L., Jensen M.K. et al.//Europace. 2018; 20(FI2): 198 - 203 [300].

"KanbkynaTtop" Ha caite http://doc2do.com/hcm/webHCM.html

Tun (NnoaYepKHYTL):



- LWKaNa OLLEHKM

- MHAEKC

- BOMPOCHUK

- Apyroe (yToO4YHUTb):

HasHayeHue: KAMHUYECKUI MHCTPYMEHT AN1A NPOrHo3mMpoBaHua pucka BCCy nauneHTos ¢ TKMIM.

CopeprKaHue (wabnoH):

LWkana pucka BCC HCM Risk-SCD (eBponelickana moaenb)

MNoKasbliBaeT ny4lwme pesynbtaTbl y naumeHToB FTKMI ¢ Bbicoknum puckom BCC

Kanbkynsatop 5-netHero pucka BCC Ha ocHOBe Mogenun, B KOTOPOW yYMUTbIBAIOTCA Ceaytoume
napameTpsbl:
1. CemeliiHasa ncropus BCC
2. CuHKONbI
3. HYXKT
4. MaKc. TonwmHa cteHkn JIK
5. Bospact
6. AvameTp /1M
7.74 8 BT/TK

MapameTpbl BHOCATCA B "KanbKynatop" Ha cavte http://doc2do.com/hcm/webHCM.html

Kntou (MHTepnpeTauus)

WMKO*** nokasaH, ecim puck = 6%;
NUKO*** moeT 6bITb PaCCMOTPEH, eCAM PUCK = 4%, HO < 6%;
MKO***, Kak NnpaBWo, He NOKa3aH, ec/iv pUck < 4%.

LLikana HCM Risk-SCD 6bina BannamMpoBaHa Ans NauMeHTOB C NpeLlecTsytollel peaykumnen MK
metogom CAA. [175].

Ta6bauuya N3/r2. LWkana oueHkun pucka BCC y naumnenTtos ¢ TKMI (amepuKkaHckaa mogens)

HasBaHue Ha pycckom asbike: LLIKana oueHKn pucka BCC y naymeHToB ¢ TKMI (amepurKaHcKas mogens).
OpuruHanbHoOe Ha3BaHWe (ecnu ecTb): HET

MNcTouHMK (odrumanbHbI caliT pa3paboTumKoB, NybanKauma ¢ Banugaumnen):

2011 ACCF/AHA guideline for the diagnosis and treatment of hypertrophic cardiomyopathy: executive
summary: a report of the American College of Cardiology Foundation/American Heart Association Task Force on
Practice Guidelines//Circulation. 2011; 124(2): 2761 - 2796 [3].

Goff Z.D. Sudden death related cardiomyopathies - hypertrophic cardiomyopathy./Goff Z.D., Calkins
H.//Prog Cardiovasc Dis. 2019; 62(3): 212 - 216 [121].

Tun (NnoaYepKHYTL):

- WWKaJslia OUuEeEHKN



- MHAEKC
- BOMPOCHUK
- apyroe (yTO4YHUTB):

HasHayeHue: KAMHMYECKUI MHCTPYMEHT A4 NPOrHo3mMpoBaHua pucka BCC y naupeHTos ¢ TKMI.

CopeprkaHue (wabnoH):

LLkana pucka BCC (amepunKaHcKas moaesb)

dakTopbl pucka BCC

JloKkasaHHble 1. NpepoTepaleHHas BCC (BbIKMBLLME NOCNE OCTAHOBKU cepALa
dbaKTopbl pUCKa Bcneactene OT nan OX)
BCC 2. CnoHTaHHaA yctonymean KT
3. CemeitHana uctopua BCC scneactene N’KMMN
4. MaKcMManbHas ToALWMHa cTeHKu JIK = 30 mm
5. Heob6bACHMMAanA cMHKONA B TeYeHMe nocaeaHux 6 mec.
6. HY}T = 3 Komnnekcos
7. HeapgekBaTHaA peakuma AL Ha ¢u13. Harpysky
Moandukatopbl 1. Bospact <30 net
pucka BCC 2. MHI npu MPT
3. Hanunume obcTpykumm BT/THK
4. HeobbsACHMMbIE CUHKONMbI B TEYEHUE NocnegHnx 5 net
MNogrpynnbl 1. AnuKanbHana aHespusma /1K
naumneHToB 2. PB JTIK < 50%
BbICOKOIO pUCKa
BCC

Kntou (MHTepnpeTauma) K umnnantauum UKO***:

dakTopbl pUcka BCC (amepunKaHcKas moaenb) UmnnaHTaumna Knacc no
NKO*** AHA/ACC
MpepoTspalieHHas BCC (BbIKMBLUME NOC/Ee OCTAHOBKM cepaua nokasaHa I

Bcneacteme KT unu ©X)

CvHKONa, BbI3BaHHAA CNOHTAHHON ycToumnsomn KT nam nokasaHa |
remogyHammyeckn sHaummas KT

Hanuune xota 661 1 13 cneayowmx pakTopos: noKasaHa lla
1. CemeitHana nctopus BCC scneactasmne FIKMIN
2. Heob6bACHMMan cMHKOMa B Te4YeHWe nociegHux 6 mec.
3. MaKc. ToAWwymHa cTeHkn JIK = 30 mm

CnoHTtaHHaa HYXKT + rnoKasaHa lla

X0TAa 6bl 1 N3 pakTOPOB-MOAMPUKATOPOB PUCKA AW NALUEHT
BXOAMT B rpynny BbICOKOro pucka BCC




HeagekBaTHas peakuus Al Ha du3. Harpysky + noKasaHa lla
X0TA 6bl 1 13 paKkTOPOB-MOAMDUKATOPOB PUCKA UAW NALUEHT

BXOAMT B rpynny BbICOKOro pucka BCC

CnoHTtaHHasa HYXKT nan HeapgekBaTHaA peakuna AL Ha ¢us. PaccmoTtpeTb Ilb
Harpysky 6e3 4onofHUTeNbHbIX GaKTOPOB PUCKA BO3MOHOCTb
BbiABNAEHHaA MyTaumAa accoummpoBaHa ¢ BbICOKMM puckom BCC, PaccmoTtpeTtb 11
6e3 apyrux pakTopos pucka BCC BO3MOXKHOCTb

Ta6bauua N4/r2. CHA2DS2-VASc. LLikana oueHKn pucka Tpomb03m60anueckmx oCNoXMHEHUI Y NaLUeHToB

¢ dubpunnaumein/TpenetaHmem npeacepanin

HasBaHue Ha pycckom asbike: CHA2DS2-VASc. LLIKana oueHKN pucka TpPoMB03MBOIMYECKUX OCNOKHEHUN Y

nauneHToB ¢ Gubpunnaumeii/TpenetaHnem npeacepamii

OpuruHanbHoe Ha3BaHue (ecaum ectb): CHA2DS2-VASc

NCTOUYHMK (oduLManbHbI caliT pa3paboTtumkos, nybankauusa ¢ Bannaaumein): Olesen, Jonas Bjerring, et al.
Validation of risk stratification schemes for predicting stroke and thromboembolism in patients with atrial

fibrillation: nationwide cohort study. Bmj 342 (2011): d124 [438].
Tun (NnoaYepKHYTb):
- LUKaNa OLEHKHM
- MIHAEKC
- BOMPOCHUK
- Apyroe (yTOYHUTb):

HasHauyeHMe: KAMHWYECKMI WHCTPYMEHT AAa NPOrHO3MPOBaHWMA pPUCKa
cuctemHoro Tpomboambonnsma npu pubpunnaumMm npeacepaui

CopeprKaHue (wabnoH):

nuwemMmmn4yecKoro WUHCybTa w

dakTOp pUcKa Bannbi
NHCynbT, TPAH3UTOPHAA ULLEMUYECKan aTaKa UaM apTepuanbHaa Tpomboambonns 2
B aHAaMHe3e
Bospact = 75 nert 2
ApTepuanbHasa rmnepTeH3nn 1
CaxapHblli anabet 1
3acToiiHan cepaeyHan HeaoCcTaTouHOCTb/anchyHKuma JIXK (B yactHocTn, OB < 1
40%)
Cocyaucroe 3abonesaHune (MHGaPKT MMOKapaa B aHamHese, nepudepunyeckmii 1
aTepoCKNepo3, aTePOCKAEPOTUYECKME BAALLIKKN B aopTe)
Bospact 65 - 74 roga 1




*eHcKknii non

Kniou (MHTepnpeTtayua):

Cymma 6annos no wkane

CHA2DS2-VASc

OKnpgaemasn yacrora MHCYNbTOB 3a rog

0 0%

1 1,3%

2 2,2%

3 3,2%

4 4,0%

5 6,7%

6 9,8%

7 9,6%

8 6,7%

9 15,2%

Tabauuya N5/r2. HAS-BLED. LLIKana oueHKN pucKa KpoBOTeUEeHUA

HaseaHue Ha pycckom Asbike: HAS-BLED. LLIKkana oueHKM pucka 601blIOro KpoBoTeYeHUs B TeyeHne 1 roaa
y nauueHToB C ¢ubpuanaumelt/TpenetaHnem npeacepanii, NOAYYalOWMX aHTUKOAryAHTHYIO Tepanuio B

co4yeTaHnn C VIHI'VI6MTOpaMVI arperauunmn TpOM6OLI,MTOB nnu 6es.

OpurnHanbHoe Ha3BaHue (ecau ectb): HAS-BLED

NcTouHMK (odmumanbHbI caliT pa3paboTumMKoB, Nyb6anKaLmaA ¢ Banugaumen):

Pisters R., Lane D.A., Nieuwlaat R., de Vos C.B., Crijns H.J., Lip G.Y. A novel user-friendly score (HAS-BLED) to
assess 1-year risk of major bleeding in patients with atrial fibrillation: the Euro Heart Survey. Chest. 2010 Nov;

138(5): 1093 - 100 [368].

Lip G.Y., Frison L., Halperin J.L., Lane D.A. Comparative validation of a novel risk score for predicting
bleeding risk in anticoagulated patients with atrial fibrillation: the HAS-BLED (Hypertension, Abnormal Renal/Liver
Function, Stroke, Bleeding History or Predisposition, Labile INR, Elderly, Drugs/Alcohol Concomitantly) score. J Am
Coll Cardiol. 2011 Jan 11; 57(2): 173 - 80 [439].

Tun (NnogYepKHyTb):
- WKana oueHKn

- UHAEKC

- BOMPOCHUK

- Apyroe (yToYHUTb):




HasHayeHue: KAMHUYECKUA UHCTPYMEHT A1 NPOrHO3MPOBAHMUA pPUCKa H6O/bLLIOrO KPOBOTEYEHUS B TeYEHMUe
1ropa

CopeprKaHue (wabnoH):

bykBa dakTop pucKa Bannsl
H ApTepuanbHaa rmnepTeHsmna 1
A HapyweHune GyHKLMN NeYeHU UM NOYEK 1wnnn2
S MHCyNnbT B aHaMHe3e 1
B KpoBoTeueHunsa B aHamHese 1
L NabunbHocts MHO 1
E Bospact (2 65 neT) 1
D 3noynoTpebaeHMe anKkoronem UanM npenapaTamu, 1wvnn 2
NOBbILLAIOLLMMMN PUCK KPOBOTEYEHUI

Kniou (MHTepnpeTtauua):

Cymma 6annoB no wkane Puck 60nbLlI0ro KpoBoTeyeHUA B TeyeHne 1 roga
HAS-BLED
1-2 HW3KMin puck KpoBoTedeHun
>3 BbICOKMI pUCK KpOBOTEYEHUA

MpunnokeHune '3
MHbIE

Tabauuya N1/r3. MonekynsapHbiii natoreHes ¢peHokonuit TKMIM

Hosonorus (peHokonus MonekynapHbii naToreHes
rKmMn)
AlL-amunnonnos Mpn AL-ammnnongose KNOH ManUrHU3UPOBAHHbLIX NAA3MATUYECKUX

KNETOK CMHTe3upyeT B 601bLIOM KOIMYECTBE Nerkme Lenu (Kanna uam
naméaa) MMmMyHorn1o06yanHOB. YBennyeHne KoHLEeHTpauun benka-
npeAwecTBeHHMKa Bbllle HEKOTOPOTrO NOPOroBOro 3HaYEeHUA MOXKET
aBTOMaTUYECKU NPUBOAUTL K Havany GpubpuanoreHesa u OT/0XKEHNIO
amunonaa B TKaHsax. MNpu atom B 5% cnyyaes AMarHOCTUPYOT
npenmylLLeCTBEHHOE NopaxeHue cepala amuaona030M.




HeHacneacTBeHHbIM
(WtATTP)

M HacneACTBEHHbIN
(mtATTP)
TPaHCTUPETUHOBLIN
ammaonpos

B ocHOBe MONEeKyNspPHOro natoreHesa HeHacAeACTBEHHOTO U
HacneaCTBEHHOMO TPAaHCTUPETUHOBOTO aMMUIONA03a NexaT
KOHbOPMaLMOHHbIE U3MEHEHUA N AeCTabuan3aumna TeTpamepa
TpaHCTUpeTUHa. [lectabmamsaums TpaHCTUPETUHA NPUBOAUT K
HenpasuabHOMY GONANHTY Besika M arperaumm BapMaHTHbIX MOHOMEPOB
TpaHCTUpPEeTUHa c 06pa3oBaHMEM TOKCUYHbBIX MPOMEKYTOUHbIX
aMUIONAOTEeHHbIX MPOAYKTOB U aMUIOUAHbIX Gbubpunn.

ITU MexaHU3Mbl MOTYT HapPYLLATbCA C BO3PACTOM, YTO 0bbACHAET
nosbilleHne pUCKa pa3BUTUA HEMYTAHTHOIO TPAHCTUPETUHOBOTO
amunnonaosa (WtATTP) y anL, NOXKKUAOTO U CTapyecKoro Bo3pacTa.

HacneactBeHHbIM ATTR yalle BCTpeYaeTcs B SHAEMMYHbIX ANA 3TOro
3aboneBaHuna permoHax. Hanbonee YacTble reHeTUYECKUE BapuaHThbI:
Val30Met-ATTR, co cmellaHHOM CMMNTOMaTUKOM (HEBpOaOrMYecKan u
KapauonaTtuyeckas) c nosgHum gebotom n He-Val30Met-ATTR,
KapaMomMonaTUyYecknii BapmaHT 3abonesaHuns. M3BeCTHbI MyTauuuy,
Bbl3blBalOLLME CEMEMHbIE M cnopaanyeckme popmbl 3a6oneBaHus,
KOTOPbIE aCCOLMMUPOBaHbI C MPEMMYLLECTBEHHbIM NOPAXKEHMEM CEPALA
(Hanpumep, Vall22lle, lle68Leu, Thr60Ala, Leul11Met).

bonesHb AHAEepcoHa-
dabpu

MyTauus B reHe GLA (onucaHo 6onee 400), Koampytolem pepmeHT a-
ranaktosmpaasy A (% -Gal A) npUBOANT K 3HAYNTESILHOMY CHUNKEHWUIO
AKTUBHOCTN PpepMeHTa, BOB/IEYEHHOTO B MeTaboam3m
COMHIOrNIMKONNNUAOB. ITO NPUBOAUT K HAKONNEHWNIO
HerMapoIM30BaHHOro cybcTpaTa 6,10KMPOBAHHOM PpepMEHTHOM
peakLuMm U CONPOBOXKAAETCA YBEJIMYEHNEM YMCIA IM30COM B K/IETKaX,
HapyLleHMeM HOPMaNbHOTO GPYHKLIMOHMPOBAHMA 3TUX KNETOK U UX
rmbensblo.

HacnepnctseHHble
cuHgpomsbl ¢ TKMIM y
NoAPOCTKOB M MOJIOAbIX
B3POC/bIX, CBA3AHHbIE C
MyTauuAMK B reHe
PRKAG2

PRKAG2 kogupyet LAM®-akTnsmpyemyto FIpOTGVIHKVIHEBy-Y 2. NaHHbIN
6en0K onpeaenaet BHYTPUKAETOUHYIO aKKYMYIALMIO IIMKOTeHa u
HapyLeHua ero GyHKLMM MOTYT NPUBOANTL K NceBaormneptTpodun
KapANOMMUOLIUTOB M 3aJepKKe MHBOIOLMMN SMOBPUOHANBbHbIX
NPOBOAALMX NyTe B MUOKApae.

Mpu aTom Habntoaaetca yactoe codetaHne FKMIM u cnHgpoma Bonbda-
MapKMHCOHa-YalTa.

bonesHb [JaHoHa

MoneKynapHbIA MexaHU3M pa3BnTUA 6oae3HU [laHoHa OCHOBAH Ha
aedekte B LAMP-2 6enKe, KOTOpbI onocpenyeT HakonaeHUe rinKoreHa
B KapAMOMMOLMTAX N NPUBOAMUT K NceBaormneptTpodmnn mmokapaa.
Korga cywectByeT reHeTU4eckuii obycnosieHHbIn gepuumt 6enka
LAMP2, HabntogaeTcs HenpaBuabHas ayTodarnyeckan aerpagaumsa
6enKkoB. AyTodarmyeckas aKTMBHOCTb CBA3aHa C MAaTOreHe30M
pa3HoobpasHbix 6osie3Hel. CywecTByeT MHEHWE, 4TO Hone3Hb JaHoHa
0bycn0BAEHA HACNEACTBEHHBIMU HapyLLUEHUAMM npoLecca ayTodaruu.

ATtakcus dpugperixa

MoneKynapHbIi naToreHes atakcum Ppuapeixa [0 cux Nop ABAAETCS
npegMeTom AucKkyccuit. O4HaKO Ha HAaCTOALLMIA MOMEHT YCTaHOB/IEHO
yyacTue 6eska GpaTakcMHa B NOAAEPKAHUM TOMEOCTA3a ¥Kesesa B
KNETKe U TO, YTO ero HeZ0CTaTOYHOCTb MPUBOAUT K MHOXKECTBEHHOMY
dbepmeHTHOMY AedULUTY, MUTOXOHAPUANBbHON ANCHYHKLMUM U
OKMC/IUTE/IbHOMY NOBPEXAEHMIO.




RASonatumn MyTaumm B reHax, KOAMPYIOLLMX KOMMOHEHTbI 1 peryaatopbl RAS/MAPC
(cMHapom HyHaH curHanbHoro nytv (RAS/muToreH-akTuBnpyemasn npoTeMHKMHa3a)

u cuHapom LEOPARD) BbI3bIBAOT MHOECTBEHHbIEe HAc/NeACTBEHHbIE MOPOKM Pa3BUTUA.
RAS/MAPC curHanbHbI NyTb OTBETCTBEHEH 3a Npoandepaumio,
andodepeHUMpOoBRY, CTapeHne U anonTo3 KAETOK 1 obecneunBatowei
3TUM HOPMa/IbHOE Pa3BUTUE KAETOK U TKAHEW OpraHM3Ma B L,e/IOM B
3MBPMOHaNIbHOM M NMOCTHATA/IbHOM Nepuoaax.

Tabauuya N2/r3. MopdodyHKkumMoHanbHble dpeHoTunbl npu FTKKMIM

MopdodyHKUMOHANbHbIN GpeHoTMN OnucaHune
MnepTpoduryeckuin YmeHblieHHbIN JTK, acummeTpuunana MK (rmneptpodus
("knaccmueckmn" M), o6cTpykums BT/TK
CmeLLaHHbIN AnnataunoHHaa ctagma NTKMI, ymeHbLlleHWe cTeneHu
rmneptpoduu ("sbiropaHue"), ymeHbleHme/ncuesHoseHmne
(runepTtpodus + gunataums) 06CTPYKLMM BT/IXK.

B gmunataumoHHom ctagmm npu F’KMII cteneHb gunataumm,
KaK nNpaBuno, He bbiBaeT 60NbLION.

CmeLLaHHbIN BblpaxkeHHaa annaTtauma npeacepanii, peCTpUKTUBHbBIN TUN

HanosHeHuAa JTK. MoxeT 6biTb Npu maneHbkom JTK
(runepTpodus + pecTpukuma)

CmeLLaHHbIN AnnataunoHHaa ctagma FTKMI. BoipaxkeHHaa gnnataumsa

npeacepaunii, PeCTPUKTUBHbBIN TUN HanoaHeHus J1XK,
(runepTpoduA + pecTpuKLnA + YyMEHbLUEHWE CTeneHn rmnepTpodum, AMNaTMpoBaHHbIN JIK
aunartaums)

Ta6auua MN3/r3. OcHOBHbIE MEPONPUATUA NO NPOPUNAKTUKE OCNOXKHEHUI Y nauueHTos ¢ FTKMI

CumnTom/ocnoxHeHve FTKMI MpodunakTuyeckne meponpuaTma
Mporpeccmposanue 1K AgekBaTHoe neyeHue FTKMIM, obcTpykumm BT/IK
BK/It0YaA GpapmaKkoTepanmio, SHA0BACKYAAPHOE U
Xupypruyeckoe.

Mpw conyTcTBytowen Al - rMNOTEH3MBHAA Tepanus.

MN36eraTb BbICOKOMHTEHCUBHbIX U3NYECKMX
Harpysok u cnopra.

BCC u xu13Heyrpoxatouime HapyLeHna MepBMYHanA 1 BTopMYHasa npoduaakTnka BCC - cm.
puTMa pasgen "Crpatndumkauma pmcka BCC"

XCH, pa3suTtue gunataumoHHoOM ctagmum nnu | AgekeaTtHoe nedveHume /KM, cBoeBpemeHHoe
npucoeamMHeHUA PECTPUKTUBHOIO GeHoTUNA | BbIAB/IEHME U leyeHue 06CTpyKuum BT/TXK.

Mpw conyTcTeytowen MUBC n AT - ageKkBaTHoe
NleyeHue.

Tpomb603MB0IMYECKNE OCNOKHEHUSA Y no o6Wmm NPUHLMNAM TPOMBONPOPUAAKTUKN NpU




nauueHTos ¢ Pl

@M (cm. pekomeHaaumm no nedyexHno OM)

NHPEKUNOHHBIV 3HAOKapANT

AHTUOMOTUKONPOPUAAKTMKA PEKOMEHAYETCA TONbKO
nepeg npoueaypamu BbICOKOrO PUCKa NauueHTam ¢
KM n npoTtesamm KNanaHoB cepaua,
BPOKAEHHbIM MOPOKOM cepaLa Uan ecam naumeHT
paHee nepeHoCcU MHPEKUMOHHDIN IHAOKAPANT (CM.
COOTBETCTBYHOLLME PEKOMEHAALMM).

Y NauMeHToB C UMNAAHTUPOBaHHbIM MK ***
npodunakTMKa HOEKLMOHHOIO 3HAOKApAUTA - MO
pekomeHgaumam ESC no
aneKkTpoKapanoctumynaummn 2013 r.
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