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CrMcoK coKpaleHuMn

AB - aTPUOBEHTPUKYIISIPHBI

ABB - aTPUOBEHTPUKYJISIpHAs 6/ioKaza

AT apTepuajibHasl TUNIEPTEH3US

All - apTepuabHOE AaBJIeHNe

ATD - ameHosuHTpuUdochopHas KucaoTa

AK®D - QaHTMOTEH3VH-KOHBEPTUPYIOMNIT hepMeHT

BJIHIIT - 6yI0KaIa JIeBO HOXKKM ITyuKa I'mca

BITHIIT - 6/10Kajia IpaBoil HOKKM ITyuka I'mca

BCC - BHe3allHasl cepAieuHasi CMepThb

BTJDK - BBIXOAHOV TPaKT JI€BOTO >KeTygouKa

I'KMIT - rurepTpoduIecKast KapayoMUOIIaTHS

ITDK - TUTIepTPOGdMSI IEBOTO JKeTyIouKa

ra - TpaleHT IaBJIeHUS

JOHK - Ie30KCUPUOOHYKIEMHOBASI KMCIOTA

IO3KC - IBYXKaMePHbI UMIUIAHTUPYEMBIN 3/1eKTPOKapAMOCTUMYJISITOD
JKHP - JKeJIyJOUKOBbIe HapyILIeHNs puTmMa

XT - )KeJTyJOUYKOBas TaxUKapaus

3CJDK - 3aIHSIS1 CTeHKa JIeBOTO >KeJlyAouKa

UKL - UMIUIAHTMPYEMBbIi KapauoBepTep-aeduopuiasiTop
VIMBOKA - MH(AapKT MyoKapaa 6e3 06CTPYKLMY KOPOHAPHbBIX apTepuii
KAT - KOpoHapoaHruorpadus

KO, - KOHEYHO-AMacToJMYecKoe JaBjeHue

KOO - KOHeYHO-AMACTOINYECKUIT 06beM

KT/MCKT - koMmbioTepHasi TOMOTpadus/MyIbTUCTIPAIbHASI KOMITBIOTEPHAST TOMOTpadust

JDK - JIEBBII JKeJlyi0ueK

JIIT - JIeBOe mpejcepaye

MJKIT - MEXOKeTyIOUKOBast meperopogka

MK - MUTPaJbHBI KIanaH

MHYVII - MO3TrOBOJ HaTpUilypeTu4yeCcKuii enTug,
MP - MUTpaJIbHas PerypruTamnus

MPT - MarHUTHO-Pe30HaHCHas ToMorpadust
HYXXT - HEeYCTOMUMBAs JKey0uKOBasl TaxUKapaus
OT'’KMIT - o6¢TpykTHBHAsS [KMIT

ITHI - I03JHee HaKOoIJIeHMe Ial0JMHUS



TICI, - IiepefHee CUCTOIMUeCKoe IBVKeHue

PM3 - paciipeHHass MUOIKTOMUS

CAA - ceITasbHAasl aJIKOTO/bHAs abmaumst

CMo> - CelTaibHast MUOSKTOMMUS

TT-29XOKT' - TpaHCTOpaKaabHas IXoKapauorpadums

YO - YyOApHBIi 06beM

O®BJDK - (bpakiys BbIGpOCA JIEBOTO JKeTyI0uKa

DdK - (DyHKIIMOHATbHBII KJ1acC

OXK - bUOPMIASLIVST JKETYIOUYKOB

@I1 - puOpWILIALIMS TIpencepauit

XMOBKT - XonTepoBckoe MoHUTOpupoBanye IKI'

XCH - XpOHMYeCKas cepaevyHast HelOCTaTOYHOCTh

UIT-3XOKT - ypecnuileBOgHas SXOKapauorpapus

4cc - YacTOoTa CepIevyHbIX COKpallleHUt

KT - 9JIeKTpoKapayorpadust

2KC - 5JIeKTPOKAPAVOCTUMYJISITOD, 3IEKTPOKAPAMOCTUMYIISILINST
OXOKT - 9XoKapauorpadus

INOCA - ischemia with non-obstructive coronary arteries (uiemust 6e3 06CTPYKIMM

KOPOHAPHbBIX apTepuii)
LAMP2 - T'€H JIM30COM-2-aCCOLMMPOBAHHOTO MEMOPAHHOTO 6eka 2

MINOCA - myocardial infarction with non-obstructive coronary arteries (MHbapKT
MKoKapaa 6e3 06CTPYKIMM KOPOHAPHBIX apTepuit)

Nt-proBNP - N-KOHI1IeBOJ (hparMeHT mpepiiecTseHHMka MHVYTI

AHA - American Heart Association (AMepMKaHCKast accoimalius cepaiia)

ACC - American College of Cardiology (AMepuKaHCKast KOJIJIETUST KapAMOIOTOB)
ATTR - TPAHCTUPETUHOBBIN aMUIONI03

EACVI - European Association of Cardiovascular Imaging (EBpomeiickas accoiyarys

I10 CePIeYHO-COCYIMCTOM BU3YaTM3aLVm)

ESC - European Society of Cardiology (EBporieiickoe 06IecTBO Kapauoa0oTOB)
HCM Risk-SCD - mkasia pucka BCC mpu 'KMIT
MOGE’S - KIaccuuKaIms KapAuoMmuonaTuit

NYHA - Hblo—VIopKCKaH accouyauus Kapanonoros



TepMI/IHbI n orpene/JieHus

T'mneprpoduueckas kapguommonatusi ('KMII) — reHetndecku 06yciIOBIeHHOE 3a00eBaHMe
MMOKap/a, XxapakTepusyloleecs: rurneprpodueii Mmuokapmaa jesoro (6onee 1,5 cMm) 1/mim 1mpaBoro
KeNTylouKa, dYallle acMMMEeTPMUUECKOro XxapakTepa 3a CyeT YTOMLIEHUS MEXOKeTyqouKoBO
TIePeropoaKy, UYTO He MOKET OOBSICHATHCS UCKIIOUUTENBHO TOBBILIEHNEM HATPY3KU TaBIeHUEM, U
BO3HMKAIOIIEE TIPU OTCYTCTBUM [JIPYTOTO CEPAEYHOTO WIM CUCTEMHOTO 3ab0seBaHus,
MeTaboIMUeCKOro MM MOJIMOPTaHHOTO CMHAPOMA, CBsI3aHHOro ¢ ITDK.

O6cTpykTHBHas rumneprpodmnueckass kKapaumommomnatuss (OTKMII) — dopma I'KMII,
COTIPOBOXKAAIOIASICS HapylIeHMEeM BHYTPUCEPHAEUYHON TeMOAVMHAMUKMA B BUAE MPEnsiTCTBUS
cucronmueckomy wusrHanuio u3 JDK wm/wim npasoro xenypouka (IDK), uto npuBomuTr K
yBesimyeHuto rpagyvierTa gasnenus (I'l) B BBIxogHOM Tpakre jeBoro u/munm [DK xxenynouka (BTIDK;
BTIDXK).

I'DK BTOpMYHOTO reHe3a — YHMBepCajbHas KOMIIEHCATOPHO-IIPUCIIOCOONTENbHAS peakinusl B
OTBET Ha U3BECTHBIN reMOJMHAMUYECKUIT WK APYTOii (hakTop.

HOoruneprpodmueckass cragmsas I'KMII — »srtam B pasBuTuM 3ab6ojeBaHus, NP KOTOPOM
OTCYTCTBYIOT IPU3HAKY TUIIEPTPOGUM MUOKAP/A, OTIpeesisieMble C TOMOIIbI0 BU3YaIU3UPYIONMX
MeTOAMK.

Cyoknuuuueckas craguss T'KMII — osrtanm B pa3sBuTMM 3a0osieBaHMs, TPU KOTOPOM HET
KIMHUYECKOM CMMIITOMAaTUKU, XxapakTepHoit ajiss [KMII.

Tenotun (+)/eHoTun (-) — HOCUTEIM MATOJIOTMUECKOI MyTalluy, accouumupoBaHHoi ¢ I'KMII,
IorurepTpoduyueckoii 1 CyoKIMHuIeckoi cragusavy ['KMIT.

Bo3pacT3aBucuMasi I€eHeTPAaHTHOCTb — YBeJIMUYEHNe YaCTOThI BbISIBIEHMS] (PeHOTUITMIECKUX
npusHakoB ['KMII, ompegnensemMbix € MOMOILBIO PYyTHMHHBIX MeTomoB (IKI, 39XOKI), cpemnu
HOCUTeJIeli IaTOreHHbIX TeHeTUYeCKMX BAPMAaHTOB I10 Mepe IOBBIIIEeH)s BO3pacTa.

BHesamnHas cepgeuHasi cMepth (BCC) — HeHacMIbCTBeHHas, 00YC/IOBIIeHHAsT 3a00/IeBaHUSIMU
cepaua cmepTh, MaHMbecTupyoIas BHe3aImHo MMoTepeil CO3HaHUSI B TeyeHMe IMepBOro vaca C
MOMEHTA MOSBIEHMS OCTPBIX CUMIITOMOB.

Crpatudukamus pucka BCC — omnpepeneHne He3aBUCUMMBIX IIPEeIMKTOPOB, OIPeIessIoNinx
BeposiTHOCTB pucka BCC y maiMeHTOB ¢ onpefeneHHOl cepAeuH0-CoCyaucToii natonorueit. lllkana
pucka BCC mpu I'KMIT (HCM Risk—SCD) pekomeHayeTcs B KauecTBe MeToza omeHku prucka BCC.

IlepenHe-cucTONMMYECKOE OBVKEHUE CTBOPOK MUTPA/JIBHOrO KjIallaHa — [BIMKeHMe CTBOPOK
MK B cucrony Kk MXKII BIioTe A0 KacaHusi (MUTPaJbHO-CENTaAbHBIN KOHTAKT), yYaCTBYIOLIee B
cosmanuu obceTpykimu BTJDK. AHIOS3bIuHbBIN TepMuH — systolic anterior motion syndrome
(SAM-syndrome).

BasanpHasa oOcTpykiuus (o6crpykuusi B BTJIDK) — mpensitctBue Ha ypoBHe BTIDK
CUCTONMYeCKOMY M3rHaHuo n3 JDK.

CpengHesKeIyI0UYKOBasi OOCTPYKIMSI — TIPErsITCTBME CUCTONIMUYECKOMY KPOBOTOKY B CpemHein
vacTty nosnoct JDK, Ha ypoBHe cpeIlMHHBIX cerMeHTOB JIK.

«Knaccumueckuit penorum» 'KMII — mopdodbdyHKuMoHanbHbI deHotun 'KMII, mpu KoTopom
coueTtaroTcs acummeTrpuuHasi IVDK (runeptpodust MXKII), ymeHbIeHHBI pasmep monocty JDK u
obcrpykimst BTJDK.

JlaTeHTHasi OOCTPYKIMS — reMoayHamMmuueckass dopma obcTpyktvBHOI T'KMII, mipy KOTOpPO¥
MPensTCTBMe CUCTOINYECKOMY WM3rHaHuioo wu3 JDK BO3HMKaeT TOJNBKO IIpU Harpyske WIn
MMPOBOKAILMOHHBIX ITPO6ax.

HeraTtuBHOe pemopenupoBaHue (aHr. adverse remodeling) — dwHanbHas cTafgyst afanTUBHbBIX
U [e3aJalTUBHBIX M3MEHEHUII B TOpaskeHHOM opraHe. [Ipy 3TOM HaOJIOIAIOTCS «CMeIlaHHbIe»
MOphOGYHKIMOHANIbHbBIE ~ (PEHOTUIIBI  —  TUIepTpodUUYeckuii  +  AWIATalMIOHHbIN,
rurnepTpoduueckuii + peCTPUKTUBHBIN, 1, KaK ITPAaBUJIO, yMeHbIlIeHe CTeIleHN TUIepTPodun.



PacuimpeHHasi MMO3KTOMMSI — OTlepalys, Bkiovammas pesekiuio MXKII B 6obiieM o6beMe,
yeM TIpM  CEeMTaJbHOW  MMOIKTOMUM 10 A.Morrow, MOOWIM3AIMIO U  PE3eKIUI0
rUnepTpobUPOBAHHBIX TAMM/UISPHBIX MBIIIL, M TUIEPTPOPUPOBAHHBIX MBIIIEYHBIX TPAOEKY
(anuKaabHO-6a3abHOTO MBIIIIEYHOTO MTyYKa).

Pepyxkuusa MIXKII — xupyprudeckoe (CM3, PM3) unu supoBackynsipHoe (CAA) Bo3pencTBue mo
yMeHblIeHNI0 ToMmyHbl MIKIL.

CeKBeHMpPOBaHME HOBOIO IIOKOJIEHMS paciibpoBKa CTPYKTYPbl IECSITKOB M COTEH TEHOB
orpepensieMast OMHOMOMEHTHO.

CenrTasibHasi MMO3KTOMMS — oriepanus pe3sekKuuu MMoKapaa B 6a3anbHbIX cermeHTax MXKII.

VYpoBeHb OocTOBepHOCTM pAokasaTenbCTB (YII) — crenmeHb yBEepeHHOCTM B TOM, UTO
HaiimeHHbI 3 deKT OT MpUMeHeHUsT MeIUIIMHCKOTO BMENIATeIbCTBA SIBISIETCS UCTUHHBIM.

VpoBenb yoeauTebHOCTU pekoMmeHmanmii (YYP) — crerieHb YBEePEHHOCTM B JOCTOBEPHOCTH
addexTa BMemaTesbCTBa M B TOM, UTO C/Ie[JOBaHME PEKOMEHIAIVSIM IPUHeceT OOJIbIlle MOJb3bI,
yeM Bpesia B KOHKPETHO CUTyaL M.

®enokonusa 'KMII — 3a6oneBaHne C M3BECTHBIM 3THOMNATOreHe30M, (DeHOTUIIMUYECKN IT0XOKee
Ha 'KMII.

®enomeH «disarray» — G6ecrOpsSIOUYHOE DAaCHOIOKeHMe KapAMOMMOIUTOB M MBILUIEYHBIX
BOJIOKOH.



1. KpaTkas uHpopmanus

1.1 OnpeneneHue 3a00/IeBaHUS WJIM COCTOSTHUSA (TPYIIIBLI 3a00/1€ BaHUI
VIV COCTOSTHUIA)

Timeptpoduueckass kapamuomuoriatuss ([KMII) — reHeTuMuyecKu OOYCIOB/IEHHOe 3abojeBaHMe
MMOKap/a, XxapakTepusyloleecs: runeprpodueit Mmuokapmaa jsesoro (6onee 1,5 cM) u/mim mpaBoro
Key[IovyKa, yvalle acMMMeTPUUYEeCKOTOo XapaKkTepa 3a CYeT YTOMIIEHUsS MeXOKeTyIOUuKOBOM
TIePeropoIKN, UTO HE MOKET OOBSICHATHCS UCKIIOUUTENLHO TTOBBIIEHNEM HATPY3K!U TaBIeHUEM, U
BO3HMKAIOIIEE TIPU OTCYTCTBUM [IPYTOTO CEPAEYHOTO WM CUCTEMHOTO 3ab0seBaHus,
MeTaboIMueCKOro MM MOJIMOPTaHHOTO CMHAPOMA, CBsI3aHHOTrOo ¢ I[TDK.

1.2 3Tnonorus 1 maToreHes 3a00/IeBAaHMSA VWIM COCTOSTHUS (TPYIIIIBI
3a00/IeBaHUI1 MJIV COCTOSTHUIA)

Atmonorus I'KMII

T'KMIT saBnsteTcss TeHETHMYECKM OOYCIOBJIIEHHON IaTolorueli; uaeHTubuUIpoBanbl 6omee 20
MIPUYMHHBIX TeHOB, CBSI3aHHBIX ¢ pa3BuTveM I'KMII. T'eHeTHUeCcKMii CKpUHUHT 8 HamboIee YacThIX
TIPUYMHHBIX TEHOB, KOOMPYIOIIVX pa3anuHble OeNKky KapaAMOMMOLKUTOB, HAeT BO3MOXKHOCTb
ompenenuTh MPUUMHY 3ab0eBaHust mpuMepHo B 60% ciyyaes [1,2,3,4,5,6,7,8,9, 10, 11, 12, 13].

B ocHoBe passutust TKMII Hanbomee 4acTo JieskaT MaTOTeHHbIE BAPMAHThI B TeHAX, KOOV PYIOIIUX
COKpaTUTeNIbHbIe OesIKM capkoMepa — Muo3uH (MYH7), Muo3uHCBsI3bIBatommuit 6emoxk C (MYBPC3),
aktuH (ACTC), Tponionus (TNNI3, TNNTZ2, TNNC) [2, 3,4,5,6,7,8,9, 10, 12, 13, 14, 15, 16, 17].

Ha posnto maToreHHbIX BapuMaHTOB B reHaX MYH7 u MYBPC3 nipuX0AUTCSI OKOJIO TIOJIOBMHBI BCEX
orydaeB  pasButusi KMII. Manudectanumsi KIMHUYECKUX TIPOSIBIIEHUI T TIPUM  JIBYX CaMbIX
pacripoctpaHeHHbIXx MyTaumsix MYH u MYBP-C Bo3sMOxHa B J10060M Bo3pacrte. [le6mor
3a00/1eBaHMS B JETCKOM ¥ ITOAPOCTKOBOM BO3pacTe, a TaKkKe y MOJIOIbIX B3POCIBIX YaCTO
accoIMMPOBAH C ceMeltHOM (popMoit 3aboneBaHMs U Golee TSDKeJIbIM TeueHueM [2, 3, 4, 6, 7, 8,
12,16,17, 18, 19].

PasButue I'KMII Ha ¢oHe myTaunii B reHe TNNT2 accoimmpoBaHO C GOIBIINM PUCKOM Pa3BUTUS
cuagpoma BCC Ha ¢doHe ymepeHHOTO yBenmueHms ToOmmuHbBI MXKII m Gosmee HUBKUMMU
rokasaressiMu Maccel Muokapzga JDK [2, 3,4, 5,6,7,9, 10, 11, 13, 15, 16, 20, 21, 22, 23, 24].

B 6GonbIIMHCTBE CJIyuyaeB MaTOTeHHbIE BAapMaHThI, accoluupoBaHHble ¢ TKMII, mpencTaB/siioT
co00Ji yHMKa/IbHbIE 3aMEHbI, OMMCAHHbIE OJHOKPATHO WM/IM BCEro [JISI HECKOJIbKUX CITy4Yaes;
YacToTa KaskIo¥ TaKol 3aMeHbl cpenu Bcex reHeTnueckux npuumd ['KMII He mpeBsimaet 1% [5,
25, 26].

B psime ciayuaeB (5-7%) 3aboneBaHyue MOXKeT pa3BMBaThcs Ha ¢GoHe 2, 3 u 6ojee MaTOTE€HHBIX
BapMaHTOB. YacTo BCTPEYaloTCsl KOMOWHALMM MYTallMii B TeHaxX, KOAMPYIOIIMX CapKOMepHbIe
6enku. B aTOM Cityyae 3abosieBaHMe XapakTepu3ayeTcs: 60/ee paHHUM Je0I0TOM (YacTo B IETCKOM
Bo3pacre), Gosiblieil creneHbio runeptpodum MXKII u 6Gosee BBICOKMM DPUCKOM Pa3BUTUS
cunapoma BCC [3,4, 7, 16, 23, 27, 28].

PasButie I'’KMII Ha ¢oHe MaTOreHHbIX BApMAHTOB B eHaX IIMTOCKEIeTa YacTO acCOIMMPOBAHO C
COueTaHHbIMM TIOpokamu cepaua (AMIIIT, IMIKII), a Takke IMpu3HAKaMM HEKOMIIAKTHOTO
MuoKapza [3, 4, 29, 30].

[TaToreHHbIe BapMAHTHI B T€HAX, KOAUPYIOIINX OEJKY LIUTOCKETeTa, MOHHBIX KAHATIOB, CTPYKTYPY
Z-IVCKOB U Opyrue BHYTPUKIIETOUHbIE CTPYKTYPBI, onpenessitor pa3surue KMIT B 15-20% [3, 4,
19, 27, 29, 30].

MonexkyaspHsbiii natoreHe3 'KMII

B ocHoBe monexynsspHoro natoreHe3a 'KMII, accounMmMpoBaHHO € MMaTOTeHHbIMM BapuMaHTaMU B
reHax, KOOMPYIOIIMX GeKM CapKoMepa, YacTo JIEKUT HapylleHue KasabI[MeBOTO TOMeocTasa,



TIOBBIIIEHNE YYBCTBUTEIBHOCTYM MMO(DWIAMEHTOB K MOHAM KaJblysl. ODTO TMPOSIBISIETCS B
YCUIEHUM CMJIBI COKpAllleHMsI capkoMepa B CUCTOJY, CHVIKEeHMM CTelleHM ero pacciabneHus: B
JIMacTony Ha (OoHe MOBBIINIEHHBIX MOTPe6HOCTel KapayoMuonuTa B AT®, yTo BeueT HapylieHue
BHYTPUK/IETOYHBIX CUTHAJIbHBIX ITPOLIECCOB U PEAKTUBALMIO KOMIIEHCATOPHbBIX 3MOPMOHATBHBIX
nporpamm rurneprpoduueckoro pocra [16, 31].

Ha vypoBHe KapOMOMMOLIUTOB [OAHHbIE TIIPOLIECCHI IPUBOOAT K TIOBBIIIEHUIO CUHTE3a
SMOPMOHATBHBIX (POPM CapKOMEPHBIX GENKOB M aKTMBAlMM KMHA3HBIX CUTHAIbHBIX KACKaJOB,
obecreynBaIX Mpolecchl cobcTBeHHO rurneprpoduu KMII, mponudepanun hubpobnacTos,
TpaHchopmaluu GubpobiacToB B Mrohubpo6aacTsl 1 qucObaNaHC B CUCTEME KoyutareHomm3a [16,
31, 32,33, 34, 35, 36].

Ha rucronoruueckoM ypoBHe OTpaXeHMeM IIPSIMOIO OeVCTBUSI «IIPUUYMHHOIO» TeHEeTUYEeCKOro
BapMaHTa M MOJIEKYJSIDHOIO TIaTOreHe3a SBJSIeTCS OUCKOMIUIeKCcalusl KapAVOMULIMTOB U
MBIIIEYHBIX BOJIOKOH — (peHOMeH «disarray», Gubpo3 pasHoii cTerneHy BbIPaXKeHHOCTH [3, 4, 16, 31,
32,33, 34, 35,37, 38, 39, 40, 41, 42].

dTHOIOTHS M MOJIEKY/ISIPHBII maToreHes ¢enoronmit 'KMII

3a6oseBaHUsI TEHETUYECKO ¥ HEereHeTU4ecKoi MpUpOabl, M0 MOPGOPYHKIVOHATbHOMY
enoturry cxoskux ¢ 'KMII, HO uMemwIIe OTAMYHBIN OT Hee 3TUOIMATOTeHe3 U, CJIeJ0BaTebHO,
TTOAXOIbI K Teparum, Ha3bIBaoT heHokommssMy ['KMIT.

Haubomee wuwacto Bcrpevawoimuecs deHokonuyu T[KMII M uX MOJNEKyISIpHBI TaTOreHe3
nipeacraBieHbl B Tabmuile I11, Ipuiokenne I'3 [37, 43, 44, 45, 46, 47, 48, 49, 50, 51, 52, 53, 54, 55,
56, 57,58, 59, 60].

ITaTorenes cumnTomoB u cuHApoMoB 'KMII

[Tatorene3 I'KMII Ha OpraHHOM ypOBHE 3aK/IOYAEeTCS B COBOKYITHOCTY HECKOIbKMX CUHAPOMOB:
obcrpykimy BTJDK, mmemMuy MuoKapaa, CUCTOIMYECKON M OMacToNMMYeckoin mucyHkimm JDK,
aputmmueckom u XCH.

Cunzpom o6cTpykumu BTIDK

B co3pmanum ob6crpykuyy BTJDK y4yacTBYIOT CTPYKTYpHbIE, KMHETMUYECKMEe ¥ TeOoMeTpUYecKye
dakropsl [61]:

1. CTpyKTypHbBIE aHOMAJIUN

a. cy>kenne BTJDK runeprpodupoBanHoit MXKIT (ymeHbleHMe crereny ooctpykuyy BTJDK mocie
Muo3kTOoMMUM/CAA 06YCIOB/IEHO BO3/ECTBMEM Ha 3TOT (hakTop);

b. TIC[ (mepemHe-cUCTOMNYECKOE OBVDKEHNE) CTBOPOK MK;

C. yMeHblIeHHas nonocts JDK;

d. aHOManmMu TaNWUISIPHBIX MBIII, (M [pyTMe Majble aHOManuu cepaua) (runeprpodus u
IVCIoKaLyst, mobaBouHast IIM);

€. anMKaabHO-6a3aTbHBII MBIIIEUHBIN ITyUOK.

2. Kunetnueckue ¢paKkTOpbI - TUIIepcoKpaTMmMocThb JIK 1 yckopeHMe KpoBoTOKa B BTJDK;
3. TeomeTpuueckye HaKTOPHI:

a. nepepHee cMmelenre MK, Touka Koantauyy ctBopok MK cMmereHa 6mike K MXKIT [62];
b. MasnbIit aopTO-MUTpaNbHBIN yTom (<120°).

Yem Gonbliite (aKTOPOB MMeEeTCs Y KOHKPETHOrO IMaliieHTa, TeM 6ojiee BBIPAXKEH CUHAPOM
obcrpykimu BTIDK.

ITepenHe-cucTONMMYECKOE ABVSKEHNE CTBOPOK MK 06yC/IOBIIEHO CleayomMu hakToOpamMn:

a. anoMasnu ctBopok MK (yajivHeHne, M36bITOYHOCTD);

b. HapyIeHne KoopaAMHALMY KPOBOTOKA B rmojocTu JIK B paHHIOI CUCTOITY, B pe3y/ibTaTe Yero Ha
crBopku MK geiicTByeT cuiia, casuraomas ux B cropony BTIDK [63, 64];

¢. anomanmu xopp, MK;

d. MeHbIIlee COOTHOINIEHME IJIMHBI IlepenHeil M 3agHeil cTBopok MK (<1,3), mpu 3TOM TOYKa
koarrranyy ctBopok MK cmeriaetcst kriepenu 6moke Kk BTJDK [65, 66, 67].



V maumeHTOB C JIATEHTHON OOCTPyKIMel TPOBOLMPYIOIMUMU ee (GaKTopaMy SIBJISTIOTCS:
yBesimueHue cokparumoctu JDK 1pu Harpyske, IpMBOASLIee K YMEHbBIIEHUI) KOHEUHO-
cucronmueckoro pasmepa JDK m nepegnemy cmeweHnio MK; yckopeHne kposoToka B BT/DK B
riepuop, CUCToubl, yeyrybusioiee TICI MK [68].

V maryenToB ¢ TKMIT MokeT 6bITh TabMIbHAS 00CTPYKIINS, XapaKTePU3YIOIIAsICS 3HAUUTETbHBIMU
CTIOHTAHHBIMMU KOJIEOAHUSIMY BHYTPYKETYI0UKOBOTO [']] 6€3 BUAMMOI MPpUUMHBI [69].

Kpome o6crpykimyu BT/DK, y maienToB ¢ TKMII MokeT HaGIIOAATbCSI CpeqHEXKeTyI0uKOBast
ob6erpykiys. CpemHeRemyqouyKoBasi OOCTPYKIMS DPa3sBMBAETCsl y TAIMEHTOB C rumneptpodueii
cpenvHHBIX cerMeHTOB MJKII 1, Kak IIpaBWIIO, B COUETAHMM C TUIIEPTPOdMENT MTanmMUISIPHBIX MBbIIIII]
[70,71,72]

Ilpy koMOGUMHMpOBaHHON Tuneptpoduu (MIKII + ammKagbHble CEIMEHThI) MOXET ObITb 2-
YPOBHEBast 06CTPYKINS (CPeAVHHO-KEIyL0YKoBast + Ha ypoBHe BTJDXK) [73].

Cungpom nmemuu muoxkapzaa JDK

VY nanueHToB ¢ 'KMII mpy MHTakTHBIX KOPOHApPHBIX apTepusXx MOXKET Pa3BMUBATHCS UIIEMUS
MMOKapAa. B aHIVIOSA3BIYHON JMTepaType MCIonb3yloT TepmuH INOCA (ischemia and
no obstructive coronary artery) [74].

®aKTOPbI, MPUBOASIIINE K UIIEMUM MUOKAPAA:

a. OTHOCUTebHAsl KOpOHApHasi HeOCTaTOYHOCTh (YMeHbllleHe pe3epBa KOPOHapPHOTO KPOBOTOKA
ITPY BbIpaskeHHOM TUIepTpodun);

b. uimemMust cy63HIOKApAMAIbHBIX CI0E€B MMOKAapAa 3a CUET KOMIIPeCCHMM MHTPaMypaJbHbIX
KOPOHApPHbBIX apTepuii;

C. IepUBACKY/ISIPHBIE (U6GPO3, MpM I9TOM MHTpaMypajbHble KOPOHapHbIE apTepuy He MOTyT
paciIMpuUThCsT BO BpeMs (pu3MUecKoii Harpys3Ku, KOrjga BO3pacTaeT MOTpe6GHOCTbh MMOKapaa B
KUCIOpoIe U TpebyeTcs yBelnUeHe KOPOHAPHOTO KPOBOTOKA;

d. BpOsKIeHHas1 aTOMOTMSI KOPOHAPHBIX apTepuil — «MMUOKapAMaabHble MbIIIEYHbIE MOCTUKU» U
MHTpaMypasbHOEe pacroiokeHe BeTBei KPYITHbIX KOPOHAPHbBIX apTepuii;

e.[IOMMUMO TMEePeUYNCIeHHbIX IPUUMH, Y 15-25% maluueHTOB HAOIIOMAIOT COIYTCTBYIOIINIA
aTepoCcKIepo3 B SMMKApAMaJbHbIX KOPOHAPHBIX apTepusix (B cTapiieii BO3PacTHOW TpyIine
TalMEeHTOB).

V maumentoB ¢ I'KMII MoskeT pasBuBaThcsl MHGapKT Muokapma (MM) kak 2 Twuma, (6e3
arepoTpomb603a), Tak M 1 Tuma. @akTopsl pucka paBUTUS MHPApPKTA MUOKapaa 2 TUIA Y
nanyeHToB ¢ 'KMII mpencrasienst B Tabnutie 19, ITpunoskenue I'l. [75-90].

Cunppom auchyurumm JDK

Juacmonuueckan ¢Gynkyua JDK MoxkeT ObITh HapylleHa YKe Y HOCUTeNlell MyTaluu, B
norumneprpoduueckoii craguy 'KMIT — renotun (+)/penorur (-) [91].

[Tpu TKMII HapyumieHMs1 KacarTCsl ABYX OCHOBHBIX AeTEePMMHAHT IMACTOINYECKOTO HAIIOJIHEHUS
JDK — aKkTMBHOI penakcauuyu M PacTSDKUMOCTM MUoOKappaa. ['umepTpodus MuoOKapaa per se
BbI3bIBAET HaApYyIIEHME aKTUBHOTO pacciaabneHusi. XaoTUUeCKOe PACIIONOKEHME COKPATUTETbHBIX
anemeHTOB (disarray) ¥ MHTepCTULIMAIbHBIN (GMOPO3 MPUBOASIT K CHYDKEHMIO omaTinBoct JDK, u,
KaK CJIe[CTBME, K BO3PaCTaHMIO COMPOTMBIEHMS] HamoaHeHMio JDK ¥ TOBbIIEHMIO AaBJIeHMUS
HarnonHeHus. B HauanbHbIX cTaausx TKMIT HapylieHo TOJbKO aKTUBHOe pacciabieHue MUoKapa,
mpu 3TOM fmaBieHue B JIII He yBenuueHo. IIo Mepe mporpeccupoBaHus TUIIEPTPOMGIUM, Pa3BUTHS
b1bposa, HapacTaHUs CTENIEHV MUTPATbHOM PErypruTamnyuy, NpucoeIMHeHNs UMWY MUOKapaa
IMacTOMMYecKye HapylleHusl HapacTaloT, NPUBOAS K yBelnveHuro [naBiaeHuss B JIII
(cooTBeTCTBEHHO, U K yBenmuennio K1 JDK). Takke BbIpaskeHHasT AMACTOMMUECKasT TUCHYHKITMS
MOXKET TPUBOAUTb K Pa3BUTUIO JIETOYHOWM TUTEPTEH3UM y HeKOoTopbix maiueHtoB (JII' y 50%
CUMIITOMHBIX IalleHTOB) [91-96].

Cucmonuueckas yuxyusa /DK MoskeT OLIeHMBATHCS KakK I10 ITapaMeTpaM COKPaTMMOCTH, TaK U 10
06beMHBIM IT0Ka3aTeJISIM.

- ImobanpHas cucronuueckast GyHkiysa JDK, oleHuBaeMas 1O IlapaMeTpaM COKPAaTUMOCTH, Y
nauneHToB ¢ 'KMII cBepxHOpMasibHasI, YTO BbipaxkaeTcsi Bbicokoi ®BJDK. CnemyeTr yuyecTb, UTO
noka3satenb OB npu IVDK 1 masieHbkoM JDK MOXKeT HEKOPPEKTHO XapaKTepu30BaTh COKPATUMOCTb.



PernonanpHas cuctonnueckass pyHkuust JDK reteporeHHa: runeptpodupoBaHHbie cermeHTh JDK
TUTIOKMHETUYHBI  (CHMKEHAa CTeleHb CUCTOIMYECKOTO YToMmeHuss u  gedopmanus), a
HerumnepTpoduUpoBaHbie CETMEHThI UMEIOT HOPMAaJIbHYI0/CBEPXHOPMAa/IbHYIO COKPATUMOCTb.

- O6GBeMHBIM ITOKA3aTeIeM CUCTOMMUECKO GYHKIINM JDK SBsleTCs BeIMUMHA yIapHOTO 00beMa
(YO). Ilpu I'KMIT 1 ymenbmienHom JDK (manbiii KIIO) YO cHMskeH, HeCMOTps Ha BbicOKyo OBJDK.
Takske CHYDKEHA BO3SMOKHOCTS IpupocTa YO 1rpu Gu3nudecKkoit Harpyske.

- Cucronmueckas ¢yHkimsa JDK, aHanusupyemasi 1o CUCTOIMYECKON medopmaiiyy, MOKeT GbITh
HapyIeHa yxxe y Hocurtesneit T[KMIT-myTatyy, Ha JOTUIIepTPOMIIEeCcKO CTaaum.

- Ilpu niporpeccupoBanuy 3abojeBanus (HeraTUBHOe pemopenupoBanue, adverse remodeling) B
IAIATALMOHHOM CTaAuyu HaOMIoOmaeTcsl YMEHbIIeHMe CTernmeHu TunepTpoduu («BbITOPAHMEY),
COTPOBOXAaeMoe CHIKeHueM o61eit cokpatumocty JDK (OB < 50%) [21, 24, 92-94, 97-101].

IDK ipu T’KMIT

V 30-44% naientos ¢ TKMIT Ha6/i0fai0TCst CTPYKTYPHbIE U (PYHKIIMOHAIbHbIE HapyieHus B TDK.
Kpurtepuem runeprpodun mmokapaa IDK cunutaeTrcst yBesmdeHne TOMMMHBI cTeHKU TDK > 5 Mm.
TonmyuHa mmuokapzpa IDK > 10 mm cumrtaetcs skerpemanbHoy [TDK [102].

Tmneprpodust IDK B eIMHUYHBIX CIyvasix 6bIBA€T M30JIMPOBAHHOI, 6e3 TTDK.

CrpykrypHOoe pemogenupoBanue IDK B 15-90% mpuBOOUT K BHYTPUKETYIOYKOBOI 0OCTPYKIIMM,
KOTOpast MOXeT ObITh Ha YPOBHE CpPeIMHHBIX cerMeHTOB IDK win Ha ypoBHe BBIXOJHOTO TpaKTa
IDK [103]. Kputepuem Hamuuus ooctpykuyy BTTDK cumTaercst yBennueHue rpagyueHTa 1aBieHus
B BTIDK >16 MM pT. cT. B mokoe [104].

Cucmonuueckas oucyuxkyus IDK miposiBisieTcsl yMeHbIIeHMEM TPOAoIbHOI nedopmanyu [DK;
MpU 3TOM [pyrue Iokasarenu cucronuueckoi dyHkium DK (TAPSE u s’naTepasibHON 4YacTu
TPUKYCIIUIATBHOTO KOJIbLIAa), KaK IIPaBUIIo, B IIpeJiesiaX HOPMa/IbHbIX 3HAYeHUIA.

Huacmonuueckas ouceynkuyusa IDK B HauambHBIX CTaaMUSIX Xapakrepusyetcst E/A<1, yBennueHvem
RV DecT (Bpems 3amemieHusi KpOBOTOKA B a3y paHHero HamomHeHus 1K), E/e’ >6,0. [TokasaHo,
YTO Hajmmuue auactonuueckoi auchyHkium IDK sBasercs mpempukropom BCC u XCH [96, 102-
109].

BuesanHas cepaeyHasi CMepTh

B ocHoBe natorenesa BCC siexkaT aTanbHble HapylieHUsI pUTMa, BbI3BaHHbIEe UllleMueit Muokapaa
U 3MEeKTPUUYECKOil HecTabmwibHOCTHIO. BCC uamie ob6ycioBieHa X (62,4%), 6paguapuTMusiMu
(16,5%), KT Tuna «Torsades de pointes» (12,7%), )XT (8,3%) u acucronueit [79, 110 -121].

CHHKOIIBI

CUHKOTIAJIbHbIE  COCTOSIHMSI MOTYT OBITh OOYCJIOBIEHBI KaK apUTMUYECKMMM, TakK U
reMoAHaMMUueCcKMMu MpuuuHaMyu. K reMoagyMHamMuMuyecKMM MOPUYMHAM OTHOCST CUTYaTUBHOE
yBenuuenue ooctpykimy BTJDK (bpusudueckast Harpyska), BbI3bIBalOlllee 3HAUMMOE YMEHbBIIIEHNe
ymapHoro obbema u majgenue All, a Takke CHIDKEHME Tepudepuyeckoro COMPOTUBIIEHUS B
pe3yJibTaTe HeaJieKBaTHO Ba3oauIaTaluy, B TOM UKc/ie Ba3oBarajbHbie 06Mopoky [122-125].

OUOPWILISINS TIPecepaii
DaKTOPHI:

a. «IIpeficepIHasl MUOMATHSI» - TIOKa3aHo, 4yTo QyHKuus JIIT HapylieHa y HOCUTeNIeil MyTalun B
TOKIVMHUYECKO CTaAuu IO pa3BUTUs runeptpodun [126].

b. ctpyktypHOe (munartauus) ¥ (QYHKIMOHAJbHOE pemopenupoBaHue JIII, mpuBomsiiee K
3NEKTPUUECKOI HECTAOMIIBHOCTY

C. MHTePCTULIMAIbHBIN Ghubpos JIIT [127, 128].

XpoHunueckas cepaedyHasi HeJOCTATOYHOCTh
DaKTOpHI:

a. ymeHbIueHHbI JDK (masnbiit KIO) 1, HecmoTpst Ha Bbicokyto O@BJDK, maneiit YO JDK;
b. HeCTIOCOGHOCTD YBEIMUUTD B TOJDKHOI cTereHy YO npu GpuU3MuecKoil HarpysKke;



c. ob6crpykumst BTJDK, BHOCsIast Bkiiazn B ymeHbieHue YO,

d. cucronmueckast nuchynkuus JDK npu nporpeccupoBanny ['KMII, oco6eHHO B AMIaTalMOHHON
craguu (MueMmmsi Muoxkapzaa, nuccuaxponust JOK);

e. quactonueckas quchyHkiys JDK (bubpo3 Mmuokapa, mosbiiienne gasiaeHus B JIIT u KIIT)

f. MuTpanbHas peryprutaiusi (BHOCUT BKJIaJ, B TIOBbIlIeHMe nasyieHus B JIIT);

g. HapyueHus putma (PII);

h. nerounas runepreH3us.

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

1.3 Sumaemmuosiorusi 3a601eBaHMsI IV COCTOSTHMSI (TPYIITbI 3a00/IeBaHMI
WIN COCTOSTHUIN)

[Tpu TKMII HeT ueTKOI reorpadmUyecKoil, STHUUECKON WM TTOJIOBOI CTPYKTYPbI pacripeiesieHus.

I'KMIT — mpakTM4yecKy eIMHCTBEHHOE KapAMOBACKYJISpHOe 3aboseBaHMe, KOTOpOe MOXKeT
MaHuGeCcTUPOBaTh B JIIOOOM BO3pacTe 4YelioBeKa OT MJyaZeHUYecTBa 10 IIyOOKOii cTapocTtu (C
MepBbIX OHeN 10 90 u Oosee JieT); HMpU STOM CPeIHMII BO3pacT IaIMeHTOB IIPU YCTAHOBKE
nuarHo3sa cocrapiseT 30—40 jer.

CornacHo JaHHBIM SMUAEMMOTIOTMYECKUX MCCIeI0BaHMi, TPOBOOMMBIX B Pa3HbIX YacTsIX CBeTa,
pacripoctpaHeHHocTb I'KMII cocrasister 1:500 B o006mieil ImoImyasmyuu. B pasHbIX BO3PACTHBIX
Koroprax oHa Bapbupyetcst ot 1:500 mo 1:200.

[Ipu ipuMeHeHU 6ojiee YyBCTBUTEIbHBIX MeTon0B Busyanmsanyuyu (MPT, KT) u 6oee mmpokom
JCIIONb30BaHUM T€HETUUYeCKOrO TeCTMPOBAHMSI M KaCKaJZHOTO CKPUMHMHIA [/ POICTBEHHMKOB
TepBOii IMHUK pOACTBa pacnpocrpaHeHHOCTh [KMII cooTBeTcTBYyeT 0,6% (1:167) .

Yactora B 0011I€eii TOMy/IsIUy MpeBbiiiaeT BcrpedaeMocTb ['KMIT B KapAMonornueckoii mpakTuKe,
TaK Kak OOJIbIlIast YacTh MalVIEHTOB OCTAeTCS HeUIEeHTUMUIMPOBAHHON BBULY 6€CCUMITTOMHOCTH.
[Tpu BoIsIBIEHUY TUTIEPTPOMUM cepilia B CTAPUIMX BO3PACTHBIX TPYIITaxX M TOMIINHe cTeHKy JDK 12
MM 1 60j1ee HeO6XOAVIMO YUUTHIBATh BO3MOKHOCTD heHoKomnmii TKMII u BropmyHoii IVIK [3, 4, 28,
31,134, 135].

1.4 Oco0eHHOCTU KOAMPOBaHMS 3a00/IeBaHMS VJIM COCTOSTHUS (TPYIIIIBI
3a00JIeBaHUI WJIM COCTOSTHUI) 10 MeKayHapOgHOM CTAaTUCTUIECKOM
Kinaccuuranym 0osie3Hel U MpoosieM, CBI3aHHBIX CO 3J0POBbEeM

142.1 — O6cTpyKTMBHAS ruIepTpoduueckast KapauoMMUOIIaTHSI.

142.2 — [Ipyras runepTpoduyeckast KapauoMMUOIIaTHsI.

1.5 Knaccudmkanys 3a60/ieBaHNUSI WIM COCTOSIHUSA (TPYIIIBI 3a00/IeBaHU
WIN COCTOSTHUIN)

B rmoBceHeBHOII KIMHMYECKO ITPAKTUKE IIPUMEHSIOT HECKOIBKO Ki1acCU(PUKAIMOHHBIX IIOIX0I0B
— KJIMHUYECKNI, FeMOIVHAMMUYEeCKIit, MOP(OIOTUUECKIIL, TeHeTUUeCKMIA.

Knuunyeckue BapmaHThl TedeHust TKMII - cm. pasgen 1.6.
TemoavHaMMUYeCKUi MPUHIINII KiIaccuuKranmu

B 3aBUCMMOCTM OT HaJM4MsI WM OTCYTCTBUS OOCTpyKumu BTJDK B 1mokoe M Tpu Harpyske
BBIAEJSIOT ciiefytonive BapmuaHTsel [KMIT:

- HeobcTpykTuBHAst TKMIT: T'ZT B BTJIDK <30 MM PT.CT. B TIOKO€E ¥ ITPU Harpy3Ke
- o6¢TpykTuBHas I'KMIT: TZT B BTJDK >30 (50) MM PT. CT. B [TOKO€ 1 [P Harpyske.
- natenTHas obctpykius: [ B BTJDK <30 B mokoe u >30 (50) MM pT. CT. IpU HarpysKe.

(mompo6Hee kKpuTepuy oocTpykiuy BTJDK cm. B pasgene «I1MarHOCTUKa»)



Mopdosormueckuit mpuHImn Kiaaccudukamm 'KMII

1. AcummeTtpuuHas popma I'KMIT
a. l'mmepTpodus MXII (+/- BoBmeuenne IDK):
i. basanpHOI yact MXKII (cybaopTraibHast)
ii. CurmoBumHas MJKII
iii. TumepTtpodus Bceit MXKII
iv. IBOSIKOBBIMTYKJIast MJKIT (aHrmI. «reverse curve») — IpeMYyILIeCTBEHHO
cpemHexkenymoukoBasi runeprpodus MXKII 6e3 BoBieyeHus: cBOO60mHOI cteHku JDK [136,
137]
v. Komb6unuposannast (MXKII + npyroii otaen JDK mmu [DK)

b. AntukanpHas runieprpodus (+/- cpeguHHbIe cerMeHThbI JDK)

c. CpenuexenymoukoBass 'KMII (c BoB/ieueHMEM CpeAMHHBIX OTAEN0B He Toiabko MXII, HO u
cBoOomHOI cTeHKM JDK, JDK TuIla «I1eCcouHbIe Yachl»)

d. Tuneprpodus apyroii creHku JDK (6okoBast, 3aTHSIS)

2. CummeTtpuuHas popma I'KMIT

B oTeuecTBeHHOJ ¥ 3apybeXHOI JMTepaType WHOTAA MWCIIONb3yeTcss TepMuH «auddysHas
runieprpodust JDK», 1oj KOTOPbIM MOXKHO ITOHMMATh KOMOWHMPOBAHHYIO (MYHKT 1.a.v.) mian
CUMMeTpUYHYI0 runeptrpoduio JDK [138].

ITo cmenenu evipasceHHOCmMu 2unepmpoguu

1. «YMepeHHast» (B aHIIOSI3BIYHOI JIMTEpaType UCIOIb3yeTCs TepMUH «mild») — (MakcuMaabHas
TonuyHa creHku JDK <18 mm).

2. IIpomexxyTouHasl.

3. OkcTpeMasnbHas (MakcuMasibHas TonuyHa creHku JDK 230 mm).

IpennoskeHa kmaccuduramnms kapauomuomnatuit MOGE(s) (2013), KoTopast BbIAEISIET HE TOIbKO
«Kyaccuyeckue» MOpGhOoDYHKIMOHAIbHbIE (EHOTUITB (TUIEPTPOMUUECKNt, TUIATAIMOHHBII,
PeCTPUKTUBHBIN, apUTMOTeHHasl AMUCIIa3us, HEKOMIIAKTHBbIII MMOKapA), HO M CMellaHHbIe
denorumnsl (mpu I'KMIT - cm. Tabauiry I1 2, TIpunokenune I'3) [15, 43, 139].

1.6 KiimHnuyeckass KapTuHa 3a00/1€eBaHNS WJIU COCTOSIHUS (TPYIIIIbI
3a00/IeBaHU1 MJIM COCTOSTHUIA)

I'KMIT — 3aboneBaHue, XapaKTepusylolleecss BbIPAKEHHOJ T'eTEepPOTeHHOCThI0  KIMHUYECKUX
TIPOSIBJIEHUTA.

Knuunyeckne BapmaHThl TedeHuss TKMIT:

1.BCC - MoxeT oTMeuaTbcs mpu Jo6oM BapuaHTe Teuenusi KMII, B Tom uucie 6e3s
TIPeAIIeCTBYIONIe CMMIITOMAaTUKM (Haubojiee 4acTO BCTPEUYAeTCs] Y MOJIOABIX MaIMeHTOB < 35
JIeT, BKJII0Uasi CIIOPTCMEHOB).

2. BeccMMITTOMHOE TeueHue - BCTPeUaeTCs y MalMeHTOB C MCXOAHO HeOOCTPYKTUMBHON (GopMoii
T'KMII (Hebosnbiasi cTerneHb rumneprpodum mmokapma, 6e3 cOmyTCcTByOMUX aHoMammii MK).
[TpomOMmKUTENbHOCTD JKM3HM Y 3TUX TAIMEeHTOB Kak B 00mieil momyasiuuu - 75 et u Oonee.
Taxske 6€CCMMIITOMHBIMM MOTYT OBITh ITAIIMEHTHI C HEOOJIBIIION CTeNeHbI0 06cTpyKuyyu BTIDK (B
II0KOEe VI/VIU [IPU Harpyske).

3. CuMnToMHOe cTabuibHOe (Ha GpoHe MeIMKaMeHTO3HOI Tepannn) JO6poKauyecTBeHHOe TeueHye
a.y MalMeHTOB C MCXOJHO HeOOCTPYKTMBHOI hopmoit TKMIT
b. mpu OT'KMII c He6ob11I0i cTeneHblo 06¢TpyKuyy BTIDK.

4. CumrnitoMmHoe ocnoxkHeHHOe TeyeHue 'KMII niposiBiisieTcst:

a. uopWLIALMel Tpeacepanii — MapoKCU3MajIbHas, IePCUCTUPYIOIIAs MM ITOCTOSIHHAS (0T 25
oo 30%), accouuMmpoBaHHas C CepAeuYHOl HeJOCTaTOYHOCTbIO pAa3IMYHONM CTerneHu
BBIPAKEHHOCTY ¥ TOBBIIIEHHBIM PUCKOM TPOMO0OIMOONINUECKUX OCIOXKHEHUI, BKITIOUAs
MHCYJIBT

b. XCH - rosiBjieHMe ObIIIKY, CTa6OCTH, yTOMJISIEMOCTH, B COUETaHWUY, ITPECUHKOIIBI I CUHKOTIBI,
APUTMUN. Hapacraumne Ttsbkectm XCH po III-IV ®K (NYHA) npu coxpaHeHHO
cucronmmueckoii pyakimm JDK



c. CMHHIpOM CTeHOKapauu (B TOM 4YMCIe aTUNMYHBIAN 00MeBoOii CcuHApPOM) miau Ge3boseBast
niemusi. Nimemust mmuokapza rnpu 'KMIT moskeT ocnosxkHsThest IM 2 tuma.

5. CUMIITOMHOE TeUeHMe C HeraTMBHbIM pemMogennpoBaHNeM

a) «KoneuHast cragusi»: majbHeliliee poOrpecCUpoBaHye SIBJI€HUI 3aCTOMHON CepheyHoit
HeOCTaTOYHOCTH, CBSI3aHHOJ C HeraTMBHBIM PEMOZEeNINPOBaHMEM U BbIPaKEHHOV CUCTOINYECKOIA
u/vnu nuactonmdeckoit nuchyukimei JDK (ernoturnsr TKMIT+IKMIT may TKMIT+PKMIT).

0) PasBuTue BepxyiieuHoi aHeBpu3mbl JDK — mpu o6CTpyKumm cpemHeii yactu moiocty JDK
(penxmnit BapuaHT TeueHmst TKMIT).

dopMann30oBaHHbIN NMOAXOM, MpennoxeHHbIi Rowin E.J., Maron M.S. u coaBt. [140], K o1jeHKe
BAPMAHTOB KIMHUYECKOTO TEUYeHUSs MpeAJiaraeT yUUThIBATh y MAIeHTa OJHOTO U 60siee OIHOTO
cugpoma (XCH+O®II), (XCH+BCC), (®II+BCC), (XCH+®II+BCC) u wmcnonb3oBaHue TepMMHA
«mporpeccupyloniee teueHe cMMITOMHOM 'KMII».

OCHOBHbIE KIMHMKO-MOPdOIornuecKre BapMaHThl TeYEHMSI U MCXOAbl 3aboseBanus mpyu [KMII
nipeacrasiensl B Tabmuie 1113, ITpunoskenne I'l [3, 4, 24, 29, 34,97, 98, 116, 138, 140-151].



2. InarHoCTMUKa

Kpurepunu nuaraosa I'KMII

Kpurtepuem guarHosa 'KMII y B3powIbIX ABASETCS yBeIMUeHMe TOMIIMHLI cTeHKM JUK B ogHOM
i Gosee cerMeHTax > 15 MM (ompepensieMoe TH06bIM BU3YIM3UPYROIIUM MeTogoM — IXOKI/
MPT/KT), KoTOpasi He OOGBSICHSIETCS MCKIIOUMTEIbHO YBEJIMUYEHMEeM Harpys3ku aaBjieHuem. Y
POICTBEHHMKOB ITpobaHaa Kputepuem nmuarHosa I'KMII sBisiercss ToniuHa creHku JDK, paBHas
13-14 mm [4].

JuarHocTrka MOXeT ObITh 3aTpyJHEHA B cuTyalusx couetanus ['KMII u AT, y CHOPTCMEHOB U Jp.
Tawoke quarHo3 TKMII Tpe6yeT mckmouenust penoxkonmiit TKMIT (cm. pasmen «TKMIT u AT'»).

Kputepuem Bosneuenus: [IDK npu I'KMII siBnisieTcs yBenuueHue Tommuubl cteHku DK >5 mwm, a
tommyHa muokapaa IDK >10 mm cunraercst akcrpeMmanbHoit ITTDK [134,152].

Kpurtepuem nmarHosa oOCTpyKTMBHOM I'KMII OGONBIIMHCTBO €BPOMENCKUX MCCIIeqoBaTeeit
cuntaet I'l 8 BTJDK >30 MM pT. CT., B TIOKO€e WK TIpoBouypyemsblit. [T > 50 MM pT. CT. cunTaeTcst
KpUTepreM reMOIMHAMMUYECKM 3HAUMMO obcTpykium [4, 153].

AMepuKaHCKYe MCCIeq0BaTeN KputepueM amardosa o6ctpyktuBHoii TKMIT cumrtator I'T B BTJDK
>50 MM pT. CT., B TIOKOe WINM IIPOBOLMPYeMbIii. [IJisT TTPOBOKAIMM TIPeJJIaraeTcsl Harpy30vHast
mpoba, a He mpoba BasbcanbBbl, T.K. OBUIO IMOKA3aHO, YTO Mpoba BayibcaabBel He 06IamaeT
JIOCTaTOYHOI UyBCTBUTEIBHOCTBIO [3, 4, 154].

Ilpu TKMII, KpoMe cyGaopTaJibHOI OGCTPYKIMM, MOXKET HaGIIOJATbCS CpeaHEeXKeTyI0uKoBast
o6CTpyKIMsS (M30IMpOBAaHHAS WM B coueTaHuu C cybaopranabHOil). Kputepmus T st
CPeqHEKeNyIOUKOBOI OGCTPYKIMY He BIPAGOTaHO.

Kputepuem o6crpykumy BTTDK cumtaercs yBenmuenue Il 8 BTIDK > 16 mm pr.cT. B mokoe [104].

2.1 JKano6sI 1 aHaMHe3

¢ V Bcex MalMeHTOB PeKOMEHA0BAH JeTabHbIi aHam3 xanob u anamuesa [1, 3,4, 79, 155, 156].
EOK net (VI 5 VVP C)

KommeHTapr/i: MHO2uUe nayueHmsosl He umernm Hano6 unu OHU Man03HauumesnbHol. B makux ayuasx
JduazHo3 cmasumcst cnyuaﬁHo wiu no pesyasmamam CKpuHuHeda.

ZomxceH 6bimob pewieH 80npoc 060 omauyUuu UCMUHHO20 0MCYMCMaus CUMNMOMO8 om adanmayuu 3da
cuem 00pasa XMusHu, nymem nposedeHuss mecma C MAKCUMAIbHOU nepeHOCUMOl (u3uueckoli
Hazpy3koli u oueHku 6uomapkepos XCH 8 OuHamuke.

B passepnymoii cmaduu 3ab6oneganust npu I'KMIT HauGoJiee uacmosimMu #anobamu s16as10mcs 00bIUKa,
CHU#ceHUe monepaHmuocmu Kk @H, pa3HoobpasHvle 6ose6ble OulyweHus 6 2pyoOHoll Kiemke
Kapouaneuueckozo U/uiu CMeHOKapoumuueckozo Xapakmepa, HapyuwleHuss pumma cepoeuHoli
dessmensHOCMU (nepedou, yuawjeHHoe cepoyedueHue), 201080KpyHeHUE, NPECUHKONbL U CUHKONL.

BaxHo nomHums, umo Mauugecmayus KauHuueckux nposenexuti IKMII 8 mMonodom u noxcuiom
803pacme umeem cyuecimeeHHble pasaudusl.

Monodoti  8o3pacm accoyuuposad ¢ cemeliHoll Qopmoli 3abonesanuss U s6JAemcs BaANCHOI
OJemepMUHAHMOLI  MAMeCMU MeUeHUsl, PUCKA HeXeNamenbHblX Kapouo8acKyasapHulx coObimut,
dokaszauHbiM pakmopom pucka BCC.

Heobxodumo yuumsigams 6ce, 8 mom uucie OONOJHUMeNbHble <«HOBble», (akmopsl pucka BCC,
0CO6EHHO Yy Hocumeneli NamozeHHvlX 8apuUAHMO8, 8 MOM HUCIe y POOCMEEHHUKO8 npobaHda —
2eHomun (+)/genomun(-) (cm. cooms. pasdevl)

Ipu cbope cemelinozo aHamHe3a obpawam sHUMAaHue Ha mo, GbLIU JiU Y POOCMBEHHUKO8 YKA3AHUS
Ha BCC, XCH, cuHKkondanbHole COCMOSHUS, UMhiaHmuposarHsie IKC, UHcysism 8 M0oa1000M 803pacme u



dpyaue cucmemHvle 3a0071€8aAHUSL.

Ioxcunoli o3pacm accoyuuposau ¢ HecemeliHoli popmoli 3abonesarus u komopouornocmoio (A, UMT/
oxcupenue, ducnunudemus, U6C).

2.2 ®usukajbHOe 00CIeoBaHue

e V BCcex MalMEeHTOB DPEKOMEHAYeTCs CTaHIapTHoe Gu3MuKalbHOe 00CHeNoBaHNe CepheuHo-
COCYOMCTOM CUCTEMBI, BKJIIOYAIOIee ayCKylIbTallMi0 CepAala, wusMepeHue All  (Ipu
HeOO6XOIVMOCTY — ITOBTOPHOE, a TAKKe JIEXa, CUJIs, CTOSI), MasIbIIaIIo My/ibca, usmepenve YCC
(ipu OIT — medbuunT mynbea) [3, 4, 157-161].

VIO 5VYPC

KommeHTapuii: ocHo8HOU OduazHocmuueckuli npusHak o6cmpykmugHoti TKMII —  zpyOblii
CUCMOJIUYeCKUTl WM 8bI6POCd, KOMOpblll 8biA6J110M HAOD 8Celi N08epxHOCMb cepdyd, C MAKCUMYMOM HA
8epxyuiKe U 6 uemeepmom mexcpedepwe cneda om zpyourst. Cucmonuueckuii wWym — HU3KOUacmomHatii,
Hocum xapakmep KpeuleHJ0-OekpeujeHdo, ewlcaywiusaemcss 800Jb  1€8020 Kpas 2pyouHsl U
ycunueaemcss hod eosdeiicmeuem (hakmopos, y8enuuusarnwjux Hympuieayooukosolli 2padueHm
dasneHusi: nepexod 8 8epMuUKANIbHOE NOJIOMEHUE, OUHAMUYECKAs (u3uueckas Hazpyska, maxuxapous,
npuem nuwju, npoéa Banscans8wl, npuem nepugepureckux 8azoounamamopos.

Bonvwuuncmso nauueHmos ¢ obcmpykuueli BT/DK maxxe umewm aycKyasmamugHsle NpUusHaxu
mumpanvHoli pezypeumayuu. Co cmopoHst dpyeux cucmem u opzanoe npu I'KMIT 06biuHO KJAUHUYECKU
3Hauumblx omkaoHeHutli Hem [3, 4, 157, 162].

Y nayuenmos ¢ o6cmpykyueti BT/DK uacmo 8bis187151emcst Heycmotiuugocms apmepuaibHozo nyascd
(3HauumensHole konebanus YCC 6 opmocmase u KIuHocmase, 60 8pemst 600pcme08aHust U cHa).

e PekoMeHIyeTcs 00paTUTh BHMMAaHMe Ha BHeCepAeuyHble MpOsBeHKsS 3a60/eBaHMs,
yKkasbiBatommye Ha henokonuy TKMII [37, 43, 44, 46, 47, 49-51, 58-60, 163-166].

EOK IB (VIIII 4 VYP C)

2.3 JlaGopaTopHbIe IMarHOCTUYECKIMEe UCC/IedOBaAHMS

e V Bcex maimeHToB ¢ I'KMII [jis1 BbISIBJIEHMSI COMYTCTBYIOIIMX 3a607eBaHMUii PeKOMEHIYeTCst
pyTMHHOE J1TabopaTopHOe 06C/iefoBaHye, BKIOUYAIOIee KIMHNIECKUIT aHamn3 KPOBYU M OOIIMii
aHaIM3 MOYM, OMOXMMUYECKNIT aHaIU3 KPOBU (XOEeCTepPUH, TPUITIMIIEPUIbI, Kaluii, HATPUA,
ACT, AJIT, MmoueBMHA, KpeaTVHWH, GMIMPYOUH, ITI0K03a) [3, 4, 167].

vona 5 vVyP C

KommenTapwuii: pymunHoe snabopamopHoe 00ciedogaHue nomozaem 6wls18UmMb CONymcmaywujue
3a6051e8aHuUsl, KOMOpPble MO2YM 8b1386aMb UNU YCY2yOUMb MUOKAPOUANbHYH OUCHYHKYUIO U COCMOSIHUE
nayueHma.

Onpedenexue koHyeHmpayuu N-mepmuHanisHoz20 Npo-mo3208020 Hamputiypemuueckozo nenmuoa (Nt-
proBNP) u ewicokocneyuguuHozo cepdeuHo20 MPONOHUHA 6 Naasme He 6xXo0um 6 pYyMmuHHoe
JnabopamopHoe o6cnedosaHue, 00HAKO, UX 8bICOKUE YPOBHU ACCOUUUPOBAHBL C BblpaxceHHocmuio /7],
ITDK, msiwecmoto (QYHKUUOHANBHBIX HApYWleHuli (uwemuu muoxapoa, npozpeccuposarvue XCH) u
HeO1azonpusimusIM npozHo3oM [4, 32, 34, 92, 96, 141, 168].

e [Ipy momo3peHMM Ha KOHKpeTHYHO GeHokommio T'KMII ¢ 1e1pl0  MPOBemeHMUs
muddepeHIMaTbHOTO IMarHo3a pPeKOMEHAYEeTCsT CIlelMaabHOoe jJabopaTopHoe 06C/iemoBaHNe.
[3, 4,44, 46,47, 59, 60, 64, 92, 163, 169].

EOK IC (VI 1 YVP C)

KoMMeHTapuit: Hekomopsle nokasamesu, no380Jsioujiue Npeonoiodums KOHKpemHsili OuazHo3
penokonuu I'KMII, npusedenst 6 mabauue I11, [punoxcerue I'l.



T'KMIT — 3mo duazHo3 uckioueHus. @eHokonuu, 8mopuuHsie u cneyuguueckue npuuurst I7DK u ITDK
00J13#HbBL OblMb UCKNHOUEHDL.

CrpaTerusi reHEeTUYECKOT0 TeCTUPOBAHYUS Y CEMEITHOT0 CKPUHMHTA

e MenuKko-reHeTMYeCckoe KOHCYAbTMPOBaHME PEKOMEHAOBAHO IPOBOAUTH IpodeccroHanaMu,
00y4YeHHBIMM B 3TO} CIlellMaabHO} 067acTyM M paboTalolMMMU B MYIbTUIMCLUIUIMHAPHONM
KOMaHZze [3, 4, 30].

EOK IIaC (VA1 5 VYP C)

e MenuKko-reHeTMUYEeCKOe KOHCYJIbTMPOBAaHME PEKOMEHIOBAaHO MPOBOAUTH BCeM IalyeHTaM C
I'KMII ¢ uesnblo BbIIBIEHMS MIPUYMHHOM MmyTaumuu [3, 4, 18, 17, 27, 30, 31, 116, 170-173].

EOK IB (YA 5 VVP C)

KommeHTapuit: ece nayueHmst 00nxcHbl Oblib NOJHOYEHHO 0CB8E00MEHbL O CMbLCE U 3HAYUMOCMU
CKPUHUH20a, 803MOMCHDIX €20 Pe3y/ibmamax, Ux KIUHUUeckoM 3HaueHul, a makie 8 yeiom o 80npocax
HacnedcmeeHHOCMuU cepoeuHo-cocyoucmolx 3a001e8aHuli.

PekomMmeHaanum mo reHeTU4YeCKOMY TeCTMPOBaHNIO rlp06a}m03

e PekoMeHyeTcsl, UTOObl TeHEeTUUECKOe TeCTUPOBAaHME BBIMOTHSIOCh B CEPTUMUIMPOBAHHBIX
IMATHOCTUYECKUX JIabopaToOpusIX C SKCIEPTHbIMM HaBbIKAMM B MHTEpPHpeTalyuyu MYTalluii,
CBSI3aHHBIX C Kapauomuonarusamu [17, 19, 27, 30, 31, 116, 171, 172].

EOK IC (YII]I 5 VYP C)

e [Ipy momo3speHuMu Ha  KOHKpeTHYH ¢eHokommio [KMII ¢ 1enpio  mpoBemeHMs:
InddepeHMaNTbHOTO OMarHo3a peKoOMeHIyeTcsl TeHeTHuUecKoe TecTupoBaHue [3, 4, 18, 27, 30,
31,46, 51,59, 60, 171].

EOK IB (VI 5, VVP C)

KoMmmeHTapuii: ceHemuueckoe mecmupogauue y nayuermos ¢ IJDK HesicH020 2eHe3a U moawuHoLl
cmeHku 13—-14 mm pekomeHO08aHO npogodums moibKo hocie demanbHozo 06cnedosaHus (8KawUaAs
MPT ¢ KoHmpacmuposaHuem) U KOHCUAUYMA MYAbMUOUCYUNIUHAPHOL KOMAHOOL Cheyudnucmos.

e [locMepTHOE reHeTHMYecKoe McclemoBaHue 00pasiioB 3aKOHCEPBMPOBAHHBIX TKaHei mau JTHK
PEKOMEHJIOBAHO  IPOBOAWUTb I  YMEpPIIMX  TAIMEeHTOB ¢  IMaTOMOPGOIOTMYECKU
rogTBepskaeHHoit ['KMII, 4To6BI MMETb BO3MOKHOCTb BBITTOJIHUTD KAaCKaJHbIN TeHeTUUeCKUIA
CKPVHMHT POLCTBEHHMKOB [3, 4, 27, 30, 163].

EOK IIaC (VI 5 YVP C)

KommeHTapuii: nposedeHue zeHemuueckozo ckpuHuHea npu TKMIT —moxcem  Hocumo
duazHocmuyecKuii U npeOUKMUBHBLI Xapakmep.

B nepsom cryuae zememuueckasi OuazHOCMUKA 5167151eMCsl YACMbl0 UHCMPYMEHMO08 dudzHOCMU4eckoz2o0
noucka u npuseaHa nomousr 6 noodmeepiycoeHuu ouazvHo3za TI'KMII npu uanuuuu cmepmoti uiu
HenosHoU KAUHUYeCKOll KapmuHol, d Mak#e npu HAIUYuU CUCMeMHbIX Nposie/ieHuli 3a0601e8aHus uau
ons uckaroueHus peroxonuii TKMII [1-4, 14, 15].

OyeHKa 8K1a0a KOHKPemHO020 2eHemu4eckoz0 8apuaHma O0IMHA NposooumsCs 8 cOOMeemcmeuu ¢
pexomeHOayusMu Amepurarckoti KoJL1e2ul MeOUYUHCKOLI 2eHemuKu
(American College of Medical Genetics and Genomics — ACMG) om 2015 200a, omeuecmeeHHbIMU
peKomeHOayuaMu, pa3pabomaHHsIMuU Ha UX 0CHO8e, d Makyce padom ux modupuxkauuii u 0onoaHeHuLl,
paspabomaHslx 0711 0moenbHo 83s1molx 2eHo8 [30)].

Ilpu T'KMII, 8 dononHeHue K 8bliienepeyucieHHbIM UCTMOYHUKAM, 00s13amenbHblM 00KYMEHMOM Ost
uHmMepnpemayuu pe3yibimamos 2eHemuueckozo UccnedosaHusl 6asemcst pykosoocneo no ouyeHKe
eapuaxnmos 6 zene MYH7 [8].

OyeHKka namozeHHOL 3HAUUMOCMU BbISABNIEHHBIX 8APUAHIMO08 00JIHCHA NPOUCXO0UMD C 0053AMeNbHbIM
UCNOJIb308AHUEM MENOYHAPOOHbIX 0a3 OAHHLIX O HACMOome U NAMO2eHHOU pPOoJU 2eHemuUUecKUx
sapuaxmos, makux xax Clinvar, ClinGen, Varsome, Exac, and Gnomad [22, 23].



PekomeHmaniuu 1o T€HETUYECKOMY U KIMHUYECKOMY TEeCTUPOBAHMIO B3POCIbIX
POACTBEHHUKOB

e KackagHblii TeHeTUYeCKuii CKPUMHMHT TIOC/ie TpefBapUTeIbHOTO MeOuKO-TeHeTUYeCKOoro
KOHCYJIbTUPOBAHMSI PEKOMEHIIYeTCsI B3POCIAbIM POACTBEHHMKAM I1€pBOJi CTeneHu pOACTBa
MaluMeHTOB, UMEIOLIMX SIBHYIO [IaTOreHHYI0 MyTauuio [3, 4, 8, 18, 27, 31, 174].

EOK IB (VI 5 YVP C)

e Knuunuueckoe ob6cmemoBanme, Bkiaiouatoniee OKI, 9XOKI u [gauTenbHOe IUMHAMMUYECKOe
HabIIoIeH1e PEKOMEHI0BaHO pOJCTBEHHMKAM II€pBOJ CTeleHM PONCTBA, Y KOTOPBIX
BbISIBJIEHA Ta 3Ke SIBHAsI TATOTeHHAasi MyTallus, UTO U y nmpobanpa [3, 4, 18, 27, 149, 150, 172, 174].

EOK IC (YA, 5 VVP C)

e PonCTBEHHMKOB MEPBO CTeNeHM POACTBA, y KOTOPBIX He BbISIB/IEHA Ta Ke SIBHAS MaTOTeHHast
MyTalys, 4YTO M y IpoGaHAa, PeKOMEHAYeTCS BbIBECTM U3 [JajbHENIIero AMHAMUYECKOro
Ha6JIofeH s, HO C peKoOMeHalyeil o6paTUThCs 38 TTOBTOPHBIM 00C/IeqOBaHMEM, eCiu Y HUX
Pa30BBIOTCSI CMMIITOMBI MJIM TIOSIBSITCSI HOBbBIE pejieBaHTHbIe faHHble [3, 4, 27, 28,170, 174].

EOK IIaB (V]I 5 VYP C)

e EcIu SIBHOII IMAaTOT€HHOM MyTalyy Yy IpobaHIa He BBISBIEHO VIV F€HEeTUYECKUII CKPUHMHT He
MpOBOAMICS, KaMHuueckoe obcremoBaHue ¢ IKI u IXOKI peKOMeHOOBAHO MPEIIOKUTh
POICTBEHHMKAM IIepBOi CTEIIeHN POACTBA Kakable 2—5 yieT (Mau 6—12 MecsiieB, eCIu UMEeIOTCS
IMAarHoCTMYEeCKM He3HAUMMble aHOManumn) [3, 4, 27, 174].

EOK IIaC (YA, 5 YVP C)

KomMmeHTapuit: npedukmueHuiii 2eHemuyecKuili CKPUHUHZ OCHO8AH HA  UCNONb308AHUU
uHopmayuu o0 KOHKpemHOll 2eHemuueckoli npuuuHe 3a00se8aHus, UOEHMUDUUYUPOBAHHOL Y
npobaxoa, o onpedesieHUs HOCUMeNbCMBa 0aHH020 8apUAHING Y 20 pOOCMBeHHUK08. Llenvto daHH020
CKPUHUH2a $8711eMCs onpedesieHue HeoOX00uMOCmu pezysiapHoll duchaHcepu3ayuu U NpuyeasHozo
KAUHUYECK020 HAONOeHUs 8 Cyude HOCUMENbCMBA NAMO2EeHH020 8APUAHMA, A MAKMce UCKTIOUeHUe
Heo0Xo0umMocmu maxkozo CKpUHUHza Npu 0Mcymcmauu HoCumeisCmaa namozeHHo20 8apuaHma.

IIpu nposedeHuu KACKadH020 CKPUHUH2ad UNeHO8 CeMbU NPoOAHOA peKoMeHOYemcs couemams €20 C
KJUHU4Yeckom obcnedosamnuem — cepoeuHo-cocyoucmoti — cucmemsl  (aHamHecmuueckue OaHHole,
ob6sekmuenslii ocmomp, IKI' u DXOKI — cm. mabnuuy II8, IIpunoxcerue I'l) dnsa onpedeneHus
cezpezayuu  BblIBAEHHO20 BAPUAHMA C (eHomunom 3aboneeauus uau Ons UCKI0UeHUS. OaHHOL
cezpezayuu. JlaHHas uHgopmayus moxcem O0blmb 6axdHA NPU OYeHKe CIeneHu NamozeHHOoCmu
8bIS18/IEHHBIX B8APUAHMO8 U UX KJdACCUpuKayuu 6 coomeemcmeue ¢ Kpumepusimu AMepuraHckoll
Konnezuu meduyuHckoti zenemuxu (American College of Medical Genetics and Genomics — ACMG) [22].

Cywecmeyem «0anivHas MooOenb» NPOZHO3UPOBAHUS 8ePOSIMHOCMU O0OHAPYHEHUs 2eHemuiecKux
8apuaHmos 8 2eHax, Haubosnee pacnpocmpaHeHHvlx npu TI'KMII, komopas exiwuaem 603pacm
nayueHma, MeHCKUll nos, Haniuuue apmepuansHoli eunepmeH3uu, mopgonozuto MIKIT no muny
«reverse curve» u coomuowenue moawursl MXKII/3CJDK. Cymma 6annos <2 npedckasvlieaem HU3KYHO
8eposiMHOCMb  OOHAPYHCEHUs  e2eHemuueckux 8apudavimos 8 NPUUUHHbIX 2eHax, Haubosiee
pacnpocmparenHsix npu TKMIT (mabnuya I11, Ipunoxcerue I'2) [8, 29, 93, 144, 170, 175].

2.4 HcTpyMeHTa/IbHbIE AMarHoCTUYeCcKye ucciegoBaHus

dnekrpoxrapauorpadus u moHutopupoBanue KT

e IIpoBemenne IKI' (B 12 OTBemeHMSIX) PEKOMEHIYETCSI IIPM II€PBUYHOM OOC/IEIOBaHUM BCEX
nmanyeHToB ¢ nomo3perneM Ha KMII u B mpoliecce nMHaAMMUUYECKOTO Habmomenus [3, 4, 160,
176-180].

EOK IB (YII]I 5 VYP C)

e Bcem mnanmeHram ¢ ['KMII npu yxyaumieHUMM CUMITOMATUKM DPEKOMEHAYeTCsl ITOBTOPHAas
peructpauusi IKI' ¢ 1enplo BBISIBJIEHUSI HapylIeHUI CepHeyHOro puTMa M MPOBOAVMOCTH,
uieMun Mmuokapaa [3, 4, 160, 176-179].



EOK IB (YA, 5 VVP C)

e Perucrpauust OKI' pekoMeHAyeTCs KaK KOMIIOHEHT CKPUHMHT-aJTOPUTMa Y POACTBEHHUKOB
TepBo¥i cTerneHu poacTsa nauentos ¢ [KMII [3, 4, 27, 135, 160, 170, 174, 177].

EOK IC (VII 5 VVP C)

e XMO3KI' pexkomeHnnyercsi BceM mnauyeHtam ¢ ['KMII, B TOM 4uciie aCMUMIOTOMHBIM, C I€JIbIO
BbIsIBJIeHMsI HapymeHuit putma cepana (OIT u JKT) u mpoBomuMoCTM Ijisl cTpaTUdUKaum
pucka BCC 1 orbopa KaHaAMUAATOB [y1st uMIutaHTauuy UKI*** [3, 4, 112, 114, 161, 181-183].

vaa 5 VYVPC

e IIpoBepnenne XMOKI (onTMmMasibHO MPOIOJDKAUTENBHOCTbIO 48—72 4vaca) peKOMeHIYeTCsl Ipu
MePBMYHOM KIMHMUECKOM 006CIeJOBaHUY U Kaxkaple 12-24 mMecsues [4, 161, 176, 181, 184].

EOKIIaC (YA 5 VVP C)

e PekOMEeHIOBaHO MCIOAb30BaHME METIEBOr0 PerucTpatopa C LeJbI0 BBISIBAEHUSI HapyLIEeHUIT
CepIevYHoro puTMa y IMalyeHTOB C XajobamMyu Ha 4YacTble cepruedueHusi, y KOTOPbIX IIPU
IuTenbHOM MoHMUTOpUpoBaHuu JKI' mpuymHa ocTasach HEyTOUYHEHHOI [3, 4, 20, 185-187].

EOK IIaC (V/I]JI 5 YVP C)

KommeHTapuii: adekgeamHasi oyeHKa HapyuwleHuli pumma u npogoouMocmu Kpumuuecku Heo6xoouma
onsa cmpamugukauuu pucka BCC, nosamomy 8 HeKOMOPbIX CAyudasx Heobxooum onumensHsili IKI -
MoHumopuHe. Kpome pymurnHozo cymouHozo moHumopuposarusi OKI, 8603moxcHbL eapuarmol: 48/72-
uacoeoli  MOHUMOpPUH2,  HAPYXCHBIl — nemJegoli  pezucmpamop,  pesucmpamop  cobvimuti,
umnaaimupyemslii nemnesoti pecucmpamop. SKI-0uazHocmuka 0onxcHa noemopsimecst Kaxicdole 12—
24 mecaya, oOnMuManbHoO NPoOOTIHUMENbHOCMbI0 48 uacos.

Iokazanuem k XMDOKI sensemcs nosejeHue y hnayueHma xanobd Ha cepoyebueHue u/unu
20/1080KpYHCEHLe.

Heo6x0o0umo yuumeleams, umo HApyweHus pummda u npogooumocmu mozym Ovimb 00YCN08J1eHbl
nposodumoii mepanueii.

AKI-npusHaku, nomozarwuwjue 8 Jug@eperyuanstoti duaznocmuxe I'KMIT u ¢enoxonuii I'KMII,
npedcmasnieHst 6 madnuye I12, Ipunoxcenue I'l [3, 4, 20, 49, 125, 141, 147, 163, 185, 188-190].

OXOKT-uccmeqoBanme manyeHTaM HeoOXOOMMO BBIITOJIHATh B COOTBETCTBMM C PEKOMEHIALIMSIMU
o sxokapauorpadum AHA, ASE (American Society of Echocardiography) m EACVI (European
Association of Cardiovascular Imaging) 1o BpIxoma oTeuecTBeHHbIX pekoMeHpaanmii [152, 191-196].

e Bcem nauyenTtam c nogospeHuem Ha 'KMII gns BeisiBieHust IJDK m BHYTPIMOKeNTyIOYKOBOM
O6CTPYKIMM TIpU TepBUYHOM obcienoBaHmy pekomeHgoBaHa TT-OXOKI ¢ mpoBOKaIMOHHO
po6oit BanbcanbBsl [3, 4, 98, 137, 149, 181, 197-201].

EOKIB (YOO 4 YYP C)

e Bcem manmentam ¢ ['KMII nsmepeHne MakCUMMaJbHOWM OMACTOJIMYECKON TOMMIMHBI MUOKapAa
JDK peKOMeHAYeTCST IIPOBOANUTD BO BCEX CErMEHTAX, OT Oa3aJbHbIX 10 BEPXYIIKM B 2D-pexxume
110 KOpoTKoii ocu JDK [94, 149, 191, 193, 202-204].

EOK IB (VI 4 YVP C)

¢ Bcem maimyenTam ¢ TKMII pekomMmeHayeTcs TIaTe/lbHasl OLleHKa IMacToamueckoit yHkimm JDK,
BKJIIOYAsI TPAHCMUTPAIbHBI KPOBOTOK, B JIETOUHbIX BeHAaX, TKAHEBYIO [OMIuieporpaduio,
usMepeHue pazmepa u oobema JIIT myst crpatudurauyu prucka BCC [91, 94, 95, 98, 108, 137, 195,
205].

EOKIB (Y411 4 YVP C)

e CUMMIITOMHBIM MalyeHTaM ¢ MakcumaabHbiM [l B BTJDK (B 1mokoe miy CIIpOBOLIMPOBAHHBIM)
<50 MM pT. cT. peKoMeHayeTcs mpoBeneHe crpecc-TT-2XOKT' 1151 BhISIBIEHMS TTPOBOIMPYEMOit
obcrpykumu BTIDK u crpecc-uugyuypyemoii MP [68, 109, 116, 137, 152, 199, 206-212]



EOKIB (VA1 4 YVP C)

e ACMMIITOMHBIM MallMeHTaM C MaKCUMMaJbHbIM TpamueHToM pAasieHusi B BT/DK (mokos win
MHAYIMPOBAaHHBIM) < 50 MM pT.CT. peKOMeHI0BaHO IpoBeneHne crpecc-TT-9XOKI, ecnn
HaMaye OOCTPYKIMM MMeeT 3HaueHye IS peKOMEeHIAIMii 1o 06pasy SKM3HU M Ha3HAUeHUS
JIeKapCTBeHHOV Tepanuu [68, 199, 206, 208].

EOK IIbC (VA1 4 VYP C)

e V TauMeHTOB C CyOONTMMAJbHBIM KauyecTBOM W300paskeHUs WIM C TIperosaraeMoit
anukajgbHO  Tuneprpodueit JDK  wmam  aHeBpusMmoii, pekomeHpayercsi IXOKI ¢
KOHTpacTupoBaHueM mosoctu JDK, kak anbrepHatuBa MPT cepaua [115, 148, 213-216].

EOK IIaC (YA 5 VVYP C)

e lHTpakopoHapHOe KOHTpacTupoBaHue muokapaa rpu TT-OXOKI Bo BpeMst IMarHOCTUUECKOM
KAT pekomeHayeTcsl TalyMeHTaM, y KOTOpbIX Iwtauupyercss CAA, mis wmpeHTHMUKAIIN
TTOIXOASIIe N IJ1sT ab/aluy CenTalbHO BeTBY KOPOHApHOIT apTepun  [196, 216-219].

EOK IB (VII 4 VVP C)

e JlopropHble DXOKTI-ucwienoBanus pekoMeHAyroTcs naumeHTam ¢ 'KMII ¢ MsmeneHusimmu B
KJIMHUYECKOM CTaTyce WIM TMOSIBJIeHEM HOBOW CepAeyHO-COCYAMUCTON CUMITOMATUKM [IJIsT
CBOEBPEMEHHOI'0 BBISIBJIEHMSI OCIOKHEHUI UM OUHAMUKM peMOLenMpoBaHMsl ceppua [68, 149,
178, 184, 199].

EOKIB (VO 4 YYP C)

e OXOKI' pekoMeHIyeTCs Kak KOMIIOHEHT CKPMHMHI-aJITOPUTMA UJE€HOB CeMbM INalMeHTa C
T'KMII, y KOTOPOTO BBISIBJIEHA aCCOLMMPOBAHHAS ¢ 3a60/eBaHMeM TeHHas MyTauus [3, 4, 27, 135,
170, 174].

EOK IC (YIIII 5 VVP C)

KommeHTapuii: mpebyemcs uchons3oeams pacuiuperHsiti npomokon IXOKIT, adanmuposaHHslii K
duazrocmuxe T'KMII. TlepeueHs nokasameeti, 8xodsauiux 8 npomoxon TT-DXOKI, npedcmasneHsl 8
maobnuue I13, [Ipunoxerue I'l.

Zna dugpeperyuansHoli duazHOCMUKU ¢ (peHOKONUSIMU U Npu 8sl00pe Xupyp2uueckoli makmuxku npu
T'KMIT mozym ucnons3osamscsi dononHumensHole onyuu hpu XOKI, npedcmassneHst 6 mabauye 114,
Ipunoxenue I'l.

OXOKT-Haxoodku, nossonstowjue dupgeperyuposams I'KMIT u ¢ernoxonuu I'KMII, npedcmasnetvl 6
mabnuye I15, [Ipunoxcenue I'l [1, 4, 29, 144, 163].

PekoMeHZAIMM 10 YpEeCHUIEBOAHOI 3xoKapauorpaduum mpu '’KMIT

e UIT-OXOKTI pekoMeH[IOBaHa [IJis MTallMeHTOB, Y KOTOPbIX HESICEH MeXaHu3M ob6cTpyKuyy BTIDK
wim 11 oueHku coctossHusl MK no npouenypel CAA, mim eciy permcTpyupyeTcsl BolpakeHHast
MP, npenmnonoxkuTesbHO He cBsizaHHast ¢ IICII CTBOPOK, a OOyC/JIOBIEHHAs COOCTBEHHBIMU
a"nomamuamu MK [192, 220-223].

EOK IIaC (YOI 4 VVYP C)

e [lauyentam ¢ 'KMII nipu BeintonHeHun CAA 179 KOPPEKTHOTO OmpefiesieHus 1ieieBOii 30HBI
BO3IENCTBUSI peKOMeHIoBaHO uHTpaonepauymoHHoe UIT-O3XOKI' ¢ MHTpakKOpOHApHBIM
KOHTpacTpoBaHueM Muokapza [196, 216-219].

EOK IIaC (VO 4 YYP C)
Koncencyc skcrieproB EACVI 2015

e lurpa/nepuonepauyonHas YI1-OXOKT npu CMD pekomMeHAOBaHA MalMeHTaM [JisI YTOUHEHUS
MmexaHmsMa  o6CTpykimyu  BTJDK, KOHTpOJASI ~ XUPYPrMUeckoil  CTpaTeruMu,  OIE€HKU
MTOCTXUPYPIUUECKUX OCIOKHEHW U BBISIBIEHMSI OCTaTOUHOI o6¢TpyKumm BTIDK [192, 216, 217,
220-224].



EOKIC (YA 4 VVP C)

IlpoBepeHne MPOBOKALMOHHON MPOGHI BanbcanbBbl IS AMACHOCTUKM JIATEHTHOM
o6cTpykumu BTIDK

[Tpo6y BasnbcanbBbl 1ipy TT-9XOKT ciemyeT MpOBOOUTD B MOJIOKEHMM TallYIEHTA JieXka Ha JIEBOM
6oKy. IlalMeHTy cjemyeT Hampsub MbIIIIbI TepeqHeli OPIONIHOM CTeHKM, YTO ITOBBINIAET
BHYTPUOPIOIIHOE ¥ BHYTPUTPYIHOE NaBjieHye. KOHTPOIb YPOBHS HANpPSIKEHMS I11e/1eco06pasHo
OCYIIECTBJISITb € IIOMOLIBIO YCTPOJMCTBA, MPENCTABISIOIIer0 MaHOMETD, COeNVMHEHHBbI C
MYHAIITYKOM; TIPM 3TOM TaI[MeHTa MPOCST YAePKUBaTh HaIpsDkeHMe, YTOObI [IaB/ieHNe Ha
MmaHoMeTpe cocrtaBasuio 20-40 MM pr.cT. Bo Bpemst mpoGbl BanbcambBbl PErUCTPUPYETCS
MaKCMMajabHasi CKOpOCTb KpoBoTOKa B BTIDK ¢ wucrnonb3oBaHMeM IIOCTOSSHHO-BOTHOBOTI'O
momnruiepa. EciuM B TONMOXKEHMM TalMeHTa Jieka Ipoba OTpullaTenbHas, TO PEKOMEHAYeTCs
MIPOBECTU MPOOY B IMOJIOKEHUM CUSI U CTOSI.

MarHuTHO-pe30HaHCHasA ToMmorpadus

e MPT cepoua ¢ KOHTpacTMpoBaHMeM (MPU OTCYTCTBUM IMPOTUBOINOKA3aHMI) PEKOMEHIYeTCs
BBITIOJIHUTh KaK MMHMMYM OOVH pa3 Iocjae MOoCTaHOBKM AmarHo3da ['KMII past yrouHeHust
maHHbIX DXOKI' (aHaToMum cepmiia, GYHKIMM SKeTYIOUYKOB), a TaKKe BBISIBIEHMUS U OI€HKU
pacmpocTpaHeHHOCT Gubpo3a MMOKapAa M UCKIIOUeHUsT Opyrux 3abonmeBannii [57, 189, 216,
225-231].

EOK IB (V4,4 YYP C)
KonceHcyc skcrepTtoB EACVI 2015

e IIpoBemenne MPT pomcTBeHHMKaM IpoOaHAa IepBOil JIMHUM POMACTBA PEKOMEHIYETCS, €C/IN
IIOCTAHOBKA [MarHosa 3HAuMMO BIMSeT Ha o06pa3 >KM3HM (HAIp. 3alpelleHue
COpeBHOBATEIbHOTO criopta), a npu IXOKI mmeeTcss HM3KOe KAueCTBO M300paskeHMs, UIU
IaHHbIe ITOTPAHMYHbIE/COMHUTEIbHbIE, WIM eCcTb u3MeHeHuss Ha OKI, a DXOKI — 6e3
OTKJIOHEHUI OT HOpMHI [3, 216, 226, 229, 233].

VO 5VYP C
Koncencyc skcnneproB EACVI 2015

e [lauueHTaM C IpeAnojaraeMbiM aMMWIOMIO30M Cepiia pexkomeHmoBanHo MPT cepouma c
KOHTPaCTMPOBAaHMEM C 11e/TbI0 BbisiBieHust 30H [THT [49, 53, 56, 57, 164, 234-236].

EOK IIaC (YA 2 VVP A)

e MPT cepnma ¢ KOHTpPaCTMpPOBaHMEM DEKOMEHAYyeTCs OO0 Olepauuy XUPYypruyeckom u
Hexupypruueckoin penykuumu MIKII [ oOLEeHKM XapakTepa U paclpoCTPaHEeHHOCTU
runeptpodbun u Gubposa mmokapaa [41, 189, 228, 230, 237].

EOK IIaC (VA 4 YVP C)

e MPT cepnuia M COCyIoOB OO/DKHA MHTEPIIPETUPOBATHCS CHeluaaucTaMiu, UMEIIMMN OIbIT B
BU3ya/IM3alMM CEP/IIA U OlleHKe 3aboneBaHmii Muokapza [4, 54, 226, 231, 238].

EOK IC (YII]I 5 VYP C)

Kommenrapuii: MPT ne umeem npucywux OIOXOKI[ oepaHuueHull u s5e15emcsi  «30/10MbimM
cmaHoapmom» oueHKU MmoawuHsl Muokapoa u obsemos JDK u IDK (Oonvlue mouHocms usmepeHuti u
80CNPOU3B00UMOCMb,  MeEHblUle  0Nnepamopo3asucumMocms),  no3momy  hpu  0mcymcmeuu
npomueonoxkasaHuti, eciu nosgonsiom pecypcol u onsim, MPT OomxcHa paccmampusamscsi Ons
nayuermos ¢ 'KMII 6 kauecmee 6a308020 memoda uccnedosanus [216, 227, 231, 238, 239].

MPT maxkiiwe nosgossiem uccnedosams mekcmypy muokapod, m.e. Haauuue u pacnpocmpaHeHHOCmb
MUOKapouanbHoz2o Gubposa. Memoouka OCHO8AHA HA MOM, UMO 8 CezmeHmax Mmuokapoa ¢ >15%
(ubpo3sa sviasnsemca peHomeH no3oHezo HaxkoneHus eadonunus (IIHI) — 3adepika ssimbieanus Gd-
Konmpacma. Hanuuue pacnpocmpanenHozo @Gubpoza aeasemcs Nnpedukmopom HezamugHozo
pemodenuposanus, paseumusi cucmoauueckoti oucynkyuu u XCH, a maxxe O0mMHOCUMCS K
donosiHumensHoiM pakmopam pucka BCC.

IIpu MPT evisie1510mcst 2 0CHOBHBIX NAmmepHa Guoposa:



1. UnmpamypaneHstii  pubpo3 6 npedenax 2unepmpoGupo8aHHbIX CezMeHIo8, Komopolli Ha
2UCMOJI02UYECKOM — YpOBHE  5187I1eMCs  OmpaxceHueM npsamozo  Oelicmeusi  «NPUUUHHO20»
2eHemuyeck020 8apuaHma u MOJIeKYJIAPHO20 namozeHe3a, nposeJisiowezo oJuckomniekcayueti
KapouoMuyumos U MbllUeUHbIX 80JIOKOH — (peHOMeH «disarray», (uépo3omM pasHoli cmeneHu
8bIPAXCEHHOCMU.

2. 3oHbl ubposa mozym Ovimy 8viseneHsl 8 MIKII 8 nepedHeti u/unu 3adueti 06aacmsx, epaHudaujux
co ce0600HOli cmenkoil IDK (m. na3. «right ventricular insertion points»). Cuumaemcs, 4mo 3mo
uHmepcmuyuansHulli pubpo3 unu npomexcymousiii penomun IHI, HauansHas cmadus [99, 216,
230].

Iapamempot, Komopsle Heobxodumo oyeHums npu MPT cepdua y nayuenma ¢ TKMII, npedcmasneHo! 8
maobnuue I16, IIpunoxeHue I'l.

V HocuTeneit myTaiuii B foruneprpoduaeckoii cragyu ['KMIT mpyu MPT MOKHO BBISIBUTH «MaJible
aHOMa/IuM cephla» — KPUIIThI MUoKapzaa, aHomanuy MK, anukajbHoe cMelleHye ManuIIsSpHbIX
Mblli. Ha JOKIMHUYECKO! CTaauy y HEKOTOPBIX TAIlMEHTOB C TeHOTUIOM(+)/heHOoTUrom(-)
MOTYT OBITh BbISIBJIEHBI 30HbI [THI. (CM. aITOPUTM AMarHOCTMKY Ha JOKIMHUYECKON cTaauu) [239-
241].

[Tpu MPT ceppia Takke BbISIBSIIOTCS aHOMayiny armapara MK (em. Tabmuiy 116, [Tpunoxkenne I'1).

Kpome 3HaummocTty B auarHoctuke TKMII, MPT cepaiia urpaet poib B AMArHOCTUKE (HeHOKOIMIt
T'KMII. ITpu amunonmo3e 30HbI [THI' onpemesnsiioTcsl B SHAOKAPAMATIbHBIX M CYO9HAOKAPAMATbHBIX
OTHeNax M He 3aBUCUT OT 30H KpPOBOCHaOXKeHMsT Mmokapza [57, 236]. IIpu 6one3nu AHgepcoHa-
@®abpu — Ha/MMuMe MHTpaMuokapauanpbHoro I[THI yamie Bcero mo 3ajHe60KOBOMY CETMEHTY Ha
6a3aybHOM U cpeHeM ypoBHsX [171]. V ciopremenos ¢ [TDK, oTcyTeTByioT 30HbI ITHT.

e TMaumentam ¢ 'KMII, y KoTopsix HM3Koe KadyecTBo IXOKI m3obpaskeHus:, a mpoBenenue MPT
MPOTMBOMOKA3aHO [JJs OLIEHKM TONMUIMHBI MMOKapia ¥ pasMepoB IIONOCTeil cephlLa
pexoMmeHnyeTcs BeinonHATh KT/MCKT ceppua ¢ KoHTpacTupoBanuem [216, 242].

EOK IIaC (V]I 5 YVP C)

Kommenrapuit: KT cepdya, kpome aHamomuueckux OdaHHulx cepoyd, no0360Jisem makice
8U3YANU3UPOBAMb KOPOHAPHble apmepul, OUeHUBAms UX NPOXooUMOCMbs U AHAMOMUuecKue
0C00eHHOCMU, HaIuuue MUOKAPOUAIbHbIX «MbIUIEUHbIX MOCMUKOB8», UMO U2paem 6a}cHyl poJib 8
duazrocmuxe UBC, 8 mom uucne npu I'KMIT y nayueHmos cmapuieti 603pacmHoti 2pynnel.

MCKT cepdua, umerwas 8bicOKoe NPOCMPAHCMBEHHOE paspelieHue, N036osaem odecneuums mouHoe
uzmepeHue MoJWUHbl, MACCbl MUOKApdd, 00sema xenydoukos u gpakyuio si6poca. CpasHumensHoe
uccnedosanue nokasano 6wlcokyr mouHocmes memoda MCKT, conocmasumyio ¢ pesynsmamamu
memoda MPT cepoya [243, 244].

Io cpasneruro ¢ MPT, munycom MCKT siensiemcs 6osiee HU3KOe 8peMeHHOe paspeleHue, 6osiee HU3Koe
KOHMpacmuposaHue Ms2Kux mKaHel u Haauuue UOHUSUPYIouiezo usiyuenust [244].
Cuynrurpadus
e Cumuturpadmio Kocreit (¢ 99mTc-DPD  wmmm  99mTc-mmpodocdaTom) peKOMeHIYeTCs
BBITIONTHSATH MalMeHTaM, y KOTOPbIX roso3pesaeTcst ATTR-amunonngos [163, 164, 235, 245, 246].

EOK IIaB (Y41 2 VVP B)

KommenTapwuit: no OJdauHoiM cuunmuzpaguu ¢ 99mTc-nupogocamom 603MOMCHA MOUHAS
JugpepenyuansHas oJuazHocmuxka AL- u ATTR-amunoudosa cepdua (npu ycaosuu UCKIHUEHUs
MOHOKJIOHAIbHOUI 2aMmanamuu HeonpeoesieHH020 3HaueHust) [45, 235].

ITo3uTpoHHas 3MUCCUOHHAs ToMorpadust

[I3T MOKeT UCIOMb30BATHCS IJIsI MICCIeN0BaHMS MeTabon3mMa Muokapza (paguodapMITperiapaThl
— F!8_ne3okcurmiokosa u Cll-ameTar) u AMarHoCTUKY aBTOHOMHOI AYCHYHKINM CepaIa.

[Tpu TKMII MOXKeT BBISIBISITHCSI HapyllIeHe 06paTHOTO 3aXBaTa HeiipOMeaaToOPOB U YMEHbIlIeHe
TIOTHOCTY 6eTa-aipeHOPeIenTOPOB.



KAT' saBnsieTcsi MeTOIOM BbIﬁOpa OVATHOCTUKM Ha/JIMUMAad U BbIPA’)KEHHOCTU O6CTPYKTI/IBHOI‘O
IIOpa’keHM SIIMKapAMaJIbHbIX KOPOHAPHBIX apTepMﬁ.

e Bspowibim naiuentTaMm ¢ I'KMII ¢ mpegoTBpaiieHHoi BCC (mmociie ycrenHbiX peaHMMalMOHHbIX
MepOIpPUSITUIL), manyeHTam ¢ ycroiumBoit XXT u mareHTaM O CTabMIbHOM CTeHOKapauein >3
Kracca (mo ximaccubukanmuyu KaHamCcKoro cepaedyHo-cocymucroro obmecrBa — CCS)
pekomeHnyercss uHBasuBHasi KAI' C 1e/bl0 AMArHOCTUMKY OOCTPYKTMBHOTO TIOPaKeHUSI
SMMKapAValbHbIX KODOHAPHBIX apTepuii [3, 4, 74, 113, 242, 247, 248].

EOK IC (YII]I 5 VYP C)

e [Manyentam ¢ 'KMII ¢ TUNMUHBIMM GONSIMM B TPYZHON KIeTKe (<3 KJIacC CTEHOKapAuu 0
knaccudukaiuy KaHagckoro cepaeuHo-cocyaucrtoro ob6miectBa — CCS), y KOTOPBIX €CTb
MMPOMEXYTOYHASI TIPEATeCTOBasi BEPOSITHOCTb aTePOCKIEPOTUMUYECKON MIIeMUUECKO 6Goje3Hu
cepaia ¢ yueToM BO3pacTa, rmosia 1 GakTopoB pUCKa aTepockiepos3a pekoMmeHayetcss KAT man
KT-aurmorpadmuss C I1eAbl0 AMArHOCTUKM OOCTPYKTMBHOTO TIOPasKEHMSI SMUKAPAUATbHBIX
KOPOHapHBIX apTepuii [4, 74, 242, 249].

EOK ITaC (YAJ, 5 VYP C).

e Jlns Bcex maumeHToB ¢ I'KMII crapiie 40 net pekomenayetcsi KAT win KT-anruorpadus no
penykuyuy MIKII, He3aBUCMMO OT HAJIUYUS TUIMUYHOTO CTEHOKAPIUTUUYECKOTO 60eBOTO
CUHIPOMa C IIeJIbI0 TMarHOCTUKY OOCTPYKTMBHOTO TOPAsKeHUST SMMKAPAVATbHBIX KOPOHAPHBIX
aprepuii [4, 242, 248, 250].

EOK IIaC (VA1 4 VVP C)

KommenTapwuii: HeoOxodumocms KAT duxmyemcs ocobeHHocmblo epauebHoli makmuku. IIpu INOCA
y nayuenmos ¢ I'KMII nosnsemcs HeoOx00uUMOCMb 8 NOCMAHOB8KE CMEHMO08 npu MeHsulell, uem
npuHsmo y nayuevmos ¢ MBC, cmeneHvio cmeHo3a, m.e. npu cmeHozax <50%. (cm. pasden
«/[uaznocmuka I'KMIT y omdensHblx Kamezopuii nayueHmos» u pasoden «Ilamozenes») [74, 76, 82, 85,
251].

HWnuBa3uBHOE U3MeEpEeHMe NaBJIECHUA B ITOJOCTIAX Cepana

e Karerepusauusi ceppma Aiasi ONEHKM GYHKUMM SKEJNYIAOYKOB ¥ JaBJIE€HUS 3aKIMHMUBAHVIS
JIETOYHOJ apTepuyu PEKOMEHAYETCSl Yy TMalMeHTOB, KOTOPbIM IUIAHUPYETCS TPAHCIUIAHTAISI
cepAla Wi MexaHnJdecKkas moJepskka KpoBooopamieHus [252-257].

EOKIB (VA 5 YVP C)

e YV CMMIITOMHBIX [IALIIEHTOB C HeOIIpee/leHHbIMM pPe3y/IbTaTaMy HeMHBAa3VBHOM BU3yanu3aluu
cepilia peKOMEeHJOBAaHO pacCMOTPeTb BO3MOXKHOCTb KaTeTepusaluy JIeBOTO ¥ IIPaBoOro
SKeJTYIOYKOB ISl OLeHKM TspkecTu o6ctpykiuu BT/DK/BTIDK u u3MepeHus: HaBiaeHUS
HanomnHeHust JDK/TDK [69].

EOK IIbC (YOI, 4 YVP C)

DaekTPOhU3NONOrNIECKOE TECTUPOBAHME

o BHyTpuCepaeuHOe 3IeKTPOMM3MONIOTMIECKOe MCCIeNOBaHMe PEKOMEHIYeTCsl MaljMeHTamM C
JOKYMEHTMPOBAHHBIMM ITEPCUCTUPYIOIIMMMY WIIM  TIePUOIMYECKMMY  HAIKeTyI0UYKOBBIMM
TaXMKApAUAMM (TpereTaHue Mpencepanii, ImpefcepaHas TaXuKapaus, aTpUOBEHTPUKYIISIpHAsT
y3/710Basi PUEHTPU TaxMKapOusl, TaXUKapOusl, OMOCPeNOBaHHasl J06ABOYHBIMM IPOBOAAIIMMMU
MyTSIMI) U MTalyieHTaM C CMHIPOMOM PaHHEro BO30YKIEHMS KeIyI0UKOB, I MAeHTUhMKALMN
cyberpata abnauyu u ievenus [20, 113, 176, 185, 258-261].

EOK IC (VI 4 VYP C)

e ST OTHENbHBIX IMallIEHTOB C [JTOKYMEHTMPOBAHHBIMM, CUMTOMHBIMM, MOHOMOP(HBIMU
ycroitunBbiMu (>30 ¢) KT pekomeHAZO0BAaHO pPacCMOTPETbh BO3MOKHOCTb BHYTPUCEPIEUHOTO
3MEKTPODU3MOTOTMYECKOTO MCCTeNOBAHMS Ui AaeHTUbMKaLMM cy6eTpaTa abimanyy 1 JIeueHus
[176, 259, 260, 262, 263].

EOK IIbC (YOI, 4 YVYP C)



KommeHTapnii: nayueHmam c T'KMIT He PEKOMeHO08aHO eHympucepoeuHoe
271ekmpou3uosiozuueckoe UCC1ed08aHue ¢ NPoZPammupyemoti xHeayooukoeoli cmumynsyueil 6
Kauecmee pymuHHoli npoyedypsl 0111 cmpamugukayuu pucka BCC [4, 111, 176, 262].

Harpy3ouHble TeCTbl

e Tpemmun-tect ¢ MouuTopupoBanueM OKI u AJl peKOMeHIyeTcs sl CTpaTUdUKALUM PUCKa
BCC nammenTtoB ¢ T'KMII, mpyu HeJOCTYITHOCTY 3procupomeTpun [4, 264, 265].

EOK IIaB (V]I 5 YVP C)

e [MamyenTtam c IKMII, y KOTOpbIX B ITOKOe MakcuMaibhblii [l B BTJDK <30 MM pT.CT., ipu 1pobe
BasbcanbBbl T <50 MM pr.cT. pekomeHayetcst mpoBefenue TT-OXOKI B ywIOBMSIX Harpysku
(ctpecc-9XOKI) myst ornpepesieHus] M KOJIMYECTBEHHOV OLIEHKM AVMHAMMUYECKON OOGCTPYKIIUU
BTJDK [152, 208, 211, 266, 267].

EOK IIaB (VO 5 YYP C)
KoMMeHTapwmii: sapuarmes! Hazpy30uHsix mecimos npedcmasietst 8 maonuye I17, [Ipunoxerue I'l.

Bonpoce,, Ha komopsie OdomxwHa omeemums cmpecc-OXOKI (domicHol 6Gbimb  0OmpayeHsl 8
3aKJ0UeHul):

1. Beruuuna Hapacmanus I7T 6 BTJDK Ha nuke Hazpy3Ku U 8 60CCMAHO8UMENbHOM Nepuode.

2. Peakyus Al Ha Hazpy3ky.

3. Unoyyupyemcs u Hazpy3kolii uwemus muokapda JDK.

4. Ycyeyonsemcs au duacmonuueckas ducynxyus (E/A, E/e’).

5. CmeneHs usmeHeHust MumpansHoli peecypeumayuu Ha ¢ore cmpecc-OXOKI (Qunamuueckas MP).

Haub6onee nodxodum dns cmpecc-3XOKI' y nayuenmos ¢ TKMII «nexcauuti esioapzomemp», KOmopblii
nosgonssiem nonyuams IXOKI-u3obpaxceHuss HA PA3HBIX  CMYNEHSIX  HA2PY30UHOU  npolbl
(pekomeHdyemcs pezucmpayus nhoxkazameJsieli Ha cmyneHu Hazpysku 50 em., Ha nuke Hazpy3Ku U 6
8occmaHosumensHom nepuode). Mcnonv3osarue mpedmua u cudsuezo 6eJ103p2omempa He n0360Jisem
pezucmpuposams SXOKI-noxkazamenu 8 npoyecce nposedeHust Hazpy3Ku, N03Momy pezucmpayus
nposodumcsi HemedJIeHHO NOC/e ee npexpaujeHust U 6 eoccmaHosumesnsHom nepuode. IlokasaHo, umo
maxcumansuslii I7T 6 BTJDK Ha nuke Hazpy3Kku u cpasy nocjie ee npekpaujeHus noumu cosnaoarm
[208].

Ipu mpedmun-mecme npumersiiom npomoxos bproca unu moduguyuposanHsiii npomoxon bpioca. IIpu
genoapzomempuu cmynedu mecma — 50-100-150 em.

YV nauyuernmos ¢ TKMII He pekomeHdyemcs hposodums cmpecc-OXOKI ¢ do6ymamMuHom u3-3d 8bICOK020
pucka unoykyuu JKHP. Kpome mozo, 006ymamuH moxcem cnposouuposams yeenuuerue IJ] 8 BT/DK y
nayuernmos 6e3 I'KMII.

Bo epems npogedeHust Hazpy3ouHozo mecma pezucmpupyemcs IKI' (nocmosiHuo), Al (kaxcdvle 2 MuH)
U U3MeHeHUs! KIUHUYEeCKOT CUMNMOMAamuKu.

Peakyus AJl Ha HazpysKy 5e6Jsemcs 6acHeliweli uacmovlo HAZPY304HO20 MeCMUPOBGAHUSL.
Headekeamnas peakyus AJl éxodum 6 wkany cmpamuguxkayuu pucka BCC y nauyuenmos c
I'KMIIL.

Headexkeammoli peakyueti Al cauumaemcs:

- eunomeH3ueHas (Al Ha nuke HAzpy3KU HUMe UCXOOHO20 WU eClU HA NepablX CMyneHsx Hazpy3ku A/l
HeCKoJIbKO N08bluaemcs, a Ha nuKe Hazpy3ku — 6onee uem Ha 20 MM pm.cm. HUMCe 31020 YPOBHSL);

- HedocmamouHwlii npupocm Al Ha nuke Hazpy3ku (MeHee 20 MM pm.cm.).
Kpumepuu npexkpaujeHus Hazpy304Ho20 mecma:

1. locmudcerue cybmaxcumansHoti 4CC

2. BolpasiceHHas ycmanocmse u 00blUIKa

3. Boaiu 8 o6nacmu cepoua

4. Tunomen3us (cHuxcerue Al >20 Mm pm.cm. om UcX00H020)

5. JKusneonacHoie JKHP [68, 87, 109, 116, 152, 199, 206, 207-212].



dprocuupomerpus

e [laumentam ¢ 'KMII ¢ BbIpaskeHHOV CMMITTOMATUKOW C CUCTOMMYECKONM W/MJIN AMUACTOIUIECKOMN
muchyukimein JDK, myag  omnpemeneHusl TOKasaHMii K TpaHCIUIAHTAIMM Cepalla WIN
MeXaHU4eCcKo noaaepskke KPOBOOOpAIeHNs peKOMeHIYeTCsI 3ProCIMpoOMeTpUsI
(KapaMOMy/IbMOHA/IbHOE HAarpy304Hoe TeCcTMpOBaHME C OJHOBPEMEHHbIM W3MepeHueM
pecrupaToOpHbBIX ra3oB) [4, 252-254, 256,257, 268-271].

EOKIB (YO 3 YYP B)

e [lanyentam ¢ 'KMII, He3aBMCMMO OT CMUMIITOMATUKM, PeKOMEH,0BaHa 3PTrOCMPOMeTpust (Ui
CTaHJApTHBI TPegMWI-TeCT, WIX BEJIOIPTOMETPUS NPU €ro OTCYTCTBUM) C LebI0 OLLeHKU
TSDKECTM ¥ MeXaHM3Ma HermepeHOCHMMOCTM  (u3ndueckoit Harpysku U U3MeHeHUi
cucronmueckoro All [4, 269, 272, 273].

EOK IIaB (V]I 4 YVP C)

e OprocnupomeTpusi (WIM CTaHOAPTHBIM TpPeIMWI-TECT, WIM BeJ03ProOMeTpusi IIpU ero
OTCYTCTBMM) PEKOMEHI0BAHO CMMIITOMHBIM MallieHTaM, KOTOPbIM Itanupyetcsi CM3/PMD pjist
orpee/ieHNs] OTpaHMUYEeHMI 110 Harpyske [4, 269, 272, 273, 274].

EOK IIaC (VA1 4 VVP C)

2.5 Viubple aAMarHocTu4ecKkye uccjaiegoBaHus

2.5.1 Buoncusa Mmuokapga 1 abgoMMHAIBHOTO XUpa

e Buorncus Muokapzaa peKoMeH0BaHa IIpy ITOA03PeHMM Ha MHPUIbTPATUBHEIE, BOCIIAIUTE/IbHbIE
3aboseBaHMsT cepalia wiu 6GOjie3HM HAKOIUIEHMSI KOTOpble He MOTYT ObITh IOATBEPXKIEHbI
Ipyrumu metonamu [4, 50, 275, 276].

EOK IIaC (YA, 4 VVP C)

e Buorncus abmoMMHAIBHOTO JXKMpa PeKOMEHIOBaHa TPY TOA03peHnr Ha aMmuiaounos [4, 25, 37,
53,276, 277].

EOK IIaB (Y41, 2 VVP C)
2.5.2 IlmarHocTuka 3a60/ieBaHNs Y OTAEIbHBIX KaTEropuii MaleHToB
Inddepennnanpusiii zuaraHos 'KMII u ITDK BoieacTBue apTepuaibHON TUIIEPTEH3UU

Ha ecTeCTBEHHOe TeueHue 'KMII OKa3bIBaeT BIIUSTHUE HaJIMuue (akTopon
KapauomeTtabonuueckoro pucka (Al, oXupeHue/M30bITOUHAsE Macca Teja), BCTPEYaeMOCTh
KOTODBIX YBEIMYMBAETCS C BO3pacTom [278-282].

B crapiieii Bo3pacTHOIi IpyIire nauyeHToB ¢ mokasaHHo¥ 'KMII BctpeuaemocTs Al cocTaBisieT
70-90%. To onpenenenuto npu I'KMII runeprpodus muokapaa JDK He o6ycioBaeHa HarpysKoui
JaBneHueM, HO AI' — 3TO Harpyska JAaBjeHueM, I03TOMy B ciydae codetaHuss 'KMIT ¢ AT
Tpebyercs moaubukaiys kpurepue TKMII.

BepositHocTh TKMIT y marmeHToB ¢ AT’ TOBBIIIAETCS TIPY HAJTMYUY OTHOTO U 6ojiee 13 CIeoYIOMX
KpuUTepueB:

1. yka3zanue Ha cemelinblii aHamHe3 'KMII miu BHe3amHyw cepaeunyo cMmepthb (BCC) B Mmonomom
BO3pacTe Yy pOACTBEHHUKOB MePBOI IMHUY POACTBA;

2. HECOOTBETCTBME MEK/Y BbIpaXKeHHOI runeprpodueii JDK (MakcMMaibHas TOMIIVHA CTEHOK >15
MM) M HeJABHO BO3HMKILUEN JIerkoii u ymepeHHON Al mpu agekBaTHOM HpPUBEP)KEHHOCTU
ManyeHTa Teparum, a Takske APYruxX IPUYKH, CIIOCOOHBIX BbI3BATh MOA0OHYIO cTerenb [TDK.

Bo3smokubiMm BapmaHTOM Kputepus [KMII npu comyTcTByomein Al sBaseTcs TOJMIIMHA
muokapaa JDK >20 Mm; TomuyHa Muokapaa 15—-20 MM IpeAcTaBIsieT «Cepyro 30HY».

Boi6op kputepust TKMIT «tonmiyua credku JDK >20 MM» TIpyU CONyTCTBYIOIIE AT 0GyC/IOB/IEH TeM,
4TO ITOKa3aHO: MpU neperpyske gasiaeHurem (AL, aOpTaabHbI CTEHO3 WM UX COYETaHMe) TOMIIVHA



muokapgaa JDK, kak mpaBuiio, He nipeBbiliaeT 20 MM (B HEKOTOPBIX MCCIeA0BaHUIX NpeBbiiiaeT 20
MM JIMIIb Y €eIVHUYHBIX [IalVeHToB) [82, 212, 247, 278, 279, 283-288].

Ectn BbIsSIBIIeHHAs! TOMIIVMHA MMOKapaa y IaiueHTa B «cepoif 30He» (15-20 Mm), TO BbIBOA, O
muardose 'KMIT MOKHO caenaTh TOABKO Ha OCHOBAHMM TILATENbHOTO aHa/IM3a OGOJIBIIOLO 4yciIa
(akTOpOB: CceMeiiHBI/I aHaMHe3, IJIUTENIbHOCTh Al, YpOBEHb <«HArpy3Ku [OaBJI€HUEM»
(samm3omuueckye MoBbIeHusT Al MM CTabuUIbHO TMOBbIIIeHHOEe AJl), MpUBEPKEHHOCTh IMalieHTa
tepaniuu Al, Hannuue nsMmeHeHuit JKI/DXOKT no passutusa Al, AuHamMMuKa pa3mMepoB IOJOCTeN
cepana u yseanueHus: Tonyabl creHoK JOK mpu 9XOKI/MPT u ap.).

CnegyeT Takke YUMTBIBATh, 4TO mpu Al MoXeT Habmomatbcs acuMmeTrpuuHas VDK — 1o
HEeKOTOPbIM TaHHBIM, 10 20% (T.e. cootHomenne TVIKII/T3C >1,5) [247, 287].

TKMII 1 6GasaibHas cenTajdbHas rumneprpodus (S-oopasHass MIKII ¢ «BBIMYKIOCTHIO» B
6a3a/IbHOM CerMeHTe)

V NOXUJIBIX TAUMEHTOB ¢ S-o06pa3Hoii MIKII MOKeT BBISIBJIATBCS «BBIMTYKIOCTh» (aHI. bulge) B
6a3aJIbHOIT YacTu IeperopoaKku, Kotopas He obyciosieHa 'KMII. Kak nmpaBuiio, y 3TUX MalyeHTOB
MIPUCYTCTBYET COMyTCTBYyIoIas Al /Moy TAaTojgorMsl aopTAJbHOTO KiarmaHa (HeGosblras
aopTabHas perypruTanus U/ wiy HeBbIPaskeHHbIN aopTanbHblii cTeHo3) [202, 203, 247, 286, 289].

BaszanpHas cenTasibHas TUITEPTPOMUS MOKET MPUBOAUTSH K yBesnmuennto [T B BTJDK, kak mpaBuio,
He BbIe 15-20 MM PT.CT. B TTOKO€e U BO3pacTaTh A0 35 MM PT.CT. [IPU HATPy304HbBIX Mpobax [212].

Cxema muddepennuanpbuoro nauargosa I['KMII u 6a3ajbHOI CENMTaNbHON TuUIlepTpodum
npeacraBiieHa B Tabnuiie I1 10, ITpunoskenne I'l.

T'KMII 1 uadapkT muokapaa 1 u 2 Turio

Knmuanueckyn y naumenToB ¢ 'KMIT n umemmest muokapza (INOCA) moskeT pa3BUBaTbCSI OCTPbII
KOPOHAPHBI CMHAPOM U nHbapKT Muokapaa (M) [74, 76, 88, 249].

VM 1ipy HeOOCTPYKTMBHOM IIOpakeHMM SIMKAPAMAIbHBIX KOPOHApHBIX aprepuiti, MMBOKA
(MINOCA) — aT0 «paboumii [uarHo3», TPeOYIIMT YTOYHEHUS TTPUYMHBI, JieXKalleli B OCHOBE Y
KOHKPETHOTO NallyieHTa.

B renese MM mipu 'KMII MOryT OOCYKOAThCSI CIeAyIOIIME TAaTOTeHeTHUeCKMe MeXaHM3MbI (CM.
Tarke Tabmuiy I19, [Tpuioxkenne I'l.

1. MlmemMust Ipy HEOOCTPYKTMBHOM TOPAKeHUY SMMUKaPAMATIbHBIX KOpOHAapHbIX apTepuii (INOCA
— Ischemia with Non-Obstructive Coronary Arteries) (cm. pasgein «IlaToreHes»).

2. VmeMust 1pu 0GCTPYKTUBHOM MOPAKeHMUM SMMKAPAMaIbHbIX KOPOHAPHBIX apTepuit — UBC B
crapuieil BO3pacTHOM rpymmne nauyeHToB ¢ T'KMII.

IMIpu TKMIT moxket pasButbcsi UM 1 Tuna,[uarHoCTMKa M Je4eHue KOTOPOTO M3JIOKEHbl B
COOTBETCTBYIOIINX KIMHNYECKUX PEKOMEeHIAMSIX.

ST MCKITIOUeHMSI/TIOATBEePKAEHNST OOCTPYKTUBHOTO TMOPAKEHUS SMMKAPAVATIbHBIX KOPOHAPHBIX
aprepuit marmentam ¢ TKMIT mokasana nuBasuBHast KAT win KT anruorpadus

OnnoBpemeHHO ¢ KAT marmmenTam ¢ I'KMIT pekoMeHAYeTCST BBIMOMHSTDL JDK-BeHTpUKYIopaduio,
KOTOpasi BBISIBJIIET Y TallMeHTa /MO0 «3MMKApAMaIbHBIA IAaTTepH» (30HBI HapYIIEHUS
COKPATMMOCTHU B TIpeiesiaX CTeHO3MPOBAHHBIX KOPOHAPHBIX apTepuit), 1160 «MUKPOBACKYISIPHBIIA
TaTTepH» (30HBI HAPYUIEHUS COKPATMMOCTU B 6acceifHaX pasHbIX KOPOHAPHBIX apTepuii, B TOM
yucie v 6e3 cTeHO30B) [74, 76, 77, 85, 86, 88, 251, 290-295].

HauHblii (heHOMeEH B OTeueCTBeHHOI nuTepaTtype HasbiBaeTcs «IMBOKA» — uHbapKT Mmrokapzaa
6e3 00CTPYKIMYM KOPOHAPHBIX apTepuii (aHITOS3bIYHbIN TepMuH — MINOCA) mmu UM 2 tuma. UM
2 tuna (MUMBOKA, MINOCA) — »sto UMM, pasBuBawinuiicsi 6e3 areporpomb03a, u3-3a
HECOOTBETCTBMUSI MKy IMOTPe6GHOCThI0O MMOKAPAA B KMCIOPOIE U €T0 TOCTABKOIA.

VieMus Ipy HeOGCTPYKTUBHOM IOPaskeHUN STMKapAMaIbHbIX KOpoHapHbIX aptepuii (INOCA —
Ischemia with Non-Obstructive Coronary Arteries) umeeT OOIIMII TATOT€HETUUYECKIMIT MEXaHU3M
Kak TPy KapaOMOMMUOIIATUAX, TaK M Tpu (eHorormmstx 'KMII, Hampumep, Mpu aMUIOUOTHOM
KapauoMuomnaTumn. [56].



Tuneprpodmnueckas kapauomuornatusa u IVDK y cmoprcMeHoBPekoMeHpanum 1mo 3aHATHIO
CIOPTOM, (PUBKYJIBTYPOIL, yYIACTUIO B CHOPTUBHBIX COPEBHOBAHMSIX

e [lanyentam ¢ I'KMII He3aBuCMMO OT BO3pacra, I0la, PacOBON MPUHAJIEXKHOCTH, HATINYUS
obcrpykimy BTJDK, mpoBeneHHBIX paHee oreparuyu CM3/PM3 wim CAA, wiv MMILUIAHTAIUA
VK *** He peKOMeHAOBAHO (MMPOTMBOIMOKA3aHO) yyacTue B CIOPTUMBHBIX COPEBHOBAHUSIX U
YIpakKHEHMSIX BBICOKOY MHTEeHCUBHOCTH [3, 4, 113, 158, 182, 258, 296-299].

EOK IC (VII]I 5 VYP C)

KommeHTapmii: u3-3a 6bicok020 pucka BCC 3aHsamus copesHO8amMeNbHbIMU 8UdaMu cnopma
nayuerimam ¢ 'KMIT npomugonoxka3saHal.

ZInsa Hocumeseli s16HbIX haAMoOzeHHbIX Mymauuli 6e3 nposieneHuti 3abonesarus no SKI' u SXOKI
pekomeHOayuu no ONMUMANBHOMY YPOBHIO (hu3uueckoli akmueHocmu u xapakmepy (u3uuecKux
HAzpy30K 00JKHbBL OblMb CHOPMYIUPOBAHBL NOCE KOHCUNUYMA C yHacmuem MyasmuducyunauHapHot
KOMaHObl CNeyuanucmos (8pau-zeHemux, 8pau-kapouosoz, 8pay no CnopmusHoli MeduyuHe,
MeQuyuHcKull ncuxosioz u 0p) HA OCHOBE PACCMOMPEHUs BblI8NEHHOl Mymayuu, pe3yibmamos
pezysipHblX U NOBMOPHBIX KAUHUUeCcKUX uccnedosaruii (MPT ¢ koHmpacmupogaHuem, nposedeHue
cmpecc-TT-2XOKT), ¢ yuemom cmpamugukayuu pucka BCC Ha ocHoge e8ponelickoll u amepukaHckoli
Modeneii.

CnopmcmeHbl 8b1c0K020 Kaacca ¢ ITDK u monwuroti cmenku JDK >13 mm (13-15 mm) cocmasnsiom
auws Hebonwuyto uacme (1,5-1,7%). Kax npasuno, amo cnopmcmeHst ¢ 60onbloli maccoli mena.
Hmenno y amoti epynnst mpedyemcs oupgeperyuanvHolli duazHos ¢ TKMII [182, 297, 299].

Hau6onee uacmo ucnonv3yemsvle nokasamenu 01 oJupgepenyuansHoii duazHocmuxu I'KMIT u
adanmusHoii I7DK y cnopmcmenoe npedcmasnerst 6 mabauue IT 11, Ipunoxcerue b.

BaxctHoiv dudepenyuanbHo-0uazHocmu4uecKum NpusHakom siensemcs: svisieneque ITHI npu MPT c
KOHmpacmuposaxuem. Omo csudemenvcmayem 6 nonv3y I'KMII, odHako omcymcmeue ITHI He
ucknuaem 3a60ne8aHusl.

AHanusupys cnopmusHyt IVDK, Heo6x00umo maxxe npuHuMams 6 pacuem ciedyroujue paxmopol: euod
cnopma u UHMEHCUBHOCMb MPEeHUpPO8oK, 8o3pacm, non (y myxcuun IJDK Oonvlue), pocm u eec
cnopmcmeHna. OkoHuamensHslli 861800 0 duazHoze I'KMII y cnopmcmeHa Oenaemcss HA O0CHO8e
KOMNJIEKCHOU OYeHKU KaK MOXCHO 00blLie20 HUCId nokazamenel

2.6. CrpatTudukanms pucka ¥ CTpaTerum MeEPBUIHON ¥ BTOPUYHOM
npodunakTuru BCC

[ToxasaTeny exxerogHoi CMEePTHOCTYU OT C€PAEUYHO-COCYAUCTBIX IPUYMH Y B3POC/bIX HALMEHTOB C
I'KMIT coctasistior 1-2%. BCC, XCH 1 TpoM603MO0IMUECKIE OCTIOKHEHMS SIBJISIIOTCSI OCHOBHBIMU
MIPUUYMHAMMU.

BuesamnHas cepgeunas cmeptb (BCC) — 3TO cMepTh, HACTYyIAIOIIAsl HEOXKMIAHHO ¥ MTHOBEHHO 13-
3a KapaMaJbHbIX MPUYMH (Y IMamyeHTa 6e3 3a60/ieBaHMsT Cepiiia MM C TAKOBbIM) B TeueHue 1 u
T10C/Ie TTOSIBJIEHMS TIEPBBIX CMMIITOMOB YXYAIIEHMS 0OIEro COCTOSTHMUS.

K moustuio BCC He OTHOCST Cyyay HaCMIbCTBEHHON CMEpPTM MIM CMepTH, BO3SHMKAIOIeil B
pe3yJsbTaTe OTpaBjeHus, achUKCUY, TPAaBMbI UJIU JPYroro Kakoro-ambo HecyaCcTHOTO CiryJasl.

Puck BCC y nmanyenToB ¢ I'KMII 6e3 TpaguILIMOHHBIX (GaKTOPOB PUCKa cocTaBiseT 5,9% 3a 10 et
[4, 118].

e 5-netHuit puck BCC pekoMeHAyeTCs OIeHUBATh IIPU ITEPBUYHOM OOC/IeOOBAHUM TAlMEHTa C
I'KMII u B manpHelileM rnepeoieHnBaTh Kaxkaple 1-2 roga mwin npu M3MeHeHUM KJIVHUYECKOTO
craryca [4, 114,115,117,179, 180, 198, 199, 261, 262].

EOK IB (VI 4 VYP C)

e [llkama HCM Risk-SCD pekoMeHyeTCs B KaueCTBE METO/a OLIEHKM PUCKA BHE3AITHO CMEPTU B
TeyeHue 5 JieT s auueHToB >16 jieT 6e3 cyyaeB peaHuMaluu mocie 3nu3omoB XXT/DOX win



cnnoHTaHHOM ycroiunBoit JKT ¢ morepeit CO3HaHUSI MM TeMOOVMHAMUYECKMMY HapyLIeHUSIMU
[4, 114,115,117, 179, 180, 198, 199, 261, 262, 271].

EOKIB (VA1 3 YYP B)

KommeHnTapuii: pezucmpayus xusHeyepoxcarowux JKHP u Opaduapummuii ocyujecmensemcs c
nomowsto nogepxnocmuoti IKI' 6 noxoe, npu XMOKT, ¢ noMowjpio HaApy#cHo20 Uiu UMNIAAHMUPYEMO20
3anucelgaruyezo ycmpoticmea, makxie — npu Hazpy3ouHot npobe [179].

Hesasucumo om Ho30/02uu, nodasusiioujee OONBUUHCINGBO ONACHBIX OISl HU3HU HeYyOOUKOBbIX
HapyuieHuti cepdeurozo pumma (83,4%) 00yc08/1eHO 371eKMPUUECKOli HeCMAabUILHOCMbI0 MUOKAPOd.
BCC uawe o6ycnosnena @X (62,4%), 6paduapummusamu (16,5%), KT muna «Torsades de pointes»
(12,7%) u XXT (8,3%).

JKT neycmoiiuueas (KT, cocmoswass Kak MUHUMYM U3 3 #ceny0oukoeslx KOMNJIEKCO8, C UaCmomoli
>120 u npodosxcumensHocmeio He Gonee 30 cek, Komopas hpekpauiaemcs camocmosmensHo). KT
Moxcem Oblmb MOHOMOPQHOLU (HeusmeHeHHAs Mopgonozus kKomniaekca QRS e 12 omeedeHusx) u
noaumopHoti (80 epems KT 6 12 omsedeHusix IKI' usmersiemcs konuzypayus komniekca QRS;

JKT ycmoitiuueas (moHomopgHasa, nonumopguas) — KT npodonxumenvHocmeto 6osee 30 cex,
3auacmyio He Kynupyroulascsi CamocmosimensHo;

DubpunIaUUA HeTY0OUKO8 — HepezynsapHblil x#enyooukossili pumm (00biuHo ¢ uacmomoii 6onee 300
ydapos 8 MUHYmMy) C 8blpaxceHHOU eapuabdenbHOCMpl0 ONUHbL YUKLA, Mopgonozuu u amniaumyosl
Komnnekcos QRS.

CyiecTByeT gBe Mogenu crpatudukauyum pucka BCC:

1. Ha ocHOBe TpaauIIMOHHBIX (DaKTOPOB pMCKa (aMepMKaHCKas MOIENb).
2.Ha ocHOBe pacueta MHIMBUIyaJbHBIX OLIEHOK pPMCKa, IE€PCOHMOUIMPOBAHHBIN ITOAXO,
(eBpomeiickast Mofenb) — mKkajaa HCM Risk-SCD.

IlTkana oueHku pucka BCC y mamuenToB ¢ TKMII (eBpomeiickast MOze/ib) IIpeACTaBeHa B TabIuIle
12, npunoxxenne I'3.

«Kanpkynsarop» pucka BCC mpm TKMII mo eBpomeiickoii Mopenu MpeAcTaBjleH Ha caiiTe
http://doc2do.com/hcm/webHCM.html).

[Mkana oueHku pucka BCC y manmeHtoB ¢ 'KMII (amepmkaHckas MOIeJb) MpeACcTaBleHa B
Tabmuie I13, mpunoxkeHue I'2.

EBpomneiickast Mmopmenb mporuo3uposanus pucka BCC HCM Risk-SCD nmeeTt orpaHuueHus:

1. He mpuMeHsieTcs y manyeHToB crapiie 80 jieT 1 MoJsioxe 16 jeT;
2. He IpUMeHsIeTCs y MmarmeHToB ¢ heHoronusmu ['KMIT, [TDK y crtopTcMeHOB

[lpoBemena wmomudukanyst ¢GOpMyJabl pacueTa C MCIOAb30BaHMEM TaKoro (akropa Kak
MmakcumanbHas Tonnmia crenku JOK (B8 HCM Risk-SCD Calculator — pekoMeHZ0BaHO YKa3bIBaTh
He Gosee 35 MM) (pogosKaeTcs arpobaiyst HoBoii mozgeinn) [181].

Anroputm nepBuUYHOM U BTopuuHOM mpodwmiaktuku BCC y nanmentoB ¢ TKMIT mpencraBieH B
[Mpunosxxenun B7).


http://doc2do.com/hcm/webHCM.html

3. Jleuenue

Jleuenne TKMII BkiIOuaeT MeAMKaMEHTO3HYIO Teparuio, 3HAOBACKY/ISIPHbIe BMeIIATeIbCTBa,
XUPYPIUUECKMEe ¥ HEXUPYPTMUecKMe MeTOAbl PemyKUuyu TIurnepTpobupoBaHHOi  MIKII,
MeXaHMYEeCKYIO TOAAePKKY KpOBOOOpaIeHNsI, TPAaHCTUIAHTAIUIO Cep/Lia.

Pexomenganyumu 1o jgedeHnio TKMII ocHOBaHbI Ha HAaHHBIX 00 3(DPeKTMBHOCTM U 6e30I1acHOCTH
MpUMeHsieMbIX (hapMaKOJOTMUYECKMX CPEICTB, IMOJYUYeHHbIX B OCHOBHOM B HaGJIO#aTe/bHbIX
uccaefoBaHMsIX. PaHIOMMU3MpPOBaHHbIE KIVMHUYECKME UCCIeN0BAHNMS MaJTOUMCIEHHbI M BKIIOYAIOT
MaJioe KOJIMYecTBO manyueHToB [89, 154, 137, 301-310].

®apmakorepanusg Inpu I'KMII B OCHOBHOM yiyyllaeT CUMIITOMaTUKy WU TpenyIpexgaeT
OCJIOKHEeHUS ~ (aHTUMKOArylIsiHTHass Tepanus 1npu @I,  KopaapoH-hapmakogorMyeckast
KapauoBepcust 1 rpodunakTmka peuamusos @I, eyeHne KeTyJOUKOBbIX HAPYIIEHMI CepIeuHOro
putma u 1ip.) [129, 311-314]. EnuHcTBeHHBbIe BMeniaTenbcTBa pyu I'KMII, KoTOphle, Kak Mosaraor,
BJIUSIOT Ha JOJTOCPOYHBIN TIPOTHO3, TPEACTaBJSIOT CO00V XMPYPTMUECKYyI) MMUOIKTOMUIO U
MMIUTAaHTAIMIO KapanoBepTrepa-aebudbpmwuistopa*** (MKI***) [154, 181 300, 315-323].

ConyTcTByIOIIMe 3a60/eBaHust (apTepuanbHasi TUIIePTeH3Msl, CaxapHbIil AMabeT, IUCTUITUIEMUS U
Ip.) PpPeKOMeHAOBAaHO JIEYUTb B COOTBETCTBMM C CYIIECTBYIOMIMMM  HalMOHaJbHBIMMU
KJIMHNYECKUMI peKoMeHpanusamu [3, 4, 175, 155, 324-327].

Ilopxoapl K MeIMKaMEHTO3HON Tepanumn Ha Joruneprpodmyueckoii craguu
runeprpoduIecKoil KapauMoMUonaTuu

Pa3pabaThIBaloTCs OIXOObI K (hapMaKoTepaIuy HOCUTeNTei MyTalyi, acColumupoBaHHoii ¢ TKMII,
Ha porumneptpoduueckoit cragun. KiMHuuecknue MCCIeHOBaHUS M UCIIO/Nb3yeMble MpernapaTthl Ha
nmorurneprpoduueckoii craguy TKMIT ripeacrasiieHsbl B Tabuile 5, mpuioxkenne A3 [328].

3.1 MeguKamMeHTO3Hasl Tepanmusi

Topxonbl K MeaVKaMeHTO3HOM Tepanun Ha I‘I/Il'leprO(bM'leCKOﬁ cragnumn
I'I/IHeprO(l)M'IECKOﬁ KapauoMmuonatumn 'y 6eCcCUMITTOMHBIX IIanueHTOB

e He pexoMeHAyeTCsT HasHaueHMe OeTa-aApeHOOIOKATOPOB ¥ OJIOKATOPOB «MeIJIEHHBIX»
KaJIbI[MEeBbIX KaHAJIOB (BepamaMmT**) manyueHTam ¢ 6eccMMIITOMHBIM TeueHreM 'KMII, Tak Kak
UX TOJIe3HOoe IefiCTBMe He JOKa3aHo. [3, 4, 329].

EOK IIIC (VI 5 VYP C)

¢ PekomeHIOBaHO pacCMOTpeTb BO3MOXHOCTb Ha3Ha4YeHUA 6eTa—a,upeH06n0KaTopOB nmwim
s

Bepamammiaa** acCMMIITOMHBIM B3POCIbIM ¢ o6cTpyKiueit BTJDK (Tokost My MHOYUMPYeMOii)
s cHkeHms I B JDK [3, 4, 329, 330].

EOK IIbC (VA 5 YYP C)
KoMmmeHTapuii:

1. CumnmomHulli unu 6eccumnmomHlii hayueHm, peuiaem epay nocie 0emanbHo20 00c1e008aHusl.

2. TonxeH Oblmp pewleH 60npoc 00 OMIUYUU UCMUHHO020 0MCYMCcmaus cCuMnmomos om adanmayuu 3a
cuem 006pasa Hu3Hu, nymem npogedeHus mecma c pusuueckoll Hazpy3koti U oyeHKU GuoMapKkepos
XCH 8 dunamuxe.

3. B pamkax sedeHus 300p08020 00pa3a H#uU3HU yenecoobpasHo nposedeHue aspoOHbIX YNpaxcHeHUll
HU3KOLU UHMEHCUBHOCMU.

4. Heobxoduma excezo0Has nepeouyexka pucka BCC, skmouarowas IKI, XMIKT, DXOKT.

5. Aneopumm makmuku eedeHuss acumnmomHsix nayuermos ¢ I'KMII npedcmasnen 6 IIpunoxeHuu
B1.

MepyuKamMeHTO3Has Tepamusi CUMIOTOMHBIX IIAMEHTOB ¢ Truneprpodmnyeckoi
KapayomuonaTme

O6uwue npuHyunsl MedUKAMEHMO3HOLI mepanuu



1. JleueHne MALMEHTOB C OOCTPYKTMBHOIM M HEOOCTPYKTMBHOI (GopmamMy 3ab0ieBaHUSI MMeEET
CyleCTBeHHbIe pas3anymusl.

2. JleueHne AOMKHO ObITH aJAalITUPOBAHO K YHUKATBHBIM XapaKTePUCTUKAM KaxkIOTO OTIEeIbHOTO
naieHTa.

3.JlekapCTBeHHbIE IMIperapaThl, TPAAUUMOHHO IpuMeHsiemble B Tepanuu ['KMII, gsasitorcs
CpeACTBaMM C OTPUIIATETbHBIM MHOTPOITHBIM JIeliCTBYEM U HallpaB/ieHbl Ha KyIMpOBaHME WU
obieryeHye CMMIITOMOB 3a00/IeBaHMSI.

4. ITpaBoskenymoukoBasi OTKMIT u 2-xenymoukoBass OT'KMII jiedaTcst 1O TeM ke MPUHIMIAM, Kak 1
pu obcTpyKimy BTIDK.

MeukaMeHTO3Has Tepanus 06CTPYKIUY BHIXOTHOTO TPAKTA JIEBOT0 JKEIYI0UKA

e JledyeHue JIIOOBIMM JIEKAPCTBEHHBIMY CPEICTBAMM PEKOMEHAYETCS HaUMHATh C MUHMMAaJIbHbIX
J103 ¥ C OCTOPOKHBIM MX TUTPOBAHMEM B TeUeHMe JOCTaTOYHO JOIT0oro BpeMenn [3,4, 11, 31, 39,
150, 175, 208, 266, 301, 329,331-335].

EOK IB (YA, 5 VYP C)
KommeHTapwmii:

YnpowenHoili anzopumm OudzHOCMuku u nooxodog K JieueHur o06cmpykmugHolx @opm I'KMII
npedcmasnen 8 Ipunoxceruu b2.

Anzopumm papmakomepanuu o6cmpykmueHoti TKMII npedcmasner 8 ITpunoxcenuu B3.

¢ Bera-ampeHO6/I0KATOPBI C ITOHOOPOM MaKCHMMAaIbHOM IT€PEeHOCHMO T03bI PEKOMEHAYIOTCSI B
KayvecTBe MepBOil TMHUN Tepanuiu IJisi YMEeHbIIeHNSI CUMIITOMOB y TallIeHTOB C 0OCTpyKIyei
BTJDK (mokost u mHAyIMpyemon) [3, 4, 11, 31, 39, 40, 150, 175, 266, 301, 329, 331, 333, 335, 336].

EOKIB (YO 2 VVP A)

KommeHTapwmii: npasuna u ocobeHHOCMU HazHaueHus 6ema-adpeHobn0Kamopos npedcmasnetsl 6
ma6nuye 1, IpunoxeHue A3.

¢ Bepamammr** ¢ mog60poM MaKCUMaIbHOI TTePEHOCUMOI J03bI PEKOMEH/IYeTCSI TEM Mal[MeHTaM
¢ obcrpykuueii BTJDK (ITOKOS WM MHOYIMPYEMOJ), KOTOpble He TIepeHocsIT OeTa-
ampeH06I0KaTOPBI MM MMEIOT MPOTUBOIOKA3aHMS K UX Ha3HaueHuIo [3, 4, 11, 31, 39, 175, 301,
329, 332, 335, 337-341].

EOKIB (YOO 2 VYVYP A)

KommeHTapuii: npasuia u 0cobeHHOCMuU Ha3HaueHust sepanamuna™* npedcmaeieqst ¢ Tabauye 2,
Ipunoxerue A3.

e JluaTHazeM C IMomOOPOM MaKCUMAaTIbHOW IEPEHOCUMON 03bl PEKOMEHAOBAH CUMNIMOMHBIM
namnyeHTaMm ¢ obcrpykuueit BTJDK (Tokos My MHAYIIMPYEMOii), KOTOpbIe He MepeHoCcsT OeTa-
ampeH06I0KaTOPBI M BepanaMmwi™* Wi UMEIOT IIPOTUBOIIOKA3aHMs K UX HasHaueHwuo [3, 4, 31,
39, 150, 175, 301, 302, 329, 332, 335, 342].

EOKIIC (YO 2 YYP C)

KoMmMmeHTapuit: pekomeHdyeMble HauanbHble U yesiegble 003bl Npu MeOUKAMeHMO3HOU mepanuu
T'KMII npedcmasenenst 8 Tabauye 3, ITpunoxcerue A3.

MManyenTtsl ¢ TKMIT 1 cpemgHexxenyqoukoBoit o6¢cTpyKiyeit JIK Jo/KHbBI MOMyuaTh BICOKME H03bI
GeTa-agpeH06I0KaTOPOB (6MCOTPOION**), BepanaMmuiia™* Uiy OuiTuaseMa*, Ho OTBET Ha JieueHue
YacTo HeONTMMAabHbIM. JTa KOTrOpTa MaleHTOB, KaK MpaBMJIO, MMeeT CMMIITOMHbBI/ BapuaHT,
XapaKTepU3YIOIIMIiCS TIOBBIIIEHHBIM puckoMm Tporpeccupyiomeii XCH u BCC. V 25% u3 Hux
pa3BuBaeTcs aneBpusma Bepxymku JDK [71-73, 215, 294, 343, 344].

Jleuenuie XCH ¢ ®B JIXK > 50% y nanueHToB ¢ 'KMII

e Bera-afpeHOOGNIOKATOPBI, BepanmaMwi** peKOMEeHZOBaHbl ISl  YAYYLUIEHWS CUMIITOMOB
CepaevyHoii HeOCTaTOYHOCTH Y MalMeHTOB ¢ 06¢cTpykTHBHON I'KMII 1 XCH II-IV ®K (NYHA) ¢
@B >50% [3,4, 11,31, 39, 101, 132, 150, 175, 198, 302, 325, 326, 329, 340, 341, 345, 346].

EOK IIaC (YOI 3 VVYP C)



e Manble [03bl IIeT/NEeBbIX M TUA3UIHBIX IOUYPETUKOB PEKOMEHIOBaHbl [ ITalMieHTOB C
HeobcTpykTrBHO TKMIT n II-1IV ®K (NYHA) ¢ ®B JIK >50% nast yayumieHust cumntomoB XCH
[31, 132,175,198, 325, 326, 329, 345-347].

EOK IIaC (YO, 5 YYP C)

¢ PeKOMEH[IOBAaHO pPacCMOTPETh BO3MOKHOCTh Ha3HAUeHMSI (C OCTOPOKHOCThIO) HMUSKUX 03
TeTIEeBbIX WIM TUA3UIHBIX JUYPETUKOB CUMMIITOMHBIM ManyeHTaM ¢ obcTpykimeii BTIDK mis
yMeHbIIIeHMSI OJIbIIIKY ITPU Harpyske [3, 4, 31, 51,132,175, 198, 329].

EOK IIb (VA5 VVP C)

KommenTapmuii: anzopumm epauebHoli maxmuxu neueHuss XCH npu TI'KMII npedcmasneH 8
Ipunoxenuu b4.

TooknrwueHue Hu3Kux 003 nemjesvlx UAU MUA3UOHBIX OUYpPEmMuKo8 ciedyem ocyulecmeisims noo
koumponem YCC u I/I, mak Kak ymeHvlleHUe 00sema yupkyaupyroujeti kposu y nayueHmos ¢ OIKMIT
Modcem npusodums K yeenuueruto I' /[ 8 BTJDK.

o [Ipy TUIOTEH3UM ¥ OTeKe JIeTKUX, KOTOpble OOYCJIOBAEHBI TSKEION MHIYIMPYEeMOii
ob6erpykimeit BTJDK, pekoMeHzoBaHbl 6eTa-aipeHO6/I0KaTOpbl (per 0S MM BHYTPUBEHHO) U
nobyramuu** [3, 4, 348].

EOK IIaC (VI 5 YYP C)

KoMmmeHTapuii: 6 ciyuae pasgumust omeka sieekux npu Huzkom AZ'y nayuenma OI'KMII ¢ évicokum
I/l 8 BTJDK Heobxodumo uckaouums OKC, mak Kak ucnoiv308daque 8 amoti cumyauuu op2aHuyeckux
HUMpAamos u npenapamos ¢ NONOHUMENbHbIM UHOMPONHbIM Ipdekmom s6asemcst onacHsim 071s
HCU3HU.

e TMaumentam ¢ 'KMII u o6ctpykumeit BTJDK (TToKost miM MHOYIIMPYEMO) He PEeKOMEHIYeTCS
TpUMeHeHMe OPTraHNYecKMX HUTPATOB U MHIMOUTOPOB dhocdonmacTepassl [3, 4, 348, 349].

EOK IIIC (YA, 5 YYP C))

e [IMamuenTtam ¢ I'KMII u o6ctpykimeiit BTJDK (TMTOKOsT Wi MHAYUMPYeMOii) He PeKOMEeH[yeTCsI
NpUMeHeHNe 6/10KaTOPOB «Me[IJIeHHBbIX» KaJIbI[€BBIX KaHaJIOB MIPOU3BOAHBIX
IUTUAPONMUPUIMHOB (Hubenunua™*). [3, 4].

EOK LIC (YOO 5 YVYP C)

KommeHTapuii: 0CHOBHOU HexceamesibHblli MexaHusm Oelicmeust 0peaHu4eckux HUmpamos u
uHeubumopos gocghoouscmepaswi, 06ycnosaeH ygeauueHuem oocmpykyuu BTIDK.

e TMaumentam ¢ TKMIT u o6ctpykimeir BTJDK (1ToKkos M MHOyLMpPYyeMOii) He peKOMEeHIYeTCs
IUTOKCUH™™ [3, 4].

EOK IIIC (YOI, 5 VVP C)

e [Maumentam c¢ 'KMII M yCTOMUMBBIM CUMHYCOBBIM DUTMOM He DEKOMEHAYeTCs IpUMeHeHMe
CepleyuHbIX IMUKO3UIO0B [3, 4, 329].

EOK IIIC (YO,4, 5 YYP C)

KoMMmeHTapuii: nosoxcumensHole UHOMPONHble Npenapamsl, makue KAk HAnepcmsHKa,
Nnpomue8onoKa3aHsl 8cedcmaue NoNOHUMeNbH020 UHOMPONHO20 U NPOAPUMMO2eHH020 3¢ dexmos.

e Bepamamumia** He peKOMeHOyeTCsl HaiMeHTaM ¢ o6CTpyKTuBHOM T'KMII B ciydyasx Haauuus
CUCTEMHOJ TUTIOTeH3UY U BbIPasKeHHO OfIBIIIKY B TTOKoe [3, 4, 329, 350].

EOK IIIC (YOI, 5 YYP C)

Jleuenne XCH ¢ ®B JIK <50% y naniuenToB ¢ TKMIT

e [MaumenTtam c HeoGcTpyKTHMBHOI I'KMIT 1 ®B JIDK<50% pekoMeHOyIOTCs OeTa-aapeH00I0KaTop
B pmoronHeHre K AK® MHTMOUTOPY (MM aHTAarOHUCTY aHTMOTeH3MHa I, eciM maiueHT He
nepeHocuT AK®D  UHrMOUTOPBI) [JIST yYMEHbUIEHUS CUMIITOMOB, CHVDKEHUSI — pUCKa
rocnutanusanmii no nosogy XCH u BCC (B OTCyTCTBME pPaHILOMMU3UMPOBAHHbBIX UCCA€L0BAHNI 110



'KMII, 3¢ deKTMBHOCTD IO FOCIUTANN3ALIMSIM, CUMIITOMaM ¥ CMEPTHOCTY NIpeJonaraeTcs, Ho
He JoKasaHa) [3, 4, 132, 133, 155, 198, 325, 326, 345, 346, 351].

EOK IIaC (V1,5 YVP C)

KommenTapuii: bema-adpeHo0610Kkamopsl 6Jis110mcst hpenapamamu nepeoti IUHUU, NPUMeHseMbIMU
ona cHuxcerus IJT ¢ BTJDK u obnezuenuss cumnmomos. OmpuyamenbHsie UHOMPONHble pdexmeot
b6ema-adpeHoOn0KaAmMopo8  A6JAAMCI  OMHOCUMENbHO — YMEPEHHbIMU, N03MOMY OHU  MO2ym
ucnonwv3zosamecs daxce y nayuenmos ¢ IKMII u XCH ¢ @B JDK <50%.

Bema-adpeHobn0Kkamopsl He 8b13b18a10M pe3ko20 usmeHeHus OB JDK e nokoe.
Buconponon™* npednoumumensteti npu T'KMIT u XCH ¢ @B JDK <50% [329]

e [ManyenTtam ¢ Heo6cTpykTUBHOM [KMII 1 II-IV ®K (NYHA) ¢ ®B JDK <50% pekoMeHIyIoTCs
MaJible 1O3bl NeTIEeBbIX WIM TUA3UIHBIX AUYPETUKOB [l YMEHbIIeHMS] CUMIITOMOB, CHVDKEHUS
pucka rocnutanm3sanuii mo mosoxy XCH (B OTCYTCTBMe paHIOMM3MPOBAHHBIX UCCIO0BAHMI 110
T'KMIT 3¢pheKTMBHOCTD 10 TOCHUTAIM3ANMSIM, CUMIITOMAaM M CMEPTHOCTY ITPeAIIoaraeTcs, HO
He okaszaHa) [3, 4, 132, 133, 155, 175, 198, 325,326, 345, 346].

EOK IIaC (YO, 5 YYP C)

e [laumenTtam c Heo6cTpyKTUBHOI TKMII ¢ @B JIK <50% 1 nocTossHHbIMM cuMnTomamu XCH 11—
IV ®K (NYHA), HecmoTpst Ha jieueHre AK® mHrnburopamu (MM aHTarOHMCTaMM aHTVMOTEH3MHA
II, ecim mnanueHT He mnepeHocuT AK®D uHruburopsl) u  6Gera-aApeHO6J0KATOpaMMU,
PEKOMEHIYIOTCS aJIbAOCTePOHA AHTAarOHUCTBI IS CHYOKEHMST PUCKa TOCIIUTAIN3ALUIA 110 TIOBOLY
XCH u BCC (B oTcyTCTBME paHAOMM3UPOBAHHBIX MccieqoBanuii mo 'KMIT abdekTuBHOCTD 110
rocrnyTanu3auysM, CMUMIITOMaM ¥ CMEePTHOCTHM IpefIionaraeTcs, Ho He foKasaHa) [4, 132, 133,
155,175,198, 325, 326, 345, 346].

EOK IIaC (VI 5 VYP C)

KommenTapuit: anzopumm epauebHoli maxkmuku JjeueHuss XCH npu TI'KMIT npedcmasneH 8
Ipunoxenuu b4.

Takmuxa JeueHuss nayueHmos ¢ HeobcmpykmugHoli T'KMII ¢ cucmonuueckoli oucyHnkyueti
6asupyemcs Ha npuHyunax ookazamensHoli (apmaxomepanuu, paspabomaHHsix 071 83POCNbIX
nayuenmos ¢ XCH co cHuxeHHoli @B/DK, u exawuaem pekomeHOAuuu no npumeHeHuio Oema-
adperobnokamopos, AKD uHeubumopos, anmazoHucmos axeuomeusuHa II, duypemukos u op. [155,
175, 325, 326].

HanHele, nonyueHHsle Maron M.S. u coasm. (2018) 8 npocnekmugHom paHooOMu3upo8aHHoM 080UHOM
cenom ucciedosauu, He nodmeepidarom UCNONb308aHue cnupoHonakmona npu I'KMIT dns
yayuweHuss pemodenuposavuss JDK nymem ymeHwvwieHuss Gubposa muoxkapoa uau U3MeHeHUs
KAUuHuueckozo meuerus [307].

JleueHue cuHApPOMA CTeHOKapauu y nanyueHToB ¢ 'KMIT

e Bera-ampeHOO/0OKATOPBI, BepamaMwmwI**, — OuITHMAa3eM pPEeKOMEHIOBAaHbl  IMAalMeHTaM C
HeoOCTpyKTMBHOM 'KMIT 1 CTEeHOKapAUTUUECKUMU GOSIMM TIPU OTCYTCTBUM OBCTPYKTMBHOI
KOpOHapHOIi 6onesuu cepaua [3, 4, 74, 77, 251, 292, 329, 352, 353].

EOK IIaC (VA5 YVP C)

KommeHTapwuii: npasuna u ocobeHHOCmuU HA3HAYeHus eepanamuia™* npedcmasneHst 8 mabauye 2,
Ipunoxcenue A3 u mabauye 3, [punoxeHue A3.

Mayuenmot ¢ TKMIT uacmo npedssgnsiom xanobvl Ha 607b 8 2pyOHOL KJlemKe, KOmopas Moxcem
uMems WIU He UMembs MUNUUHble NPUSHAKU CMEHOKApouu. Smom CUMNMoM 603HUKAaem u3-3d
ducbanaxca mexdy nocmasxoii u nompeGHOCMbi0 KUCI0pOOd, npugooum K unonep@ysuu u uwemuu
Mmuokapda, Komopas. 6mopuyHa No OMHOWEHUN K YMEHbUEHUW KpPOBOMOKa uepe3 Mdible
UHMPaAMypaivHble KOPOHApHble apmepuu (cm. pasoden «IlamozeHes»).

Ha smane nosienenus y hayueHma npucmynos cmeHokapouu Heo6xoo0umo ymouHums, He nos8u1dacs au
y He20 uHOyyupyemas Hazpy3koii 1ameHmHas KOPoHapozeHHAs 00CMPYKYUS U/unu uwemus muoxapoa.



Pexomerndosana cmpecc-3XO-KI' ona onpedeneHus nokasauli k KAI' u pesackynapusayuu, 8 mom
uucie npu cmeHodax KA <50%.

Bepanamun®* cnocobex ymeHblIAMb UUIEMUI0 MUOKApOa, 8 m.u. 0e300/1e8yi0, U Yayuuiams ezo
duacmonuueckyr gyHxkyuro JDK.

Panonasun npumensitom 0ns JieueHust cmeHokapouu y nayueHmos, nepeHeculux 0Cmpoiili KOpoOHapHolii
cuHdpom (PKU MERLIN TIMI). O uHeubupyem no3oHuii Hampuesuili MoK 6 cepdeuHblx Muoyumax,
umo ymeHslUlaem nepezpy3Ky Kaasyuem 8 3Mux KJAemkax, mem CambvlM CHUMXasi ouacmoauyeckoe
HanpsixceHue cmenku JDK u nompebHOCmMb MUoKapoa 8 Kucaopode.

Io danusim Gentry J.L. u coasm. (2016), pezysisipHoe npumeHeHUe paHONA3UHA 6 meueHue 2 mecsyes 8
do3upogke 500-1000 mz 2 pasza 6 OeHb npusesio K 3HAUUMENbHOMY 006JieeueHul0 cmeHoKapouu u
cumnmomos cepoeuHoli HedocmamouHocmu (CH), a makx#e YaAyuywleHur Kauecmea U3HU
cumnmomHoix nayuenmos ¢ TKMII [304].

B mynsmuyeHmposom niaaye6o-koHmpoaupyemom uccnedosaruu RESTYLE-HCM (Olivotto I., Camici
P.G. u coasm., 2018 2.) npumeHeHue paHonasuHa 8 meueHue 5 mecsiyed He NpPueeyso K 3HAUUMOMY
YIyHweHur nepeHocumocmu usuueckoli Haepy3ku, nokazameneli duacmonuueckoli ¢GyHkyuu,
ymeHbleHulo yposHeli MHYII unu yayuweHuio Kauecmeda HU3HU y NAyueHmos HeoOCmpyKmueHoli
I'KMIT no cpasHeHuto ¢ epynnoil, noayyaswiux nnaye6o. Ilpuem paHonasuHa 0oCcmMoeepHo
accoyuuposaH C€o CHUMEHUeM KONuuecmeda Meayoouko8biX IKCMPAcucmos no pe3yasmamam
CcymouHozo MoHumopuposavuss OKI. PaHonasuH npooemMoHCmpuposan oOmJudHsle nokazamenu
6ezonacHocmu [309].

e PekOoMeHA0BaHO PacCMOTPETh BO3MOXXHOCTb MCIIOIb30BaHMSI OPTaHMYECKUX HUTPATOB per 0S 'y
ManyeHToB ¢ Heo6CTpykTMBHOM T'KMII €O CTeHOKapAMTUYECKUMMM GOJASIMU M OTCYTCTBMEM
00CTPYKTMBHOI 060/Ie3HM KOPOHAPHBIX apTepuii [3, 4].

EOK IIbC (VI 5 VVP C)

JleueHue apTepuUanbHOV runepTeHsun y nauyueHToB ¢ 'KMIT

Jleuenne AT y TMaiyeHTOB C HeOOCTPYKTUBHOI I'KMII mpoBOAMTCS B MOJHOM COOTBETCTBUM C
Knyanueckumm PekomeHpanmsimu 1o jiedeHuto Al' y B3pOCibIX.

Oco6eHHOCTY MeaMKaMeHTO3HO# Tepamnuu AT ripy o6cTpyKTuBHOM IKMIT:

ITar 1. [TpekpaTuTh IpueM repudeprueckux Ba3oauIaTaTOpoB (eciay MalMeHT paHee pa3oBo UIU
KypcaMy IIpYHMMaJ Ba304U1aTaTOPBI).

[lTar 2. Ha3HaunTh MaKCMMAJIbHO TI€PEHOCUMbIE O3bI GeTa-afpeHobI0KkaTopa, BepanaMmia Uimn
KoMOMHanuy oboux npernapatoB mof koutposeMm YCC u npoBoauth DKI-mouuTopunr QT/QTc u
AB-mipoBenienust). [IpeAIiouTUTENBHO MCIIONb30BaTh MTPOJIOHTMPOBAHHbIE U CEJEKTUBHbIe GeTa-
aJIpeHoO6I0KaTOPbI (OMCOMIPOION™™, aTeHOIOoM ™).

Illar 3. Ha ¢oHe IMpoBOAMMOIi Tepamnuu 6eTa-agpeHo610KaTopoM (61COMPOION™ ™ 1 aTeHomom™**)
nipu yotoBum 3ddextuBHoro koutposst Il B BTJDK ¢ momormnpio 9XO-KT, HapymeHuit putma u
MIPOBOAMMOCTH, MNpoposkuTenbHOCT MHTepBaia QT/QTc mo 3KI' m XMOKI m orcyrcTBUM
MOSIBJIEHUSI [TOTOJIHUTEBbHON KIMHUYECKOM CUMIITOMAaTUKU paccMOTpeTh BO3MOXKHOCTh
OCTOPOXKHO 106aBUTh HU3KYIO A03Y TMAPOXJIOpTHas3uaa** ¢ rppaMmrepeHoM™* mop kKoutposem I[7] B
BTJDK [327, 329, 332, 354].

OmbiT sevenuss o Sherrid M.V. [332]: mpu Tsokenoit obcrpykummu B BTJ/DK y maimeHTOB C
OIKMII+AI, He KOHTpOIMpyeMoOii QapMakoTeparnueii, MPOBOAUMOII B TIIOJIHOM OObeMe,
MPUOIU3UTENTBHO YETBEPTU MAIMeHTOB (22%) morpeboBanachk pepyKuyst MXKII ¢ 11e71b10 CHYDKEHUS
I, B BTJDK, u 16% norpe6oBancs JIKC*** ¢ kopoTkoii 3amepkkoii AB mist ymenbuienus Il B
BT/DK y maunyeHTOB C MCXOOHBIMU (MJIM STPOT€HHBIMM Ha (pOoHe KOMOMHMPOBAHHOI Teparmmn)
HapyuieHusiMu AB TIpoBeieHMsI ¥ BHYTPVSKETYI0YKOBbIMI GJIOKaJaMMU.

Jleuenue GubGpuIssIMY Ipencepanii y nanyeHTos ¢ TKMIT

@I1 sBnseTcss Hanbosee yacToii aputmueir mpu IKMII, pacipocTpaHeHHOCTh KOTOPOii 3aBUCUT OT
TSDKECTY 3a001eBaHms: 22% B 0611eli Koropre 1 10 32% B KOropTe Mal[ieHTOB C IOKa3aHUSIMU JIJIs
umIuta"Tanmu UKI*** u DKC***/IIKC*** [11, 31, 129, 134, 150, 184, 197, 314, 355-358]. YacToTa
Bcrpeuaemocty OIT de novo B o61ieit koropte I'KMII coctaBiisieT okono 2% B rop [129, 314, 357].



3amauamu dapmakoreparvu mipu ['KMII, ocoskHeHHO# OI1, ABASIOTCS KYNMPOBaHME MPUCTYTIA,
podMIaKTHUKA PELUIUBOB aPUTMUY U TPOMOOIMOOTUYECKUX OCTIOKHEHWA.

BoccTaHOBIE€HME  CMHYCOBOTO pPUTMa M HpOoPMIaKTMKA penuauBoB (GueGpmuIsIIumn
npencepauit

e PekoMeHIOBAHO Kaxible 6-12 mecsieB MpoBoauTh 48-uacoBoe XMOIKI /i BbIsiBIeHMs Oec-
WIN MaJIOCMMIITOMHBIX Mapokcu3amoB @I u onpenenenus pucka BCC B Koropre maiyeHTOB C
I'KMIT n pazmepom JIIT 245 MM, HaXOISIIIMXCSI HA CMHYCOBOM putme [3, 4, 112, 128, 131, 179,
183, 314, 359-364]

EOK IIaC (VA 4 YVP C)

KommeHnTapuit: o6Hapyx#eHue @I ¢ nOMOWbH UMNIAHMUPYEMO20 NemJesozo pezucmpamopa
npedcmassisiem  co060l  YHUKAIbHYIO  B803MOMCHOCM® Ol ObICINPO20  BblsIGeHUs  bec-  Uu
MaioCUMNMoOMHbIX napokcuzmos @I ¢ yenvio npogunakmuku mpomooIMOONUUeCKUX 0CJI0HCHEHUT 00
mozo, Kaxk cayuuiacsa uHcyasm. Ipedukmopamu u ¢pakmopamu pucka 8o3HukHoseHus @II npu IKMIT
A6I0MCS: npedcepoHas muonamus, yeeaudeHue pasmepa u o6sema JIII, nosviwerue yposHeti NT-
proBNP 6 kposu, XCH III-1V @K (NYHA), noxcunoii so3pacm, o6cmpykyus BTJDK, sosneuenue npassix
omaenos cepdua, zeHemuueckue hakmopol.

e BoccTaHOB/IEHME CMHYCOBOTO PUTMA ITyTEM IIPSIMOI 9JI€KTPUYECKON MM GapMaKoIOrMuecKkoit
KapauOBEpPCUM C BHYTPMBEHHBIM BBEIEHMEM aMMOZAPOHA™* PEeKOMEHI0OBAHO y TMAlMEHTOB C
HeJaBHO BO3HMKIIe (<48 uaco) ®IT[113, 131, 183, 314, 359, 364].

EOK IIaC (YA L, 5, VYP C)

KommenTapuii: 6e3 npedwecmsyouieli aHmMukoazyisHmMHoU Nnod20moeku Kapouosepcus Moyicem
Obimp nposedeHa MOJILKO 8 Cayuae, ecau ONUMeNbHOCMb MmeKyulezo Napokcusma He npesvluidem
48 uacos. Y nayueHmos ¢ OeccumMnmomHsiMu napoxkcusmamu @II, a makxe 8 cumyayusx, Kozoa
nayueHm 3ampyoHsemcss Hazeamv OAUMENbHOCMb MEKyWez0 NapoKcusma u He noayddaem
AHMUKOAZYASHMHYI mepanuio NOCMOSIHHO, PeKOMeHAyemcs: 8030epiamsCsi 0m He3ameonumensHoz0
80CCMAHOBIEHUS CUHYC08020 PUMMA.

B amoii cumyayuu 803M0oxcHO npumMeHeHue 2 cmpamezuii 8edeHus.

Iepsas cmpamezus: nposedeHue paxHeli kapouosepcuu nocie YIT-OXOKT, He gviagusuLeti mpomosl 6
nosocmsx npedcepouti. AHmMuKoazynssHmHas noddepuka 80 8pemMsi Npoyedypsl B0CCMAHOBJIEHUS
CUHYC08020 pumma 00s3amensHd.

Bmopas cmpamezus: npu Heso3moxcHocmu npoeederust YIT-OXOKI unu eviseneHuu mpomb6os 6
nonocmsix npedcepouti npu YIT-OXOKI cnedyem nposodums no3oH0w Kapouosepcuto nocie 3 Hedeslb
aHmuxoazynissHmHoli mepanuu (nocie koHmponsHoti YII-OXOKI, o6sa3amensHoli 8 ciyuae HAAUUUS
mpom608 8 nonocmsax npedcepouti npu nepsom 00cs1e008aHULL).

e AMuomapoH** peKOMeHOOBaH [ MNpoQWIaKTMKM peuuauBoB @Il  mocae  psaMoit
aneKkTpuuecKoi kapauosepcun [301, 314, 356, 359, 364, 365].

EOK IIaB (V]I 4 YVP C)

¢ Bera-aspeHo6/0KaTOp, BepamaMwi** WA AWITHAa3eM** DPEKOMEHAYIOTCS [JIsi KOHTPOJIS
YaCTOThI COKpAIleHUI kemyf0ukoB y nanuueHToB ¢ 'KMII ¢ MoCTOSSHHO Mau epCucTUpyloiei
@II[3,4, 111, 131, 301, 314, 359, 364, 365].

EOK IC (VIIL 5 VVP C)

¢ PeKkOMEH/[I0BaHO PacCMOTPETh BO3MOKHOCTh Ha3HAUEHMST HU3KMUX 103 IUTOKCHHA™* MallieHTam
¢ HeobcTpykTMBHOM 'KMII, cTpamaomyM mocTosiHHOM dopmoit PIT u XCH II-1V ®K NYHA, ¢
@B <50%, [yt KOHTPOJISI YaCTOThI COKPAIeHNsT JKeIyqoukoB [3, 4, 131, 132, 155, 175, 198, 314,
325,326, 329, 345, 346, 366].

EOK IIbC (VO] 5 VYP C)

sk

KommeHTapuii: amuodapoH™* cuumaemcs Jayywum npenapamom 07 KOHMPOJS pummd, OH
6e3zonacet u appekmueser y nayuermos ¢ TKMII, ocnoxrenHoti OII.



Comanon™* moxem ucnosib308amsCcsl 8 Kauecmae aabmepHamu8Ho20 AHMUAPUMMUUECKO20 dzeHnd 8
JeueHuu nayuermos8 I'KMII, ocobeHHOo 8 cyuae umnaaumavuu MKT*** xomsa kauHuuecKuti onsim ezo
NpUMEHEHUS] 02PAHUYEH.

HauanvHele u yenesoie 003bl npu nekapcmeernHoli mepanuu I'KMII npedcmasnenst 8 Tabnuue 3,
Ilpunoxenue A3

IIpodunakTuka TPOMGOIMOOANIECKUX OCTOKHEHUI Y manyeHToB ¢ TKMII

e Eciu HeT MpOTMBOIIOKa3aHMI4, aHTAarOHNUCTHI BUTamMuHa K (Bapbapmu™*, nemesoe MHO 2,0-3,0)
Wiy maburaTpaHa 3TeKCwIaT** wiu puBapokcabaH™* maM anmMkcabaH** peKOMEHAYIOTCSI BCEM
ManyeHTaM, y KOTOPBIX pa3BMIach MepCUCTUPYIOIasi, MOCTOSHHAS WX IapoKCH3MasibHast
hopma OII, gy mpohMIaKTUKY TPOMOOIMOOINUECKNX OCIOKHeHwmi [3, 4, 131, 150, 184, 311-
314, 357,359, 360, 364, 367-373].

EOK IC (YI]I, 2 VVP B)

KommenTapuii: Heo6x00umo nomMHums 00 amb6puomoxkcuuHocmu gapgaputra (cm. pasden «I'KMIT y
bepeMeHHbIX»).

MeHbuie OdaHHbIX N0 AHMUKOAZYJISIMIMHOU mepanuu npu mpenemauu npedcepouti u oOpyeux
npedcepoHblX apuUMMUSX, HO PUCK MPOMOO0IMOONUTI NPU HUX cuumaemcst makum e, Kak npu @I1.

e OmeHKa pucka KpoBoTeueHMit Tmipu mnomouiu wmKaiabl HAS-BLED pekomeHayeTcs Tipu
HasHaueHuy BapdapuHa™* 6e3 win B COUETAHUY C MHTMOUTOPAMY arperanyy TpoMOOIUTOB. [3,
4,131,314, 359, 360, 364, 368, 311, 313, 369-374]

EOK IIaD (V4,4 YVP C)
KommeHnTapnii:

IlIkana HAS-BLED (He sanuduposaHra ons nayueHmos ¢ IKMII): 6annsl > 3 ykaszvlearm HAa 8blCOKULL
PUCK KposomeueHuil u O00J#Hbl OblMmb NPUHAMBL Mepbl NPedoCMOPOHCHOCIMU ¢ N1a60PAMOPHLIM U
KJIUHUKO-UHCMPpYyMeHMansHsim konmponem. Illkana HAS-BLED — cm.mabauyy I15, ITpunoxcerue I'2.

e Eumm manment c¢ TKMII, ocnoxkHeHHO# @I, He MOXeT IPUHMMATh IOAOOPAHHYIO H03Y
BapbapmuHa**  m3-3a  IMOOOYHBIX  [OEMCTBMIA  MAM  HEBO3MOXHOCTM  IOAHEPKUBATh
TepareBTUYeCKMii ypoBeHb aHTuKoaryasaiuuu (MHO 2,0-3,0), uaM HEBO3MOXHOCTU
OCYIIEeCTBISITh MOHUTOPUHT MHO, peKOMeHAYeTCs MCIIONb30BaTh maburaTpaHa STeKcuiaaT**
MM puBapokcaban™*, win anmkcaban**. [3, 4, 131, 314, 359, 360, 364, 368, 375, 376, 311, 313,
369-374, 377].

EOKIB (VO 1 YVYP B)
KommenTapwuii:

Bapgapun™* unu  dabuzampaua smekcunam** unu pusapokcabax** unu anuxcabau™* cnedyem
HasHauams  Hesasucumo om wkansl CHA2DS2-VASc Oaxce nocne 00Ho20 snuszoda DPILIxkana
CHA2DS2-VASc — cm.mabauyy I14, Ipunoxcerue I'2.

e Bo Bcex oayvasgsx I['KMII, ocnokHeHHOV @I, pekOMeHIyeTCs TOXXM3HEHHasi Tepanus
Bapdapurom™* (MHO 2,0-3,0) mam gaburatrpaHa STeKCUJIATOM** wiM puBapoKcabaHOM** miin
ankcabaHoM™* maske e/ CMHYCOBBIN pPUTM ObLT BOcCcTaHOBIEH [3, 4, 111, 113, 131, 150, 175,
314, 329, 357, 359, 360, 364, 368, 311, 313, 369-374, 377].

EOK IC (VIII 4 VVP C)

o Tepamus aleTWICAIULIMIIOBOI KUCIOTOM B T03MpoBKe 75-100 Mr muiroc Kionumorpen™* 75 mr B
IeHb (TIpM HMU3KOM pUCKe KpOBOTeUYeHMUI) pekoMeHAyeTcs, eciu mnamueHT ¢ ['KMII,
ocokHeHHO# @I1, oTKa3bIBaeTCs MPUHUMATh Baphapuu™**
puBapokcabau™*, uau anukcaban**, [4, 378]

WMIM JaburatpaHa TeKCWIaT** wim

EOK IIaB (VA1 5 VVYP C)

e TMaumentam c T'KMII, ocimoskHeHHO# ®II 6e3 BbIpakeHHOTro yBenmuenust JIII B ciaydasx
pedpakrepHoit K dapmakoTepanMu CUMITOMATUKM ¥ HEBO3MOXHOCTM MWCIIOJIb30BAHMS



AHTMAPUTMUYECKUX TIPEIapaToB PeKOMEHIOBAHO MPOBeIeHNe KaTeTepHbIX mpouenyp [4, 111,
131, 359, 360, 364, 379].

EOK IIaB (V]I 5 YVP C)

KommenTapwnii: MHeasusHsie Memodst neuerus OIT - cm. pasden 3.2

3.2. Xupypruueckoe 1 MHTepBeHUMOHHOe j1edyeHue 'KMII

Penyxuusa MIKII

ITpu ob6cTpykTuBHON TKMIT XMpypruveckuii MeTO[, JIeUeHUs SIBJSIETCST «30JI0ThIM CTaHIApTOM»
(cpemHMe TIOKas3aTeny CMEPTHOCTU <2%, apdekTuBHOCTh O6osiee ueM y 90% maiMeHTOB, 4acTOTa
OCJIOKHEeHMIT <5%).

B HekoTopbix MeguuuHckux LlenTpax penykiuio MIXKII peKoOMeHIYIOT BBIMOJHSATh MallieHTaM C
60j1ee MSTKOJ CHMMIITOMATMKOIM B CJTydyasX 3HAUMTETbHOJ JATEHTHOM OOCTPYKIINMM, ¥ KOTOPBIX
MaKCUMAaJIbHBIN U MHAYUMpyeMblii TT > 50 MM pT.CT.

OmnpenpensomuM (HakToOpoM AJIS TOCTVREHMS XOpommX pe3ynbraToB CM3/PM3 u CAA sBisieTcst
OmbIT LIEHTPOB, KOTOPBIN MOKEH M3MepSIThCsl 6omee yeMm 50 ImpolienypaMu, BBITOTHSIEMbIMM B
rog, u 6omee uvem 20 mpolemnypaMy, BBIIOTHSIEMBIMM XUPYPrOM WIM MHTEPBEHIVMIOHHBIM
kapauosnorom. Pemyxkius MIKIT qo/mKHA BBITTOMHSATBCS OMBITHBIM CIEIIMATMUCTOM, PAOOTAONMM B
MYJIbTUIUCLHUIIMHAPHON KOMaHe sKkcriepToB B jieueHun 'KMII [3, 4, 106, 213, 321, 320, 380-388].

e Penykumsa MXII pekomenayetcs naunerntam I'KMII ¢ I'Zl B BTJDXK (B mokoe uay MakCMMaJIbHbIM
nmpoBouypyeMbiM) > 50 MM pT. cT., ¢ XCH III-IV ®K (NYHA), HecMOTpsI Ha MaKCUMAaJIbHYIO
TepeHoCUMYI0 Tepanuio [3, 4, 73,105, 106, 316-321, 380-384, 388-394].

EOKIB (YO 2VVYP A)
KommeHTapuii:

Pedykyus MJKIT ocyuiecmsnisiemcst ¢ NnoMowspio cenmansHoti muoskmomuu (CMD), pacuwuperntoti CMD
(PMD3) u cenmansHoti cnupmosoti abnayuu (CAA).

IoxkazaHus K pedykyuu MKIT (CM3/PM3/CAA) npedcmasnerst 8 ITIpunoxceruu b 10.

e Penykumst MJXKIT pekomeHmoBana st naiueHToB ¢ TKMII 1 MOBTOPHBIMYM O0O6MOpPOKaMU TpuU
Harpyske, Bbi3biBaemMbiMu [l B BTJDK (B 1MOKoe Wiy MakCMMaIbHBIM IIPOBOLMPYEMbIM) = 50 MM
PT.CT., HECMOTDSI Ha ONITUMaJIbHYIO Tepanuio [3, 4, 123-125].

EOK ITIaC (VO 4 YYP C)
Kommenmapuii:

e Aneopumm OueHOCMUKU U 8paueOHOU MAaKMuKu Npu CUHKONANbHBIX COCMOSIHUSIX hpedcmaeJjieH 8
Ipunoxeruu B8.

o [lokasaHus x pedykyuu MIKIT (CM3/PM3/CAA) npedcmasnerst 8 I[Ipunoxeruu b 10.

o Anzopumm npedonepayuoHHoll duazHoCcmuKuU 0715 86160pa 0ONOJIHUMeIbHbIX 8Mewiamenscme Ha MK
npu CM3/PMDS npedcmasneH 8 IIpunoxcerue B5. ) (cm. makie pekomeHdayuu Kk MPT).

o Anzopumm evi6opa memoda pedykyuu MKII npu TKMIT npedcmasner 8 Ilpunoxceruu b6.

e CpasHerue CM3/PM3 u CAA npedcmasneno Ilpunoxeruu b 11.

e CM3/PM3 mnpennoututenbHee, yeMm CAA, M peKOMeHIyeTCsl MalMeHTaM C MOKa3aHMUSIMM K
penykuumu MXKII, umemouUMm MOoKasaHUsl O APYTUX XUPYPTUUECKUX BMeIIaTeNnbCTB (Ha
NanWUISIPHBIX MBINIAX, IPOTe3MpoBaHMe MUTpaibHOro kiamnana, AKII) [3, 4, 217, 224, 317,
318, 381, 382, 385-387, 391, 398-402].

EOKIC (YO 2 VVP B)
KommeHTapuii:

CM3 — «muoskmomusi no Morrow» mpaHcaopmaneHsiMm 0ocmynom (nepeas onepauus Ovlia
nposedeHa 8 1958 2.) 8 OonvwuHcmee cayuaegd ycmparsem oo6cmpykyuto BT/DK, 8bi36aHHYH



2unepmpoguposanHoii MIKII, o0Hako He ycmpaHsem aHomanuu MK, eHocsujue 8knad 8 06CmpyKuuwo
BTJIK.

Messmer B.J. ¢ coasm. (1994) ycosepuieHcmgosaniu musakmomuio no Morrow, pacwupue o6nacme
pesekyuu 2unepmpoguposaruoti MJKII ¢ anukansHom HanpasaeHuu K ocHogauuio IIM (PMD3). FHoz0a
8 aMenosizviuHoll aumepamype PMD Ha3wviearom npoyedypoii RPR (cokp. om resection - pe3ekyus
2unepmpoguposanHozo yuacmka MJKII, plication - ykopoueHue nepedHeli cmeopku MK nymem
€030aHusl 20pU30HMAJILHOL CKIA0KU 8 ee 0CHOBAHUU, release — 0c8000x0eHUe/UCCeUeHUe AHOMATIbHbBIX
npukpenjieHuti 2unepmpoGuposaHHbIX NANUISPHBIX MbILUL).

Ilpu eviseneHuu 2-yposHesoli oocmpykyuu (yseauuenHsiti I/ 6 BTJDK u Ha yposHe cpedHeli uacmu
nonocmu JDK) Muosxmomus moxcem 6uims pacuiupea 0o cepedurst nonocmu JDK u 60kpyz ocHO8aAHUS
IIM, o0Haxo daHHbie 0 00J120CPOUHOM 3P pekme makozo n00xoda 0zpaHuteHsl.

B cneyuanusupo8aHHsIX YeHmpax, umelwux Haubonsuuti onsim no JeueHuro navyuexmos ¢ IKMII,
UCNOJIb3yemcs MPAHCanUuKaIbHolll docmyn, HanpasieHHslll Ha cHuxceHue I7] u ymeHbuleHUe CUMMOMO8
y nayueHmos cpednexcenyoouxosoti OTKMII B pedkux ciyuasx npu 2- yposHesoli o6cmpykuyuu JDK
UCNONIb3YIOM  KOMOUHUPOBAHHLILL  MPAHCANUKANbHBLI+MpAHcaopmanstelli  docmyn unu
npasoxeny0oukosslli u mpancaopmanvHolli docmynel [71, 343, 403].

IIpu cpeduexcenrydoukosoti OI'KMII, npu omcymcmeuu 8blpaMeHHbIX AHOMANUll MUmpansHo20
KNanama moxem 6bimb 8bINONHEHA MUOIKMOMUS U3 NPABO20 HeNydouKa mpaHCc8eHMpPUKYAAPHIM UNU
mpancnpedcepOHbiM docmynom. Omom Xupypeudeckuii docmyn umeem npeumyuiecmso nepeo
MpaHcaopmanbHolM 00CMynom y nayueHmos Mos00020 803pacma C 8vlpaxceHHOU 2unepmpogueti
MJKII ecnedcmaue 6osiee HU3K020 pucka passumust ABB [404, 405].

Ipu eviseneHuu 08yxenydouxkosoii oocmpykuyuu (yeenuuenustli I7] ¢ BT/DK > 50mm pm. cm. u
yeenuuenHbtii I/] 6 BTIDK > 16MM pm. cm.) mMoxcem npumeHsamscs KomouHuposaHHsiii docmyn: CMD
mpaucaopmansHsim docmynom u PM3D docmynom co cmopoHst IDK.

B cneyuanusupo8aHHslx yeHmpax, umeroujux Hauboaswuti onsim no seueHuto nayuenmos ¢ IKMII, npu
8bls18J1eHUU 08YX#eJIYy00UK080Ll 06CmMPYKYUU, NPU 0MCYmMcmeuu aHOMAaIuli NOOKAANAHHbIX CMpPyKmyp
MUMPAIbHO20 — KAANAHA — MUOIKMOMUSL  Moxem  Ovlmb  8vinonHeHa  docmynom u3  IDK
MpaHceeHMpUKYAPHBIM unu mparcnpedcepoHsim docmynom [106, 321, 406-408].

AHomanuu cmpykmyp annapama MK, accouuuposarusie ¢ TKMII, mozym u 00J#cHbl 6biMb YCMPAHEHbI
80 8pems onepayuu ¢ yeavto cHusume I'7] 6 BT/DK, He npubezas K 3ameHe MUmpanbHoz0 KAanaud.

Tokazamenamu 3¢ pexmusHocmu npouedypsl PMD npu IXOKT senstomcs:

1. xonmaxm nepeoneti cmeopku MK u MJKII (SAM-syndrome) omcymcmayem,
2. ocmamounbslii I7T 6 BTJDK npu npogokauuu 0osixeH 6bims He 6onee 20 Mm pm. cm.

VposeHv ycnexa u uacmoma OCTONCHEHUL 2/1A8HbIM 00pA30M 3as8ucsim om onsima Xupypea uiu
UHMEPBEHYUOHHO020 Kapouonoza.

Hoxcenanus nayuenma (nocie nodpobHoz0 006CY#OeHUSl 8APUAHINOG JieueHUs)) umelom 3HaueHue 0Jis
NPUHSIMUS. OKOHUAMEIbHO20 PeuleHUsl.

Boibop memooda pedykyuu MIKIT (CM3/PM3 unu CAA) Oo/xeH O0CHO8bI86ambCsl HA MUAINETbHOM
06cnedosanuu nayueHma u 06cy#oeHuu MyJapmuducCyunIuUHapHoli KOMAaHootli Cheyuanucmos.

e [IporesupoBanue MK pekomMeHA0BaHO y CMMITOMHBIX nauueHToB ¢ [l B BTJDK (B mokoe man
MaKCUMaJbHBIM IIPOBOLVPYEMbIM) = 50 MM pT.CT. ¥ MUTPAJIbHOI peryprutaiueit or cpemgHeit
IO TSDKeJOi CTelleHy, He BbI3BaHHbIX M3onuposaHHoli IICH ctBopku MK [3, 4, 321].

EOK IIaC (YOI, 5 YYP C)

KommeHTapuii: donosHumesnvHble 8poxcdeHHsle uau npuobpemeHHsle avomanuu MK moeym
8b13616AMb BbIPANCEHHYID MUMPATbHYI pezypeumayuio, Komopas He 00YCl087eHA UCKAUUMENbHO
¢ MK. B smotl cumyayuu naacmuxa MK (naukayus), Kak npasusio, He CHUX3CAem CMeneHb
pezypeumauyuu, U ycmpaHeHue ee 603MOXCHO Jiulb npomesuposanuem MK.

e PekOMeHIyeTCsl paCCMOTPETh BO3MOKHOCTD npoTe3upoBanus MK y mauuenTos ¢ [l B BTJDK (B
ITOKOe WIYM MAaKCMMaJIbHbIM IIPOBOIMPYEMbIM) > 50 MM PT.CT. ¥ MaKCMMAaJIbHOM TOJIIMHOI
MEXOKeTyOUKOBO Meperopofku €16 MM B MeCTe€ MUTPaAJIbHO-CENTaJIbHOTO KOHTaKTa, eciin



MMeeTCsI MUTpPabHAs perypruTauus OT CPedHEeN 0 TSXKeNIOol CTereHU IMOocae U30IMPOBAHHOM
Muoskromuu [4, 409, 410].

EOK IIbC (VI 4 VYP C)

KommeHTapwmit: nodobHele cryuau ONUCAHbI Y NAYUEHMO08, ONePUPOBAHHBIX 6 nepevie 2
decamunemusl NOCNe NpumeHeHus npoyedypsl «muskmomuu no Morrow» (U301UPOBAHHOTI
muoskmomuu, 1958) [411].

Onucavel maxxe Memoduku ycnewHoil koppekyuu obcmpykyuu BT/DK u  mumpansHoli
HedoCMamouHOCMu nymem 8bINOJIHEHUs. mpaHcmumpaivHolii CMD ¢ omceueHuem nepeoHeli cmeopku
MK u ebtnonneruss CM3 u3 BTJDK ¢ nociedyroweti nnacmukoti unu npomesuposavuem MK [405 412].

Ins esinonHernus: adekeamuoii pedykyuu MKIT npu PM3 psioom asmopoe pekoMeHI08aHO NPUMEHSIMb
pasnuuHsle mexHuueckue npuemol: Mobunuzayus cepdya, npumeHeHue mopaxkockonuu [388].

Cneyuguueckozo 00e3001UBAHUS NPU XUPYPSUUECKUX U UHBA3UBHbIX BMEULAMEeNbCMBAX NAYUEHMAM C
T'KMIT ne mpebyemcs.

e PekomeHayeTCsI pacCMOTPeTb BO3MOXKHOCTb TMocTostHHON OJKC*** ¢ omTumanbHbIM AB-
uHTepBasiom ajs cHykeHus [l 8 BTJDK uau mjist paciiMpeHms BO3SMOKHOCTHM JieKapCTBEHHOM
Tepanuu OeTa-agpeHOBGIOKATOPOM W/MIM BeparmaMuwioM™** y OTHeIbHbIX MalMeHToB ¢ []]
B BTJDK (B mTOKOe miy MaKCMMAaJIbHBIM ITPOBOLMPYEMbIM) = 50 MM PT.CT., CUHYCOBBIM PUTMOM,
cUMIITOMaMu, pedpakTepHbIMHU K JIEKAPCTBEHHON Tepamnuiu, MMeIMMY TPOTUBOIIOKA3aHMS K
CAA mmu CM3/PMD, niu BBICOKMIT puCK pa3BuTus AB-61okambl B pesynbrate CAA mmm CMD/
PMD [4, 214, 232, 305, 306, 308, 310, 413-415].

EOK IIbC (VI 2 VYP B)

KommeHTapuii: cyms memoda cocmoum 8 U3MeHeHUU nociedo8amesibHoCmu pacnpocmpaHeHust
80/IHbL 8030yHC0EHUS. — COKpaujeHUe 0xeamolédem eHaudNe 8epXyWKY Henyooukos, a 3amem NMKII,
umo npugodum K YyMeHbuleHuw cybaopmanvHozo I/l 6nazodaps 3ana3dbl8aHUK U CHUMEHUIO
pezuoHapHoti cokpamumocmu MIKII u, kak cnedcmaue, pacwuperuto BTJDK. Dmomy cnocobcmayem
maiie 3ana3dvléaHue CUCMONUUEecK020 dauxeHus knepedu nepedHeli cmeopku MK u ymeHvleHue e20
amnaumyodsl. BaxcHoe 3HaueHue umeem nodbop HaumeHbvulel 8eJIUYUHbL 8peMeHU 3a0epHKu HaHeceHUs
HenyoouKkoe020 UMNYAbca hocie npedcepdHozo, Komopasi obecneuusaem npexicoespemeHHYI0
denonsipusayuio eepxywku cepouda, He npusods nNpu 3mMomM K YxyouwleHuw eHympucepoeuHotll u
UeHmMpaivHoli 2eMOOUHAMUKU (CepdeuH020 8vibpoca u Al).

B psde cnyuaes npuxodumcs npubezams K YOJIUHEHUIO 8peMeHU CNOHMAHHOU AB-npogodumocmu ¢
nomouwbio mepanuu 6ema-adpeHob10Kamopom uiu sepanamunom™* u daxee abnayuu AB-ysa.

HuBasuBHbIe MeTOoAbI JJeueHusa PII nanuentos ¢ TKMIT

¢ PeKkOMEH/I0BAaHO pPacCMOTPETh BO3MOXKHOCTb IIPOBENEHMS PAAMOYaCTOTHOM abmanum ouara OIT
nanyentam ¢ TKMII, eciu @IT He MOXKeT ObITh IMPeNOTBpalleHa aHTUAPUTMMUUECKON Tepanmneii,
WJIV 4aCTOTa JKeJIyJOUYKOBBIX COKPAIlleHIi He KOHTPOIMPYETCS JIeKapCTBeHHbIMMY IIperapaTamu,
MAM  accoUMMPOBaHA C HeNepeHOCMMBIMM TTOOOYHBIMM  AEeMCTBUSIMU  JIeKapCTBEHHbIX
nperiapatos [4, 111, 131, 314, 329, 359, 360, 364].

EOK IIbC (VI 5 VYP C)

e VMrutaHTanust aByxXkaMepHoro (DDD)  a/eKTpoOKapAMOCTUMY/IITOpa™** ¢ (yHKIMe
repeKyoueHns: pexkxuma (mocie abmanyu AB-ysna y mamuentoB T'KMIT ¢ @B >50%),
pekoMeHIyeTcss INpyu Hamnmuuy mnapokcmsmanbHoi OII, m opHokamepHoro (VVIR) — mpu
HaJIMYUU TIEPCUCTUPYIOILEN MV TTOCTOSTHHOI hopMmbl [4, 232, 305, 314, 359, 360, 364, 41].

EOK IC (YA, 5 VVP C)

e TManyenTtam ¢ I'KMII, ocioskHeHHO /110607t popmoit OIT, u @B <50% nocie abnaiuu AB-ysna u
NPy HATMYMY TOKa3aHUil K CepAevyHOl PEeCHMHXPOHM3MPYIOUIEH Tepanuu pPeKOMEHAOBaHO
paccMOTpeTh BO3MOXKHOCTh MMILIAHTALMM TPeXKaMepHOTo (6uBeHTpuKy/sipHoro) JKC*** [4,
20, 130, 359, 364].

EOK IIbC (VI 5 VYP C)



¢ PeKOMEH[IOBAaHO pacCMOTPETh BO3MOXHOCTb abmauum ouara OIT Bo Bpemss CM3/PMD vy
nauueHToB ¢ ['KMII, ocnosxkHeHHO cuminToMHOM @IT nipyu HanmMumy MoKasaHUM U OTCYTCTBUU
MPOTUBOTIOKAa3aHmii [3, 4, 359, 364, 417-420].

EOK IIbC (YA, 5 YYP C)
KommeHTapuii:
Paduouacmomuasn abnayus @Iy nayuenmos ¢ TKMII menee ychewHa, uem 6e3 TKMIT.

o [Ipeduxmopamu HeappekmusHocmu neueHus @I npu T'KMIT saenswomcs: Junamayus JIII,
o6cmpykyus BTJDK, onumensHocmo u mun @I1.

o [Tayuenmam ¢ TKMIT u @IT uawje mpebyomcs npogedeHue n08mopHoix hpoyedyp. Pemodenuposarue
npedcepaouti, 3asucumoe om I'KMII, moxcem nosausime Ha ucxod, daxce eciu npoyedypa U3HauaibHO
ychewHa.

Onepayus Cox-Maze («/Ia6upunm») 1u60 ee MOOUGUKAYUU C NPUMEHEHUEM Paduouacmomuoil u Kpuo-
abnayuu npedcmasensiemcss  yenecoobpasHoii kak conymcmeywowas npu CM3/PMD uau
npome3uposaHuu MumpanbHozo kianama y nayuenmos ¢ IKMII, ocnoxcHerHotli @II, pegppakmepHoli K
papmaxomepanuu.

ACCF/AHA (2011) pexomendyiom onepayuto <«/JIabupuxm» y omoenvHsix nayuenmos ¢ @DIT kax
conymcmeayrwuiyro npu CM3/PM3 unu npome3uposavuu MK (yposens 1IaC). B pekomendayusx ESC
makoti pexomeHoayuu Hem.

Ecnu onepayus «JIabupuHm» nokasaxda, mo eslNoJHIMbCA OHA OONXCHA KAK CONYMCmeyouwas, nocjie
KOHCUAUYMA MYJIbMUOUCYUNIUHAPHOU KOMAHOOL, XUPYP2OM, UMEIOWUM ONbIM 8bINOJIHEHUS NOOOOH020
8MeulamensCcmed.

B yenmpax, ucnoas3yrouux onepayuro «iadupuxm» (modupuxayusa III u 1V), ommeuaiom, umo y
nayuermos ¢ TKMII amo dononHumensHoe npu CM3/PMD emewamenscmao s8nsemcst 6e30nacHsIM U
appexmusHbiM.

T'KMIT

e [laumentam ¢ I'KMII, makcumanbHbiM [l B BTJDK <30 mm pT. cT., XCH II-IV ®K mo NYHA,
OBJ/DK <50% wm BJIHIII ¢ pautenbHOCTbI0 QRS >120 MC peKOMEHIOBAaHO PacCMOTPETh
BO3MOYKHOCTD CepILeUHON PECMHXPOHU3UPYIOILEN Tepanus IS yayJdlleHUs] CUMIITOMaTUKN|3, 4,
20, 130].

EOK IIbC (YOI 4 VYP C)

PexromeHaauuu no DPAKTUYECKVM acCIi€eKTaM MMIUIAHTAIIUN KapauoBepTepa-

OVORR

neduépmagaTopa®**

AJTOPUTM TEePBUYHOI U BTOpMUUHOI mpoduminakTuky BCC y mamuenToB ¢ 'KMII mpencTaBieH B
Tabmuie IpunosxkeHne b7.

Illkana ouenkyu pucka BCC y manyenTtos ¢ 'KMII (eBporieiickasi MOfiesib) TIpeficTaBjieHa B Tabauie
12, npunoxenue I'2.

[MMkana oueHku pucka BCC y manmeHtoB ¢ 'KMII (amepmukaHckash MoOIelb) MNpeACcTaBleHa B
tabmuie I13, mpunoxkenue I'2.

e Pekomenayetcst uMminianTanys UKI*** y mammenToB ¢ ITKMII, mepeHecIInx OCTaHOBKY Cepilia
no nipuumHe XXT min ®XK, unm y nanueHToB €O CIIOHTaHHOM ycToiuuBoi KT, npuBopsieii K
1oTrepe CO3HAHMSI WM HapylleHUs] TeMOAVHAMMUKM, IIPU OXMUIAeMOM IPOLO/DKUTENTbHOCTU
sku3Hu >1 roma [3,4, 112, 113, 115-121, 125, 189, 207, 210, 259, 260, 265, 300, 323, 421-423].

EOK I B (VA 5 VYP C)

KommenTapuit: Jlna eepugukayuu apummuu 6 O0mOeNbHbIX CIYyuasx MOXcem 8bINONHIIMbCA
UHBA3UBHOE 2TIEKMPOPUIUON02UUECKOE UCCIe008AHUE.

o [IaTuneTHMIt PUCK BHE3amHo1 CMepTHn HEOGXO,E[I/IMO OL€HMBATb IIpU II€PBOHAYAJIbHOM
06CIIEJIOB3.H]/II/I MmalyeHTa, a TaKXKe KaXXJble 1-2 ropma wnu npu M3MeHeHUM KIMHUYEeCKOIro



craryca [3, 4, 115, 171, 181, 300, 323, 424].
EOK I B (VI 4 YYP C)

e Vmmnanrtauus WKI*** pekoMeHIyeTcs MalMeHTaM C IPEAIIoaraeMbiM 5-JTeTHUM PUCKOM
BHe3arHo cmepTu 2>6% U OXuAaeMoll MOpPOAO/DKUTENbHOCTBIO SKM3HM >1 roma Iiocie
MOAPOGHOTO KJIMHUYECKOTO 00C/IeqoBaHMsI C OIeHKOI pucKa IMOCTAeOyIOUMX OCIOKHEHUI U
BausgHust UKI*** Ha 00pa3s >KM3HU, COLMATbHO-IKOHOMMUYECKUI CTaTyC U ICUXOJOTUYECKOEe
3moposbe [115, 181, 189, 200, 201, 300, 323, 421, 424].

EOKIIaB (VOO 3 VVP A)

¢ PeKOMEH/IOBAaHO PacCMOTPETh BO3MOXKHOCTb MMIUIaHTaluy VIKIO*** B OTHENbHBIX TIPYyIITax
MaIueHToB ¢ 5-nmeTHuM puckoMm BCC oT >4 1o <6% 1 05kMIaeMoit IPOIOIKUTETbHOCTDIO JKU3HI
>1 roga mocje MOAPOOHOr0 KIMHMYECKOTO OOCAeHOBAaHMSI C OIEHKOM pUCKA ITOCAeOYIOIINX
OCJIOKHeHMIT ¥ BiausHus WIKO*** Ha o06pas >KMU3HM, COLMATbHO-IKOHOMMUYECKUIT CTaTyC U
TICUXOJIOTMYEeCcKoe 310poBbe [115,171, 189, 181, 323, 424].

EOKIIb B (YO 4 YYP C)

e PekomeHyeTCs pacCMOTPETh BO3MOKHOCTDH MMIUiaHTauuy UK *** y oTmenbHBIX MAlMEeHTOB C
5-netuuM puckom BCC <49% npu HaIMumMy KIMHUYECKMX XapaKTePUCTUK C JTOKa3aHHBIM
MPOTHOCTUYECKUM 3HAUeHMEeM, U B (JIy4asiX, KOTAA B pe3y/lbTaTe OLIeHKM pUCKa MOUIeayoInX
oCIOkKHeHMit 1 BausHus WKO*** Ha o6pa3 >KM3HM, COLMATIbHO-IKOHOMMYECKUI CTaTyC U
TICUXOJIOTMUYECKOE 30POBbE IPEAIIoNaraeTcst obiee IMOMOKUTENIbHOE BAMSHME MMIUIAHTAVN
VK ***[3, 4,84, 115,181, 189, 200, 201, 228, 323, 424].

EOK IIb B (VA1 4 VYP C)

KoMMeHTapmit: amepukaHckas Moodeib nos3eonsem oyeHusams puck BCC y nauueHmos ¢ HUsKum/
CPEOHUM PUCKOM.

IocnedHue numepamypHsle OaHHble NOKA3bI8AIOM, UMO  HAAUYUE PACNPOCMPAHEHH020 Gubpo3a,
oyeHusaemozo no ITHI npu MPT (>15% ) sensemcs npedukmopom pucka BCC npu I'KMII. Dmom
nokasamesne He 8X00uim 8 e8ponetickyro Moodesb cmpamu@ukayuu puckd, 00HaKo ecau y nayueHmad
Huskuti unu cpednuti puck BCC ( <6%), a npu MPT nnowads ¢ubposa >15% - amo saensemcs
00NONHUMENbHBIM APeyMeHMoM 8 Nosb3y umniaanmayuu UK***[115, 228, 231].

PeromMeHIanuy Mo MMIIAHTAIlVY BCIOMOTaTe/IbHbBIX JIEBOXKETYTOYKOBbIX

YCTPOWCTB

e PekOMeHIyeTCsI pacCMOTPETb BO3MOKHOCTb Tepanmuy ITyTeM MMIUIAHTAlluM YCTPOIICTB
MeXaHMYeCKOi MOAIepskKKM KPOBOOOpaIlleHMsT Ha ITepyoJ HaXOXKIeHUs B JIMCTe OXKUIAHUS IS
HEKOTOPBIX Mal[MeHTOB C TepMUHaAbHOI cTanueit XCH, KoTopble MOTYT pacCMaTpPUBAThCS Kak
KaHAMAATHI /IS TpaHCIUTaHTaly cepaua [211, 253, 425, 426].

EOK IIbC (YO 4 YYP C)

KommenTapwuii: 8 muposoii npakmuxe 50% onepayuii no nepecadke cepdua 8bINOAHAIOMCS HA (PoHE
npeduiecmeyrwouweti uMnaaHmayuu ycmpoticme mexaHuueckoti noddepiku kposoobpaujeHus [253].

e OproTonuueckas TpaHCIUIAaHTALMS cep/lla peKoMeH0BaHa 1is nauyeHToB ¢ KMII, nmemomniux
@®BJDK <50% u cumnTomsl [11-1V ®K o NYHA, mnu HeycTpaHMMBbIe XKelylouKOBble apUTMUN,
HeCMOTpSI Ha ONTUMMAaJAbHYI0 Tepanuio TpM HaJIUUYMM TIOKa3aHUl U OTCYTCTBUE
MPOTUBOTIOKA3aHMIi 1151 TpaHcIraHTauum [97, 98, 168, 253, 255, 257,425, 427].

EOK IIaB (VA1 4 YVP C)

KommenTapuit: onucana mpaucopmayus TKMII 8 cmewanHwili ¢eromun (TKMIT + [IKMII),
coznacHo knacccmpukayuu MOGE(s), mak Ha3vieaemas dunamayuoxHas cmaodust TKMII [43].

Tpancnaanmayus cepoua moxcem 0blMb HCU3HEHHO 8aXCHOU cmpamezueli neueHus npu T'KMII 8
KOHeuHoli cmaduu 3a0071e8aHUsl.



ITnoxoti KpamKOCPOuHslli NPO2HO3 Y nauueHmos ¢ dunamayuoHHoii cmadueii TKMIT npednonazaem
yenecoobpasHocms 6oJiee paHHezo0 PacCMOMPEHUS. AzpecCuBHblX Memodos JieueHus, NOCKOJIbKY «OKHO
603MOMHOCMeEl» MOxem 0bimb HeOGONMbWUM, OCOOEHHO Y NAYUeHMO8 C CeMeliHblM aHAMHEe30M
passumus ounamayuoHHoti cmaduu T'KMIL.

3axnwoueHue, umo y nayueHma paszeusaemcs ounamayus /DK, cnedyem ocHogblieams HA OUHAMUKE
pasmepos JDK. [laxe «HOpmanvHovie» pasmepsl JDK mozym o03Hauamos «OUnamayuoHHyn cmaour»,
Hanpumep, 8 duHamuxe K/[Pnxc 35 mm — 55 mm (npu ycio8uu KoppekmHoz0 U3MepeHusl).

TIocmmpaucnaanmayuoHHas eslxusaemocms y nayueHmos ¢ I'KMII cxodHa ¢ makosoli npu
mpaxcnaaHmayuu cepdya no opyeum nosodam [255, 257, 425, 427].

¢ PekoMeH/IOBaHO PacCMOTPETh BO3MOXHOCTb OPTOTOIMUECKOV TPaHCIUIAHTAIMM CepAlia Jis
manuenToB ¢ ®B JDK > 50% wu cumnromamu XCH III-IV ®K (NYHA), BbI3BaHHOI
IVAaCTOMMYeCcKoi nuchyHKINMEH, Pe3MCTeHTHOM K JIEKapCTBEHHON Tepanmyu IIpy Haauduu
MOKa3aHUi ¥ OTCYTCTBMM MTPOTUBOIIOKA3aHMI IS TpaHCcIutaHTauu [97, 98, 168, 253, 425, 427].

EOK IIIB (YIIJI, 4 YYP C)

KommeHTapuit: kpome dunamayuorHoli cmaduu, npu I'KMIT msxenas cmenenvs XCH moxcem
Habnwdamoscsi npu 0pyz2om eapuaxHme HeeamugH020 pemodesupos8aHusi — CMewdaHHoM (eHomune
(TKMIT+PKMII).

Hmoeoewslli aneopumm epauebHoli makmuku 8 3asucumocmu om cmaduu I'KMIT u eapuanma
KJUHUYecK020 meueHust npedcmasnex 8 Ipunoxceruu 59.

3.3. bepemeHHOCTB U poabl y nauyeHToK ¢ 'KMII

V3amMeHeHUs] TeMOOVHAMMUKY IIPU G€epeMeHHOCTH

BepeMeHHOCTD, KaK MPaBUJIO, CYECTBEHHO He yCyrybIsieT reMoMHaMMUYeCcK1e pacCTpoiicTBa Mpu
T'KMII, 11o3TOMYy MCXOIHO GeCCMMITTOMHbBIE M MaJIOCMMITTOMHbIe TanyeHTKu ¢ TKMII repeHOCST
GepeMeHHOCTb  xOopomio. OmHAKO Yy HEKOTOPbIX IMalMeHTOK TeMOJMHAMUYecKue WU
HeliporymopasibHble (aKTOpPbl TeCTAMOHHOTO TIepMoma MOTYT IIPOBOLIMPOBATh pa3BUTHE
HapyuieHuii putma u XCH.

V 6GepeMeHHBIX C 06CTpyKTMBHOI (opmoii KMII cremenb ob6ctpykuyy BTJDK MoxkeT Kak
YBEMUUTBCS (13-32 00BIYHOTO 1151 GepeMeHHOCTY yBeanuyeHus YO, UCC, HeGOMbIIOr0 CHYKEHUS
AJl BcencTBME CHUKEHMST 061ero nepudepmuyeckoro COMpOTUBIEHNS), TaK Y CHU3UThCS (13-3a
HeOOJTBIIIOTO YBeIMYeHMs Ayactoandeckoro pasmepa JDK u yBenmuenus auamerpa BTIDK) [3, 4,
428-430].

PekomeHaanum IIpu IVIaHUPOBaAaHUU GepeMeHHOCTM

e [lpu mraHMpoBaHuMM OepeMeHHOCTM ¥ Hamumuuyu TI'KMII B ceMbe OmHOTO W3 POIUTENEi
pPEKOMEH/IOBaHa KOHCYJbTAIlMsI Bpaya-TeHeTUKa [JIs OLUEHKM PUCKA Tepenauu 3aboaeBaHmst
OTOMCTBY [29, 30, 174, 428-431].

EOK IC (YII]I 5 VYP C)

e [Ipu rulaHupoBaHuy 6epemMeHHOCTM TaneHTKaM ¢ TKMIT 1 o6CTpyKIfveli BBIHOCSIIETO TpakTa
JDK ¢ HajimuMeM CMHKOMAJIbHBIX COCTOSIHMIA W/WIU SKM3HEYTPOXKAIoLMX HapylIeHUId pUTma
PEeKOMEeHIOBAaHO pelIUTb BOIIPOC O NpefBapuTenbHONM Xupyprudyeckoi koppekuyyu I'KMII [3, 4,
366,428, 432].

EOK IC (VI 5 VVP C)

e JKCTpaKopIIOpaabHOE OIUIOAOTBOPEHME He PeKOMEHIOBAaHO (IIPOTUBOIIOKA3aHO) JKeHIIVHAM, Y
koTopbix 'KMII ocnoskaunace XCH, @I, pecTpukTuBHBIM TUiom HamomHeHus JDK, a Takke ¢
BbIpakeHHOI rurieprpodueit JDK [4, 428, 430-433].

EOK IC (YII]I 5 VYP C)

TakTuka BegeHus 6epemeHHoctu nmpyu ’KMII



e Ecwm TKMIT guarHocTMpoBaHa 10 6epeMeHHOCTM WM B CPOKM 10 12 Heenb, a Takke MpU
nopospenun Ha I'KMII, pekomeHAoOBaHa TOCHUTAIM3ALMS XEHIUMHBl B KapAMOIOrMyeckoe
OTHe/NleHNe C Lelbl0 YTOYHEHMSI [OMarHosa, pelieHuss BOIpoca O IPOJOHIMPOBAHUU
6epeMeHHOCTH 1, B C/Ty4ae HeOOXOAMMOCTH, jieueHus [3, 4, 30, 429, 432].

EOK IC (YA, 5 VVP C)

e [lpu GepemeHHOCTM manyeHTkaMm ¢ TKMII crpatudukanmio MaTEepPUMHCKOTO puUCKa
pPeKOMEH[I0BaHO IPOBOAUTH, MCIOAB3Ysl MOIMGUIMPOBAaHHYI Kiaccudukanuio BO3
MaTepUHCKOTO pucka [3, 4, 429, 430-433].

EOK IC (YOO 5 YVP C)
KomMmeHTapmii: 8 udeae oyeHka pucka 0onxcHa nposooumscsi 0o 3auarmusl.

e V manyenTok ¢ I'KMII Tepanmnio 6era-agpeHo0/J10KaTOPOM PEKOMEH/IOBAHO IIPOIOJIKUTD, €C/IN
OHU IPVHMMAJIN UX N0 6epeMeHHOCTH [3, 4, 366, 428, 432, 433].

EOKIIC (YO, 3 YYP B)

e Tepanuio 6eTa-ampeHOOIOKATOPOM PEKOMEHIOBAHO HavyaTh 6epeMeHHO keHIHe ¢ TKMII u
cumnTomamu ooctpykuyu BT/DK niu HapymeHusiMu puTma cepaua [3, 4, 366, 428, 432, 433].

EOK IC (YII]I 5 VYP C)

o [Ipu tepanuu 6erta-ampeHOOIOKATOPOM PEKOMEHIOBAHO KOHTPOJMPOBATb COCTOSIHIME U TEMII
pocra moza [3, 4, 366, 428-433].

EOK IC (YA, 5 VVP C)

e BepemenHbiM ¢ 'KMII nipu passutum @Il pekoMeHAO0BAaHO NpOBefeHNe Kapauosepcuu [3, 4,
428, 434].

EOKIIC (YO 4 YYP C)

¢ BepemenHbiM ¢ TKMII 1 ®I1 peKOMeHI0BaHA aHTUKOATY/ISTHTHAS Teparus (BbIOOp IpernapaTta —
remapuH HaTpusi (HedpaKUVOHMPOBAHHbBINM MM HU3KOMOJIEKYJSIPHBIN) uau Bapdapuu™* —
3aBUCUT OT Cpoka OepemeHHOCTH). Kcmonb3oBaHme paburaTrpaHa aJTekcwiata**  wmam
puBapokcabaHa™*, uim anmMkcabaHa** He pekoMeHyeTcs [3, 4, 366, 428, 430, 432].

EOK IC (YO 5 YVP C)

e Tepanuio BapdaprHom™* rpu @I1y 6epeMeHHbIX PEKOMEHJ0OBaHO HauMHAThb CO 2 TpuMecTpa (B
1epBOM TpUMeCTpe BO3MOKeH TepaToreHHbIl 3¢ddeKT) 1 3aKOHYUTH 3a 1 Mecsil 10 ponos [3, 4,
428, 430, 432].

EOK IB (VA 5 VVP C)

KommeHTapuii: pekomeHdyemble pexcumpl aHmukoazynsHmuoti mepanuu npu I'KMIT y 6epemeHHbIX ¢

@IT u onacHocmu, cesi3aHHvle ¢ mepanueti eapgpapuHom™*, npedcmasneHst 8 madnuye 4, I[punoxieHue
AS3.

e BombmmHCcTBY 6epemeHHbIXx ¢ 'KMII peKoMeHIOBaHO IpOrpaMMMpyeMoOe pomopaspelieHne
yepes eCTeCTBEHHbIE POJIOBbBIE ITyTH [3, 4, 428,429, 430, 432].

EOK IC (YOO, 5 YVP C)
KommeHTapnii:

- Bpaue6Has makmuxa eéedeHus: GepemeHHOCMU U podopaspeuteHus: npedcmasnera e ITpunoxenuu b
12

- Bobi6op meduyuHcKozo yupexcoeHus 07 éedeHusi OepeMeHHbIX U podopaspeuleHus npedcmasieH 8
Ipunoxeruu b 13.

- OepaHuueHus 6 8bl60pe Memodos OUazHOCMUKU Y 6epemMeHHbIX npedcmasiensl 8 mabauye IT 12,
Ilpunosxenue I'l.



- IIpu edeHuu GepemeHHOCMU U p0O08 UHMepecsl Mamepu 00JIHCHbI OOMUHUPOBAMb.

- BOnbWUHCMBO MEeHWUH ¢ HeocnoxHeHHoli TKMII omHocamca no  Mooupuyupo8aHHoli
knaccuguxkayuu BO3 mamepuHrckozo pucka K xknaccy II (BO3 II). Yacme CUMNIMOMHbBIX NAYUEHMOK
omHocumcs kK BO3 III; oHu 00/xHbl HAGAWIAMbBCA 8 CNeUUAIU3UpPOBaHHBIX YUPEXHOeHUSIX (CM.
Ilpunoxenue b 13).

- JKenwjunot ¢ T'KMII, ocnoxcHenHoli XCH u OJucpyHkyueii /DK (QunamayuoHHas cmadus unu
npucoeduHeHue pecmpukmugHozo peHomuna), omHocamcs K kaaccy IV mamepuHckozo pucka, u um
bepeMeHHOCMb NPOMUBONOKA3AHA.

- Ilpu evipaxcenHoll cumnmomHoti o6cmpykyuu BTIDK (makie omuocamces K knaccy IV BO3)
bepeMeHHOCMb MOM}em Cmams 8603MOXCHOLI Noce npedeapumeivHoli Koppekyuu o6cmpykyuu BTIDK.

- Tepanuw 6ema-adpeHo60Kamopom (Memonponon™*, pesepsHuili — OUCONPOJION**) bGepeMeHHbIM C
T'KMIT Heobxodumo ocyuiecmensams nhod koHmponaem YCC u AZl, m.k. upeamepHoe cHuyceHue AJl
Moxem  npugecmu K  YMEHbUIEHUN) — MAMOUYHO-NJIAUEHMApPHO20 KPOBOMOKA U  3adepicke
8HYmMpuympo6Ho20 pazeumus nioda [3, 4, 428].

- Konmpauenyus y xeHwuH ¢ 6eccumnmomuoti unu manocumnmomuoti TKMIT He umeem Kakux-au6o
0cobeHHOCMmell N0 CpasHeHu co 300p08bIMU.

- Ecnu IT'KMIT ocnoxcrunace XCH u @IT, mo cnedyem ¢ 0CMOpoXHOCMbI0 UCNONb308AIMb NEPOpaibHble
KOHmMpayenmuesl u3-3a pucka mpom6osambonuti. X ucnonv3o8axue 803MOMNHO NpuU a0eK8aAMHOL
aHmukoazynssHmuot mepanuu [3, 4, 428-430].



4. PeaOunuranus

CrnenyanbHbIX peKOMeHZanuii 1Mo peabwmrauuy mnanyeHToB ¢ 'KMII He cymectByert. ITocme
XUPYPTUUECKOTO MM SHI0BACKY/SIPHOTO BMellaTe/lbCcTBa naieHTaM ¢ ITKMII npoBoasITCs Takue
K€ peabWINTALMOHHBIE MEpOIPUSTUS, KaK M IalyeHTaM C JPYroii CepmeuyHO-COCYIVICTOI
MaToJIOTMeN, TepeHecIM XUPYPruueckiie Win SHI0BaCKY/IsIpHble BMelllaTebCTBRa.



5. IIpodunakruka

IMpodunaktrky 'KMII kak 3a60/1eBaHMST He CYIIeCTBYeT.

[Ipodunakrtuueckue mepomnpudaTus y mnamnueHToB ¢ I'KMII 3akmwouaoTcs B npoduiakTuke
OCHOBHBIX OC/IO;KHEHMII 3a00/1eBaHMsI, KOTOphIe IIpeacTasieHsl B Tabmuie 113, [Tpuiokenne I'3.

O611e peKoMeHIaLNM 10 00pasy kusHu nauyeHnTty ¢ TKMII npeacrasieds! B [IpuioskeHun B.
JucnancepHoe HabatodeHue nayuenmos ¢ IKMIT

[ManyenTtsl ¢ TKMIT HYXOAIOTCS B TOXM3HEHHOM HAOMIOAEHUM [JIST BBISIBJIEHUS] M3MEHEeHWUIi B
CUMIITOMATHKE U NIPeayINpekaeHs OCTOKHEHUIA.

Ha nHavasipbHOM 3Tame MeOMKaMEHTO3HOIrO JieueHMs IIJIaHOBbIE€ TMOBTOPHbIE BU3UTBHI K Bpaudy
’KeJIaTeJIbHO IMPOBOAUTh uepe3 6, 9, 12 MecsieB (IIpy HEOOXOOMMOCTM Yalle) OJSI OLIEHKU
epeHoCUMOCTH, 3(GMEKTUBHOCTU ¥ 0OE30MaCHOCTY JIEUYEHMS, a TaKKe KOHTPOJIS BBIIIOIHEHMS
BpauebHbIX pekoMeHpaluii. IIpy HemocTaTOUuHOV 3(P(EKTUBHOCTM U IUIOXOM I1epPeHOCHMOCTU
MIPOBOAVIMOTO  MeOMKaMEHTO3HOrO0 JIeueHMsI peKOMEeHJOBaHa 3aMeHa  MCIIOIb3yeMOro
JIeKapCTBEHHOTO Tpernapara ¢ nocaeqymIliyM KOHTPOIeM MPOBOAVMOTO JIeueH NS .

e Bcem mammentam c¢ TKMII, BkIiouass HOCUTENEl TIATOJIOTMYECKMX MyTaluii  6e3
beHOTUIMUECKMUX TIPOSIBIEHMIT O6OJIe3HM ¥ TALMEHTOB C OeCcCMMIITOMHBIM TeUYeHMeM
3a00j1eBaHMsI, PEKOMEHIOBAHO IMHAMMUYECKOoe HaOJIofeHNe, B XOme KOTOPOTO OIIeHMBAeTCs
XapakTep ¥ BbIPAKEHHOCTb KIMHUYECKMX, MOPQOJOrMYECKMX U TreMOAMHAMMUYECKUX
HapyleHuit 1 onpenensieTcs eue6Has crparerus [3, 4, 116, 145, 146, 332, 356, 358].

EOK IB (VA 5 VVP C)

e V KIMHUYECKU CTAOMIIbHBIX IAIIEHTOB PeKOMeHIYI0TCs moBTOpHble TT-DXOKI Kaskmpie 1-2
roma [3, 4, 116, 145, 146, 178, 184, 200, 216, 356, 332, 358, 435].

EOK IC (YOI, 5 YVP C)
KoHnceHcyc akcieproB EACVI 2015

e TloBTopHble DXOKT-ucciienoBanus pekoMeHAyloTcs mauyeHTam ¢ 'KMII ¢ M3MeHeHUSIMMU B
KJIMHMUYECKOM CTaTyce MM IMOSIBIeHMEM HOBBIX CepAEeYHO-COCYAVCTBIX MPOSIBIeHMI [3, 4, 116,
145, 146, 178, 184, 200, 356, 332, 358, 435].

EOK IB (V41 5 VVP C)

e 48-yacoBoe XMOKI pekoMeHOyeTcs Kaxkable 12-24 Mecslla KIMHUYECKM CTaOUIbHBIM
MaiieHTaM, Kaskaple 6—12 — MecsieB MalyeHTaM C CMHYCOBBIM PUTMOM M pasmepom JIIT >45
MM VIV TIPU TTOSIBJIEHUY HOBBIX kasiob Ha cepruebuenns [3, 4, 112, 181, 184, 314, 421].

EOK IC (YA, 5 VVP C)

¢ PekoMeH/IOBaHO PacCMOTPETh BO3MOKHOCTbD ITPOBEIeHMSI HATPY30UHOTO TECTUPOBAHMS KaKIble
2-3 rofa AJist KIMHUYECKM CTaOMIbHbIX MAlMEHTOB M KasKAblii TOM — TP IIPOrpeccupoBaHmN
CUMIITOMOB [3, 4, 209, 216, 269].

EOK IIbC (YO, 5, YYP C)

¢ PeKOMEHJOBaHO PACCMOTPETh BO3MOXKHOCTh mpoBemeHus MPT cepmia Kaskoble 5 JieT A7t
KIVHUYECKM CTaOMUIbHBIX MAIMEeHTOB U Kaxkaple 2—3 rofga — MalMeHTaM C IPOrpeccupoBaHyeM
3abomneBaHusl [4, 216, 237].

EOK IIbC (YA, 5 YYP C)
KonceHcyc akcriepTroB EACVI 2015

¢ TlonHoe ob6cmenoBanme, Briaovatomiee KT u TT-9XOKI u XMIKT, pekomeHIyeTcs B TeueHue 1—
3 mecsueB 1 6—12 mecsueB rocie nposeneHus pegykuny MXKIT [4].



EOK (VA 5 YYP C)

KoMMeHTapuit: Heomsemaemoli uacmoio Meponpusimuil npu jeueHuu u QUHamMu4eckom HadnwoeHuu
3a nayuenmamu ¢ TKMIT donxcHo 6bime nosvliueHue ux o6paszosamesnvHozo ypoeus. Ecau daxce spau
paspabomaem ONMUMATIbHYI0 NPO2PAMMY JiedeHus 0Jis Kaxcdozo KOHKPEeMmHo20 nayueHma, nposecmu
ee 8 JHU3Hb 0ydem 8ecbMa CIOXCHO NPU HAAUYUU HU3KOL Momusayuu X JieueHur. Bce npumensemole
MemoObl JieueHus: U NPoPUIaKmuKu 0onxHbl 6bimb 00CYHCOeHbl U C021ac08aHbl ¢ nayueHmom. Ilpu
8bl0ope pexcuma HAa3HaueHust npenapama HeoOXo0UMO yuumeleams 06pa3 usHu nayuewma. Bce
pekomeHOayuu, dagaemsle nayueHmy, OOIHcHbl Oblmb SCHLIMU, YEMKUMU U COOMEemcmeosams ez0
UHMEIEKMYAJIbHOMY YPOBHIO.

Jns  Hekomopwix nNayueHmos, KOMOPbIM YCMHbIX peKomeHdayuti HedoCcmamouHo, cnedyem
paccmompems 803MOMCHOCMb NPOOYONUPOB8AMY UX 8 NUCLMEHHOM 8ude dsl obecneueHust 0CO3HAHHO020
yuacmusi nayueHma 6 JjeueOHO-npopuUAAKmMuUUeckomM npoyecce U nosviuieHus 3ppekmusHocmu
JieueHus [3, 4].

OpraHusanyus okazaHuUs MeAUIIMMHCKOM ITOMOIIN

e [laneHTaM C HEOYEBUIHBIM AMArHO30M, TSDKEJIbIMM CMMIITOMAaMM WJIM TIOBBIIIIEHHBIM PUCKOM
CBSI3aHHBIX C 3abojieBaHMEM OCIOKHEHUII PEKOMEHIyeTCsl O00CaefoBaHMe U JIeUeHue Y
CIIeLMaaCTOB MYJIbTUINCLIUIIIMHAPHON KOMaH bl 5KcIiepToB B BeneHuu 'KMII [3, 4, 436].

EOK IIbC (YVP C, VA1 5)

e He3aBuCMMO OT BBIPaKEHHOCTM CUMIITOMOB PEKOMEHIYETCSI peryasipHoe obcieqoBaHlie
ManMeHTOB U, IPY BO3MOXKHOCTY, POACTBEHHMKOB I€PBOJi CTeNeHu POACTBa [3, 4, 11, 27, 116,
145, 146, 178, 184, 200, 332, 356, 43].

EOK IC (VI 4 VVP C)

¢ PeroMeH[I0BaHO BO Bcex crydasx IKMII kKIMHUIMCTAM IJIAaHUPOBATh 0OC/IeoBaHMe U JIeueHe
MMAaUMEeHTOB B LIEHTPaX C MyJAbTUAVCUUIUVIMHAPDHOM KOMaHAOM CIIeUaJMCTOB, C OIIBITOM
IMarHOCTUKY U JiedueHUs 3abosieBaHmMIT MuoKapaa [3, 4, 436].

EOK IIaC (V1,5 YVP C)
Tloka3zaHuAa K IVIaHOBOM rocanuTaausanumn B MEAULIMHCKYIO OpraHmn3annio

1. Yrounenme mpuumsbl [JDK HesicHOTO reHe3a M HeOOXOAMMOCTh B CIIEIMATbHBIX METOHAX
uccinenoBanust (Mckmouenne peroxormit TKMIT).

2. Uctionb3oBaHMe OMarHOCTUMYECKUX IIpOLleAyp, IpOBeleHMe KOTOPbIX HEBO3MOXKHO WU
Helles1eco06pa3Ho B YCIIOBUSIX TTOTVKIMHUKMY.

3. TpyogHOCTM B ToOAOOpe MeAMKAaMEHTO3HOI Tepamuu AJjis KOPPeKUMM CUHAPOMOB (M3-3a
coueranus natonoruit TKMIT/OTKMII + AT, TKMIT + CJI, 2 Tuna, CMHAPOM CTeHOKapAUn).

4. HasHaueHue OeTa-afipeHOOJOKATOPOB, BepamaMmia**: ux KOMOMHAIIMM PEKOMEHIYeTCs
HAuMHaTh B YCIOBUMSIX CTalOHapa € MaJbIX 103, IPOBOAUTb TUTPOBAaHME O MaKCHMaIbHO
MepeHOCUMBbIX 03 TT0[, KOHTposieM camouyBCcTBuUs 1 JKI.

5. PehpakTepHOCTD K ITPOBOIMMOIJ B TIOJTHOM 06beMe dapMaKOoTepaIny ¥ Haauuye MOKa3aHmil K
CM3/PM3, CAA, 3KC.

IToka3aHus K 3KCTPEHHOJ TOCHUTAIN3AUN B MeJUIVHCKYI0 OpraHu3aluio

1. ITporpeccust XCH, Tpebyoiiast MHTEHCUBHOI Teparu.

2. OTeK erkux.

3. IHCYIIBT.

4. OmacHble Ui KM3HM HapylIeHUs CepAevYHOro pUTMa U TPOBOAMMOCTH, TpeOyrouue
MHTEHCUBHOI Teparuu.

5. CuHKOTabHbIe COCTOSTHMSI.

6. OKC.

7. [IpegoTBparienHas BCC.

IIoka3zaHMs K BBINVCKE MaljieHTa U3 MeIUIIMHCKOM opraHmsannu



1.Tlpu 1iaHOBOV TroOCHUTAIM3alMM TOKasaHueM K Bbinucke mnanyeHta ¢ 'KMII gBasietcs
yaydllleH)e KJIMHUYEeCKON CUMIITOMaTUKU Ha ¢oHe MpOBOAMMOI ¢dapMaKoTepanun,
umtuta"Tanuu UKI*** DKC***/MIIKC*** | sHm0BaCKYASIPHOTO/XUPYpPriuueckoro jeuenus: (CM3/
PMD3, CAA)

2.TIpu  3KCTpeHHOI TOCIIUTAIU3 AL rnokasaHmem K Bbinucke mnauueHta ¢ ['KMII
SIBJISIETCSI  KOPPEeKIMSI HapylleHUii puUTMa ¥ TPOBOAMMOCTM, B TOM uuciae (aTaabHbIX,
OTCYTCTBME OCIOKHEHMI TPeOYIOIX, MHTEeHCUBHO Teparnuu 1 ctabminsanys XCH.

3. Hopmanuszauusa mnokasarenei (ueneBble ypoBHM AJll, rnMkeMuu, JIUINAOTPAMMBI)  IIpH,
cootrBeTcTBeHHO Al, CII Tun 1 uau TUN 2, IUCUIMTINAEMUN, eClii YXy[llleHle B TeueHle 3TUX
3a00eBaHMiT  SIBWJIOCh OCHOBAaHMEM [JIS IIJIAHOBOW MM SKCTPEHHOM  TOCIUTAIM3aLuu
maryeHToB ¢ TKMII B coueTaHuyu ¢ KOMOPOMIHOI IaTOJIOrMeNi

4. Tlpy  cuHApOME CTEeHOKapAuM MoKa3zaHuem [Jisi BbIMMCKM nanueHTa ¢ [KMII saBisertcs
IOCTUKeHMe CcTabuamsanum cocTosHus rmamueHTa ¢ I'KMII Ha done dapmakorepamnuu,
SHII0BACKYJISIDHOTO / XUpypriudeckoro jseueHns (AKII)

5. YcTaHOB/IEHME IuarHosa (heHOKOImii T'KMII, BBINIMCKA/TIepeBOy, TalyeHTa B
crelaaM3upoBaHHble OTHOeJeHUs [JIsI 3TUOIATOreHeTMUecKoro JieueHMs (Hampumep, B
reMaTosiornueckoe otneyneHue npu AL-ammionmose ¢ M30JIMPOBAHHBIM/ TPEUMYILLECTBEHHBIM
TOpakeHneM CcepaLa)

HHble opranusaniOHHbIE TeXHOJIOT UM
LlerecoobpasHoO co3IaHMe TEPPUTOPUATBLHBIX PETUCTPOB MamyeHToB ¢ TKMII.

Ilpu anaimmse pa6otbl JIIIY c manmentamu ¢ I'KMII 1enecoo6pa3sHo OLIEHMBATh ClIeayIOIIe
oKa3aTesn:

- cootHomenne I'KMIT u denoxkomnmii TKMII, sTuonoruueckuii cnektp dheHoxkomnmii TKMIT;
- COOTHOIIIEHNE OOCTPYKTUBHBIX ¥ HEOOCTPYKTUBHBIX (hopm 'KMIT;

COOTHOIIIEHNE CEMEIHBIX U CIIOPagUUeCcKuX CJTydaeB 3a601eBaHMS;

- 4aCcTOTy roCIuTann3anuii B cBsi3u ¢ nporpeccuposannem XCH, @I, OKC, ciryuan BCC;

- orpe6HOCTbh B DKI, DXOKT, MPT, KT, KopoHaporpaduu [jis BbITIOTHEHMS PeKOMEHIALNii 1Mo
JVHAMMWUYECKOMY HAGIONEHMIO U 06CIeIOBaHNIO TPOGaHIA M POACTBEHHMUKOB MAIlMEHTOB MEPBOI
JIMHUW POZCTBA;

- CMepTHOCTD (%), ocyiokHeHusI (%) 3a ron, 3 rona, 5 ner;

- YaCTOTY BBISIBJIEHUST (PAKTOPOB KapauoMeTaboamyeckoro pucka (AT, mucinnuaemus, oxupeHmne/
136bITOUHBIN Bec, CIT 1 1 2 Tumna) B pa3HbIX BO3paCTHBIX rpyrimax [KMIT;

- pesyIbTaThl MOHUTOPMPOBAHUS MOTeHIMaJbHO MoAVGULIVIPYEeMBbIX (haxkTOpOB:
aHTpornoMeTpuueckux gaHHbIxX (MMT, OT), mokasareseii TMIUIHOTO MTPOMIIIS, YPOBHS ITIMKEMUN)
B Pa3HbIX BO3PACTHBIX TPYINaxX NaleHTOB.



6. JonmomHuTenbHass MHGoOpManys, BAUIIONIas Ha
TeuyeHye U ¥ICXO0M 3a00/IeBaHuS

HOpyrumu BaxkHbIMU HensMu ripu ieduenun 'KMIT gBisitoTcsi:

- KOpPeKIIMs BceX IMOTeHLMaTbHO MOAUMUIIMPYeMbIX (aKTOPOB pucka (KypeHue, IUCIUTTUIeMUS,
TUTIePIIMKEMUS, OKUPEHME);

- JleyeHMe COMYTCTBYIOIIMX 3a00JIeBaHMII B COOTBETCTBME C HAUMOHAJIbHBIMM KIMHMUYECKUMU
pexomeHpauyssmu (MBC, AT, CII, XBII).



Kpurepun onieHKM KaueCcTBa MeIUIIMHCKOM

IIOMOIIM

Kputepuii kauecTBa

EOK
Knacc
YpOBeHb

yan

yypP

Aa\Her

BbinonHeHbl K n TT-2XOKI

IB

Oa/Het

BbinonHeHo MPT cepaua c KOHTpacTvpoBaHueM wnu KT cepaua ¢
KOHTpaCcTUpOBaHMEM NpuU Hananymm MeANLUMNHCKUX noKasaHuin u npu
OTCYyTCTBUU I'IpOTVIBOI'IOKaBaHVII;I. B cny4yae OTCyTCTBMA BO3MOXHOCTU
BbIMNOJIHEHUA 3TUX METOAOB MUCCNEeAO0BaHNA B MEAULIMHCKOM y4ypexaeHue
nauyueHT HanpaBieH B CI'IeLLMaJ'Il/I3l/IpoBaHHbII7I KapAVIOJ'IOFl/ILIeCKMI;I UeHTp
AN BbINONHEHUS AAHHBIX UCCNef0BaHUM.

IC

Oa/Het

Bbinonneno XM3KI

IB

Oa/Het

BbINosIHEHbI aHaNN3bl:

KTIMHUYECKUIA aHanun3 KpoBM U 06LWMIA aHanus Moun, BMOXMMUYECKMit
aHanu3 KpoBu (BKJlOYash XONECTEPWH, TPUrMLEPUabl, Kanuii, HaTpuii,
ACT, AJTT, MOYeBWHY, KpeaTUHWUH, BUANPy6UH, rnokosy)

IC

[a/Het

MpoBeneHa cTpatudurkaumns pucka y naumeHtos ¢ FKMIM co cpegHum u
Hu3kMM puckom BCC, a Takxe y naumeHToB ¢ OFKMI, nepeHeclumx
CM3/PM3 (amMepuvkaHcKas MoAenb).

OnpeaeneHbl nokasaHvus K WKA*** B 3aBUCMMOCTM OT MeAMUMHCKUX
noKasaHuii N Npu OTCYTCTBUMN MEAULIMHCKMUX NPOTMBONOKa3aHuii

IB

Oa/Het

MpoBeneHa cTpaTudukaums pucka y naumeHtoB ¢ FKMM v BbICOKUM
puckom BCC, a Takxe y nauueHToB C OFKMI, nepeHecwmnx CAA
(eBponeiickasi mopenb, wkana HCM  Risk-SCD). OnpeaeneHbl
nokasaHusa k UKO*** B 3aBUCMMOCTM OT MEAWMLUMHCKUX MOKa3aHui u
npv OTCYTCTBUWU MEANLIMHCKUX NMPOTUBOMOKa3aHU

1B

Oa/Het

MpoBeneHa Tepanusa 6eTa- aapeHobnokaTopom, w/wnu 6nokaTtopamu
«Me[NEHHbIX» KanbLMeBbIX KaHanos, u/vnn AK® niruéutopamm, n/unu
6nokaTopamMu peuLenTopoB aHrnoteHsuHa II, w/wnu aunypetukammn (B
pexuMe MOHOTEpanuu UnuM B pexuMe KOMOUHMPOBAHHOW Tepanuu) B
3aBUCUMOCTU oT MeaANUUNHCKUX rnokasaHui un npun OTCYTCTBUMU
MeaANUUNHCKUX I'lpOTMBOI'IOKa3aHMI‘;I

IC

Oa/Het

MposeaeHa cTpaTudMKaums MaTepuUHCKOro pucka 6epemeHHo
naumeHtkn ¢ [KMM, ¢ ucnonb3oBaHWeM MoAMMULMPOBAHHOMN
knaccudukaumm BO3 maTepmHCKOro pucka

IC

Oa/Het

MauneHt ¢ FKMM HaxoAuTCA MoA AUCNaHCEpHbIM HabniogeHuem B
NONMUKANHMKE

IB

[a/Het
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ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIMHUYEeCKMX PEKOMeHIalun

BcnenctBue TOro, 4TO uieHbl POCCHITCKOTO KapaMOJIOTMUYECKOrO OOIeCTBa BXOMST B COCTaB
EBporieiickoro o6I1iecTBa KapaMoOJOTOB M TaKKe SIBJSIIOTCS €ro WieHaMM, BCe peKOMeHIaIuu
EBporeiickoro ob6mectBa kapayuosnoros (EOK) hbopMupyroTcs ¢ yuacTreM POCCUIICKUX SKCIIEPTOB,
KOTOpBIE SIBJISTIOTCSI COAaBTOPaMM €BPOIEICKMX peKoMeHpaaluii. Takum 06pasoM, CYIeCTBYIOLIME
pekomenmanyy EOK oTpakaioT o0mjee MHeHMEe BeOYIIMX POCCUIICKUMX U €BPOTENCKUX
KapOuojoroB. B ¢Bsi3u ¢ 3TuM dopmMupoBaHme HalmoHaabHbIX peKOMEHIAlMii IIPOBOAMIOCH Ha
ocHoBe pekoMeHanuit EOK, ¢ yueTom Hal[MOHAIbHOI Crienu(uKM, 0COGeHHOCTe 06c/IeqoBaHNs,
JIeueHMsl, YUYUTHIBAIOLME [OCTYIHOCTb MeOMUIMHCKONM momMouu. [lo 3TOil mpuuMHe B TEKCTe
HaACTOSIIIMX KIMHUYECKUX pPeKoMeHAaluit, OJHOBPeMeHHO MCII0Jb30BaHbl JBe IIKaJabl OLEHKU
JIOCTOBEPHOCTHM A0Ka3aTeNbCTB TE3MCOB PeKOMEeHAAlMIi: YPOBHU OOCTOBEPHOCTH OKA3aTelbCTB
EOK ¢ YYP u VIOI. Jo6aBieHbl Kiaacchl pekomeHpanuit EOK, IO3BoISIIONIME OILIEHUTD
HeoOXOIMMOCTD BBITIOJTHEHUST Te31ca pekoMeHaanuit (Tabmuisr 1, 2, 3, 4).

IIpencraBiieHHble PekoMeHmauuy paspaboTaHbl Ha OCHOBe POCCHMIICKMX peKOMEHOALMil II0
IVarHoCTUKEe ¥ JIeYeHUIO rumneprpodudeckoil kapauomuomnatuy 2016 roma, peKoMeHOaLuii 110
IVATHOCTMKE W JIeUeHUIO0 Tumeprpoduyeckoit kapamommonaTuy EBporieiickoro oo61mecTsa
KapouosoroB 2014 roga, co3maHHBIX Ha OCHOBE MHOTOJIETHETO OIThITA M OOJIBIIOrO KOJMMYECTBa
VICCIIENOBAHMI TI0 pa3JMUYHBIM acliekram AuarHoctuku u jgedeHus 'KMIL. B Pexomenpanmsix
M3JI0KeHbl OCHOBHBIE ACIEKThI IaTOreHe3a, KAMHUYECKOIO TEeUYeHMUSI, MeTOHObl AMArHOCTUKU U
MIPUHIIAIIBI JIeueHus MaiyeHToB ¢ TKMII ¢ yueToM MHOMBUIYaIbHBIX OCOOEHHOCTE MallMeHTa.

LeneBas ayguTOpus JAHHBIX KIMHUYECKUX DEKOMEHIAIIWIA:

1. Bpau-kapguoisior

2. Bpau-TeparieBT

3. Bpau o6111eit TpakKTUKu

4. Bpau cepaeuyHO-COCYAUCTBIN XUPYPT
5. Bpau byHKIMOHATBHOV AVMAarHOCTUKA
6. Bpau yiyueBoii AMarHOCTUKU

Ta6auma 1.1[0kasa OIEHKM YpOBHEl [TOCTOBEpHOCTM [moKasaTenbcTB (V) [AJiT MeTOHIOB
IOVMArHOCTUKYU (OMArHOCTUYECKUX BMEIIAaTe/IbCTB)

yvan PacwumndpoBka

1 CuctemaTnueckne  0630pbl  MCCNEAOBAHWA  C KOHTPONEM pedepeHCHbIM  METOAOM  WMAW  cucTeMaTuueckuii  063op
PaHAOMW3NPOBaHHBIX KIMHUYECKUX UCCNIEA0BAHMIA C NPUMEHEHUEM MeTa-aHanusa

2 OTAenbHble UCCNEAOBaHWUS C KOHTPONEM pedepeHCHbIM METOAOM WAW  OTAe/bHble PaHAOMU3MPOBAHHbIE KIIMHUYECKUE
VUCCNeAoBaHUs M cucTeMatnyeckue 0630pbl  UCCNEAOBaHUE NO60ro  Au3aiHa, 33 WCK/YEHUEM paHAOMU3UPOBAHHbIX
KJIMHUYECKNX UCCNef0BaHNi, C MPUMEHEHVEM MeTa-aHanmsa

3 WNccnenosannsa 6e3 nocneaoBaTeNlbHOr0 KOHTPONS pedepeHCHbIM MeTOAOM WM UCCNefoBaHus C pedepeHCHbIM MeTO4OoM, He
ABNAOWMMCA HE3AaBUCUMbIM OT UCCIeAyEMOro MeToaa Wan HepaHAOMU3MPOBAHHbIE CPABHUTENIbHbIE UCCNeA0BaHUSA, B TOM Yyucne
KOropTHble uccrnenosaHus

4 HeCpaBHMTEﬂbeIe nccnenoBaHus, onmcaHue KNMHUYeCKoro cny4yas

5 NmeeTcs nuwb 060CHOBaHWE MexaHu3Ma ,ELeVICTBIAﬂ WU MHEHWE 3KCNepPTOB

Ta6auma 2.110kaja OLIEHKM YPOBHEH HOOCTOBEPHOCTM [MoKasaTeiabcTB (YII)Oasi MeTOmoB
MPODWIAKTUKH, JIEUEHUS] Y peabwnTanuy (MpodWIaKTUIECKUX, TeYeOHBIX, peadMINTAlIOHHbIX
BMeIlIaTeIbCTB)

yaan PacwudpoBka

1 CucremaTtunyeckuii 063op PKU ¢ nprMeHeHneM MeTa-aHanusa

2 OTaenbHble PKU n cuctematnyeckme 0630pbl nccneaoBanuii nwoboro ausariHa, 3a uckatouveHnem PKW, ¢ nmpumeHeHuem MmeTa-
aHanusa

3 HepaHaoMU3MpoBaHHble CpaBHUTENIbHbIE NCCNEA0BaHUS, B T.4. KOrOPTHbIE UCCNEA0BaHUS

4 HecpaBereanble nccnenoBaHnAa, onucaHne KAMHUYeCKoro cnyyas uav cepumn cnydaes, nccnenoBaHus <<Cﬂy‘-lal7I-K0HTp0flb>>

5 MmeeTcsi nuwb 060CHOBaHME MexaHu3Ma ﬂeﬁCTBMﬂ BMewaTenbCTBa (AOKI‘IMHVIHECKI/IE VICC}'IE,CLOBaHl/IH) W MHEHWE 3KCNEepPTOB

Ta6auma 3. Illkasia OIEHKM YpOBHEl YyOemuTeabHOCTM pekomeHmauuii (YYP) mjis mMeTomoB
MPOGMIAKTUKY, IMATHOCTUKY, JIEUeHUS U peabuantauym (MpopuiakTMIeckux, AMarHoCTUYeCKIX,
Jleue6GHbIX, peabuIMTALMOHHBIX BMENIaTeIbCTB)




YYP Pacwudposka

A CunbHas pekoMeHzauus (BCce paccMaTpuBaeMble KpuUTepuu 3(PdEKTUBHOCTU (MCXOAbl) SABASIOTCA BaXHbIMM, BCe
nccnenoBaHUAa UMEKT BbICOKOE UK YAOBIETBOPUTEIbHOE METOA0/1I0rM4YecKoe Ka4yecTso, UX BblBOAbl MO UHTEPECYOLWUM
ncxoaam ABnATCA COI’}'IaCOBaHHbIMI/I)

B YcnoBHas pekomeHaauus (He Bce paccMaTpvBaeMble KpUtepumn 3phekTUBHOCTM (MCXOAbI) SBASIOTCS BaXHbIMU, He BCe
MCCNeAOBaHUSI UMEIOT BbLICOKOE WAW YAOBMETBOPUTENIbHOE METOAOMIOrMYECKOE KayecTBO W/WAM UX BbIBOALI MO
MHTEPECYIOLMM NCXOAaM He SIBNISIOTCS COrNacoBaHHbIMU)

C Cnabas pekoMeHgauus (OTCYTCTBME [oOKa3aTeNbCTB Haa/lexallero kavectsa (Bce paccMaTpuBaeMble KpuUTepuu
3Cb¢)EKTMBHOCTI/I (I/ICXO,ElbI) ABNAKTCA HEBAXHbIMU, BCE NCCNeA0BaHMA UMEKT HU3KOE METOAOIOrMYECKOe KavyeCTBO U UX
BbIBOAbl MO UHTEPECYOWMM NCXOL4AM HE ABAAKTCA COF}'IaCOBaHHbIMVI)

IopsAmOK 0GHOBICHMS KIMHUUECKNX PEKOMEH AL,

MexaH13M OOHOBJIEHMST KIMHUYECKUX pEKOMEHﬂ,aL{I/Iﬁ npeagycMaTpmBaeT UX CUCTEMATUYECKYIO
AKTya/In3alilMi0 — He pexe 4eM OAMH pa3 B TPU rofa, a TAKXKe IIPU IIOSABJI€HMNM HOBBIX OAaHHBIX C

MO3UILIMM AOKAa3aTeNbHOM MeOMIIMHBI 10 BOIPOCAM IMArHOCTUKM, JedeHUs], MPOOUIaKTUKA U

peabuauTaly KOHKPETHBIX 3a00/eBaHMii, HaJIMUMM OOOCHOBAHHBIX JOMOIHEHNIT/3aMeuanmnii K
paHee yTBepkAEeHHbIM KP, HO He yaie 1 pa3a B 6 MecsI1eB.




IIpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

. Ilpukas MuHuctepcTBa 3mpaBooxpaHeHust Poccuiickoit @emepanyy ot 15 Hosi6pst 2012 1. N2
918u «0O6 yTtBepkmeHum Ilopsimka OKas3aHMS MEOVIIMHCKOM TOMOIIM OOJTBHBIM C CEpHeYHO-
COCYAVCTBIMMU 3200/I€BAHUSIMU»

. CraHmapT MeOMIVHCKOJ TOMOIIY OOJbHBIM C OOCTPYKTMBHON TUIEPTPO(GUUECcKOit, Opyroi
runeprpobuyeckoit  kapguomumonarueit. MUHUCTEPCTBO  3[IPABOOXPAHEHUA U
COLIMAJIBHOTO PA3BUTUS POCCUMCKOM ®EJIEPALIMU or 24 mas 2006 roga N2 380. 06
YTBEPXKIEHMM  CTaHAApTa  MEOWIIMHCKON  TOMOIM  GOJBHBIM  C  OGCTPYKTMBHOM
rurnepTpodmnuecKoii, Ipyrov rumnepTpodmuuecKoii KapAMoOMUOIIaTHUEN. URL:
http://docs.cntd.ru/document/901984540

. IIpuka3 MuHMCcTepcTBa 3apaBooxpaHeHust Poccuiickoit @emepauyy ot 15 mions 2016 r. N2 520H
«006 yTBEPKIEHMUM KPUTEPUEB OLIEHKY KauecTBa MEAVITVHCKON TIOMOIIN»

4. TIpuka3 MuHMCTEpCTBA 3apaBooxpaHeHus Poccuiickoit @emepariyu ot 15 mionst 2016 1. N2 520H
«06 yTBepKIeHUM KPUTEPHUEB OLIEHKM KaueCTBa MeAUIMHCKO TTOMOIIN»

. 4. Ilpukas MunucrepcTtBa 3apaBooxpaHeHus Poccmiickoin @epgepanyn ot 28.02.2019 N2 103H
«0O6 yTBepXKIEHUM TIOPSIAKA ¥ CPOKOB pa3paboTKM KIMHUYECKUX pPEKOMeHAAIUiA, WUX
repecMoTpa, TUITIOBO# (OPMbI KIMHUUYECKUX PEKOMEHIANuii ¥ TpebGOBaHMil K UX CTPYKTYpe,
COCTaBy ¥ HAY4YHOI OOOCHOBAaHHOCTM BK/IIOUYAeMOil B KIMHMYECKME DPEKOMEeHAAIUU
uHdopmanumn» (3aperucrpuponan 08.05.2019 N2 54588)

Ta6auna 1/A3. IIpaBuia M 0COGeHHOCTY Ha3HavYeHus1 OeTa-aapeHoo6/okaTopos mpu 'KMIT

Bera-aapeHo60kaTopbl ocTaloTcst Haubonee ahheKTUBHON FPynMoi NeKapCTBEHHbIX CPEACTB, MPUMEHSIEMbIX B fledeHnn TKMI.

B cBA3n c 6onblueil KOMMIAEHTHOCTbIO Y MauMeHTOB peKOMeHAyeTCs OoTAaBaTb NpeanovTeHWe cenekTuBHbIM 6eTa-aapeHobnokatopam
NPOSIOHIMPOBAHHOr0 AENCTBUA, B YacTHOCTU, Buconponony**, metonponony**,

[o3y 6eTa-agpeHobnokaTopa peKkoMeHAyeTcs TUTpoBaTb A0 AoCTMxeHUa YCC 55-65 B MUHYTY noa KoHTponeM ALl U CUMMNTOMOB.

CneayeT NOMHUTL O APYrMX U3BECTHbIX NO60UHbIX 3ddekTax 6eTa-aapeHo610KaTOPOB: HapyLleHe NPOBOAUMOCTM BMIOTb 40 MONHON AB-
6nokaabl, 6poHX0CNasM, Ba3OKOHCTPUKLMSA nepudepuyecknx cCocyaoB, HapyLUeHWEe TOIEPaHTHOCTM K FK03e, SpeKTubHas ANChyHKUMS
n apyrux.

Bbicokne [03bl 06bI4HO XOpOLWO nepeHocsATcs. [MobouyHble 3ddekTbl (Kanobbl B OCHOBHOM Ha YCTanoCTb) AOJKHbI ObiTb TWATENbHO
ncecnefoBaHbl, YTO6bl OLEHUTL ONTUMaNbHYI0 UHANBUAYANbHYIO A03Y AN KOHKPETHOro nauueHTa.

Ta6aua 2/A3. IIpaBwia u 0CO6eHHOCTH HazHauYeHus Bepamamvmiaa™* mpu F’KMII

HasHauyeHune Bepanamuna** PEKOMEeHAYEeTCA HaynHaTb B yCNIOBMAX CTaumMoHapa C Masbix A03 — 20-40 Mr 3 pa3a B eHb C NOCTENEHHbIM
VX NOBbIWEHWEM MPU XOPOLIEN NEPEHOCUMOCTU A0 CHUXKEHUS YacCTOTbl CEPAEYHbIX COKPaLLEHWN1 B Nokoe A0 55-65 B MUHYTY

Bepanamun** obecneuvnBaeT cuMmnToMaTuyeckuii apdekT y 65-80% nauveHToB, BKIOYas cnydanm pedpakTepHOCTU K fedeHuto 6eta-
aapeHobnokaTopamu.

Monb3a Bepanaywna** Ol'pavHI/I‘-leHa €ro cocygopacwupsatmowmmm ad)d)eKTaMI/I, KOTOpble Y OTAENbHbLIX NAaUMEHTOB MOryT NepeBewnBaTb €ro
OTpULATENbHbIA MHOTPOMHbIN 3hheKT.

Bepanamun** npeanoytuTeneH A8 MOMOAbIX NALMEHTOB C Ierkoi U yMepeHHoi ob6cTpykuneit (I B BT/IXK B nokoe <50 MM pT. CT.)

MauuneHTam cTapwe 65 neT HeobXOAMMO HasHayeHue HU3KMX A03 M TUTpauus npenapata noa koHTponem I B BT/DK, YCC (3KI) un
KJIMHUYEeCKnX CMMNTOMOB.

Tab6muia 3/A3. HauajnbHbIe U 1e/IeBbIe J03bI IIPU MeAuKaMeHTOo3Hoi Tepammyu I'KMII

Mpenapar HauyanbHas posa LleneBas posa

- nponpaHonon** 40-80 mr/cyTku 240 mr/cyTku

- MeTonponon** 25-50 Mr/cyTku 100-200 Mr/cyTku
- aTeHoNoT** 25-50 Mr/cyTkun 150-200 Mr/cyTku
- 6Buconponon** 1,25-2,5 mr/cytkun 10 mMr/cyTkn

- coTanon** 80 Mr/cyTkmn 160-240 Mr/cyTkn
- Bepanamun** 60-120 Mr/cyTkun 240-480 Mr/cyTkn
- BepanamMun** (NponoHrMpoBaHHOro AencTema) 120 Mr/cyTkun 240-480 Mr/cyTku
- Auntnasem 60-120 Mr/cyTkun 180-360 Mr/cyTku

Ta6nuuma 4/A3. PekoMeHAyeMble PeKMMbI aHTUKOATYISIHTHOU Teparmuu npu T'KMII y
6epemeHHbIX ¢ OII U OITACHOCTH, CBSI3aHHbBIE C Tepanueii BapdapuHom™*

Pe>XMMbl aHTUKOAry/IAHTHOM Tepanum

Pexum 1 MocTosHHas Tepanua BapdapuHoM** 3a nckioveHneM cpoka 6-12 Hegenb (OTMEHa AOJHKHA HauMHaTbCA C
Hayana 5 HeAesm C y4eToM MEpUoAa MosyBbIBEAEHWS) C MEPEXOAOM HA 3TOT CPOK Ha remapuH Hatpus **
(HM3KOMONEKYNSAPHBIN) (MUHUMaNbHbIA PUCK TPOMBO3a U BO3MOXHbIA PUCK aMBpuonaTnm)

Pexum 2 MNepexoA Ha napeHTepasibHble MPAMbIE aHTUKOArysHTbI (FrenapuH HaTpus**) Ha BECb CPOK GepeMeHHOCTM
(MMHUManbHbIA pUCK 3M6pMONATUM, HO MOBbLIWEHHbIA MO CPaBHEHUIO C Tepanuei BapdapuHoM** puck
TpoM6030B)

OnacHocTH, CBf cnp BapdapuHa

Mepvog nonysbiBeaeHUs BaphapuHa** npesbiwaeT 60 YacoB, YTO HEO6XOAMMO YUUTLIBATL NPW OMPEAENEHNI CPOKOB OTMEHbI Npenapara.

HekoTopble aBTOpbl OTMEYalT [40303aBUCUMbIA 3MEpUOTOKCHMYeckuin 3ddekT BapdapuHa** — pnosa MeHee 5 Mr penko NpuBOAUT K



BO3HMKHOBEHMO 3Mbpuonatun. OaHako Ha npakTuke fo3a BapdapuHa onpeaensetca sennumHon MHO n He MoxeT 6biTb NMPOU3BOSIBHO
YMEHbLIEHa UK yBENTUYEHA.

Havnbonee KpuTuyeckum nepuoaoM fAeictsus BapdapuHa**  asnsetcsd cpok 6-12 Heaenb — MaKCUManbHas BEpPOSTHOCTb
aM6puoTokcmyeckoro addekTa.

Bbi3biBas rmMnokoaryfsuuio y nnoaa, saphapuH** MOXeT NpuBOAUTL K HapyleHusM cdopmupoBanus LIHC, Bbi3biBas BHyTpUYepenHble
KPOBOU3USHUS

YrHeTasi cMHTe3 BUTaMUH-K 3aBUCUMBIX (hakTOpoB, BaphapuH** cyliecTBeHHO BMsieT Ha npouecc popMMpOBaHUsSi U pocTa KOCTeit mioaa.

Pe3ynbTaToM 3MEPUOTOKCUMYHOCTM BapdapuHa** aBASIOTCS TUMonnasus HOCOBbIX KOCTER, aTpodus 3pUTENbHOr0 HepBa, 3aAepXKa
YMCTBEHHOIO PasBuTHSI, a Takxke 3aMepLune 6epeMeHHOCTH, CNOHTaHHbIE abopThbl U MEPTBOPOXAEHUS.

Ta6numa 5/A3. KiumHuyeckue WMCCIeJOBaHMST WM  WCIOJAb3yeMble IpemapaTrbl Ha
poruneprpoduueckoii craguu ’KMIT (agantupoBaHo u3: Philipson DJ et al. [39])

Mpenapar MoTeHuManbHbIl 3 ekt KnuHuueckue
unccnepoBaHnna
,ClVIﬂTVIaBeM YMeHbleHne I'VII'IeprOCbVII/I KapauMoMmnMoumnToB Yy ,ClOKI'IVIHMLIeCKI/Ie unccneanosaHunsa

HocuTenein MYBPC3 mMyTauuii

MYK-461 MpepoTBpalleHne pasBuTus runeptTpodum ®asa II paHAOMW3MPOBaHHOIO
n ¢punbposa KOHTpONMpyeMoro
nceneposaHnsa PIONEER-HCM

Auetun- M3MeHeHMe YyBCTBWUTENBHOCTM K Kanbuuio, | ®asa I paHAOMU3VMPOBaHHOIO
umcrenH** perpecc runeptpodun, Gubposa, yryuweHue KOHTPONIMpyeMoro

AMACTONNYECKON ANChYHKLMN. unccneposanms HALT
AHTaroHuCTbI CHWXaT npoaykuuo Tpoduyecknx dakTopos PKWN «INHERIT»

aHrnoteHsuHa II PEHWH-aHMMOTEH3UH-anbA0CTEPOHOBOIO NyTU daza II PKU «VANISH»




IIpunoxeHue b. AlropuTmsl BeieHUsI IalieHTa

IIpunokeHnue B1. AITOpUTM TaKTUKU BeleHMSI aCMMIITOMHBIX NallieHTOB

¢ I'KMII
AcvmnTomHan AcMMNTOMHaA
Aoruneptpodu- rMneptpodurueckas cragusa
YyecKas cTagua TKMMN
Het oBeTpykynn + obcTpykymna URO***
BTNX BT MO NOKasaAHHAM
(em. paspen
$ «npodrnarTHEa
BCC»
AnutensHoe
HabnwogeHue 6eTa-agpeHobnoKaTopbl
(npw npoTwBONOKaz3aumAx — Bepanamnn**}
v ‘L
CrpatMdMKauma prcka BCC (exerogHo)

IIpunoskenue B2. VIIpoleHHBbIN aJITOPUTM AMArHOCTUKU U IMIOAXOA0B K
JIeYEeHUIO MAIMeHTOB C O0CTPYKIMer Ha ypoBHe BTIDK

3XOKT (I4 e BT/IK)

MakKcHManbHbIK CNPOBCLMPOBaHHBIN [[]

(npoBa Bankcankeel Newa, CTOA)
< 50 (30) mm pr.cT.

MakKCHManbHBIH CIPOBOLKMPOBaH HbIH [T,
(npoBa Bankcankebl Newa, CToA)
= 50 mm pT.cT.
| CumnTomariea (+) | | CumnTtomatuea (-) |

DapmaKoTepanMa <
obeTpyKuymmn BT/ ‘_______.i _____ 4+ 0n
v
Ecnm swicosan
| Froer

| sbberr 1) | | 3bderr (+) | Crpecc-3X0OKI
¥ ¥ ‘
IO s BT

Mpogonenne —{ I s BTN = 50 mm pT.cT.
|
< 30 mm pr.CcT.

TEpAnUH
—{ I s BT 30-50 mm pr.cT.
L2 /
| 3XOKI 1pazerop |

h 4
Peayxumwa MMM

(CM3/PM3; CAA)

IIpunosxkenue b3. Anropurm dpapmarorepanuu o0cTpyKTuBHOM 'KMII

dapmarotepanua obctpyktMeHoM TKMIN
(fO e BTAXK =50 mm pr.ct.)
3
| OTMEHMTE NPENAPaThl ¢ BA30AMAATHPYIOWMM AEHCTEHEM |
1 TipoTMBONOKaZaHN it _ MpoTHECNIOKAZIHWA K
BeTa- Beta-agp JKaTopam o sepanamnmy >
agpeHobno- @ v @
KaTopbl Bepanamun** Owuntnasem™*
l I | l
v ¥ \b v
y}'l\"'l WEeHHE CAMNTOMATHEHM, Het YAYYWEHHA CHMNTOMATHHEH,
[0 8 BT/ < 50 mm pr.cT. IO s BT = 50 mm pr.cT.
MpogonieHne Tepanum Pepyxkumwa MMM




ITpunokenue b4. Anropurm BpaueoHo TakTvkM JeueHuss XCH mpu 'KMII

‘ XCH 111V ®K (NYHA) ‘

IO s BTNH 2 50 mm pr.cT. A s BTNH < 50 mm pr.cT.
B MOKOE WK NPH Harpysee B MOHO2 WK NpK Harpyske
Neuenwne oBoTpyrymK l
BTMH
+@n
| ®Bnm 2 50% —I | DB < 50% | l
Ber TR T AT Bera-agpenobnoratopsl HouTpons
3 AHD wHruBuTopl, pHUTMa
WK BEpanamua
T AHTAMOHKCTEl ANbAOCTE POHA. W 4acToThI
Manbie [03bl NETAEBbLIX W + @HTH-
Maneie [o03blNETASBbIX W
ST BT THASHAHBIX AAYPETHROB HOArYNAHTBE

v

‘ TpaucnaauTayma cepgua ‘

IIpunokeHue B5. AIropuTM npegornepanuoHHON JUArHOCTUKM JJIs1
BbIOOpA IOTIOTHMUTE/IbHBIX BMemaTeabcTB Ha MK mpu CM3/PM3D
(apanTupoBaHoO u3 [398))

FKMI, pedpakTepHan K papmaKoTepanmMm
+ MaKc. nposoumpyemsii [ s BT/IXK = 50 mm pT. cT.

v L4

+ aHomanum MH, He CBASEHHBIE |

+ aHomanmm M ‘

© THMI, HansuudrEalMa CTBOpoK ‘P
* P peHHaR
CM3/PM3I + BMeEwWaTenscTeo Ha MVl
+ npoTesdposaHMe MK

TonuwpmHa MM = 18 mm
MCME = 30 mm (> 17 mmfm?)
MP 22 1.

Tonuwmua M > 18 mm
MCME = 30 mm (> 17 mmfm?)
MP 22 cT.

Tomumua NI =18 mm
NCMVEK = 30 mm
(= 17 mmfm?)

v v v

Mexee arpeccueHan CMI
+ nankawua NCVK
+ HCCEYEHHE
AONOAHHUTENBHBIX CTRYHTYP
NaNUANAPHBIN MBILLILL

PAcluMpEHHEA MHOIKTOMMAR
+ nankawMa MNCVE
+ WCCEYEHHE
AON0AHHUTEABHBI CTPYETYR
NaNMANAPHBD MBILILL

PAclUMpEHHEA MHOIKTOMWA
+ HCCEYEHHE
AONGAHKTENBHBIN CTRYHTYR
NAMMAAAPHBIN MBILLILL
+/- naueawma NCMEK

IIpunoskenue b6. Anropurm Beioopa metoaa pemykiym MIKIT

e <40 nev | Bozpact | 2 GONET
E CONYTCTEYHILEA KL naTonoruA
(ebicokmi xMpyprisecknid prck) - )

HeofxogumocTe COMyTCTEYKILLEND ONe paTHEHOTD

b_ emewarenscrea (AKLL, onepaumn Ha MHE]

P + reneprpodem o cpegueiivacte 1K 4/ cpe gre-menysouRs

< Py i )

( - TonwgwHa MHN 230 mm
cMa McxogHeie Gnokagel ao

& BAHNT EMEWATENECTES BIHNC CAA
PM>3 ~ (pucxk ABE 11l c7.)

AHATOMHA CENTANLHBIX BEETEEH KOPOHAPHEE APTEPHA
nogxogut gna CAA [B0ZMoMHOCTE HEEHTHGHLMPOETE
CENTankHYH BETEL, CHalHaWYI HornMHTENEHD BazantHy e
“acTe WM B 06N3CTH MHTPANEHO-CENTAMEHOTD KOHTaKTa)

v

AHOMANMH NBNHAAAPHBIX MbILLL, YYACTEYIOULME B COZAAHHM

*— oBCTPYELMH, AONONHWTEARHEE XOPEE!

BepeMEHHOOE + NOKAZAHWA K pegykuwn VN

—>

- MoKazaHWA K XHPYPTHHECKOMY nevaHng O
[mpypruteckn, nasep, kprososgercTene)

IIpunoskeHue B7. AIropuT™M NNEePBUYHON M BTOPUYHOI MPOPUIaKTUKI
BCC y manmenToB ¢ 'KMII



‘ MNMepBuuHasa npodMnakTMKa ‘ ‘ BTopuuHasa npodMnakTmKa ‘

‘ Anamnes, IXOKI, XM3KIr ‘

v

v

MepemerHble no wkane HCM Risk-SCD:

= O cepaua
sonegcereme HT wam O

+  BospacT = MakcHmaneHan -
+  CemeiiHbli aHaMHES TonuwMHa Muokappa i | | T CTIOHTaHHaA ycrodumsan
BCC *  HeyctoiAumsan KT npu T, npHBOAAWEA K
+  HeolbACHMMBIE KMIKT ofmoporam 1
ofmopokw = Owametp /N FEMOAMHAMHYECKMM
+ T A sBUIH HapyWeHUAM
Bann no wkane HCM Risk-SCD ’l’
Hu3kHiA MpoMERYTIUHBIH BuICoHMIA Osmpaeman
S5-NETHHA pUCK S5-NETHWA pUCK S5-NeTHHA pHCK s
o A% 4 6% > 6% #H3HK > 1 ropga

HELF* ofbrno
HE NokazaH

v

v

MELF moseT Beims
PeKOMEeHAOEIH

MELH* pomsen Geims pEKOMEHZOERH

ITpunoskeHue B8. AIropuT™M AMarHOCTUKY M BPpa4eOHOM TaKTUKU IIPU

CMHKOIIQJIbHBIX COCTOSIHUSX

‘ (npe)cnHkonanbHbie coctoauua npu TKMIN ‘

War 1 | |

Mogpobuwi awamues + gpyrue daktopel pwcka BCC

bonee BEpOATHO —

bonee BEpOATHO -
rEMOUMHAMHYECHHE TPHYHHBI

APATMHUYECKHE NPAYHHEI ‘I

3Kr-moHuTOpMpoBaHHMe

(24/48 XM3IKT; uapymHbId NETNEBOH PETMCTPATOP; PETHCTPATOP COOLITHM;

WMMNAEHTHPYEMEIH NETASBOM pETMCTRATOR™ ")

| | HeT #u3Heyrposaoumx HHP
napokx-
HY3HT = ABBIM cr. | | - o
KT cHam oI, - T BT T S
ver cet - e
- JOUK e
I + (KON wn/w) | - S scmmn
\ f—
I Bazo-sarankHlii
ofmol
v | pok
no I - Hopperyws fapmacoTepanii
P ¥ I - CM3/CAA npu noeTopHbIX oGMOpoRE
War 3 | WEO==" | | nevenun N | INCH " NpH Harpyzske W [ 2 50 MM pr.cT.

IMpunokenne b9. AnropuTm BpaueOHOV TAKTUKY B 3aBUCMMOCTH OT
craguy 'KMII 1 BapuaHTa KIVMHUYECKOrO TeYeHUs

AcHmnTomMmHan e e e BbICORME m{n
AorunepTpodmyeckan . BCC > puce BCC >
c:Taiﬂﬁ (exmerogmo)
| Habnogeumne | A A A t CrabmneHoe
o | A00POKAYECTEEHHOE TEYEHHE
AcHmnToMHARA : Ha doue gapmakoTepanim
-
runeptpoduyecrtan
CTag WA T
KCH IV eT.
®Bne= 50% Hzzie
+on € CumnTomHan TR = obcrpymumn BT
runepTpodUyecKan BT/ Pegymima M
¢ cragusa ‘b (CM3/PM3, CAA)
Mo aaropuTmy * KCH NIV 1. @Bnsc< 50%
neveHuna ¢ + cuugpom creHo- . Het aﬁ;’ln;:wu;nn BTMH
e AWNaTaL KA W MK pECTPHELMA
HIIEMKHA MWOKapaa I+| Tepanua XCH |
Mo anroputmy BBIABNEHHER
nnammr;‘x;cn e MHCTPYMEHTA/EHBIMA ﬁ-| PECHHXPOHHIMPYIOLLEA TEPANHA |
NEYEHHA opami
MET " —){ TpaHcnA@HTaLMA cepaLa |

IIpunoxenue B10. Ilokaszanusa K pegykuuu MIKII (CM3/PM3D/CAA)

Kputepun

Moka3zaHusa

KnuHunueckne

cuMnTOMOB

npeAo6MopoYHble

COCTOSIHUS,

XCH III-IV ¢yHKumoHanbHoro knacca NYHA ¢ OBJIX = 50 % w/unn Hanuuue Apyrux TsHKenbiX
(o6mMopoku,
OorpaHn4yMBaroLWLmMX NOBCEAHEBHYH aKTUBHOCTb, HECMOTPA Ha ONTUMAasbHYO MEANKAMEHTO3HYIO Tepanuio.

CUHAPOM  CTEHOKapAuW),  CYLECTBEHHO




FemoanMHamnyeckme

O6ctpyktnBHas ¢opma FKMIN (B nokoe wnu mHayumpyemast) ¢ ' B BT/DK = 50 MM pT.cT., KoTOpas
accouuupoBaHa ¢ runeptpodueit MXIM u nepeaHe-CUCTONIMYECKUM [BWMXEHUEM CTBOPKM MUTPanibHOro
KnanaHa, Apyrumn aHomanusMu annapata MK (xopgbl, M) u, pedpakTepHasi K NPOBOAVMMOW Tepanun B
nosiHoM obbeme.

AHaTOMMYecKme

TonwwuHa MXTI, aoctaTouHas Ans 6esonacHoro u 3deKTUBHOIO BbIMOSHEHMS onepauun unu npoueaypsb
(no MHeHuto onepaTtopa), cocTosiHve annapaTta MK u noaknanaHHbIX CTPYKTYp, COYeTaHHble aHoManuu
KOpPOHapHbIX apTepuit.

IIpunokenue b11. CpaBHeHue CM3/PMD u CAA

(amantupoBaHo u3: Batzner A, Schifers HJ, Borisov KV, Seggewifd H. Hypertrophic Obstructive

Cardiomyopathy. Dtsch Arztebl Int. 2019 [393])

Kpurtepum CM3/PM3 CAA
Jlokanusauus runepTpoduposaHHoro | CybaopTanbHas, cpeAHexenyaoykoBas, anukanbHas Cyb6aopTanbHas
otaena MXnN CpeaHexenynovkosas (B

oTaenbHbIX LieHTpax)

CTeneHb runepTpocbumn

Ot >20 MM A0 3KCTpeMmanbHoW runeptpodus MXM
>30 MM

MvnepTtpodma MXMN <30 MM

MexaHu3m MOBbILLIEHNSA ra n
HeJocTaTo4YHoCTb MK

He accounnposaHnHoe c NCA MK
1 accounmnposaHHoe ¢ MCA MK

AccouunposaHHoe ¢ NCA MK

KomopbuaHasi  natonorus, Tpebytowas
XMPYPryeckoro BMeLaTenbcTea

MoaknanaHHas Mem6paHa, aopTanbHblii cTeHo3, UBC,
MHOCOCYANCTOE MopaxeHue

NBC, oaHOoCOCYAMCTOE nopaxeHue

BospacTt naumeHToB

nO,ElpOCTKI/I n MonoAbie B3poCble

B3pocnbie

CrOXHOCTb MpoLeaypbl

Hanbonee yacto BcTpevatowmecs ocnoxHeHus CM3:

MeHee arpeccusBHas

nedekt MXIM, AB-6nokaaa v octaToyHasi 06CTpyKuUma
XK

2-10 %
Jlo 50% c ncxogHow BMHMNT

10-20%
Jlo 50% c ncxopHou BJIHMT

MocTnpoueAypHbIA PUCK 3aBUCUMOCTU OT
KapanocTumynsaTopa

KnuHuueckas npaktuka Bonee 50 net Bonee 20 net

JocTynHocTb HepocTtaToyHasi, HebonbllOe KOMMYECTBO LIEHTPOB C

OnbITOM

[octatoyHasi, HO  Hebosblioe
KONMYeCTBO LLEeHTPOB C OMNbITOM

ConoctaBuMble M0Ka3atesn BbIXKUBAEMOCTU U K/IMHUKO-remognHammdeckoe ysyduwenne nocne CAA u CM3/PM3 6bin nonydeHsl B
HepaHAOMU3UPOBaHHbIX 06CEPBALMOHHbBIX MCC/IEA0BAaHMUSIX.

IIpunoskenue b12. BpaueOHasi TAKTUKA BedeHUsI 6epEMEHHOCTU U
poaopaspenieHusI B 3aBUCMMOCTHY OT cTeneHn ooctpykuuu BTIDK (mo
[428])

CreneHb o06¢cTpykummn BTIDK Bpaue6bHas TaKkTuka

HeobctpykTtuBHas MKMIM nnu
Hebonblias creneHb obcTpykumn BT/DK (M4
<30 MM pT.CT.)

MponoHrnposaHne 6epeMeHHOCTU MOXeT ObiTb paspelleHo Mpu yCNoBUM MOCTOSIHHOIO
HabnaeHus kapavonorom (He pexe 1 pasa B Mecsl)

FocnuTanmsaums OCyLLeCTBNISETCS B CPOKM, PEKOMEHAOBaHHble ASiA BCEX MaLMEHTOK C
cepAeyHO-CcocyAnCTbiMK 3a6oneBaHnAMMU, Npu HeobXoAMMOCTM — valle.

Pofbl Yepes eCcTecTBEHHbIe POJOBbIe MyTU.

CpeaHsisi cTeneHb o6cTpykuun BTSIX (M4 30—

Bonpoc 0 BblHaWMBaHUM 6GepeMEeHHOCTU pellaeTcs WHAUBUAYasbHO:
50 MM pT.CT.)

nocTosiHHOe HabtoAeHWe Kapanosiora (TepanesTa) v akyliepa-ruHekonora.

Cpoky rocnuTanusaummn Te Xe; Takxke B 060V CPOK MPpU yXYAWEHUW COCTOSHUSI U
pasBUTUM OCIOXKHEHMWIA.

Poabl NpoBOAST Yepes ecTeCTBEHHbIE POAOBbLIE MYTU C UCKNIOYEHUEM NOTYT.

HeobxoanMo

Tsaxenas creneHb obcTpykuun BT/DK (M4 =50

BblHawwmBaHne 6epeMeHHOCTM U poAbl KaTeropuyecky NpoTUBOMoOKasaHsbl.
MM PT.CT.)

Mpy OTKase >EHWMUHbl OT MpepbiBaHUs OepeMeHHOCTV MoKasaHa rocnuTanusauus
npakTUYecKn Ha BeCb CPOK GepeMeHHOCTU. PogopaspelueHune nNpoBoAAT NyTeM onepauun
KecapeBa ceyeHus.
Wcnonb3oBaHne  anuaypasnbHou
apTepuasnbHoi rMnoTeH3nu.

aHecTe3sMn C OCTOPOXHOCTbKD WM3-3a OMacHOCTU

ITIpunoskenue B13. VupexxgeHue a1 BegeHus: 6epemeHHbIx ¢ 'KMII

BO3 II
(6eccuMnTOMHbIE
MaJZIoOCMMNTOMHbIE nauueuﬂm)

BO3 III

wnun (cMMnTOMHBbIE NaumeHTkn ¢ FKMIM)

BeneHne 6epeMeHHbIX PervoHanbHbIVi NepuHaTanbHbIi LEHTP OKCNepTHbIV LIEHTP.

MepuHaTanbHblii LEHTP 3 YPOBHS

YactoTta ocMOTpOB 1 pa3 B 2 mMecsiua Kaxaplil Mecsiy, unu 2 pasa B MecsiL,

YupexnaeHune ansa
poaopaspelleHns

PernoHanbHbIVi NepuHaTanbHbIA LEHTP OKCNEePTHbIN LEHTP.

MepuHaTanbHbI LEHTP 3 YPOBHS

Anroputm Benenus nanuenTa ¢ TKMIIT


https://www.ncbi.nlm.nih.gov/pubmed/?term=Batzner%20A%5BAuthor%5D&cauthor=true&cauthor_uid=30855006
https://www.ncbi.nlm.nih.gov/pubmed/?term=Sch%C3%A4fers%20HJ%5BAuthor%5D&cauthor=true&cauthor_uid=30855006
https://www.ncbi.nlm.nih.gov/pubmed/?term=Borisov%20KV%5BAuthor%5D&cauthor=true&cauthor_uid=30855006
https://www.ncbi.nlm.nih.gov/pubmed/?term=Seggewi%C3%9F%20H%5BAuthor%5D&cauthor=true&cauthor_uid=30855006
https://www.ncbi.nlm.nih.gov/pubmed/30855006

KoHcepsatnsHoe
neyeHne

(cbapmakoTepanus)

Tleverue a(peKTnaHo?

MpodunakTuka
OvHamnyeckoe
Habnionexve

[ivarvos noATeepxaeH?




IIpunoxenue B. UHdopmanius ajis1 maueHTOB

OO0uye pekoOMeHIAUY 110 00pa3y KM3HU (aJanTUPOBaHO u3 [4])

O6nactb PekomeHaaummn

Harpysku NauneHTam cnesyet nsberatb COPEBHOBATENLHOMO CMOPTA, HO MO BO3MOXHOCTW NMOAAEPXMBATL 0BbIYHbI 06pa3
XM3HU. B oTcyTcTBUM cumnToMOB 1 akTopos pucka BCC naumeHTbl ¢ FKMI MoryT yyacTBoBaTb B (pU3NYeCKOM
aKTMBHOCTM OT HebOnblIOW [0 CpeAHeW CTeneHW WHTEHCUBHOCTW, B COOTBETCTBUM C pekoMeHaauusMu
Kapavonora.

[Oveta MauneHTam cneayeT cTapaTbCs NOAAEPXKMBATL HOPMasbHbI BeC Tena. .
Mpuem 6onblworo ob6bema NULLKM MOXET Bbi3BaTb 60U B rPyAHO KNeTKe, 0CO6eHHO Yy NauMeHToB C 06CTpyKLUMeit

TIDK.

LlenecoobpasHo yactoe ApobHOe nNuTaHue.
3anopbl — 4acTblii  No6oYHbIN  3dhdekT Bepanamuna**, ANO/MKHbI  KOHTPONMPOBATLCA AMETOW  u/unu
cnabuTenbHbIMKU CpeACTBaMU.

Mpodeccusa BonbWwuHCTBO nauneHtos ¢ MKMM moryT npoaomkarb 06bIYHYI0 TPYAOBYIO AESTENbHOCTb. YPOBEHb (U3MUYECKMX
yCuUnnin Ha paboTe [O/KEH COOTBETCTBOBAThL K/IMHUYECKOMY CTaTyCy nauueHTa.
[ins HeKOTOPbIX BWAOB AESATENbHOCTU (MUNOTUPOBaHME, BOEHHas Ciyxba) CyLecTBYIT CTPOrMe orpaHuyeHust
npu npueme Ha pabory.

KypeHue HeT aaHHbIX 0 cBSA3U TabakokypeHusi u KM, HO naumeHTaM Heo6X0AMMO NPefoCTaBUTb MHAOPMaLMIO O pUckax
[N5 3[l0POBbA, CBA3AHHbIX C KYpPEHUEM.

CekcyanbHas Y NauMeHToB AOMKHA ObiTb BO3MOXHOCTb O6CYAUTb MHTEPECYIOUME WX BOMPOChI CEKCyaslbHOW aKTUBHOCTM.

aKTUBHOCTb MauveHTbl nocne ycTaHOB/IEHUsI AMarHo3a 4acTo MCMbITbiBAlOT 6eCroKoCTBO, Aernpeccuio U cTpax nepenatb
3aboneBaHve NOTOMCTBY.
MauveHTam cnesyeT 3HaTb O BAWSHUM MPUHMMAEMbIX JIEKAPCTBEHHbIX MpenapaTtoB Ha WX CeKCyasnbHYio
aKTUBHOCTb.
MNauveHTam cneayeT msberaTb npuema MHrM6MTOpoB docdoanscTepasbl, 0COBEHHO NMpU HanUuuM 06CTPYKLMK
BT/IXK.

BoxaeHune BONbLWVHCTBO MaLUMEHTOB MOryT MoJslyyaTb BOAUTE/IbCKME MpaBa M NpoAo/KaTb BOAUTL MalUWMHY, €CNN Y HUX HET

aBTOMOGUNS MHBaNNAN3NPYIOLLMX CUMMTOMOB.

BakunHauus Mpun OTCYTCTBMM NPOTMBOMOKa3aHU peKkoMeHAoBaHa exerofHas BakuuHauus oT rpunna.

JNekapcTBeHHble
npenapartbl

MauneHTam cneayet 3HaTb O MPUHMMAEMbIX VMW NeKapCTBEHHbIX npenapatax, ux MobouHbix 3ddekTax w
MeX/iekapCTBEHHOM  B3auMOAeNCTBUW. [0 BO3MOXHOCTM cneayeT wusberaTb npuema nepudepuyeckmx
Ba304MIaTaTopoB, 0co6eHHO Npu o6CTpyKumnm BTIIK.

CTpaxoBaHue XU3HU

AnarHo3 M'KMI MoXeT NpUBECTU K 3aTPyAHEHUAM NPU CTPAXOBaHUM XU3HK.

ABunanepenetbl

BoNbWWHCTBO 6€CCMMNTOMHBIX NMaLUMEHTOB UM C HE3HAYUTENBHOW CMMMNTOMATUKOW MOryT 6e3onacHo coBepLiaTb
aBuanepeneTbl.




IIpnnokenmne I.

IIpunoskenue I'l. [IpUHIUIIBI M 0COOEHHOCTY JUATHOCTUKY U OIIEHKU
cepaeyHo-cocyaucToro pyucka npy 'KMII

Ta6aunma I11/7T1.

l3meHeHusT J/1aGOpPaTOPHBIX TECTOB,

MO3BOJIAIONINE 3aIof03PUTH

HekoTopsie heHokonuy I'KMII (azanTupoBaHo u3 [4])

Tecr

3a6oneBaHus (peHokonuu FrKMM)

FeMorno6uH

Mpu aHeMun ycunusatotcs 601M B rpyAHON KNeTKe U oAblllKa, U ee ciedyeT WUCK4vaTb npu
M3MEHEHUN CUMMTOMaTUKN

AHeMus, BbI3blBas TaxvKapauio, MoXeT crnocobcTsoBaTh ysenuueruto I 8 BT/IK.

CHWXXEeHWe KWUCNopOA-TPAHCMOPTHOMW (YHKUMMU KPOBWU MOXET SIBNSETCA AOMOSHUTENbHBIM
(aKkTopoM MemMnn Mmokapaa.

DyHKUMA noyek

Y naumneHToB C Tsxesnoi neBoxenyno4koBoit XCH MoxeT 6biTb HapylleHa dyHKLMUS noyek.
CHwxkeHne CK® 1 npoTeuHypus MoryT HabnwozaTbcs npu amunonnose, 6onesHn AHpepcoHa-
Dabpu U MUTOXOHAPUANbHbIX 6oNe3HAX

MHYM n N-TepMuHanbHbli npo-MHYTI
(Nt-proBNP)

AunarHoctuka XCH Ha paHHeln ctagun. MoHuTOopuHr Tskectn XCH un oTBeTa Ha Tepanuio npu
deHokonusix FTKMIM FKMM (Hanp. kapAvanbHOM aMWUIONAO3e).

CepAeyHbI TPOMOHWH

MoBbilweH:

-y naumeHToB ¢ [KMI, oco6eHHO npu nporpeccupoBaHumn cumntomos MFKMMM,
- npu passutun UM 2 nnu 1 Tuna

- NpuW HeKoTopbix deHokonuax FKMIM (Hanp., kapavanbHOM amMunongose)

Onpepenexune KOHLIeHTpaLuu
cBO60AHbIX nerkux Lenei
MMMyHoOrno6ynmMHoB (kanna u nsméaa)
B KPOBW 1 Moue

Mpw nopo3peHnn Ha AL-ammunonaos cepaua

WccnenosaHme KOCTHOrO Mo3ra

Mpu Nofo3peHnn Ha aMUIonAo03 cepAaLa

TpaHcaMWHa3bl NeYeHn

[eyeHOYHble TeCTbl MOryT 6biTb U3MEHEHHBLIMU MpPWU MUTOXOHAPWANbHbIX GonesHsX, 6onesHu
[aHoHa

KpeaTtuHdocdoknHasa

KpeaTuHdbochokmHaza nnasmbl
60ﬂe3HﬂX, AeCMUHOoMaTuax

BO3pacTtaeT npu 6onesHn [JaHOHa W  MUTOXOHAPUANBHbBIX

AKTUBHOCTb a}'lbd)a-l’a}'laKTO3Vl,anbl AB
nnasme/nerikoumtax (y MyxuumH >30
ner)

Y MyxuuH c 6onesHbto AHAaepcoHa-®abpu Huskas (<10% OT HOpPManbHOrO YPOBHSA) WU
HeorpesensieMas akTMBHOCTb anbda ranakrosunaasbl A.

Y XeHLWMWH ¢ 6onesHblo AHAepcoHa-®abpy ypoBeHb hepMeHTa B NnnasMe U neikouuTax 4acto B
npeaenax HoOpMbl, MO3TOMY, MpU KJMHUYECKOM MNOAO3peHun TpebyeTcs reHeTuyeckoe
TeCTUpoBaHue.

[noKo3a HaTowak

MoxeT 6bITb NoBbILLIEHA MPpU HEKOTOPbIX MUTOXOHAPUANbHbIX 6onesHax

OueHka WMTOBUAHOM

xenesbl

byHKUUN

[lomkHa 6biTb onpejesieHa B MOMEHT MOCTAHOBKWM AMAarHo3a U MOHUTOPUPOBATLCS Kaxible 6
MecsiueB y nauveHToB ¢ TKMI, nonyyalwmx aMmoaapoH**

JlaktaTt nnasmbl

YBE/IMYEH Yy HEKOTOPbIX MALUMEHTOB MPU MUTOXOHAPUANbHbLIX 60SIE3HSX

Ta6muma I12/T1. dnekTpokapauorpadmuueckue aHOMAaIMM, IIO3BOJIAIONINE IIPEIIOI0KUTh
KOHKpeTHbI i auario3 deHokormvyu I'KMII win mopdonornueckuit Bapuant KMII (mo

Rapezzi C et al., 2013 [164])

Oco6eHHOCTH

KoMMeHTapwuii

KopoTkuit PR-nHTepsan /
paHHee Bo36yxaeHune

PaHHee BO36YyXAeHWe XenyLOo4YKOB — 4YacTbli cdeHomeH 6onesHeit HakonneHus (6onesHun
Momne, PRKAG2 v [laHOHa) # MUTOXOHAPWanbHbix 6bonesHelt (MELAS, MERFF).

KopoTkuit PR-uHTepsBan 6e3 paHHero BO36YX/AeHUsi XenyAo4ykoB BCTpeyaeTcs npu 6onesHn
AHpepcoHa-®abpu.

AB-6nokaga

HpOFpechpylou.Lee 3amMeaneHve atpuoBeHTPUKYNAPHOro NMpoBeAEHUA 4acCTO BCTpe4daeTcsa npu
MUTOXOHAPUAIbHbIX 3360}1€B3HVI$IX, HEKOTOPbIX 6one3HsX HakonieHus (BK}'IPOLIaﬂ 6onesHb
AHAepcoHa-®abpu), amuionaose, AECMUHONATUAX, @ TakXKe Yy MauWMeHTOB C MyTaUWsIMW B reHe
PRKAGZ2.

BbipaxeHHas X (uHaekc CokonoBa
>50)

YpesBblyaiiHo 605bLoi BonbTax QRS TunuyeH ans 6onesHelt Momne v [laHoHa, HO MOXET 6bITb
pe3ynbTaToOM TOJSIbKO paHHEro Bo30yXAeHUS Xenya04KoB.

Huskuit BOJIbTaX QRS (v
HOPMasibHbI BOMbTAX HECMOTpsi Ha
yBenuyeHne TONWMUHbI CTeHkn J1XK)

Husknin BonbTax QRS B OTCYTCTBME NepuKapanasbHOro BbINOTa, OXUPEHUA U 6onesHn nerkux
peako Habnoaaetca npu TKMIM (3a WCK/IIOYEHWEM CAy4yaeB CTaauW [eKOMMeHcauuun), Ho
XapaKTepeH A/ NauneHToB ¢ AL-aMUIOMAO30M 1 pexe — Npu TPaHCTUPETUHOBOM aMUIOUAO3e.

OnddepeHumnanbHblit anarHos mMexay MKMIM u kapavanbHoi ¢opMoit amunoungosa BKIOYaeT
aHanu3 CooTHOLIeHMs BoSbTax/macca JIXK:

aHoMasibHoe COOTHOLWEeHMe (HU3KUI BONbTaX Npwv TOJWMHe cTeHkn JIXK >12MM) xapakTepHo Ans
KapAvanbHOro aMmnonao3a (4yBCTBUTENbHOCTb 75%, cneunduyHocTb 67%).

Bektop QRS ot -90°
o -150°

Habnopaercs y nNauMeHToB C CMHAPOMOM HyHaH, MMEIoWWX BbIpaXeHHylo 6asanbHyto
runepTpoduio, pacnpocTpaHsoLLYCS Ha BbIXOAHOW TpakT MXK.

[MraHTCcKMin  HeraTuBHbIN

(>10 mm)

3ybey T

[MraHTckmin HeraTuBHbIV 3ybel T B npekopAvanbHbiX W/Wnn nepeaHenatepasnbHbiX OTBEAEHMAX
CBUETENbCTBYET O BOBNEYEHUN BepxyLuku JIK.

MaTonornyeckuin 3ybey Q (>40 mc n/
wnu >25% rny6uHbl

R-BOMHbI U/vnun rnybuHa >3 MM XOTs
6bl B ABYX OTBeAeHusX, kpome aVR

AHomanbHo rny6okuii 3ybeuy Q B nepeaHenatepanbHbiX OTBEAEHWAX, 06bIYHO C MONOXKUTENbHOM
T-BOMHOM, aCCOLMMPOBAH C aCUMMETPUYHOI runepTpoduein JIXK.

AHoManbHasi NpoAoKUTENBHOCTL 3ybua Q (240 ms) accoummpoBaHa ¢ obnactsammu GpubposHoro
3aMeLleHuns.

CBopuaTtasi anesBauus cermeHta ST B
naTtepanbHbIX TPYAHbIX OTBEAEHUAX

Yy HEKOTOPbIX MaunMeHTOB C anukanbHOW un ,D,I/ICTEU'IbHOVI rMneprocbmeﬁ pasBuBaOTCA
anukanbHble aHeBpW3Mbl, MHOMAA accoLMMpoBaHHble ¢ hnbpo3oM Muokapaa. Manbix pa3mMepos
aHeBpU3Mbl BbIABNAKTCA Tonbko npu MPT cepgua, 3XOKI € KOHTpacTMpOBaHWEM WU
BEHTPUKyorpadum, 4acto accounmMpoBaHbl C 3neBaumnei cermeHTa ST B flaTepasbHbIX MPYAHbIX
oTBeAeHnax.




Ta6nmuma I13/T1. ITapamerpsl nmporokona TT-DXOKI-uccremoBanust y manuenra ¢ I’KMIT

(apanTupoBaHo u3 [216])

NapameTpbl

KoMmmMmeHTapumn

TonwwmHa mrnokapaa JIXX (B 16 cermeHTax
TIK)

Konuyectso
cermeHToB JDK

rMnepTpodupoBaHHbIX

- W3MepeHune TonWMHbI cTeHOK JIXK crneayeT mpoBOAUTb B KOHEYHO-AMAcTonMyeckyio dasy,
NpeanoyYTUTeNlbHO — B MapacTepHasbHOW MO3WLMM MO KOpOTKoi ocu JIK (kenaTenbHO
TONWMHY MUOKapAa B rUNepTPOdUPOBaHHbIX CErMeHTax OueHMBaTb B  HECKONbKUX
npoeKkLMsax, HO M3MEPEHUs B anuKasbHbIX CKaHax NnepeoLieHVBaloT TONLMHY MUOKapaa M3-3a
orpaHuyeHuii 60KOBOro paspeLueHus).

- N3beraTb BKIOYEHMS B TOMLMHY MUokapaa MX-Tpabekyn.

- KpuTunyHble nokasaTtenu: MakcumanbHas TonwmHa cteHkm JIX (ctpatudukaumsa pucka BCC)
M TO/LMHA CTEHKU B MECTe MUTPasibHO-CeNTanbHOro KoHTakTa (Bbibop CM3-CAA).

Tun runepTpodun JIXK
MNaTtTepH Mopdonorum MX

ACYMMETPUYHAs, CHMMETpUYHasi, anukanbHasi, CPeAUHHO-XKEeNyAo4KoBas, Apyrue oTaenbl
n

Mo;ﬁq)oorm MX: ABOSIKOBbINYKNas, CUrMoBUAHas, runepTpodus Bcert MXKI.

TonwwmHa muokapgaa Mx

OueHuBatoT B H6aszanibHbIX, CPEANHHbBIX W anuKanibHbIX CermMeHTax (HopManbHble pasmepbl <5
MM B M306paxeHun napactepHasbHOM MO AJIMHHOW OCM Ha YPOBHE XOpA TPUKYyCnuAanbHOro
knanaHa). M36eratb BKIOYEHMSA 3NMKapAMaNbHOMO XUpa B n3MepeHne Mmokapaa MX.

TekcTypa muokapaa JIXK

«BnecTawmnin>, rpaHynsapHocTb (419 UCKNoYeHns peHokonuin TKMIT).
Hanuune kpunT Muokapaa (npu MPT 6onee TouHast AMarHocTmKa).

WccneposaHue pasmepos u o6bemos JIK

KAP*, KCP, KAO n KCO

*TMpumeyanne: npu S-obpasHoii MXI KAP cneayeT n3MepaTb B 2 BapuMaHTax — Ha YpOBHe
6aszanbHbix cermeHToB JDK 1 6nvxke K CpeAuHHbIM CermMeHTaMm, rae OH MakcumaneH (cM.
pekoMeHaaumm ASE 2019)

WccneposaHue pasmepos MK

B napacrepHanbHoOW ¥ anukanbHoW Nos3uumn

WccneposaHne pasmepos u obbemos J1M
v nn

YBenuueHwue JIIM 0THOCUTCA K AOMNONHUTENbHbLIM (hakTopaM pucka BCC

OueHKka  TOJLUMHBbI
neperoposKku

MexnpeacepaHoOn

Ans ncknovenuns deHokonuii FKMIM (amnnonaos)

BusyasnbHas oueHKa KMHETVMKM MUoKapaa
JK m X

BbisiBNeHne 30H nwemun /nepeHecerHoro UM

BusyanbHas oueHka knanaHoe (MK, AK,
TK, MK

Ocoboe BHUMaHne — MK:

- Hanuune nepeaHe-CUCTONIMYECKOro [BWMXEHMS CTBOPOoK MK, Hanuume MuTpanbHo-
cenTafibHOro KOoHTakTa (BaxHas xapakTepuctuka KM, Ho Takxe MoOxeT HabnoaaTbca He
npu F’KMMM y naumeHToB ¢ ManeHbkuM JIXX HesaBucumo oT Hanuuma DK, npyu runosonemunu,
nocne KapanoTopakasibHbIX XMPYPruiyeckmx BMellaTenbCTs)

- eCTb NI yAnuHeHue (u36bITOYHOCTb) CTBOpPOK MK, Hanuuve u cTeneHb nponabuposaHus
cTBopok MK.

ManunnsapHble MblLwLbl

KonunyecTtso, ecTb N1 ancnokaums

Hanuuve un creneHb ob6cTpykumm BTIIK
nnm CpeNHHO-XXesyJ04KOBOW
o6CTpyKUMM

- PerucTpaums kpoBoToka yepe3 AK/BT/IXX — naTTepH AOMNMIEpOBCKOro criekTpa v BenuynHa
A s BTJDK.

- CnepyeT wcnonb3oBaTh cneayowme dopmynbl ana pacdeta [l B BT/IXK: ypaBHeHue
BepHynu Ap = 4 x V max?, eciv MOXHO TOYHO M3MEpPUTb CKOPOCTb KPOBOTOKA B MyTU OTTOKa
JDK; dopmyna knuHuku Meito «Ap = [(4 x V max MP2) + p JIM] - cucTeMHoe cucTonmnueckoe
Al», ecnn Hanuume BbIPaXXEHHOW MUTPasbHOW peryprutauum He no3BoNsSET TOYHO W3MEPUTH
CKOpPOCTb KpOBOTOKa B Myt oTtoka JDK (p/iIll — paBneHne B N1€BOM npencepauu,
MNCMNOMb3yeTCst KOHCTaHTa — 20 MM pT. CT.)

- Heobxoammo yb6eanTbCsi, UTO PerncTpupyercsi TOMbKO KpPOBOTOK B BT/DK wn He
«3axBaTblBAETCS» TOK MUTPasbHOWM peryprutauuu.

- Ecnu B nokoe M4 B BT/IXX <30 MM pT. CT., cneayeT MpOBECTU MPOBOKALMOHHYIO Npoby
BanbcanbBbl.

- Y HekOTOpbIX MauueHToB BennuuHa [ B BT/IK 6onblie B NONOXEHUU CUAS W CTOS, YeM
nexa, NosToMy HeobxoAnMo nsmepeHve [/l 1 B NOMOXKEHUN NaLMeHTa CUAS U CTOS.

EcTb nn 06CTPYyKUMS BBIXOAHOrO TpakTa
mK

Peructpauus ckopoctu kposotoka B BTIX 1 Ha ypoBHe cpeanHHbIX cerMmeHToB MK

OueHka KnanaHHow
ocobeHHo MP.

peryprutaunu,

Mpu MP, obycnoBneHHo MCA MK, TOK, Kak NpaBwio, HanpaBieH naTepanbHO W K3aau, a
cTeneHb MP nponopuuoHanbHa BbipaxeHHocTV MCA 1 MUTPanbHO-CENTanbHOMY KOHTaKTY.
Ecnn Hanpasnenve Toka MP  atunuyHo wunm He nponopuuoHanbHa [C[, BO3MOXHa
caMmocTtosiTenbHas natonorns MK; 3To KpuTMYHO pAns Bblbopa XUPYpruveckoro wnu
3HAOBACKYNAPHOro MeToaa Jie4eHus.

WccnepoBaHWe CUCTONUYECKOW PYHKLUMMN
JIK n XK

®B JIK yacTto cBepxHOpMasibHa, 0CO6eHHO Mpu ManeHbkoM JIXK, 4TO MOXEeT He KOpPpeKTHO
oTpaxaTb COKPaTMMOCTb KapAWOMUOLMTOB. Bonee TOYHbI NPoAonbHbIA 2D-strain 1 TkaHesas
ponnneporpapus (s'<4 cm/c — npeankTop passutus XCH 1 nnoxoro nporHosa).

[Onsa MX: TAPSE, 2D-strain cTteHkn XK.

WccneposaHue
byHKUMM JIK

AnacTonnyeckom

CornacHo pekomeHaaumsm ASE n EACVI (2016) npu FKMIM cneayeT oueHuBaTb CTeMNeHb
Avactonuyecko AvcdyHKUMKU. Kntouesor napameTp Anactonnyeckoin amcdyHkumm JDK -
Aasnenve HanonHewus JDK (KOO JIXK). Ero HeuHBasumBHasi oueHka MHorodakTopHa. o
pekoMeHaaumam ASE n EACVI (2016) npu FKMIM BbiBoA O noBbiweHun KAL JIK cneayer,
ecnu:

1. cp. E/e’ >14 cM/c,
2. pasHuUa [JUTENbHOCTU PEeBEPCUMBHOW BOJSIHbI A B JIEMOYHbIX BEHax W BOJMHbI A
TpaHCMUTpanbHoro kpoeoToka (Ar-A) =30 mc,

3. uHgekc o6bema JIM >34 mn Ma/m2,

4. nNuKoBasi CKOPOCTb TPUKyCNuAanbHow peryprutaumm >2,8 m/c (COANA > 35-40 MM pT.CT.)

Bonee
K/MHWUYECKNX  CUTYyaumnax — CM.
Avactonuyeckon dyHkumm JIK.

noapo6bHo 06 anropuTMax OLEHKM AMACTOIMYECKON AUCHYHKUMM B pasHbIX
pekoMeHaaumm ASE/EACVI (2016) no wuccnenoBaHuio

OueHka npogonbHoi aedopmaumm JIK
(2D-strain)

C nocTpoeHueM cerMeHTapHoi cxembl-Muwernn JDK (bull's eye). 2D-strain

pasnuyHbl npy FKMM n deHokonuax FTKMIM.

MaTTepHbl

OLleHKa Hannuyna XuWAKoCTU B NONOCTU
nepvkapaa

Wckniovenne dpeHokonuii FTKMIM (xapakTepHo Ans KapAvaibHOro aMMIoMaos3a).

OueHka Avametpa  wM CTerneHu
KOI'II'IaSMpOBaHVIﬂ HWXXHEW NMONOUN BEHbI

Heobxoauma ans pacueta CANA.

Ta6auiia I14/T'1. JonoaHauTenbHbIe omuy mpyu IXOKT

onuyua

Llenb ucnonbsoBaHus

OueHka npogonbHoit aedopmaumm JIXK (2D-strain)

C nocTpoeHneM cermeHTapHoi cxembl-MuiieHnn JIXX (bull's eye). MatTepHbl
2D-strain pa3nuyHbl npy FKMM n derHokonusax FTKMIM

3-D pekoHCTpyKumMs

OueHka Mopdonorum MK ans Bbi6opa XMpYpruyeckoin TakTuku




Ta6muma I15/T1. dxoxapauorpadmyeckme 0COOGEHHOCTMH,

IIO3BOJIAIOIIIMIE€ ITPEAIIO/IOKUTD

nuaruo3 denokonuu 'KMII (aganTupoBaHo u3 [4])

Oco6eHHOCTHN

KommMeHTapuii

YTosLeHne MexnpeacepaHoi neperopoaku

AmMunoungos

YTonuweHue cteopok MK

AmMunongos, 6onesHb AHaepcoHa-®abpu

'mnepTpodus csoboaHomn cteHkn MK

Amunonnos, mmokapaut, 6onesHb AHaepcoHa-®abpu, cuHapom HyHaH

nepMKap,ﬂ,MaJ’leblVl BbINOT

AMMJ'IOVI,CL03, MUoKapaunT

YBenuueHve 3xXoreHHoCcT! Muokapaa JK

Amunonaos

KoHueHTpuyeckas MK

MuTtoxoHapuanbHble 60ne3Hun,
amunounaos, 6onesHb AHaepcoHa-®abpu, MyTaumm B reHe PRKAG2

>30 MM)

DKCTpeManbHas KoHueHTpuyeckas MK (TonwmHa CTeHoK

BonesHb [laHoHa, 6one3Hb Momne

Annataumm J1XX)

FnobanbHas runoknHesus JXK
(C HanuuuMeM UK OTCYTCTBMEM

MuTOXOHApWanbHble 6GONE3HU, aMUIONA03,
BonesHb [laHOHa, MWOKapAUT, NO3A4HASA
AHpepcoHa-®abpu

MyTaumm B reHe PRKAG2,
ctaguss  KMM, 6onesHb

O6cTpyKuMs BbIXOAHOMO TpakTa MX

CI/IH,CLDOM HyHaH n accoumMmnpoBaHHblIe CUHOAPOMbI

Ta6aua I16/T'1. [TapameTpsbl, KOTOPbIe HEOOXOAMMO OIleHUTh mpu MPT cepna y mamyueHTa

¢ 'KMII
CTPYKTYpbI MapameTpbl
JIXK KAP, KCP, ®B, macca Mnokapaa
Hanuuve HapyLlueHWit cerMeHTapHOro cokpatieHus mmokapaa JIXX
BTJIX AHaToMuyeckne ocobeHHocTn BT/IXK, Tuna n mecta obcTpykumm B JIXK
BenununHa nukosoi ckopoctu/IA B BT/IXK (ca3oBo-koHTpacTHasi MPT ¢ KoAMpPOBaHMEM CKOPOCTH)
MK KAOP, KCP, ®B, pa3mepbl, Hanuune o6cTpykumnm B BTIK
Mwuokapa /1K - TonwmHa MMoKapaa NeBoro Xenyaoyka B AMacTony no KopoTkor ocu JIXK cornacHo 17-tn cerMeHTapHoH“
mMozenu
- Jlokanusauusi/pacnpocTpaHeHHOCTb/KOMYECTBO rMNepTpodUpoBaHHbIX cerMeHToB JIXK
- mopdonoruyeckmnii Tun N’KMI (acumMMeTpuyHas, CMMMETPUYHas, anvuKanbHas, CpeAHexXenyA04KoBas)
- naTTrepH Mopdonorun MXI (aBOsSIKOBbINyKNas, curMosuaHas, Bcs MXIM)
Mo3aHee HakonnexHue Hanuuue, natrepH, pacnpoctpaHeHHocTb MHI B % oT obliei Maccbl Muokapaa J1XK
rafonuHus
MP un TP Hanuuve MUTpanbHOW U TPUKYCMMAANTbHON peryprutaumm, cteneHb, hpakuns peryprutaumm
Annapat MK (cTBOpKM, CTpoeHwve, onucaHne aHoManuii (CMelleHve/«pacluensieHme» rofoBoK U runepMobuabHOCTb ManuspHbIX
Xopabl, nanunnspHole MbILWL), CBA3b C 06CTpyKumen BT/IK n MUTpansHoi peryprutauunein
MbILULLbI)
nnwvnn Pa3mepbl
JononHuTenbHble Mpu nnaHvpoBaHun CM3/PM3 -  unaeHTUdUUMPOBAHME <«KPUNT» Yy nauneHToB c MKMIM c ykasaHuem
aHomanum KONIMYeCcTBa U rNy6uHbl AedekTos

Ta6auiia I17/T'1. BapuaHThI Harpy30YHbIX TECTOB

Harpy3ouHblit Tect AnnapaTtypa ans MokasaHuna/uenb
Harpysku
Tpeamun Crpatudmkaums pucka BCC

HarpysouHbiii TecT ¢ peructpauuneit KM
"

BenoapromeTtp (pexe)

Crpecc-2XOKIr Tpeamun - AnarHoctuka naTeHTHOW 06CTpyKUUn
«Jlexaunin» - Ctpatudmkauus pucka BCC (avHamuka AL v IA)
BEeJI03promMeTp - MHayumpyeTca nn uwemma Muokapaa
- OueHka 3 PeKTUBHOCTN NPOBOAMMOW Tepanuu
- I'InaHMposaHme ANarHoCTn4yeckKnx Meponpmm/lﬁ Y NauuneHToB C
6onamu B obnactu cepaua (HeobxoanmocTb KAT)
SprocnupomeTpus Tpeamunn Mpu NnaHnpoBaHWMKN TpaHCNNaHTaLMKn cepaua

Ta6amuua TIS/T1.

JIuarHOCTMKa Yy POACTBEHHMKOB IIPOOAHAA, HOCUTENel MyTaluii

reHoTur(+)/dpeHorur(-) B goruneprpoduyecKkoi cragum (asantTupoBaHo us [173])
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Ta6auma I19/T'1. ®akTopbl pucka pa3sBuTus umHdapkTa MUOKapaa 2 TUIA y MAlUEHTOB C
T'KMIT

n
BaszoBble ycNOBUA: ¢:::‘;’pl-'-:-pvlomue
CreHos KA dakTopb! : :x:;apgua
<50% XpoHwueckod | |
locmpwed | o | mwemnn |4 P
e * Harpyska
rpynne) MHWOKapaa . Garopia
Komop6up, Ll CHUIKEHMA
ne um
HOCTb (INOCA) Muﬁ:;ﬁ
| 2 !
MM 2 Tuna (MINOCA) /

OCTpOoe NoBpeXxKaeHWe MUOKapaa

Ta6auma I110/T1. Cxema auddepenunanpaoro auaraosa 'KMII u 6a3ajibHOI CeNTaJIbHONM
runeprpodum (agantTupoBaHo us [437])

S-obpaswan MM
Tonwmua nepegHe-Gasansuoro cermenta MM > 12 mm
Otuowenue TMiKN|{Gasanbuwii cerment) / TMHHN|(cpegumii cerment) > 1.5

v

HeT CemelHbli avamues THMN/BCC na
Her KAMHMYECKAR CHMITOMETHKE Aa
HeT Obcrpyruna BT, NCO MK na
HeT TVEHEN > 1.5 ; 730K > 1.1 Aaa
¥ v v

«BeINnyKnocTe» P —
6asancHo MK Sl

T v i
HeT NYCr npu MPT Aaa
HET MpUYUHHEA MYTALMA NPH TEHETUYECHOM TECTUPOBaHHKM Aa
HeT wdisarray”® HapauwoMWOUWTOE MpW Buoncul muokapaa Aa

Tao6numa I111/T'1. InddepenunanbHas auarHoctuka ’KMII u cmoptuBHoii ITDK



Cnoptcmed, MK, TonwmHa cteHKkH JIHK > 13 mm

FTKMnM

CnoptueHaa [T

Cemeiinelid anamues FTEMIN

Henckmid non

KM natrepusl FTEMDN

3KOHI, MPT: KAP NMiK<45 mm;
acummeTpuyHan [TH; OTC =0,5; wae
npasWno y cnoptcmedos Het MNCA MK;
Anactonkueckan [®; ectk 3ouel MHD
(we B vavanbueix dazax);
Crpecc-TecTel: VO, marc. < 50
mnferfmun wnn < 120% oxongaemon;
m.6. HHP; m.6. J-All wnm wegocr.
MPHPOCT Ha MHKE HArpysSKA

HET yMEHBIEHHA TOMUHHBI CTEHOK
JIAH yepes HecHONLED MECALEE nocne

* HeT cemelHoro adamuesa THKMN

= 3HI: poneTamHble npusHarx T

= JXOHI v MPT: KOP JIK>45 (55) mm;
acummetpuaHas [TNH; OTC < 0,5;
Het NCA MHK; cynpaHopmansHaa Jd
i (ysennuenne cHOpOCTH paHHErD
uwanonuedwa K); s’ > 10cm/c;
HeT 3oH MHT;

= Crpecc-tectel: VO makc, > 50
mnferfmne wnn > 120%
oxmaaemon; Het HHP;
HOpManbHaa pearwma ALl

*  YMeubleHWe ToAWKHbl cTeHor JTH
yepes HECHONBHO MECALEE mocne

NPEKPALLEHHA HATPYIHK NPERpALLEHUA HArPYSHK

Ta6auma I112/T'1. OrpaHMYeHMsI B MeTOAax OMAarHOCTUKY Py 6epeMeHHOCTH

MeTop OrpaHuyeHus YYP yan
IKI HeT orpaHunyeHunin 1 C
SnekTpo-dusmonornyeckoe MoxeT 6bITb BbINOHEHO MO XU3HEHHO BaXHbIM MOKa3aHUAM 3 C
nccnefoBaHne
IXOKI TT-2XOKI — HeT orpaHuyeHuii 1 C
YMN-3XOKI — ecnn TT-DXOKI HEAOCTaTOYHO AN MOCTaHOBKU
AnarHosa unu Aetanusauny HapyLieHuii.
MPT Be3z wucnonb3oBaHWa KOHTpacTa (rafosnHuii) MoxeT 6biTb 2 C
BbiMONIHEHA B cnyyae, ecam IOXOKI HepoctaTouHo Ans
NMOCTaHOBKM AnarHosa
KT/MCKT MoXeT 6bITb BbINO/IHEHA MO XXM3HEHHO BaXXHbIM MOKa3aHUAM 3 C
PeHTreHorpacdusi opraHoB rpyaHoit | MoxeT O6biTb BbINOJHEHA B C/y4vae, €CAW Jpyrue MeToabl 3 C
KNeTKn obcnefoBaHNs He MOTyT O6BbSCHWUTb FreHes3 OAblLLKN

Ta6auiia I113/T'1. YipouieHHass Moe/ib KIMHMYECKMX BapuaHTOB TeueHus 'KMII

TeHETHYECHMIA AcumnTomHan AcuMnTOMHaR
aedext poruneprpoduueckan  m=—3» runepTpoduueckan cragua
cragma (+/- o6cTpywwmn BT/TH)

[ eme | v v v

WEenyaouKoBas | .
oScrpyras JUK CumnTomMHan ManexsrMii
runeptpodudeckas =3 JIK +soipaw.
cTagua obcrp. BTAH

+f- obcTpywuma BTIK
| exnaccumeckmii mopdo-

CrabuneHoe
TeyeHue

BYHKLUMOHANEHEIN denoTHns |
L 2 ¥
+@n + MIWEeMKA,
CTEHOMAPAHA,
WM 2 tuna >
HebnaaronpuatHoe
Mucynet + A4 pemogenuposanmne
v - JiK
XCH lI-IV cT. €| (aunaraumonnan
AnuuansHas — DBawz50% > OBmw<50% o )
anespuama ST wypabensHan [ pedpactepHan BARR

IIpunoskenme I'2. llIkanbl OLleHKU pUCKa

Taomuma I11/T2. IIkajia IPOrHO3MPOBAHMSI BEPOSITHOCTU OOHAPYKEHUS TeHEeTUUECKUX
BapuaHToB nipu I'KMII (agmantuposano u3 [170])

HasBaHme Ha pycCKOM SI3BIKE:
reHetuyeckux BapuaHTos rpu 'KMII

[lkaja MPOTHO3MPOBAHMSI BEPOSITHOCTM OOHAPYKEHMS

OpurnHaabHOe Ha3BaHUe (eC/IU eCTh): HeT
HcTouHuK (opuIMaabHbIi cCaiiT pa3padoTUYNKOB, ITyOJIMKAIIMS C BaJIMIAIMein):

Ingles J. Non-familial hypertrophic cardiomyopathy prevalence, natural history, and clinical
implications. Circ Cardiovasc./ Ingles J, Burns C, Bagnall RD et al. // Genet. 2017:10 [170].

Tun (MogYepKHYTb):



— IIKaJIa OIIeHKU
— UHJIEKC

— BOIIPOCHUK

— Ipyroe (yTOYHUTD):

HasHauenme: KJIMHMYECKUIA MHCTPYMEHT [JiS IIPOTHO3MPOBAHMSI BEPOSITHOCTM OOHApPYKeHUs
reHeTu4Yeckux BapmaHToB rpu 'KMII

Copepykanue (1Ia0JIOH):

NepemenHasn Bannbi
BospacT, net 20 0
20-29 -1
30-39 -2
40-49 -3
50-59 -4
60-69 -5
70-79 -6
80 -7
XKeHWmnHbI -4
ApTepuanbHasa runepTeH3uns -4
«[BosikoBbINnyknas» cdopma MXI (aHrn. «reverse curve») 5
CooTHoweHwne TonwmHbl MXT/3CIXK 1,46 0
1,47-1,70 1
1,71-1,92 2
1,93-2,26 3
2,27 4
Kniou (MHTepnpetauus):
Cymma 6annoB <2 npejckasblBaeT HU3KYI0 BEPOATHOCTb O6HapYyXeHWs FeHeTUYECKUX BapuaHTOB B MPUYUMHHbLIX reHax, Haubonee
pacnpocTpaHeHHbIxX npu FKMI

Ta6auma I12/T2. HCM Risk-SCD. Illkana oueHkm pucka BCC y mammentoB ¢ TKMII
(eBpomericKasi MOJ€eJb)

HasBaune Ha pycckoM sisbike: HCM Risk-SCD. Illkana omenkyu pucka BCC y mammenToB ¢ TKMIT
(eBporierickasi MOAENb).

OpuruHaibHOe Ha3BaHue (eciau ectb): HCM Risk-SCD
HcTtouHuK (0pUIMAIBHBIN CAT Pa3paboOTUYMKOB, IyOJAMKAIMS C BAIUIAIAEN):

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 MK et al. // Europace.
2018;20(F12):198-203 [300].

«Kanbkynsrop» Ha caiite http://doc2do.com/hcm/webHCM.html

Tumn (mogYepKHYTD):
— LIKaJIa OLLeHKU

— UHJIEKC

— BOIIPOCHUK

— Apyroe (yTOYHUTD):


http://doc2do.com/hcm/webHCM.html

Ha3zHaueHMe: KIVMHUYECKUII MHCTPYMEHT [Jisi MPOTHO3MpoBaHusi pucka BCC y maimeHToOB C
T'KMIT.

Conepskaune (1ad/IOH):

LWWkana pucka BCC HCM Risk-SCD (eBponeiickas Moaenb)

Moka3sbliBaeT nyylume pesynbTaTthl y naumeHtos F’KMIM ¢ BbicokuM puckom BCC

KanbkynsaTtop 5-netHero pucka BCC Ha oCHOBe MOAENW, B KOTOPOM yUUTbIBAIOTCA CneaytoLlme napamMeTphbl:
1.CemeiiHasa ucropus BCC
2.CuHKonbl
3.HYXT
4.Makc. TonmHa cTeHkn JDK
5.BospacTt
6.OnameTp J1N
7.14 B BT/IK

MapameTpbl BHOCATCA B «Kanbkynatop» Ha caiTe http://doc2do.com/hcm/webHCM.html

Kniou (MHTepnpetauus)

WKO*** nokasaH, ecnu puck = 6%;
UKO*** MoxeT 6bITb pacCMOTPEH, €Cnun pUck = 4%, Ho < 6%;
NKO***, kak npaBuio, He NokasaH, ecnu puck < 4%.

Lkana HCM Risk-SCD 6bina BanmanpoBaHa Ans NauMeHToB C npeawecTsyowein peaykumein MXM metoaom CAA.[175].

Ta6nuia I13/T2. llIkana omenku pucka BCC y manmeHnToB ¢ 'KMII (aMepMKaHCKast MOJEb)

HasBanue Ha pycckom si3bike: [llkana ouenku pucka BCC y nauyenTos ¢ TKMII (amepukaHckast
MOZeb).

OpuruHajJbHOe Ha3BaHUe (eCIU eCTh): HeT
HcTtounuk (0pUIMAIBHBIN CAT Pa3spaboTYMKOB, ITyOAMKAIMS C Ba/IMIaIen):

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 ZD. Sudden death related cardiomyopathies — hypertrophic cardiomyopathy. / Goff Z.D.,
Calkins H. // Prog Cardiovasc Dis. 2019;62(3):212-216 [121].

Tumn (mogYepKHYTD):

— IIKaJia OlIeHKU

— MHIEKC
— BOIIPOCHUK
— Aapyroe (yTOYHUTD):

HasHaueHme: KIMHMYECKUII WHCTPYMEHT [JIsl TPOrHO3uMpoBaHus pucka BCC y ManmmeHTOB C
T'KMIT.

Conepskaune (1ad/IoH):

Lkana pucka BCC (amepukaHckas Moaesb)

®dakTopbl pucka BCC

JlokasaHHble daKkTopbl
pucka BCC

-

. MpepoTepalyeHHas BCC (BbhkMBLUME NOCNE OCTaHOBKM cepaua Bcneactene ®T nan OX)
2. CnoHTaHHas ycroiumsas XT

3. CemeliHas uctopusi BCC scneactaune MKMM

4. MakcuManbHas TofilmHa cTeHkn JDK =30 MM

5. HeobbsicHMMas cuHKoOMa B TeYeHne nocnesHnx 6 mec.

6. HYXT = 3 koMmnnekcos

7. HeapekBaTtHas peakuumsa Al Ha dwu3. Harpysky

PBﬂgémszKaTopbl pucka 1. Bospacr <30 ner

2. MHI npn MPT
3. Hanunuune obctpykuun BTIIXK

4. Heo6bSICHMMbIE CUHKONMbI B TEeYeHne nocnegHux 5 net

Moarpynnbl
nauMeHToB BbICOKOro
pucka BCC

-

. AnukanbHas aHespusma JIK

2. ®B JIX <50%


http://doc2do.com/hcm/webHCM.html

Knrou (uaTepriperanus) K mmmianTauym UKIT***:

®dakTopbl pucka BCC(amepukaHckas Mmoaenb) UMmnnanTaums Knacc no
NKO*** AHA/ACC
MpenoTBpalieHHas BCC (BbhkMBLUME Nocne OCTaHOBKM cepaua Bcneactane XT nnm OX) rnokasaHa
I

CuHKoOMa, BbI3BaHHas CMOHTAHHOW ycTonumMBon XKT namn reMoamHammyeckun 3Havmmas XT rnokasaHa I
Hanuuyune xots 6bl 1 13 cneaytowmnx GakTopos: nokasaHa IIa

1. CemeitHas nctopusa BCC scneacteue MKMIM

2. Heob6bACHUMasA CMHKOMA B TeYeHUe nocneaHnx 6 mMec.

3. Makc. TonwmHa crteHkn JIXX =230 MM

CnoHTaHHasa HYXT + nokasaHa IIa

X0Ts1 6bI 1 U3 hakTOpoB-MOANDMKATOPOB pUCKa WK MaLUEHT BXOAUT B rpynny BbICOKOro

pucka BCC

HeapekBaTHas peakuus Al Ha dwus. Harpysky + nokasaHa IIa

X0Ts 6bI 1 U3 (haKTOpOB-MOANDMKATOPOB pUCKa WK MaLUEHT BXOAUT B rPynny BbICOKOro

pucka BCC

CnoHTaHHas HYXT unu HeajekBaTHas peakuus A[l Ha ©&wu3. Harpysky 6e3 PaccmoTtpeTb IIb
[OMOJSTHUTENbHBIX (PaKToOpoB pucka BO3MOXHOCTb

BbiiBNEeHHas MyTauusi accouMmpoBaHa C BbICOKMM puckom BCC, 6e3 apyrux ¢dakTtopos PaccmoTpeTb III

pucka BCC BO3MOXHOCTb

Ta6aua I14/T2. CHA2DS2-VASc. llIkaia OIeHKY PUCKa TPOMOO3IMOOINIECKUX OCTOKHEHUI

y anueHToB ¢ huopuwUIsIIMeri/TpereTaHeM Mpecepauii

HasBaHme Ha pycckoM si3bike: CHA2DS2-VASc. Illkana OIeHKM pucKa TPOMOOIMOOIMIECKUX

OCJIO’KHEHUIT Y TTALIMEHTOB ¢ GUOPWILISIMEl/TperleTaHeM TIpece pauit

OpuruHanbHoe Ha3BaHue (ewtu ectb): CHA2DS2-VASc

HcTrouHuk (oUIMaIbHBIN CAT pa3paboTUMKOB, MyoauKanys ¢ Banuganueii): 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].

Tumn (mogYepKHYTD):
— LIKaJIa OLIeHKU

— MHJEKC

— BOIPOCHUK

— Aapyroe (yTOYHUTD):

HaszunaueHme: KIMHNYECKU VHCTPYMEHT IJId IIPOTHO3MPOBAHUA PMCKA UIIEMMYECKOI0 MHCYJ/IbTa

U CUCTEMHOTO TPOMO03MO0IM3Ma TTPYU GUOPUIIISIINU TIPEICe PN

Conepskaune (1ad/IOH):

dakTop pucka Bannbi
WHCYNbT, TpaH3UTOpHas MULIeMUYecKas aTaka uau aptepuanbHas TpoM603ME0NUS B aHaMHese 2
Bospact 275 net 2

ApTEpMaﬂbHaﬂ rMnepTeHsna

CaxapHblli Avabet

3acToliHas cepaeyvHas HefoCTaTOYHOCTL/ AncdyHkums JIXK (B yacTHocTn, ®B <40%)

CHA2DS2-VASc

Cocypnucroe 3abonesaHue (MHbapkT MUokapaa B aHaMHese, nepudepuyecknin aTepocknepos, 1

aTepockyiepoTMyeckune bnsLWKM B aopTe)

Bo3pact 65-74 roaa 1

XeHckuit non 1
Knrou (MHTepnperanus):

Cymma 6ansioB no wkasne O)xupaemas yacToTa MHCY/1IbTOB 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 %

Ta6aua I15/T2. HAS-BLED. IlIkajia OlleHKM pUCKa KPOBOTEUYEHUSI

HasBaume Ha pycckoMm si3bike: HAS-BLED. IlIkasia OlleHKM PUCKa OOJIBIIIOTO0 KPOBOTEUEHUS B
TeyeHrMe 1 roma y manMeHTOB ¢ GUOPWUISIMEl/TperieTaHneM TIpecepanii, MOTyJIaroInx
AHTHMKOATY/ISTHTHYIO TepPaIuio B COUeTAaHUY C MHTMOUTOPaMy arperaiuy TpOMOOIIUTOB 1iau 6e3.

OpurunaabHOe Ha3BaHMe (ecim ectb): HAS-BLED
HctouHuk (opunmanbHbIii CAiiT pa3paboTYMKOB, MyGIUKAIMS C BAIMAALIVENT):

Pisters R, Lane DA, Nieuwlaat R, de Vos CB, Crijns H]J, Lip GY. 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 GY, Frison L, Halperin JL, Lane DA. 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. ] Am Coll Cardiol. 2011 Jan 11;57(2):173-80 [439].

Tun (Iog4YepKHYTh):
— ILIKaJ1a OLIeHKN

— MHJIEKC

— BOIIPOCHUK

— Iopyroe (YTOYHMUTD):

HasHaueHMe: KIMHNYECKNI MHCTPYMEHT JJIs1 IIPOTHO3MPOBAHMS PUCKA OOIBIIOTO KPOBOTEUEHMS
B TedeHMe 1 roga

Conepskauue (11a0JI0OH):

BykBa ®dakTop pucka Bannbi
H ApTepuanbHas runepTeHsus 1
A HapylieHve hyHKLUUKM NeveHn namn noyexk 1vm 2
S WHCynbT B aHaMHese 1
B KpoBoTeueHuns B aHamHese 1
L NabunbHoctb MHO 1
E BospacT (265 ner) 1
D 3noynoTtpebneHve ankoronem uan npenaparamMu, NoBbIWAKLWMMN PUCK KPOBOTEYEHWUI 1vm 2

Koy (MHTepripeTanys):

Cymma 6annos no wkane Puck 6onblioro kposoreyeHus B TeyeHme 1 roga
HAS-BLED

1-2 Hu3Kknii puck KpoBOTEYEHUS

>3 BbICOKMI1 pPUCK KPOBOTEYEHUS

IIpunoxenue I'3. Nubie



Ta6auua I11/T'3. MonekynsspHsblii naToreHes ¢enokomnmii 'KMIT

Ho3onorus (deHokonus MonekynsipHblii NnaToreHes

rKMm)

AlL-amunonpos Mpu AL-aMunongose KIOH ManWrHU3MPOBaHHbIX MIA3MaTUYECKUX KIETOK CUHTE3UpyeT B 60JbLIOM
KOSIMYecTBe fierkne uenu (kamna wuam nam6aa) UMMYHOrS06y/IMHOB. YBENMYeHUe KOHLEeHTpauun
6enka-npeawecTBEHHNKa  BbIlUE  HEKOTOPOro  MOPOrOBOrO  3HAYeHMsi MOXET aBTOMaTUYecKu
NpUBOAUTL K Hayany dubpunnoreHesa n OTNOXEHUIO aMunonaa B TkaHax. Mpu atom B 5% cnyyaes
AVarHoCTVPYIOT NMPenMyLLIeCTBEHHOE NopaXeHne cepala amMuionao3oM.

HeHacneactBeHHbIN (WEATTP) B ocHOBe MONeKynspHOro natoreHesa HeHacNeACTBEHHOro U HacneACTBEHHOrO TPAHCTUPETUHOBOIrO

W HacneAcTBeHHbIM  (MtATTP) amunonaosa nexaTt KOHhOpPMaLMOHHblE U3MEHEHUst U AecTabunusauus TeTpaMepa TpaHCTUpETUHa.

TPaHCTUPETVMHOBbIN aMUIONA03 [ectabunusaumsa  TPaHCTMPETUHA MPUBOAMT K HenpaBwuibHOMY dONAMHTY 6enka u arperaumm
BapWaHTHbIX ~ MOHOMEpPOB  TpaHCTMpeTMHa C  0bpa3oBaHMEM  TOKCUYHbIX  MPOMEXYTOYHbIX
aMUNOMAOrEHHbIX MPOAYKTOB U aMUNOMAHbIX Gubpunn.

OTU MexaHW3Mbl MOryT HapyllaTbCs C BO3pacTOM, YTO OOBSCHSET MOBbILEHWE pucka PpasBUTUS
HEMYTaHTHOro TPaHCTMPETMHOBOro amunongosa (wWtATTP) y nwuy MOXWNOro N CTapyeckoro
BO3pacTa.

HacneactBeHHbli ATTR ualle BCTpeyaeTcs B SHAEMUYHbIX A4S 3TOro 3aboneBaHusi permoHax.
Haunbonee uyacTble reHeTuyeckne BapuaHTbl: Val30Met-ATTR, cO cMewaHHOW CUMMATOMaTUKON
(HeBponorvyeckass ¥  KapauvonaTuyeckasl) C nosgHum  ge6iotom  u He-Val30Met-ATTR,
KapAVoMMONaTUYeCcKuii BapuaHT 3aboneBaHWs. M3BeCTHbl MyTauuu, Bbi3blBaloWMe CceMeliHble W
cnopaaunyeckme hopMbl 3ab0n1eBaHUs, KOTOpble acCOLMMPOBaHbl C MPEUMYLLECTBEHHbIM NopaXxeHnem
cepaua (Hanpumep, Vall22Ile, Ile68Leu, Thr60Ala, Leull1Met).

BonesHb AHAepcoHa-®abpu MyTauuns B reHe GLA (onmucaHo 6onee 400), koaupytowem cdepMeHT a-ranaktosuzasy A (a-Gal A)
NPUBOAUT K 3HAYMTENbHOMY CHWKEHWIO aKTUMBHOCTM (depMeHTa, BOBNEYEHHOro B MeTabonnsm
COUHIrOrMNKONUNMAOB.  DTO  MPUMBOAMT K  HAKOMMEHWIO  HEermaponvsoBaHHoro  cybcTpaTa
610KNpOBaHHOW (PEPMEHTHON peakuMn U COMPOBOXAAETCS YBENUYEHUEM YUCNA NIN30COM B KNeTkax,
HapyLleHneM HOpMasbHOro YHKLMOHUPOBAHUS 3TUX KNETOK U UX rnbenbto.

HacneactBeHHble  CMHAPOMbI € PRKAG2 «koaupyeT UAM®-akTVBUpYeMyl0 MpoTeMHKMHa3y-y2. [aHHblli 6enok onpenenser

FKMM BHYTPUK/IETOUYHYIO aKKyMYJsILMIO TJIMKOreHa W HapyleHusi ero (yHKUMM MOryT MpUBOAWUTL K

Yy NOApOCTKOB ncesaornMnepTponmn KapaMoMUOLMTOB 1 3aAePXKe UHBOMIOLMK SMEPUOHANbHbBIX NPOBOASALMNX NyTel

1N MOMOAbIX B3POC/bIX, CBS3aHHbIE B MuoKapae.

C MyTauusiMu B reHe Mpwu 3ToM HabnopaeTcs yactoe codeTaHne NKMM n cuHapoma Bonbda-MNapkuHcoHa-YaiTa.

PRKAG2

BonesHb [laHoHa MonekynsipHblii MexaHusM passButusa 6onesHn [laHoHa ocHoBaH Ha JAedekte B LAMP-2 6enke,
KOTOPbI OnocpeayeT HakomnjeHue rMKoreHa B KapAuoMuouuTax v NpUBOAUT K NceBAOrnnepTpobun
MWokapaa. Koraa cywecTByeT reHeTu4eckunini o6ycnoBneHHbli gedununt 6enka LAMP2. HabnoaaeTcs
HemnpaBwibHas ayTodarunyeckas perpajgaums 6enkos. AyTodarumuyeckas aKTMBHOCTb CBsi3aHa C
naToreHe3oM pasHoobpasHbix 6onesHei. CyliecTByeT MHeHue, 4To 6onesHb [lJaHoHa obycnosneHa
HacneaCcTBEHHbIMU HapyLUeHWsMU npolecca ayTodaruu.

ATtakcus dpugpeiixa MonekynsipHblii maToreHe3 aTakcuu Opuppeiixa [0 CUX MOp SIBASIETCS MPEeAMETOM  [AUCKYCCUiA.

OaHako Ha HacTosILMIA MOMEHT YCTaHOBNEHO yvacTue 6enka dpaTakcuHa B NoOAAEpXaHUM
romMeocTtasa efiesa B KjeTke W TO, YTO €ero HeAoCTaTOYHOCTb MPUBOAUT K MHOXECTBEHHOMY
depMeHTHOMY AedULUTY, MUTOXOHAPUANBbHON ANCHYHKLMN U OKUCTIUTENIbHOMY MOBPEXAEHWUIO.

RASonatuu MyTauumn B reHax, KOAMPYKOLWMUX KOMMOHEHTbl u perynstopbl RAS/MAPC curHanbHoro nytu (RAS/

(cuHapom HyHaH MUTOreH-akTMBMpYyeMasl MPOTEMHKMHa3a) BbI3bIBAlOT MHOXECTBEHHble HaC/eACTBEHHbIE MOPOKM

1 cuHapom LEOPARD) pa3sutnsa. RAS/MAPC curHanbHblii NMyTb OTBETCTBEHEH 3a nponudepauunio, AnddepeHLnpoBKy,
CTapeHue ¥ anonTo3 KJeTok M obecneynBalolleil 3TUM HOPMasbHOE pasBUTUE KNETOK U TKaHeW
opraHv3ma B Lie/loM B 3M6pMOHanbHOM U MOCTHaTaNbHOM nepuosax.

Ta6auua I12/T3. Mopdodyakimonansabie ¢peHoTunbl mpu ’KMIT

MopdodyHKUMOHaNbHbIN heHOTUN OnucaHue

MMnepTpoduyecknii («knaccmyeckuniny) YMeHblueHHbI JIXK, acummetpuyuHas MK (runeptpodus MXIM), obctpykumsa BTIIK

CMeLlaHHbI% [AvnataumoHHas cTaaus rkmn, YMeHblUeHne cTeneHn runepTpodun

(runepTtpocusa + aunaTauus) («BblropaHue»), yMeHblueHne/ncyesHoBeHne obeTpykumm BTIIK.

B avnataumoHHou ctagum npu FKMIT cTeneHb AunaTtaumun, Kak npasuno, He 6biBaeT
60/bLLOA.

CMellaHHbI BbipaxkeHHasi Aunatauusi npeacepAvii, PecTPUKTUBHBIA TUM HamonHeHus JIK.

(rvunepTpodusa + pecTpukumsa) MoxeT 6bITb Npy ManeHbkoM JIK

CMeLaHHbIi AunataunoHHas  craaus  TKMI. BblpaxeHHas  gunatauus  npeacepavi,

(runepTpocumsa + pecTpuKkumsa + aunataums) PECTPUKTUBHbBIA TUM  HanosHeHns JDK, yMeHblueHWe CTeneHu runepTpodumn,

AnnaTmpoBaHHbIi JIK

omurna I13/T3. OCHOBHbIE MepONPUSTHUS MO NMPOMPIIAKTUKE OCIOKHEHUI Y MalMeHTOB C
TKMIT

Cumntom/ocnoxkHenne FrKMN MpodunakTnueckne meponpuaTusa

Mporpeccuposanmne MK ApnekBaTHoe neuyeHne TKMIM, obctpykuun BTIIK Bkatouas
apmakoTepanuio, 3HA0BACKYNSPHOE U XMpypruyeckoe.
MNpw conyTcTBytowein Al — runoTeHsnBHas Tepanus.
N36eraTb BbICOKOMHTEHCUBHbIX (U3NYECKUX Harpysok W
cnopra.

BCC v xu3Heyrpoxatowue HapyLieHns putMa MepBuyHas u BTopuyHas npodunaktuka BCC — cMm. pasgen
«CTpaTndmkaums pucka BCC»

XCH, pa3BuTMe JunatauMoHHOW CTaaun wnu AneksaTHoe nedeHune TKMI, cBoeBpeMeHHOe BbiiBNEHUE U
NpUCOeaANHEHUS PECTPUKTUBHOrO heHoTuna neyenne ob6cTpykumnm BTIDK.
Mpu conyTcTtBytowen MBC n Al — apekBaTHOe NleyeHue.

Tpomb6o3Mbonnyeckne OCNOXHEHUS Yy MaLUEHTOB no obwum npuHumnam Tpombonpodunaktukm npu O (cM.
con pekoMeHzaumm no nevexuio )

MHdEKLUMOHHBIN 3HA0KapAUT AHTUBMOTUKONPOPUNAKTNKA PeKOMEHAYETCS TONbKO nepes
npoueaypaMn BbICOKOrO pucka naumeHtam ¢ KM wu
nporesamMn KknanaHos cepAua, BPOXAEHHbIM MOPOKOM
cepaua VAW ecnM  MauMeHT  paHee  MepeHocun
MHQEKLMOHHbIA  dHZOKapAUT  (CM.  COOTBETCTBYylOLLME

pekoMeHzauum).
y rnauneHToB c VMMAaHTUPOBaHHbIM NK[***
npodunakTuka WHMEKLMOHHOro 3HAOKapAWUTa — no

pekoMeHaaumam ESC no snekTtpokapanoctumynsaumm 2013
r.




