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CHucok coKpalneHuu

AB - ATPUOBEHTPUKYJIAPHBIN
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AT apTepualibHas TUIEePTEH3Ns
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BJIHIIT - O1okaja JIeBo HOXKH myuka [uca

BITHIIT - Oy10KajIa IpaBo HOXKKH Tyuka ['nca

BCC - BHE3aIHas CepAeUHasi CMEPTh

BTJDK - BBIXOZHOM TPAKT JIEBOTO KETYJ0UKa

I'KMII - runiepTpodudeckas KapJUOMHUOATHS

I'TDK - runepTpodus JEBOro KEIyI0uKa

I - TPAIUEHT JABJICHUSA

JIHK - I€30KCUPUOOHYKIIENHOBAsI KUCIIOTA

JIOKC - IBYXKaMEpHbI UMIJIAHTUPYEMBIN 3JIEKTPOKAPANOCTUMYIISITOP
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UK/ - UMIUTAaHTUPYEMbIH KapInoBepTEP-1ePUOPHILIATOP
NMBOKA - nHpAPKT MHOKap/Ia 6e3 0OCTPYKIIMA KOPOHAPHBIX apTepUi
KAT - KOpoHapoaHruorpagus

KO - KOHEYHO-IUACTOJIMYECKOE JABJIICHUE

K10 - KOHEYHO-/TMACTOINYECKUI 00BeM

KT/MCKT - xomnbloTepHas ToMOrpadus/MyIbTUCTIHpaIbHasi KOMIIbIOTEpHAas ToMorpadus
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OKC - BJIEKTPOKAPAUOCTUMYJIISTOP, SIEKTPOKAPIUOCTUMYIISIIIUS
OXOKT - aXokapauorpadus

INOCA - ischemia with non-obstructive coronary arteries (umemusi 6e3 oOCTpyKIUU

KOPOHApPHBIX apTepuii)
LAMP2 - TeH JIU30COM-2-aCCOITMUPOBAHHOTO MEMOpaHHOTO OenKa 2

MINOCA - myocardial infarction with non-obstructive coronary arteries (MHpapkT

MHUOKapaa 6e3 00CTPyKIIMK KOPOHAPHBIX apTEPHil)

Nt-proBNP - N-koH11eBO# parmeHT npeamectsenHnka MHVYTI

AHA - American Heart Association (AMepuKaHCKasi aCCOITUAIIHS CEP/Ia)

ACC - American College of Cardiology (AMepukaHcKkasi KOJIETUsl KapAUOJIOTOB)
ATTR - TPAHCTUPETUHOBBIN aMUIIOUI03

EACVI - European Association of Cardiovascular Imaging (EBpomnetickast acconmarus

10 CEPJICYHO-COCYIMCTON BU3YaJIU3ALINH)

ESC - European Society of Cardiology (EBpomneiickoe 00111ecTBO KapAHOIOTOB)
HCM Risk-SCD - mkana pucka BCC npu 'KMII
MOGE’S - KJIaccupuKanus KapAuOMUOIaTHi

NYHA - Hero-Mopkekas accomuanmst Kapauoioros



TepMuHBI U onIpeaeICHUS

I'uneprpoduueckas kapauomuonatuss (I’KMII) — renernmuecku oO0ycioBieHHOE 3a00jeBaHUE
MHUOKap/a, Xapakrepusytouleecs runeprpodueil muokapaa nesoro (Oonee 1,5 cm) u/mnum mpasoro
KEIIyJOUKa, 4Yalle AaCUMMETPUYECKOrO XapakTepa 3a CUeT YTOJNIIEHUS MEXKeIyJOYKOBOU
MIEPETOPOJIKH, YTO HE MOXKET OOBSICHATHCS HCKIIOUUTEIHHO MOBBIIIICHUEM HArpy3Kd JaBICHHEM, U
BO3HUKAIOIIEE NMPU OTCYTCTBUU JPYrOro CEPIACYHOrO UM CUCTEMHOTO 3a00J1€BaHusl, META00IMUYECKOTO

WJIY TTOJIMOPTaHHOTO CUHApPOoMA, cBsi3aHHoro ¢ [JDK.

O0cTrpyxkTnBHas runeprpopudeckas kapauomuonatuss (OI'KMII) — dopma TKMII,
CONPOBOXKIAIOIIAACS HApYLICHHEM BHYTPUCEPACYHOW TE€MOJMHAMUKM B BHJAE MPEHSATCTBUS
cuctonnueckomy usrHanuto u3 JOK w/unm npasoro xkemynouka (I10K), 9To mpuBOIUT K YBEIUYEHUIO

rpaguenta gasienus (I'J]) B Berxomnom tpakte neBoro w/mu [1DK xemymouka (BTJIDK; BTIDK).

IUIK BTOpHYHOro reHe3a — yHUBEpCcalbHasi KOMIEHCATOPHO-IIPUCIIOCOOUTENbHAS PEaKIUs B OTBET

Ha W3BECTHBIM FTeMOTMHAMUYECKUIN WU APYTroi (hakTop.

HNoruneprpodpuveckas cragus ['KMII — »stan B pa3Butum 3a00jieBaHUs, MPU KOTOPOM
OTCYTCTBYIOT MPU3HAKUA THUIEPTPOPUU MHUOKApPa, OMPEACNIeMble C TMOMOIIBI0 BU3YATU3UPYIOLTUX

METOIUK.

Cyoxsimnnueckas craauss I'KMII — stan B pazsutuu 3a001eBaHus, IPU KOTOPOM HET KIIMHUYECKON

CUMIITOMATUKH, XxapakrepHoi aist 'KMIL.

I'enorun (+)/¢peHorun (-) — HOCHUTENM MATOJOTHUYECKOW MyTanuu, accouuupoBaHHou ¢ ['KMII,

noruneprpodudeckoi u cyoxkmuandeckon craausimu ['KMII.

Bo3pacT3aBucuMasi NEHETPAHTHOCTb — YBEJIMYEHHE YAaCTOTbl BbISBICHUS (PEHOTUIIUYECKUX
npuszHakoB ['KMII, omnpenensembix ¢ mnomouipio pyTuHHBIX MetofoB (DKL, DXOKI), cpenu

HOCHUTEJIECH MaTOr€HHBIX T€HETUYSCKUX BApHUAHTOB 110 MEPC MOBLIIICHHUA BO3pacTa.

Bue3annasi cepaeunass cmeptb (BCC) — nHenacunbCcTBeHHas, OOyCJIOBJICHHAs 3a00JI€BaHUSIMU
ceplla cMepTh, MaHM(ECTUPYIOIIas BHE3aMHON MOTepeil CO3HaHWS B TEUEHHE IEPBOrO0 yaca ¢

MOMCHTA MMOABJICHHA OCTPBIX CUMIITOMOB.

Crparupuxkanusa pucka BCC — onpenerneHne HE3aBUCHUMBIX NPEIUKTOPOB, OINPEAEISIOMINX
BepossTHOCTh pucka BCC y manueHToB ¢ ONpeaeraeHHoN cepaeuHo-cocyaucTol naronoruei. [lkana
pucka BCC npu 'KMIT (HCM Risk—SCD) pexomenyeTcs B kauecTBe MeToaa orieHku pucka BCC.

Ilepeane-cucronyeckoe ABMKEHHE CTBOPOK MUTPAJIBLHOIO KJanaHa — JBrxkeHue ctBopok MK B
cuctoiny k MXII Bmioth 10 kacanus (MUTpPaIbHO-CENTANBHBINA KOHTAKT), YYaCTBYIOIIEE B CO3/IaHUU

oboctpykiuu BTJIDK. Aurnossseraasiii TepMuH — systolic anterior motion syndrome (SAM-syndrome).

bazaabnas o0cTpykuus (ooctpykmussi B BTJIZK) — npensarcteue Ha ypoBHe BTIDK

CHUCTONMYECKOMY M3rHanuto u3 JIK.



CpeaHe:kesry104K0oBasi 00CTPYKIMS — TPEMATCTBUE CUCTOJIMYECKOMY KPOBOTOKY B CpPEIHEH dacTu

nosnioctu JIK, Ha ypoBHe cpeauHubix cerMmeHToB JDK.

«Knaccuuecknii ¢penorum» I'KMII — mopdodynkumnonansaeii penotun I'KMII, mpu xotopom
coueratorcs acummerpuuHas [JDK (runeprpodus MIKII), ymensienusii pazmep nonoctu JOK u
obctpykiust BTJDK.

JlarenTHas oOcTpykuuss — reMonuHamuueckas (opma oOctpykruBHoii ['KMII, mpu xotopoii
IPENSATCTBUE CHUCTOJIMYECKOMY M3rHaHWi0 u3 JDDK BO3HHMKAaeT TOJNBKO IIpU Harpyske Wi

MIPOBOKAIIMOHHBIX MPOOax.

Herarusnoe pemoneaupoBanue (anmi. adverse remodeling) — duHambHas CTaaus aJalNTUBHBIX U
Ne3aJaTUBHBIX HM3MEHEHHWH B MOpaXeHHOM opraHe. [lpu sToM HaOMIOMAIOTCS «CMEIIaHHBICY
MOpPoyHKIIMOHATEHBIE PEHOTHUIIBI — TUNEPTPOGUUECKUN + AUIATAlMOHHBIN, TUTIEPTPOPHUUECKUit +

PECTPUKTUBHBIHN, U, KAK TTPABUIJIO, YMEHBIIICHUE CTENIEHU TUIIEPTPOPHH.

Pacmiupennasi Muo3KTOMMS — onepaius, Bkitodaromas pesekiuo MXKII B 6onbiiem oobeme, uem
MpU CENTaIbHON MHUOIKTOMHHM TIO A.Morrow, MOOWUIU3ALMIO W PE3EKIUI0 TUMEPTPOPUPOBAHHBIX
HaNMWUSIPHBIX MBI W TUOEPTPO(YUPOBAHHBIX MBIIMICYHBIX TpabeKyn (anukaibHO-0a3aJIbHOTO

MBIIIEYHOTO MTyYKa).

Penyxkums M/KII — xupyprudeckoe (CMD, PMD) unu supoBackyinsipaoe (CAA) Bo3aeicTBHE MO

yMeHbIIeHno TommuHbl MOKTL.

CexBeHHPOBaHME HOBOI0 TOKOJEHHSI pacuiuppoBKa CTPYKTYpPHl JECATKOB M COTEH TEHOB

onpezenseMas OHHOMOMEHTHO.
CenrajbHasi MHOIKTOMHUS — OIEpallus pe3eKInu MUoKapaa B 0azanbubix cermentax MOKII.

YpoBeHb nocToBepHOCTH A0Ka3aTeabCcTB (YI/[) — creneHb yBEpEHHOCTH B TOM, YTO HAWJICHHBIN

3(1)(1)61@ OT MPUMCHCHHA MCAUTTUHCKOTI'O BMCIIATCIIBCTBA ABJISICTCA HCTUHHBIM.

YpoBenb yOeautesbHOCTH pexkoMenaamuii (YYP) — creneHb yBEpeHHOCTH B JOCTOBEPHOCTH
a¢ddexra BMemarenbcTBa U B TOM, YTO CJIEAOBAHUE PEKOMEHIAIMSAM MPUHECET OOJIbIIE MOJIb3bI, YEM

Bp€lla B KOHKPETHOM CUTYyalllH.

®enoxonusa 'KMII — 3a0oneBaHne ¢ M3BECTHBIM 3THOIMATOTCHE30M, (PEHOTHITMUECKHU MOXOXKEe Ha
I'KMII.

®enomen «disarray» — 6ecrops104HOE PACTIONOKEHHE KApTUOMHUOIIMTOB M MBIIIICUHBIX BOJIOKOH.



1. Kparkast ungopmanus

1.1 Onpeaesienne 3a00/1eBaHNS WJIN COCTOSAHUSA (TPyNNbI 3200/ 1eBAHUA WU
COCTOSIHMH)

l'uneprpoduueckas kapauomuonarust (I'KMII) — renernuecku oOycioBiIeHHOE 3a0oJieBaHUE
MHOKap/a, XapakTepusytomieecs: rumneprpodueii Muokapnaa yesoro (6omnee 1,5 cM) w/mim mpaBoro
JKEIyA0UKa, Yalle acUMMETPUYECKOIO XapakTepa 3a CuYeT YTOJNUEHHUS MEXIKEIYI0YKOBOM
MIEPETOPONIKH, YTO HE MOXKET OOBSICHATHCS HCKIIOUUTEIHLHO MOBBIIICHUEM HATPY3KU JIaBICHUEM, U
BO3HUKAIOIIee MMPU OTCYTCTBUU APYTOrO CEPACUHOTO WM CUCTEMHOTO 3a00JIeBaHMsl, METa00IHMUECKOTO

WJIY TIOJIMOPTAaHHOTO CUHAPOMA, cBsizaHHOTO ¢ [JIK.

1.2 JTHoN0THS ¥ ATOreHe3 3200JIeBAaHUS UJIN COCTOSIHUS (TPYIIIbI
3200J1eBAHUN WJIM COCTOSTHUI)

Itnogaorusa 'KMII

I'KMII sBnsercss TeHETHYECKH OOYCIOBICHHOM TATOJIOTHEH; WACHTH(UIIMpOBaHE Oomee 20
NPUYUHHBIX T€HOB, CBA3aHHBIX ¢ pa3BuTueM ['KMII. I'enetndeckuii CkpuHUHT 8 HamOOJEe YacCThIX
OPUYMHHBIX T€HOB, KOJUPYIOIIUX pa3jinyHble OCJIKH KapJIUOMHOLUTOB, J1a€T BO3MOKHOCTH

OTIpeNIeNTUTh MPUUYNHY 3a00seBanHus npuMmepHo B 60% cayqaes [1, 2, 3,4,5,6,7, 8,9, 10, 11, 12, 13].

B ocnoBe pasutus ['KMII nHanbonee yacTo jexaT MaroreHHbIE BapUaHThl B IeHaX, KOAUPYIOLIUX
COKpaTuTesIbHble OelKu capkoMepa — Muo3uH (MYH7), muosuncsssbiBatomuii 0enok C (MYBPC3),
aktuH (ACTC), tpontonun (TNNI3, TNNT2, TNNC) |2, 3,4,5,6,7, 8,9, 10, 12, 13, 14, 15, 16, 17].

Ha nmonto marorenHsix BapuanToB B reHax MYH7 u MYBPC3 npuxoauTcsl OKOJO MOJIOBUHBI BCEX
ciygaeB pasutus [KMII. Manudecranuss KIMHAUYECKUX TMPOSIBICHUM TpHU JIBYyX CaMbIX
pacrpoctpaneHHbIX MyTarusax MYH u MYBP-C Bo3MoxHa B 1I000M Bo3pacte. J[eOroT 3a0oieBaHus
B JIETCKOM M IIOAPOCTKOBOM BO3pacTe, a TAKKE Yy MOJOIBIX B3POCIBIX YACTO ACCOLUMHUPOBAH C
ceMeitHoM opMoii 3aboseBanus U 0oJiee TszKeJabIM TeueHueM [2, 3,4, 6,7, 8, 12,16, 17, 18, 19].

Pazsutne 'KMII nHa done mytamnmit B rene TNNT2 accounnpoBaHo ¢ OOJBIIMM PUCKOM Pa3BUTHUS
cungpoma BCC Ha done ymepennoro yenuuenus tommuabl MXKIT u 6o1ee HU3KUMHU TTOKa3aTessiMu
maccel Muokapaa JOK [2, 3,4, 5,6,7,9, 10, 11, 13, 15, 16, 20, 21, 22, 23, 24].

B OonbpmmHCTBE ciydyaeB nmaToreHHbIe BapuaHThl, accoiuupoBanubie ¢ 'KMII, mpeacrasistor coboit
YHUKAJIBHBIE 3aMEHBI, OIMCAHHBIE OJHOKPATHO WJIM BCETrO JJISI HECKOJIBKUX CIIy4aeB; YaCTOTA KaXKIO0U

Tako 3ameHbl cpenu Beex reHernyeckux npuund ['KMII ve npessimaer 1% [5, 25, 26].

B psne cinyuaeB (5-7%) 3a0oneBaHue MOXET pa3BuBaThbcsi Ha (oHe 2, 3 u Oosiee MATOT€HHBIX

BapuaHTOB. YacTo BCTpeUaroTCs KOMOMHAIIMK MYyTaIliid B TeHAaX, KOAUPYIOIIUX CapKOMepHbIe Oenku. B



3TOM cilyyae 3a0ojIeBaHME XapaKTepusyeTcs 0ojiee paHHUM J1e0I0TOM (4acTo B JETCKOM BO3pacTe),
Oonbiieit crenenbto runeprpodun MIKII u Gonee BeicokuM prckoM pasButusa cunjapoma BCC [3, 4, 7,
16, 23, 27, 28].

Pazputue I'KMII nHa (1)OHG MMaTOTCHHBIX BAPWAHTOB B T'CHAX HHUTOCKCIICTA YaCTO aCCOIIMHMPOBAHO C

coueTaHHbIMH nopokamu cepaua (AMIIII, JIMXII), a Takke nmpu3HakaMy HEKOMIIAKTHOTO MUOKap/a
[3, 4, 29, 30].

[laTorenHsie BapuaHTHl B T€HAX, KOMUPYIOUINX OCNKHU LUTOCKENeTa, HOHHBIX KaHAJIOB, CTPYKTYpY Z-
JMCKOB U JIPYTH€ BHYTPHUKJIIETOYHBIE CTPYKTYpHI, onpenenstor passurue ['KMII B 15-20% [3, 4, 19,
27,29, 30].

Mouexkyasipabiii naroreses I'KMII

B ocHoBe Mmonekymsaproro maroreHesa ['KMII, acconmupoBaHHOM ¢ NMAarOreHHbIMM BAapUAHTAMHU B
reHax, KOJUPYIOLIMX O€JIKH capKoMepa, 4YacTO JIEKHUT HapylIEHHWE KaJblIUEBOIO IOMEOCTa3a,
MOBBIIIEHUE YYBCTBUTEIBHOCTU MUO(DUIAMEHTOB K MOHAM KaJlbLiUs. DTO MPOSBISETCS B YyCHIICHUU
CHJIbI COKpALIIEHHsI CapKOMepa B CUCTOJTY, CHU’KEHUH CTEIIEHU ero pacciallieHus B AUAcToNy Ha (hoHe
HOBBIIICHHBIX TOTpeOHOCTeH KapauomuonuTa B AT®D, uro BieueT HapylIeHHE BHYTPUKIETOYHBIX
CUTHAJIBHBIX ~ MPOLIECCOB W  PEAKTHBAIMIO  KOMIIEHCATOPHBIX  3MOpPHOHAIBHBIX  IPOTrpamMm

runeprpoduueckoro pocra [16, 31].

Ha ypoBHE KapJMOMHOIIMTOB JaHHBIC MPOIECCH MPHUBOAAT K MOBBIIICHUIO CHUHTE3a SMOPHOHAIBLHBIX
dopM capKOMEpHBIX OEJIKOB W aKTHBAIlMM KHWHA3HBIX CHUTHAJIBHBIX KacKaJoB, 00ECICUMBAFOIIMX
mpouecchl codctBenHo rumneprpodhun KMII, mnpomudepanuun GudbpodractoB, TpaHchopManuu
¢ubpobmacToB B MuoudpoOmacTel U qucbaanc B cucteMe koitarenonusa [16, 31, 32, 33, 34, 35,
36].

Ha rucromoruyeckoM ypoBHE OTPaKCHHEM TPSIMOTO JCUCTBUS IPUIMHHOTO» T'E€HETHUYECKOTO
BapHaHTa W MOJIEKYJISPHOTO MaTOTeHEe3a SBISCTCS AUCKOMIUICKCAIUS KapJIAOMHIIMTOB M MBIIICUHBIX
BOJIOKOH — (peHOMeH «disarray», puOpo3 pa3HO# CTeNneHu BbIpaKeHHOCTH [3, 4, 16, 31, 32, 33, 34,
35,37, 38, 39, 40, 41, 42].

ITHOJIOTHSI M MOJICKYJIAPHBIN nmarorede3 penoxonuit I'KMII

3a0osieBaHMs] TEHETHUECKOW M HETeHETUYECKOM Mpupojabl, Mo MOphoPyHKIIMOHAILHOMY (HEHOTHITY
cxoxkunx ¢ 'KMII, Ho umeromue OTIUYHBIN OT HEe STHUOIMATOTeHe3 W, CJIEOBATENbHO, MOAXOABI K

Tepanuu, Ha3biBalOT PpeHokonusimu ['KMII.

HauGonee gacto Bcrpevaronuecs ¢penokonuu ['KMIT u ux MoneKyaspHBIN MaTOreHE3 MPeICTaBICHBI
B tabmuue II1, Ilpunoxenue I'3 [37, 43, 44, 45, 46, 47, 48, 49, 50, 51, 52, 53, 54, 55, 56, 57, 58, 59,
60].

IMarorene3s cumnromoB u cuHapomoB I'KMII



[Tarorenes I'KMII Ha opraHHOM ypOBHE 3aKJIIOUAETCS B COBOKYITHOCTH HECKOJIBKUX CUHIPOMOB:
oocrpykiuu BTJDK, umemun Muokapja, CHUCTONIMYECKOM M auactoiunyeckon aucynkuuu JIK,

aputmuueckoM u XCH.
Cunapom odcTpykuun BTJI/K

B cosmanun ob6ctrpykuuun BTJDK y4acTBYIOT CTpyKTypHBIE, KMHETHYECKHE U T€OMETPUYECKHE
dakrops! [61]:

—

. CTpyKTypHBIE AaHOMAJIUH:

a. cyxxeane BTJDK runeprpoduposannoit MXKII (ymenbmienue crenenn ooctpykuuu BTJIDK mocie
MUOIKTOMUU/CAA 00yCIIOBIIEHO BO3IEUCTBHUEM HA ATOT (haKTOP);

b. [IC/] (nepeane-cucronnueckoe ABmxeHne) ctBopok MK;

C. yMEHbIIIEHHAas oaocTh JIK;

d. aHoManuu TDANWUBIPHBIX MBI (M Jpyrue Majible aHOMaluu cepAana) (runeprpodus u
nuciokanus, noobasounas [IM);

€. alUKaJIbHO-0a3aJIbHBIN MBITIICUYHBIN MyYOK.

2. Kunetnueckue ¢akropsl - runepcokparumocts JOK u yckopenue kpooroka B BTJIK;
3. 'eomeTrpuueckue (HaKTophl:

a. nepennee cmenienue MK, touka koantanuu crBopok MK cmeniena 6mmxe k MXKII [62];

b. Masnblil aopTo-MuTpasbHbIN yroma (<120°).

Yem Gosbiie (hakTOpOB UMEETCS Y KOHKPETHOTO MallMeHTa, TeM 0oJiee BhIpaskeH CHHIIPOM OOCTPYKLUHU
BTJIK.

[lepenne-cucronuyeckoe nBmwxkeHne ctBOpok MK oOycioBieHo crneayrommumu GakTopaMu:

a. anomanuu ctBopok MK (yanunenue, n30bITOUHOCTD);

b. HapymieHne KoopAMHAIIMN KpoBoTOKa B monoctu JIXK B paHHIOIO cHCTONy, B pe3yibraTe 4ero Ha
ctBopku MK geiictByeT cuia, ciuraroniast ux B cropony BTJDK [63, 64];

c. anomanuu xopa MK;

d. MeHblIllee COOTHOIIEHHE UIMHBI TepeaHed u 3agHedt ctBopok MK (<1,3), mpu 3TOM TOUKa
koanTanuu ctBopok MK cmemaercs krepeau ommke k BTJIK [65, 66, 67].

VY nmanMeHToB ¢ JATeHTHON 0OCTpyKIMEH MPOBOLUPYIOUIUMU €€ (HaKTOpaMH SIBJISIOTCS: yBEJIMUYEHUE
cokpatumoctu JDK mpu Harpyske, NpHBOIAIIEE K YMEHBIIEHUIO KOHEYHO-CHCTOIMYECKOTO pa3Mepa
JOK m mnepemnemy cmemenuto MK; yckopenne kposotoka B BTJ/DK B mnepuonm cucronsi,
yeyryoustomiee [IC/] MK [68].

VY mammentoB ¢ 'KMII moxet ObITh NaOmiIbHasT OOCTPYKIIMSA, XapaKTEPU3YIOIMIASICS 3HAYUTEIbHBIMU

CIIOHTAHHBIMU KOJICOAHUSIMU BHYTPHKETy10ukoBOro ][ 6e3 BuauMoi npuiuHsl [69].



Kpome ob6ctpykmmu BTJDK, y manmentoB ¢ 'KMII mokeT HaOmomaTthes CpeaHEKETyI0YKOBas
oOcTpykiusi. CpenHexenyqoukoBass OOCTPYKIMsI pa3BUBAETCAd Yy MallMEHTOB C TUOEpTpodueit

cpenuHHbIX cerMeHToB MOKII u, kak mpaBuiio, B COUETaHUM C TUNEPTPOPUEH MAUIUISIPHBIX MBIIIIT
[70, 71, 72]

[Ipu xomOunupoBanHoil runeprpopuu (MXKII + anukanbHble CErMEHTBI) MOXKET ObITh 2-ypOBHEBAs

obcTpykmus (cpennHHO-X)emynodkoBas + Ha yposHe BTJIK) [73].
Cunapom nmemun muokapaa JIoK

YV nanuentoB ¢ I'KMII mnpu HMHTaKTHBIX KOPOHAPHBIX apTEPHSX MOXKET pa3BUBATHCS HILIEMUS
MUOKapaa. B aHmios3eiuHONM  nuTeparype ucnonb3ytoT TepmMuH INOCA  (ischemia and
no obstructive coronary artery) [74].

(DaKTOpBI, MNPUBOAAINMEC K MINCMHUH MHUOKap/a:

a. OTHOCHUTEJIbHASI KOpOHApHasi HEJOCTAaTOYHOCTh (YMEHBIIEHUE pe3epBa KOPOHAPHOIO KPOBOTOKA
P BBIPAKEHHOU TUIIEPTPOPUN);

b. umemust CyOdHIOKapIUAIbHBIX CJIOEB MHOKapJa 3a CUeT KOMIIPECCHUU HHTpaMypasibHbIX
KOPOHApHBIX apTEpUl;

C. IEpUBACKYIIAPHBIN  QUOpPO3, MpU HTOM HUHTpaMypajibHble KOPOHApHBIE apTepUUd HE MOTYT
pacIMpuThCd BO BpeMs (DU3MYECKOM HArpys3Kd, KOTJAa BO3pacTaeT MOTPEOHOCTh MHUOKapiaa B
KHCIIOPOJIE U TPEOYeTCsl yBETMUEHUE KOPOHAPHOTO KPOBOTOKA;

d. BpoXKJieHHas! MaToJOTvs KOPOHAPHBIX apTepUil — «MHUOKapAHAJIbHBIE MBIIIEYHbIE MOCTHUKU» U
MHTpaMypaabHOE PACIIOIIOKEHNE BETBEH KPYITHBIX KOPOHAPHBIX apTEPHii;

€. IOMUMO TMEePEeYUCIEHHBbIX TnpuuyuH, y 15-25% mnauumeHToB HAOMIOAAIOT COMYTCTBYIOIIMNA
aTepoCKIIEpO3 B 3MUKApAUaIbHBIX KOPOHAPHBIX apTepusx (B cTapuiedl BO3PACTHOW TIpymie

MaIMEeHTOB).

VY mamuentoB ¢ ['KMII wmoxer pasBuBathcsi uHpapkr Muokapaa (MM) kak 2 Tuma, (0e3
arepoTpom603a), Tak U 1 Thuna. PakTopbl pucka paBUTHs UH(pApPKTa MUOKap/a 2 TUIA y MalUEeHTOB C
I'KMII npencrasnens! B Tadmute 119, [Mpunoxenune I'1. [75-90].

Cunapom quchpynxuun JIK

Huacmonuueckan ¢ynkyusa JIZK wmoxeT OBbITh HapylleHa YK€ Yy HOCHUTENeH MyTaluu, B

noruneprpopuyeckoit craauu ['KMIT — rerorun (+)/dbenotun (-) [91].

[Tpu I'KMII HapyuieHHs: KacaroTCsl IByX OCHOBHBIX JIETEPMHUHAHT JAACTOIMYECKOro HamoinHeHus JDK
— AKTHUBHOW peNakcallid M pacTsDKUMOCTH Muokapna. [umeprpodusi Muokapaa per se€ BBI3bIBACT
HapylLIeHUE AaKTUBHOIO pacciabieHus. XaoTUYECKOE PACIOJIOKEHNE COKPATUTEIbHBIX 3JIEMEHTOB
(disarray) m wHTepCTHUIIMAIBHBIN (UOpPO3 MpUBOAAT K CHWXKeHWUIO momammBoctu JDK, u, kak
CJIEICTBUE, K BO3PACTAHUIO CONMPOTUBJIEHU HanosHeHUI0 JDOK 1 MOBBIIEHUIO JAaBJIECHUS HAITOJIHEHUS.
B navanpupix ctaauax ['KMII napymieHo ToabkO akTHBHOE paccialleHue MUOKapia, Mpu 3TOM

nasnenue B JIII He yBenmdeno. Ilo mepe mporpeccupoBanusi runeprpoduu, pasButus (Hudposa,



HapacTaHWUsl  CTENEHM  MUTPAJIbHOM  pEerypruTaluu, MPUCOCIUHEHUS  HUIIEMHM  MHUOKapja
JIUACTOIMYECKUE HApYLIEHUSI HapacTaloT, NPUBOAS K yBenuueHuto nasieHus B JIIT (coorBeTcTBEHHO, U
k yBennuenuto KJIJ{ JIDK). Taxke BbIpakeHHas QUACTOIMYECKash AUCHYHKIUS MOXKET MPUBOIUTH K
Pa3BUTHUIO JIETOYHOM TUNIEPTEH3UH Y HEKOTOPbIX anueHToB (JII'y 50% cumnToMHBIX mauueHToB) [91-
96].

Cucmonuueckasa ¢ynkyusa JIZK MOXET OLEHHBATHCS KaK MO MAapaMeTpaM COKPAaTHMOCTH, TaK U IO

00BEMHBIM ITOKA3ATEISIM.

- I'moGanpnas cuctonmueckas ¢ynkuusa JDK, oueHuBaemas mo mnapameTpaMm COKpaTUMOCTH, Y
naureHToB ¢ I'KMII cBepxHOpManbHas, 4yTo BbipaxkaeTcsi Bbicoko @BJDK. Cnenyer ywectb, 4TO
nokazarenb OB npu [JDK n manenpkom JDK MOKET HEKOPPEKTHO XapaKTEpPU30BaTh COKPATUMOCTb.
Pernonanbnas cuctonuueckas Qynkuus JDK rereporenna: runeprpodupoBanHbie cermeHThl JIK
TUMOKUHETUYHbl  (CHMDKEHA  CTENEHb  CHCTOJIMYECKOTO  YTONIIeHuss U gedopmanus), a

HErUnepTpoPUPOBAHBIE CETMEHTHI UMEIOT HOPMaJIbHYI0/CBEPXHOPMATBHYIO COKPATUMOCTD.

- O6peMHbIM nOKa3aTesneMm cuctonnueckor pynkunn JIK ssnsercs Benuunna ynapHoro oobema (YO).
[Tpu 'KMII u ymensmennom JIXK (mamnsiii KJO) YO camxken, HecMoTpst Ha Bbicokyto @BJIK. Takke

CHIKEHA BO3MOXKHOCTH Ipupocta YO mpu pusnueckoil Harpyske.

- Cucronmuueckas ¢ynkuus JIK, ananmsmpyemas 1Mo CHCTOIMYECKON medopMamuu, MOXET OBbITh

HapymieHa yxe y Hocutenet [ KMII-myTtanuu, Ha 1orunepTpopuieckoi CTaauu.

- Ilpu mporpeccupoBanun 3a0osieBaHusl (HEraTUBHOE peMojaenupoBanue, adverse remodeling) B
JIWIATAllMOHHOW CTaauu HAOMIOAAeTCs YMEHBIIIEHHWE CTENeHUu TUneprpoduu («BBITOpAHUEY),

compoBOXKIaeMoe cHrkeHrneM oomeit cokparumoctu JDK (OB < 50%) [21, 24, 92-94, 97-101].
7K npu I'KMII

VY 30-44% nauuento ¢ 'KMII nabmronatorcst cTpykTypHble U (pyHKIIMOHambHbIe HapymeHus B [TK.
Kpurepuem runeprpopun mmokapna DK cuuraercs yBennuenue Ttonmuubl cteHku [DK > 5 mwm.

Tonmuua muokapaa [1K > 10 mm cuuraercs sxctpemansHoi ['TIDK [102].
l'uneprpodus [1K B equHuYHBIX cilydasx ObiBaeT u3oaupoBanHol, 0e3 I[TDK.

CrpykrypHoe pemonenupoBanue [IDK B 15-90% mnpuBOIUT K BHYTPHKEIYIOYKOBOW OOCTPYKIIUH,
KOTOpast MOXKET ObITh Ha ypoBHE cpelnHHbIX cermeHToB IDK nnu Ha ypoBHe BeixogHOro tpakra IDK
[103]. Kpurepuem Hammuust obctpykumu BTIDK cumraercss yBenuueHue rpajueHTa JaBJICHUS B
BTIDK >16 mM pt. cT. B mokoe [104].

Cucmonuueckasa oucynkyua IZK nposiBnsieTcs yMeHbIIEHUEM NpoAoiasHoi nedopmannu [DK; npu
sToM Japyrue mnokazarenu cuctonudyeckoi Qynkuuu IDK (TAPSE wu  s’nmarepanbHOi  yacTu

TPUKYCIIUAAJIbHOTO KOHBHa), KakK IIpaBHJIO, B IIPECACIIaX HOPMaJIbHBIX 3HAUYCHUU.

Huacmonuueckan ouchynkyun 2K B HauanbHBIX cTaausx xapakrepusyercs E/A<I, yBennuenuem

RV DecT (Bpems 3amennienust kpoBoToka B a3y pannero Hanonnenus [DK), E/e’ >6,0. [Tokazano, uto



Hanuuue auactoinndeckor quchynkimu [DK sensercsa npenuxtopom BCC u XCH [96, 102-109].
BHe3anHasi cepaeyHasi cMepTh

B ocnoe maroreneza BCC nexar ¢artanpHble HapyIICHUS pUTMa, BhI3BAaHHBIC UIIIEMHUEH MHOKapaa U
anekTpudeckoi HectabmibHOCTRI0. BCC wamie oOycnosnena @XK (62,4%), 6paguaputmusimu (16,5%),
KT tuma «Torsades de pointes» (12,7%), KT (8,3%) u acucromumeit [79, 110 -121].

CHHKOIIBI

CuHKONaJbHBIE  COCTOSIHUA  MOTYT OBITh  OOYCJIOBIEHBI KaK apUTMUYECKUMH, Tak U
reMOJIMHAMUYECKUMHU MpuyrHaMu. K TeMoIMHaMUYeCKUM MPUYMHAM OTHOCST CHTYaTUBHOE
yBenuuenue ooctpykuuu BTIDK (pusmyeckas Harpyska), BbI3bIBAIOIIEE 3HAYMMOE YMEHbILIEHHE
yaapHoro oobeMa u najgenue AJl, a Takke CHIKeHUE MepuepruuecKoro CONpOTUBICHUS B pe3ylibTaTe

HEeaJICKBaTHOM Ba30uIaTaIlii, B TOM YHCIIe Ba3oBarajibHbie 0OMOpokH [122-125].
Oudpu/IALMS NpeacepaAnit
DaKTOpHI:

a. «rpejicepAHas Muomnarus» - mokazaHo, uro ¢ynkuus JIII Hapymiena y Hocuteneit MyTanuu B
JOKJIMHUYECKON CTaJHH 10 pa3BuTus runeprpodun [126].

b. cTpyktypHoe (munmatanus) W (QyHKIHOHAIbHOE pemonenupoBanue JIII, mnpuBomsmee K
AIIEKTPUUYECKON HECTAOMIIBHOCTH

C. uHTepcTUIMaIbHbI Guodpo3 JIII [127, 128].
XpoHnueckasi cepeyHasi HeIOCTATOYHOCTD
@DaKTOpHI:

. ymenbineHHbi JOK (Mansiit KJIO) u, HecMoTpst Ha Beicokyto @BJDK, maneiit YO JIK;
. HECTIOCOOHOCTh YBETUYHThH B IOJDKHOM cTenieHr YO npu pU3nyeckoil Harpyske;

. ooctpykius BTJDK, BHOcsmas Bkinan B ymenslinenune YO;

o o o

. cucronnueckas apucynkius JOK npu nporpeccupoBannu ['KMII, ocoGeHHO B IuaTaliiOHHON
cTaauu (Mmemusi Muokapaa, auccuaxponus JIK);

. muacrommueckas aucynkius JIK (bubpos muokapaa, moseimenue aasiaeHus B JIIT u K1)

. MUTpaJibHas peryprutanus (BHOCUT BKJIaJ B oBbILIeHUE naBieHus B JIIT);

. HapymeHus putma (PII);

= 0Q - O

. JICTOYHAaA TUICPTCH3 M.

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

1.3 dnuaeMuo0rust 3200/1eBaHN WM COCTOSAHUSA (TPynnbl 3200/1eBAHUN WU
COCTOSIHMH)



[Tpu 'KMII HeT ueTkoii reorpadudeckoii, STHUIECKON WU TIOJIOBOU CTPYKTYPBI PACTIPEICIICHHUS.

I'KMII — mnpakTH4ecKd €IMHCTBEHHOE KapAHOBACKYISpHOE 3a00JeBaHUE, KOTOPOE MOXKET
MaHU(ECTUPOBATh B JOOOM BO3pacTe YeJoBeKa OT MJIAJCHUYECTBA /10 NIyOOKOH CTapoCTH (C MEpBbIX
nHel 1o 90 u Oonee neT); Npy TOM CPEeTHUN BO3PACT NAI[MEHTOB IIPU YCTAHOBKE IMAarHO3a COCTABIISET
3040 ner.

CornacHo JaHHBIM 3MUAEMUOJIOTMYECKUX MCCIEIOBAaHUM, MPOBOJAMMBIX B Pa3HbIX YacTAX CBETA,
pacnipoctpaneHHocTh ['KMII cocraBmsier 1:500 B oOmiedt momymnsiiuu. B pasHbIX BO3pacTHBIX

koroprax oHa Bappupyetcs ot 1:500 mo 1:200.

[Ipu mpumenenun Oosiee 4yBCTBHTENbHBIX MeToAoB Buzyanusauuu (MPT, KT) u 6onee mmpoxom
UCIIOJIb30BAaHUH T€HETHUYECKOTO TECTUPOBAHUS U KACKAJHOTO CKPUHMHIA JUJIl POJCTBEHHUKOB NEPBOM

nuHuM poactsa pacnpoctpaneHHocts ['KMII coorBerctByer 0,6% (1:167) .

Yacrora B 00mieli momymsaiuu npesbimaet BerpedaeMocts ['KMII B kapauonorudeckoi mpakTUke, Tak
Kak OOJbIlIasi 4acTh MallMeHTOB OCTAETCA HEUJECHTU(UIMPOBAHHOW BBUIY OeccumnTomMHoOCTH. [Ipu
BBISIBIICHUU TUNIEPTPO(UM cepAla B CTApPIIMX BO3PACTHBIX Tpynnax u Tonmuue crenku JDK 12 mm u
0osee HEOOXOAMMO YUYHTHIBaTh BO3MOXKHOCTH (heHokormii [ KMIT u Bropuunoit IJDK [3, 4, 28, 31,
134, 135].

1.4 Oco0eHHOCTH KOAUPOBAHUA 3200/IeBAHUSA UM COCTOSIHUS (IPYyIIIbI
3a00J1eBaHM il MJIN COCTOAHMI) 110 MeKIYHAPOIHOM CTATUCTHYECKOM
Kiaaccupukanum 0osiesHer U MPoodJeM, CBI3aHHbIX CO 310POBbEM

[42.1 — OOGcTpykTuBHas runepTpoduyueckas KapIMOMHUOIATHUSI.

142.2 — Jlpyras runeptpoduyeckasi KapJHOMHOIIATHSI.

1.5 Knaccudurkanus 3a00/1eBaHUA UM COCTOSHUSA (IPYyNNbI 3200J1eBaHUHA WA
COCTOSIHMH)

B noBcegHeBHOM KIMHMYECKON ITPAKTUKE ITPUMCHAIOT HCCKOJILKO KHaCCI/I(I)I/IKaHI/IOHHI)IX noaxoa0B —

KJIMHUYECKUM, TeMOAMHAMUYECKUN, MOP(OIOTHUECKU, TeHETUUECKUH.
Knnanueckue Bapuantel Teuenust ' KMII — cm. pazpen 1.6.
I'emonmHamMuYecKUii MPUHIUN KJIACCUPUKALNH

B 3aBucumocTu ot Hanuuus uian orcytcTBus oocTpykuuu BTJIK B mokoe u mpu Harpy3ke BBIICISIOT

cnenyromue BapuanTel ' KMIT:

- neooctpyktuBHast [ KMII: Tl 8 BTJIXK <30 MM pT.CT. B MOKO€ M MPU HArpy3Ke



- ooctpyktuBHas ['KMII: T'J] 8 BTJIXK >30 (50) MM pT. CT. B TOKO€ U TIpH HArpy3Ke.

- marentHas ooctpykuwmsi: I'J] B BTJIDK <30 B mokoe u >30 (50) MM pT. CT. Ipu Harpy3kKe.
(moapo6uee kputepun obctpykimu BTJIK cMm. B paznene «/lnarHocTukay)
Mopddosornyeckniit npuHumnn kiaccupukanuun 'KMII

1. Acummetrpuunas popma ['KMII
a. l'uneprpodust MXKII (+/- BoBneuenue [12K):
1. bazanenoit vactu MXKII (cyGaopranbHas)

ii. CurmoBuanass MOKII

111. ['uneprpodus Beeit MIKII

iv. IBosikoBbinyknass ~ MOXKIT  (ammi.  «reverse  curve») —  MPEUMYILIECTBEHHO
cpenuexenynoukoBas runeprpodus MXKII 6e3 BoneueHus: ceoboaHoi crenku JIK [136,
137]

v. Kombunuposannas (MXII + gpyroit otaen JDK unu 1K)

b. AnukanpHas runeptpodus (+/- cpenuaable cermeHTs! JDK)
c. CpennexenynoukoBasi ' KMII (¢ BoBieueHnem cpeauHHbIX 0Tnen0B He Tosibko MXKII, HO u
cBobonnoi crenku JDK, JIK tuna «mecounsie yacoi»)

d. T'uneprpodus npyroii crenku JDK (OokoBast, 3aaHss)
2. Cummetpuunas gopma I'KMIT

B oreuecTtBeHHOM U 3apyOeHOW JuTepaType MHOIJA UCHOJIb3YeTCs TEePMHUH «Iuddy3Has
runeprpopus JDK», mony KoTOpplM MOXKHO IOHMMAarh KOMOMHHMpPOBaHHYIO (IIyHKT l.a.v.) wniam

cumMeTpuuHyto runeprpoduro JOK [138].
ITo cmenenu gvipasxcennocmu cunepmpoghuu

1. «YmepeHHas» (B aHIIOSA3BIYHON JUTEpaType MCHONB3yeTCs TepMUH «mild») — (MakcumanbHas
tonmuHa creHku JOK <18 mm).
2. [TpomexyTouHas.

3. DkcrpemanbHas (MakcuMaibHas ToimuHa cteHku JIK >30 mm).

[Ipennoxkena knaccudukanus kapauomuonatuii MOGE(s) (2013), xoTopasi BbIIEISET HE TOJIBKO
«knaccuueckue»  MophodyHKIMOHANbHBIE (DEHOTUNBl  (rUNepTpoPUUYECKUl, IUIaTallMOHHBIH,

PECTPUKTUBHBIN, apUTMOTCHHAs AUCIUIAa3Usi, HEKOMITAKTHBIA MUOKAp/), HO U CMEIIaHHbIe (PEHOTHUTIBI
(mpu I'KMIT — cm. tabmuny I1 2, [Tpunoxenne ['3) [15, 43, 139].

1.6 Kiinnnueckasi KapTUHA 32001eBaHUS UJIM COCTOSIHUS (TPYyNIIbI
3200/1eBAHUN WM COCTOSTHUI)



I'KMII — 3a0oneBaHue, XapaKTEepHU3YyIOIIEeCs BBIPAKEHHOW TETEPOreHHOCThIO  KIIMHUYECKHUX

IIPOSIBIICHUM.
Knnaunueckue BapuanTel Teuenus ' KMIT:

1.BCC - wMoxer orMmeuarbcst npu JoOom Bapuante TeueHuss ['KMII, B Ttom uymcie  0Oe3
MPEIIECTBYIONICH CUMIITOMATUKK (HanOoJiee YacTO BCTPEYACTCS y MOJIOJABIX MAIMeHTOB < 35
JIET, BKJIKOYAsi CHOPTCMEHOB).

2. beccuMIITOMHOE TEYEHHE - BCTPEYAETCS Yy MALMEHTOB C HCXOJHO HEOOCTPYKTUBHON (opMoi
I'KMII (nebGonbmias creneHb runeprpoduu mMuokapaa, 6e3 comyrcTByrommx anomanniit MK).
[TpoaomKUTENBHOCTD KU3HH Y 9TUX MAIIMEHTOB KaK B 001IeH MOMysiuu - 75 et u 6omnee. Taxxke
0eCCUMIITOMHBIMH MOTYT OBITh MAlIMEHTHI ¢ HEOOMbIION cTeneHbio o0cTpykuuu BTIDK (B mokoe
W/WJIY TIPU Harpyske).

3. CumnTomMHOe cTabunpHOE (Ha (POoHE MEAMKAMEHTO3HOM Tepanuu) 100poKaueCTBEHHOE TEUCHHE

a. y TaIMEHTOB C UCXOMHO HeoOCcTpyKTHBHOU Popmoit ' KMII
b. npu OI'KMII ¢ HeGonbioi crenensto ooctpykuun BTJIK.

4. CumntoMHoe ocnoxkHeHHoe TeueHne ['KMIT mposiBisieTcs:

a. pubpwusiLMen npencepanii — mapokcu3MalbHasi, IEPCUCTUPYIOIIAs UK MOCTOsTHHAS (0T 25
no 30%), accouMMpoBaHHasi C CEpPACYHOM HEJOCTATOYHOCTHIO PA3JIUYHON CTENEeHU
BBIPAKEHHOCTH U TIOBBIIEHHBIM PUCKOM TPOMOOSIMOOIUYECKUX OCIOKHEHHUH, BKIIIOYAs
WUHCYJIBT

b. XCH - mnosiBieHue OABIIIKH, CIa00CTH, YTOMIISIEMOCTH, B COYETAHUHU, MPECUHKOIBI U
cunkonbl, aputmun. Hapacranue Tspkectu XCH no -1V ®K (NYHA) npu coxpaneHHoi
cuctonnueckor ¢pynkimu JDK

c. CunzipoM creHoKapAuu (B TOM 4HCIE aTUMUYHBIA OoNeBoM cuHApoM) miu Oe30oneBas

nmemus. Mmemus muokapaa npu I'KMII moxet ocnoxusaTeest UM 2 tuna.
5. CUMIITOMHOE T€YEHHUE C HETATUBHBIM PEMOJEITUPOBAHUEM

a) «KoHeuHnast cragus»: AanpHEWIIee NPOrpeCCHPOBAHUE SIBIICHUM 3aCTOMHOM CEepAeYHOU
HEJ0CTAaTOYHOCTH, CBA3aHHOW C HETaTUBHBIM PEMOJICIMPOBAHUEM U BBIPAKEHHOW CHUCTOIWYECKON W/
win nquactonudeckon nuchynkuuent JOK (penorunsr FKMIT+AKMIT unu 'KMIT+PKMIT).

0) PaszButue Bepxymeunoi aneBpusmbl JIOK — npu oOctpykiuu cpenneit yactu nonoctu JOK
(penxuii BapuanT Teuenus [ KMII).

®opmanu3oBaHHbIM moaxof, npemiokeHHsld Rowin E.J., Maron M.S. u coast. [140], k oueHke
BApUAHTOB KIMHUYECKOTO TEUEHUs MPEJIaraeT yYWTHIBaTh y TAIlMEHTa OAHOTO U Ooyiee OZHOTO
cungpoma (XCH+®II), (XCH+BCC), (®I+BCC), (XCH+®PII+BCC) u ucnoib3oBaHUE TEpMHUHA

«mporpeccupytomee redeHue cumnromuon I'KMID».

OcCHOBHBIE KJIMHHKO-MOP(]OTOTHYeCKre BapuaHThl TE€YCHUS W HcxXoibl 3abomeBanus npu ['KMII
npeacrasiensl B Tadbnuie [113, Ipunoxenue I'l [3, 4, 24, 29, 34, 97, 98, 116, 138, 140-151].



2. Jlmarnocruka
Kpurepun nuarnoza I'KMII

Kpurepuem nuarnoza ['KMII y B3pociibIX gBisieTcs yBeIuYeHUe TONMMHBI cTeHkr JIK B ogHOM mim
Oonee cermeHTax > 15 mm (ompenensiemoe J10ObIM BuzyasuzupyoomuM merogom — DXOKI/MPT/
KT), koTopast He 00BSCHSIETCS UCKIIIOUUTEIBHO YBEIIMYEHUEM HArpy3KHU JaBJIeHUEM. Y POACTBEHHUKOB

npobanaa kputepuem auarHoza I'KMII ssnsiercs tonmuna crenku JIOK, paBaas 13—-14 mm [4].

Jlmarnoctrka MOXeT ObITh 3aTpynHeHa B cutyanusx couetanus ['KMII u Al y cmopTrcmMeHOB U Ap.

Taxoxe nuarno3 I'KMII tpebyet uckmouenus penoxonuit 'KMIT (cm. paznen « 'KMIT u AI»).

Kpurepuem BoBneuenus K mpu I'KMII sBiserca yBenmnuenue tonmuusl cteHkn DK >5 mwm, a

tonrHa Muokapaa [DK >10 mm cuuraercs skctpemanbHoit I'TIK [134,152].

Kpurepuem muarnosza obctpyktuBHOi ['KMII GonbImIMHCTBO €BpOMEHCKUX HCCIEAOBATEICH CUMTAET
I'JT 8 BTJI2K >30 MM pr. cT., B mokoe win npoBouupyeMbiid. ['J[ > 50 MM pT. CT. cuuTaeTCsi KpUTepUemM

reMOJIMHAMUYECKH 3HaYMMOM oOcTpykimu [4, 153].

AMepukaHCKHE uccienoBarenu kputepueM auarHo3a ooctpyktuBHoi ['KMII cuuraror '] B BTJIK
>50 MM pT. CT., B [IOKO€ WJIM IPOBOLMpPYEMBIi. JlJi1 IpOBOKaLMK MpeuiaraeTcs Harpy3ouHas npooa, a
He mpoOa BanbcanbBbl, T.K. ObLIO MOKa3aHO, yTO MpobOa BanbcanbBel HE 00Ja7aeT JOCTATOYHOM

YyBCTBUTEJIBHOCTHIO [3, 4, 154].

I[Ipu T'KMII, kpome cybOaoprajibHONM OOCTPYKIMH, MOXET HAOMIOAAThCA CpPEAHEKETYA0UKOBas
oOcTpykiusi (M30JUPOBAaHHAsT WM B coueTaHun ¢ cybaopranbHou). Kpurepus TIJ] nans

CPEIHEKEITYI0YKOBOI 0OCTPYKIIMH HE BEIPAOOTaHO.

Kpurepuem obctpykiu BTIDK cunraercst ysenuuenue I'J] 8 BTIIDK > 16 MM pr.ct. B mokoe [104].

2.1 7/Ka100bI 1 aHAMHE3

e V BceX MalMeHTOB PEKOMEHIOBAH JIeTadbHbIN aHamu3 kanob u anamuesa [1, 3, 4, 79, 155, 156].
EOK "er (YA 5 YYP CO)

KOMMCHTapHﬁ: MHO2cU€e nayueHnivl He umerom AHCAN00 UNU OHU MATO3HAYUmMeENbHbl. B maxkux clyuaix

OUAcHO3 CMasumcs Cle’-lalszO uimu no pesyibmanidm CKpuHuHed.

Lonacen 6bims peuwier 6onpoc 06 omMaAUYUU UCIIUHHO20 OMCYMCMBUSL CUMNIOMO8 OM A0anmayuu 3a
cuem o00paza JHCU3HU, NYMeM NpPOBeOeHUs Mmecma ¢ MAKCUMAIbHOU NepeHOCUMOl pu3uieckou

Haepysxou u oyenku ouomaprepos XCH 6 ounamuxe.

B pazeepnymoii cmaouu 3abonesanus npu I'KMII naubonee uacmvimu sxcanobamu A6110mcs 00bluiKa,

cHudxcenue monepanmuocmu k DH, paznoobpasmvie 0Oonesvle owyujeHus 6 2epyOHOU Kilemke



Kapouanieuiecko2o U/uiu CMeHOKApOUmU4ecko20 Xapaxkmepa, Hapyulenus pumma cepoedHol

OdesimenvHoCcmu (nepebou, yuawjenHoe cepoyeduernue), 201080KpYH#CeHUe, NPECUHKONbL U CUHKONBIL.

Baowcno nomnums, umo manugpecmayus kaunuveckux nposeienuit I’ KMII 6 monooom u noscuiom

eospacme umeent CyueCmeeHHnble pa3iudusl.

Monoooti  eo3pacm accoyuuposarn ¢ cemelnou Gopmoll 3a00ne8aHUs U ABNAEMCA  BANCHOU
O0eMePMUHAHMOU  MANCECU  MeUEeHUsl, PUCKA HeHCeNamelbHblX KAPOUOBACKYISPHBIX COObLIMULL

ookazanuwvim axkmopom pucka BCC.

Heobxooumo yuumsieame 6ce, 6 mom 4ucie OONONHUMENbHblEe «HO8bley, ¢haxkmopwul pucka BCC,
0COOEHHO y HOocumenel NAMmo2eHHbIX BAPUAHMO8, 8 MOM UYUCle V POOCMBEEHHUKO8 NpoOaHoa —

eenomun (+)/¢penomun(-) (cm. cooms. pazoenvt)

IIpu coope cemetinozo anamuesa oopawaiom 6HUMAaHue Ha Mo, OblIU U Y POOCHEEHHUKO8 YKA3AHUS
na BCC, XCH, cunkonanvHvle cocmosinus, umnianmuposannvie IKC, uncyrom 6 monooom eospacme u

opyeue cucmemHvle 3a001€8aHUSL.

Tooicunoii 6o3pacm accoyuuposan ¢ Hecemeunol @opmoti 3a6onesanus u komopouonocmoio (Al
UMT/oocupenue, oucrunudemusi, UbC).

2.2 Ou3ukaJabHoe 00cIe10BaHue

e YV BceX TMAalMEHTOB PEKOMEHAYETCs CTaHAapTHOE QU3HKAIbHOE OO0CHeI0BaHUE CEpJCUHO-
COCYZIUCTOM CHCTEMBI, BKIIIOUAIOIIEE ayCKYIbTalUI0 cepaua, usmepenue AJl (mpu HeoOxonuMocTu
— TIOBTOPHOE, a TaKXe JieXka, CUAs, CTos), manbnanuio mynbca, usmepenne YCC (mpu OII —
neduut myneca) [3, 4, 157-161].

VIJ15VYPC

KommenTapuii: ocunosnou ouacnocmuueckuii npusnax oocmpykmuenou [KMII — 2epyowii
CUCMONUYECKUL UWYM 8b1OPOCA, KOMOPDBLL BbIAGIAION HAO 8Cell NOBEPXHOCHb Cepoyd, ¢ MAKCUMYMOM
Ha 6epxyuike u 6 uemeepmom mexcpedepve cieea om epyourvl. Cucmonuveckui wym —
HU3KOYACMOMHDBLU, HOCUM Xapakmep KpewjeHO0-0eKpeujeHoo, GblCIVUUBAeMCsl 800Mb J1eB020 KPAsl
2PYOUHbL U YCUTUBAEMCSL NOO 8030€UCmeuemM GaxKmopos, YeeIudusarowux GHYMpUuiICeryO0uKosblil
2paouenm O0daslleHUsl: nepexo0 8 GePMUKAIbHOe NOLONCeHUe, OUHAMUYECKAs (PU3UYecKas HacpysKda,

maxuxapous, npuem nuwu, npooa Banvcanvevl, npuem nepugepuieckux 6az00Unamamopos.

bonvuwuncmeo nayuenmos ¢ obcmpyxkyueti BTJDK maxowce umerom ayckyiomamuenvie NpUHaKu
mumpanvrou pecypeumayuu. Co cmoponvi opyeux cucmem u opeanog npu I’ KMII obviuno knunuuecku

3HauuMblx OmKa1oHeHuu vem [3, 4, 157, 162].

Y nayuenmos ¢ obcmpyxkyueu BTIDK uacmo ewiaensemcs Heycmoudusocms apmepuaibHo2o nyivcd

(3nauumenvuvle konebanus YCC 6 opmocmase u kKiuHocmase, 80 epems 60OPCMEOBAHUS U CHA).



e Pexomennyercs oOpaTuTh BHUMaHHE Ha BHECEP/EUHbIC MPOSBICHUS 3a00JI€BaHUs, YKa3bIBAIOIINE
Ha penoxornu ['KMII [37, 43, 44, 46, 47, 49-51, 58-60, 163-166].

EOK IB (YIJ1 4 YYP C)

2.3 JIabopaTopHble AMATHOCTHYECKHUE UCCJIEI0OBAHMS

e V Bcex mauueHtoB ¢ I'KMII ans BbIsiBIEHUS COMYTCTBYIOLIMX 3a00J€BaHUI pPEKOMEHAYETCs
pyTHHHOE JabopaTopHOe oOcCeqoBaHWE, BKIIIOYAIONICe KIMHWUYCCKHM aHalu3 KPOBH W OOIIUH
aHaJIM3 MOYHM, OMOXMMUYECKHUI aHalu3 KPOBU (XOJIECTEPUH, TPUTTIUIIEPHU b, Kanuid, HaTpuid, ACT,

AJIT, moueBuHa, KpeaTUHUH, OUIUPYOUH, TIII0K03a) [3, 4, 167].
YIAS5YYPC

KommenTapwuii: pymunnoe nabopamopnoe obcniedosanue nomozaem 6bl8UMb CONYMCMEYIoujuUe
3a601e6aHUs, KOMOpble MO2YM 8bI36aMb UIU YCY2YOUMb MUOKAPOUANbHYIO OUCHYHKYUIO U COCTNOAHUE

nayuernma.

Onpeoenenue KonyeHmpayuu N-mepmunaibHo20 npo-mo32068020 Hampuiypemuyecko2o nenmuoa (Nt-
proBNP) u ewicokocneyuguunoco cepoeuno2o mponoHuHa 6 niasme He 6Xo0um 6 pPYMUHHOe
nabopamopHoe 0bcriedosarue, 0OHAKO, UX BbICOKUE YPOBHU ACCOYUUPOBAHbL C 8blpadiceHHocmbio [[/],
TTDK, masicecmblo (hyHKYUOHATbHBIX HapyuwieHull (uuiemuu muokapoa, npozpeccuposanue XCH) u
Hebnazonpusmuvim npocnosom [4, 32, 34, 92, 96, 141, 168].

o Ilpu nomo3penun Ha koHKpeTHYIO (peHokonuio I'KMII ¢ nensio npoeaeHus auddepeHimaibHoro
JIMarHo3a peKOMEHIyeTCs CIelnaibHOe JabopaTtopHoe oOcienoBanue. [3, 4, 44, 46, 47, 59, 60, 64,
92,163, 169].

EOK IC (Y1 VYP C)

KommenTapuii: xexomopvie noxazamenu, nozeonsiroujue npeonolo#CUms KOHKPEMHbIL OUACHO3

genoxonuu I'KMII, npuseoenvt 6 maonuye I11, [punosxcenue I'l.

I'KMII — smo ouaenos uckniouenus. Denokonuu, emopuunsie u cneyuguueckue npudunsvt 1JDK u

T'TIDK 0ondicHbl Obimb UCKIIOUEHDbL.

QpaTeFI/IH TFCHETUIECCKOI'O TECTUPOBAHUSA U CeMEeHOro CKPpUHHUHTI'A

e Meauko-reHeTUYEeCKOEe KOHCYJITUPOBAHME PEKOMEHJIOBAHO MPOBOJAUTH MPOoQeCcCHOHAIaMH,
0OyYEeHHBIMH B DTOW CIIEIIMAIIBHOW 00JIACTH U PAOOTAIONUMU B MYJIBTUIUCIUIUIMHAPHON KOMAaHIE

[3, 4, 30].
EOK I1aC (YI/I 5 YVP C)

o MennKo-reHeTUH4ECKOE KOHCYJIbTUPOBAHUE PEKOMEHIOBAHO NPOBOANUTH BeeM mnaruentam ¢ ['KMII ¢

L[ETIbIO BBISIBJICHUS MPUYMHHOW MyTaumH [3, 4, 18, 17, 27, 30, 31, 116, 170-173].



EOK IB (YIUI 5 YYP C)

KOMMeHTapHﬁZ 6Ce nayueHnivl O00JIICHbL ObIMB NOJIHOYEHHO 0CB8COOMIIEHbL O CMbICIE U 3HAYUMOCU
CKPpUHUHZA, 603MOINCHbLX €20 pe3yibmamdax, UX KIUHUYECKOM 3HAYEeHUU, d MAKICE 6 UENIOM O 60Npocax

HACIe0CMBEHHOCMU CePOeUHO-COCYOUCMBIX 3a00N1e6aHU.
PexoMeHIa1Mu 10 reHETHYECKOMY TECTUPOBAHMIO MPO0AH/I0B

o PexomeHayercsi, 4TOOBl TE€HETHUYECKOE TECTUPOBAHME BBINNOJHIIOCh B CEPTU(GUIMPOBAHHBIX
JUArHOCTUYECKUX J1a00oparopusx C OKCIEPTHHIMA HaBbIKAMHU B MHTEpIpETAllMd MYyTaluH,

CBSI3aHHBIX ¢ Kapauomuonarusimu [17, 19, 27, 30, 31, 116, 171, 172].
EOKIC (YAAS5YYPO)

o [Ipu momo3penun Ha koHKpeTHYIO PeHokonuio ['KMII ¢ nensio mpoBenenus auddepeHImaibLHOro

JIMarHo3a peKoOMEeHIyeTcsl TeHeTHUecKoe TecTupoBanue [3, 4, 18, 27, 30, 31, 46, 51, 59, 60, 171].
EOKIB (Y15, YYP O)

KommenTapuii: cenemuueckoe mecmuposanue y nayuenmoé ¢ 1JDK nesacnoco eeneza u monwunou
cmenku 13—14 mm pekomeHO08aHO NPoBOOUMb MONLKO NOCIe 0emalbH020 00C1e008anUs (8KI0UAs

MPT c konmpacmuposanuem) u KOHCUTUYMA MYTbMUOUCYUNIUHAPHOU KOMAHOOU CNeYUaIucmos.

e [locmepTHOE TreHeTHUECcKOE HccieloBaHuE 00paslloB 3aKkoHCepBUpOBaHHBIX TkaHed wimu JIHK
PEKOMEH/I0BAaHO MPOBOJAUTH Ul YMEPIIUX MALUEHTOB C MAaTOMOP(OIOrHYecKd MOATBEPHKACHHOM
['KMII, 49to0bl HMMETb BO3MOXKHOCTb BBINOJHUTH KACKAJHBIH T€HETUYECKUH CKPUHUHT

ponCTBEHHUKOB |3, 4, 27, 30, 163].
EOK IIaC (YA 5 YYP O)

KommenTapmii:  nposedenue  cenemuveckoco  ckpununea npu I'KMII  moowcem — nocumos

ouaznocmuyeckuil u RPeOUKmMuUGHLLIL Xapaxkmep.

B nepsom cnyuae eenemuueckas OUaeHOCMUKA S6IAEMC YACbIO UHCIPYMEHMO8 OUACHOCUYECKO20
NOUCKA U Npus3BaHa nomoys 6 noomeepycoenuu ouaznoza I'KMII npu nanuuuu cmepmou uiu

HENOMHOU KIUHUYECKOU KAPMUHbl, a MAaKdice Npu HAIUYUU CUCTEMHbIX NPOsGIeHUll 3a001e8aHUs ULU
ons uckmouenus penoxonuni I'KMII [1-4, 14, 15].

Oyenka 6K1a0a KOHKPEMHO20 2eHeMmuU4eckKo20 8apuanma OOAHCHA NPOBOOUMbBCSA 8 COOMBEMCMEUU C
pexomeHoayusmMu Amepukarnckotl KoJLLecuu MEOUYUHCKOTL 2EHeMuKu
(American College of Medical Genetics and Genomics — ACMG) om 2015 200a, omeuecmeenHvlMu
PEKOMEHOAYUAMU, PA3PAOOMAHHBIMU HA UX OCHOBE, A MAKHCe PAOOM UX MOOUDUKAYUL U OONOJIHEHULL,

paspabomanHvix 01 OMOENbHO 83mulx 2enos [30)].

Ilpu I'KMII, 6 0oononnenue xk @vitenepeyucienHblM UCOYHUKAM, 0013amelbHbiM OOKYMEHMOM OISl
unmepnpemayuyu pe3yibmamos 2eHemudecko2o UCCi1e008aHUs AGNAEmcs pPYKOBOOCMBO NO OYeHKe

sapuanmos 6 cene MYH7 [8].



leleHKCl NAMO2EeHHOU 3HAYUMOCMU BblslGIEHHbIX eapuannoes 00JIICHA I’lpOMCXO@MWlb C 0bs3amebHbIM
UCnojilb306dHUEM Meofcdyﬂapodﬂbzx 0a3 OauHbIX O uyacmome U NAMOEHHOU poiu ceHemudecCKux

sapuanmos, maxux kax Clinvar, ClinGen, Varsome, Exac, and Gnomad [22, 23].
PexoMeHIAMM 10 reHETHYECKOMY U KJIMHUYECKOMY TeCTHPOBAHUIO B3POCJIBIX POJACTBEHHNKOB

° KaCKaﬂHBIﬁ reHEeTUYECKUM CKPUHHUHT IIOCJIC npeaABapuTCIbHOIO MCIUKO-IT'CHCTHYCCKOI'O
KOHCYJIbTUPOBAHHA PCKOMCHAYCTCA B3pPOCJIBIM POACTBCHHHKAM nepBoﬁ CTCIICHU POACTBa

MalKMeHTOB, UMEIOIIUX SIBHYIO TAaTOTeHHYI0 MyTanuio [3, 4, 8, 18, 27, 31, 174].
EOKIB (YIAS5VYYPO)

o Kmmauueckoe ooOcmemoBanne, Bkmouaromee OKI, OXOKIT wm jgautenbHOE JHMHAMUYECKOE
HaOJIOICHHE PEKOMEHIOBAHO POJICTBEHHUKAM IEPBOM CTEMEHU POJCTBA, Y KOTOPHIX BBISBICHA Ta

Ke sIBHAs TaTOT€HHAsl MyTallus, 4To U 'y npobanna [3, 4, 18, 27, 149, 150, 172, 174].
EOK IC (YA 5YYP O)

o POICTBEHHUKOB IIEpBOM CTENEHU POICTBA, Y KOTOPBIX HE BBIABICHA Ta K€ sBHAsA IaTOTCHHAs
MyTalusi, 4To MU y MpoOaH]a, PEKOMEHAYETCS BBIBECTH U3 JalbHEHIIEro JUHAMUYECKOTO
HAOMIOACHUS, HO C PEKOMEHJAIMeil OOpaTUThCS 3a MOBTOPHBIM OOCIIEIOBAaHUEM, €CIU Y HHUX

Pa30BBIOTCSI CHMITTOMBI WJIA MOSIBATCSI HOBBIEC peJieBaHTHbIC JIaHHbIe [3, 4, 27, 28, 170, 174].
EOK IIaB (YA S YYP O)

e Ecnu sBHOH maroreHHOW MyTanuu y npoOaH]a HE BBISBICHO WM T'€HETUYECKUN CKPUHUHI HE
npoBoawicsa, kiauHudeckoe obcnmenaoBanue ¢ OKIT u DXOKI' pexkoMeHIOBaHO MPEASIOKUTH
POJICTBEHHUKAM TIEPBOM CTENEHU POJCTBA Kaxkable 2—5 meT (mnm 6—12 MecsieB, €Ciau UMEIOTCS

JIMarHOCTUYECKU HE3HAUMMBbIe aHoMaluM) [3, 4, 27, 174].
EOK IIaC (YA S YYP C)

KommenTapuii: npeduxmuegnulit 2enemuyecKkuii CKpUHUHZ OCHOBAH HA UCHONIb308AHUU UHGOpMayuu
0 KOHKDEMmHOU 2eHemu4ecKkol npuduHe 3a00n1esanus, UOeHMUPUYUPOBAHHOU Yy npobanoa, O
onpeodenenuss HoCUMenNbLCmea OAHHO20 6apUAHMA Y e20 pOOCMEeHHUKo8. Llenvio 0annoz2o cKkpununea
aensemcs onpeoenenue HeodXO0UMOCMU pe2yNAPHOL OUCNAHCEPUIAYUU U NPUYETLHO20 KIUHUYECKO20
HaOM0OeHUss 8  Clyuyae HOCUMEIbCMEAd NAMO2EeHHO20 6apUaHmad, a mMakKxice UCKIIOYeHUe

Heobxo00uMocmu mako2o CKPpUHUHea npu omcymcmeuu HocunmeilbCmea namoceHHo2co eapuannma.

IIpu nposedenuu KackaoHo2o CKpUHUHSA YNEHO8 CeMbll NPoOAHOA PEeKOMEHOVemcs couemams e20 C
KIUHUYECKOM — 00C1e008aHueM  CepOeyHO-COCYOUCMOl  cucmemsvl  (AGHaAMHecmudecKkue OaHHble,
oovekmusnwlii. ocmomp, K[ u IXOKI' — cm. mabauyy 118, Ilpunooicenue I'l) ons onpedenenus
cezpecayul BbISABIEHHO20 BAPUAHMA C (QeHomunom 3a001e8anusi Ui Oas UCKIIOYeHUsT OAHHOU
ceepecayuu. Jlannas ungopmayus modicem OblmMb BANCHA NPU OYeHKe CMeneHu Namo2eHHOCmu

6bIAB/ICHHbIX 6APpUAHRMO6 U UX Kﬂaccuqbukauuu 6 coomeenmcmeue C Kpumepuimu AM@puKaHCKOﬁ



Konnecuu meouyurckou eenemuxu (American College of Medical Genetics and Genomics — ACMG)

[22].

Cywecmgyem «0anibHAsE MOO€NbYy NPOSHO3UPOBAHUS BEPOSIMHOCIU OOHAPYHCEHUS 2eHeMUYECKUX
sapuanmos 6 eeHax, Haubonee pacnpocmpanennvlx npu I'KMII, xomopas exatouaem 6o3pacm
nayuenma, MHCEeHCKUll NOJ, Haiuyue apmepuanvHou cunepmensuu, mopgonoeuto MIKII no muny
«reverse curve» u coomuouterue moawunvt MOKII/3CIDK. Cymma b6annos <2 npeockaszviéaem HU3KYH

8EPOSAMHOCIb  OOHAPYIHCEHUsI  2eHeMUYecKUX 6apuanmos 6 NPUYUHHBIX —2eHax, Haubolee
pacnpocmpanennvix npu I’ KMIT (mabauya 111, Ipunoscenue 172) [8, 29, 93, 144, 170, 175].

2.4 UHCcTpyMeHTAJIbHbIE THATHOCTHYECKHE UCCJIeTOBAHUS

duiekTpokapauorpadus u Mouuropuposanue IKI'

e IIpoBenenue OKI' (B 12 oTBeaeHMSIX) PEKOMEHAYETCS MPU MEPBHUUYHOM OOCIEIOBAHMHM BCEX
nanueHToB ¢ opo3pennem Ha ['KMII u B mponecce aunamudeckoro HaOmronenwus [3, 4, 160, 176-
180].

EOK IB (VII1 5 YYP C)

e Bcem mammenram ¢ ['KMII npu yXyamieHWM CHUMITOMAaTUKA PEKOMEHAYETCS MOBTOpPHAs

peructpauus OKI' ¢ nenpro BIABICHUS HAPYLUIEHUN CEPIECYHOTO PUTMA U TPOBOJUMOCTH, UILIEMUN
muokapza [3, 4, 160, 176-179].

EOK IB (YL 5 YVP C)

e Perucrpanus OKI' pekoMeHayeTcs Kak KOMIOHEHT CKPUHUHT-AJITOPUTMA Y POACTBEHHUKOB NIEPBOM
crenenu ponctsa naruentoB ¢ ['KMII [3, 4, 27, 135, 160, 170, 174, 177].

EOK IC (YI/I5 VYP C)

o XMOKI' pexomenayercs Bcem mnamueHtam ¢ ['KMII, B Tom yuciie aCHMOTOMHBIM, C LEJIbIO
BbIsiBJIeHUS HapymieHuil putMa cepaua (PII u XKXT) u npoBogumMocT A cTparuPuUKaluyd pucKa
BCC u orb6opa xkanaunatoB ais nmrutaataiua UK *** [3, 4, 112, 114, 161, 181-183].

YIUL5 YVP C

o IIpoBegenne XMOKI' (onTtumanbHO NTPOAOIAKUTEILHOCThIO 48—72 4Yaca) peKOMEHAYETCs MpHU

MEPBUYHOM KIIMHUYECKOM 00Cie0BaHuu U Kaxple 12—24 mecsiues [4, 161, 176, 181, 184].
EOK IIaC (YA 5 YYPO)

e PekoMEHI0BaHO HCHOJB30BaHUE METIEBOIO PETUCTPATOPA € LEIbIO BBISBICHHUS HAPYIICHUN
CEpJIEYHOr0 pPUTMA Yy TMAIMEHTOB C >KallobaMM Ha 4YacTbhle CepAleOMeHHus, y KOTOPBIX IpHU

JUTebHOM MoHUTOpUpoBanuu DKI' mpuumHa octanack HeyTouHeHHOH [3, 4, 20, 185-187].



EOK I1aC (YJUL5 YYP C)

KommenTapmii: adexéamnas oyenka nHapyuieHuil pumma u npogooUMOCmuU KpUmuiecku Heooxoouma
ons cmpamuguxayuu pucka BCC, nosmomy 6 HeKOmMOpwvlX CaAy4asx Heobdxooum onumenvhwitl IKI -
monumopune. Kpome pymunnoco cymounoeo monumopuposarnus IKI, eozmodncusl eapuanmot: 48/72-
YAcoBOU  MOHUMOPUHZ,  HAPYICHLIL — NemJeOl  pecucmpamop,  pecucmpamop  coovimuil,
umMniaumupyemslil nemiesou pecucmpamop. K1 -Ouacnocmuka 00ncHa noemopsamvcs Kadicovie 12—

24 mecaya, onmumaibHO NPoOoad*CUmMenbHocmoio 48 uacos.

lloxazanuem x XMOKI sensemcs nossnenue y nayueHma #caiob Ha cepoyeduexue u/uiu

COJI0B6OKPYIICEHUE.

Heobxooumo yuumvieams, umo Hapyuwienuss pumma u nposoouUMOCmu mMo2ym Ovimb 00YC10671eHbl

npoB8oOUMOU mepanuell.

IKT -npusnaxu, nomoecaiowue 6 ougpgepenyuanvrou ouacnocmuxe I'KMII u ¢enoxonuti I'KMII,
npeocmasnenvl 6 mabauye 112, Ipunoocenue I'l [3, 4, 20, 49, 125, 141, 147, 163, 185, 188-190].

OXOKITI -uccnenoBanue mainueHTaMm HEOOXOIMMO BBITIONHATH B COOTBETCTBUHM C PEKOMEHJALMSMHU 1O
sxokapauorpaduu AHA, ASE (American Society of Echocardiography) m EACVI (European

Association of Cardiovascular Imaging) mo BeIxoma oTeuecTBeHHBIX pekoMeHaanwmii [152, 191-196].

e Bcem mnanmentam c mnomo3peHuemM Ha ['KMII gns BeisiBnenuss [JDK u BHYTpHXKETyIOUKOBOM
OOCTPYKIIMU TIpH TMepBUYHOM oOcnenoBanuu pekomeHgoBana TT-OXOKI ¢ mpoBokalmoHHOU
npo6oii Banscanessl [3, 4, 98, 137, 149, 181, 197-201].

EOK IB (Y1 4 YYP C)

e Bcem nmammentam ¢ 'KMII uzmepenne MakcCuMalibHOM JHUACTOIMYECKON TOMIIMHBI Muokapaa JDK
PEKOMEHIYeTCS MPOBOAWTH BO BCEX CETMEHTaX, OT 0a3alibHBIX JI0 BEPXYIIKH B 2D-pexume 1o
kopotkoit ocu JDK [94, 149, 191, 193, 202-204].

EOK IB (Y 4 VYP C)

o Bcem mammentam ¢ 'KMII pekomenayercs TiiareiabHas olleHKa Auactonudeckor gyHkiuu JDK,
BKJIIOYasi TPAHCMUTPAJIbHBIA KPOBOTOK, B JIETOYHBIX BEHAX, TKAHEBYIO JOMILIEpOrpaduio,
n3Mepenue pasmepa u oorema JIIT aisa crparudukamum pucka BCC [91, 94, 95, 98, 108, 137, 195,
205].

EOK IB (V1 4 YYP C)

o CumnroMHbIM mareHTam ¢ MakcumaiabHbM [/ B BTJDK (B mokoe mimn cipoBOoUUpOBaHHBIM) <50
MM pT. CT. pekomeHayercsi mnposeneHue crpecc-TT-OXOKI mius BeIsBIEHUS NPOBOLUPYEMOM
oocrpykumuu BTJIK u crpecc-unaynupyemoit MP [68, 109, 116, 137, 152, 199, 206-212]



EOK IB (YIJ1 4 YYP C)

e ACHUMNOTOMHBIM TMAallMEHTaM C MaKCUMaJbHBIM rpaaueHToM pnasieHuss B BTJDK (mokos wnm
WHIYIUPOBaHHBIM) < 50 MM PT.CT. pekoMeH0BaHo npoBeaeHue ctpecc-TT-DXOKI, ecnu nannuue
OOCTPYKIIMU MUMEET 3HaYCHHE I PeKOMEHAIMi o o0pa3y >KM3HHM U Ha3HAYCHUS JIeKapCTBEHHOU
tepanuu [68, 199, 206, 208].

EOK IIbC (Y1 4 VYP C)

e V MalMEHTOB C CyOONTHMAJIbHBIM Ka4eCTBOM H300pa)K€HUS WM C IpenojiaraeMoi anuKajibHOU
runeprpodueit JOK wunu aneBpusmoit, pekomenayercs DXOKI' ¢ koHTpacTHpOBaHHEM MOJOCTU
JIK, kak ansrepnaruBa MPT cepana [115, 148, 213-216].

EOK I1aC (YI/I5 VYP C)

e HuTpakopoHapHoe koHTpactupoBanue Muokapaa npu TT-DXOKI' Bo Bpemsi QuarHocTUYeCcKOi
KAI' pexoMmenayercss mnanumeHTaM, Yy KoTopblx Iutanupyercss CAA, s uaeHTUPUKauuu
MTOXOATIEH /TS abJalliy cenTaabHON BETBU KOpoHapHOU aprepun [196, 216-219].

EOK IB (Y1 4 YYP C)

o IToBropubie IDXOKI -uccnenoBanusi pexkomenHayrorcs nanueHtam ¢ ['KMII ¢ u3meHeHusiMu B
KIIMHUYECKOM CTaTyC€ WM TOSBJICHUEM HOBOM CEpPACUYHO-COCYAUCTOM CHUMITOMATUKHU JUIsS

CBOEBPEMEHHOTO BBISIBIICHUSI OCJIOKHEHUW M JIMHAMHUKUA PEMOJACIUpOBaHUs cepaua [68, 149, 178,
184, 199].

EOK IB (V1 4 YYP C)

e OXOKI pexomeHayeTcsl KaK KOMIIOHEHT CKPUHUHT-JITOpUTMa 4jieHOB cembu nanuenta ¢ ' KMIL, y

KOTOPOTO BBISIBJICHA aCCOIMMPOBAaHHAs ¢ 3a00IeBaHNeM TeHHas myTanus [3, 4, 27, 135, 170, 174].
EOK IC (Y5 YYP O)

KommenTapuii: mpebyemcs ucnonvzosams pacuiupennviti npomokon IXOKI, adanmuposanmuwiii K
ouaenocmuke I'KMII. Ilepeuensv noxazameneti, éxooawux 6 npomoxon 1T-DXOKI, npedcmasnenvl 6
maobnuye 113, [punoscenue I'l.

s ouggepenyuanvrol ouacnocmuxu ¢ eHoKOnUAMU U Npu 8blOOPE XUPYPULECKOU MaKmuKu npu
I'KMII mocym ucnonvsosamucs oonoanumenvrole onyuu npu IXOKI, npedocmasnenvt 6 maonuye 114,
IIpunooscenue I'l.

IXOKT -naxooxu, nozsonaowue ougppepenyuposame I'KMII u gpenoxonuu I'KMII, npeocmasnenvi 6
maonuye 115, [punoscenue I'l [1, 4, 29, 144, 163].

Pexomenpanmuu no ypecnuieBoaHoM 3xoxkapauorpagunu npu 'KMII



o UII-OXOKI' pexoMmeHmoBaHa AJis MAlMEHTOB, Y KOTOPBIX HesiceH MexaHu3M ooctpykuuu BTIDK
nmu Juist otieHku coctosHus MK o npouenypst CAA, uim eciiv perucTpupyercst BelpaxkeHHass MP,

npeanoiokuTensbHo He cBsizanHas ¢ [IC]] ctBopok, a o0yciioBieHHass COOCTBEHHBIMU aHOMAJIUSIMHU
MK [192, 220-223].

EOK I1aC (YI/I 4 VYP C)

o [Tammentam ¢ I'KMII npu BeimonHenun CAA [Jisi KOPPEKTHOTO OMNPENENICHUSI LEJIEBOM 30HBI
BO3JIEHCTBUSL ~ pekoMeHAoBaHO  uHTpaonepanuonHoe YII-OXOKIT ¢ uHTpakopoHapHBIM

KOHTpacTupoBaHueM MHoOKapaa [ 196, 216-219].
EOK IIaC (YA 4 YYP O)
Koncencyc s3xcneproB EACVI 2015

e Hurpa/nepuonepanmonnas YII-OXOKI nmpu CMD pekomeHI0BaHa MalMeHTaM JUIsl YTOYHEHUS
Mexanuzma  ooctpykuun — BTJIDK,  koHTponsi ~ XUpyprudeckod  CTpareru,  OIEHKHU
MOCTXUPYPTUUECKUX OCIOKHEHHUI U BBISIBIEHUS1 ocTtaTtouHou obctpykumu BTJIK [192, 216, 217,
220-224].

EOK IC (YI/L 4 VYP C)

IIpoBenenune NMpoBOKANMOHHONH NMPoObI BajbcajbBbl I TMATHOCTHKY JATEHTHOH 00CTPYKIIUM
BTJI’K

[TpoOy Banbcanseer npu TT-DXOKI' crnenyer mpoBOAUTH B TOJOKEHUU TAIlMEHTA JIeKa HA JICBOM
Ooky. IlaumeHty crnemyer Hampsyb MbBIIIB TEpeaHENd OpIOIIHOW CTEHKH, YTO IIOBBIIIAET
BHYTPHUOPIOIIHOE W BHYTPUTPYAHOE AaBiieHHe. KOHTpONIb ypOBHSI HAaNpsOKEHUS I€JI€CO00pa3Ho
OCYUIECTBIIATH C OMOILBIO YCTPOMCTBA, MPEICTABISIOIET0O MAHOMETP, COEIMHEHHBIA C MyHIITYKOM;
IpHU TOM MalMeHTa MPOCIT YAEP’KUBATh HANpPSIKEHUE, YTOOBI JaBICHHE HA MAHOMETPE COCTAaBIISIO
20—40 MM pt.cT. Bo Bpemst npoObl BanbcanbBbl perucTpupyeTcs MakKCUMalibHasi CKOPOCTh KPOBOTOKA B
BTJDK ¢ ucnosb30BaHMEM IOCTOSSHHO-BOJIHOBOTO Joniuiepa. Eciv B MONOXKEHUWM TNAUHUEHTa JIekKa

npoOa oTpuIaTeNbHas, TO PEKOMEHIyeTCs TIPOBECTH MPOOY B MOJOKEHUH CUJISL U CTOS.

MarHuTHo-pe3oHaAHCHAsA ToMorpadgus

e MPT cepaua c KoOHTpacTUpOBaHHEM (IIPU OTCYTCTBHUM MPOTHMBOIIOKA3aHUN) PEKOMEHIYEeTCS
BBINOJHUTh KAK MUHUMYM OJIMH pa3 rociie noctanoBku auarHo3a ['KMII nnst yrouHeHus JaHHBIX
OXOKI' (amaromum cepama, GYHKIOHH OKEIyAOYKOB), a TakKe BBIIBICHUS W  OICHKH
pacnpocTpaHeHHOCTH (prOpo3a MHOKapaa U UCKIIIOUEHUs Ipyrux 3adoneBanuii [57, 189, 216, 225-
231].

EOK IB (Y 4 YYP C)

Koncencyc saxcneproB EACVI 2015



o IIpoBenenne MPT poxacTBeHHMKaM mnpobOaHIa TMEpPBOM JMHUU POJCTBA PEKOMEHIYETCS, €CIH
MOCTAHOBKAa JIMarHo3a 3HAYMMO BJIMSIET Ha 00pa3 >KU3HU (Hamp. 3alpenieHrne COpeBHOBATEIHHOTO
criopta), a pu IXOKI mmeercs HH3KOE Ka4eCTBO W300pakKeHWSs, WM JaHHBIC MOTPAHUYHBIC/
COMHUTENbHBIC, WiIH ecTh n3MeHeHnus Ha DKI, a DXOKI' — 0e3 oTkimoHeHUN OT HOpMEI [3, 216,
226, 229, 233].

YAASYYPC
Koncencyc 3xcnieproB EACVI 2015

e [lameHnram ¢ mnpeanosaraeMbpIM aMHJIOM030M cepana pexkomengoBano MPT cepama c¢
KOHTpacTUpOBaHUEM ¢ Lienbto BhisiBieHus 30H [THI [49, 53, 56, 57, 164, 234-236].

EOK I1aC (YA 2 YYP A)

e MPT cepamia ¢ KOHTPAaCTUPOBAaHMEM PEKOMEHIYeTCS JO0 OIepaldd XUPYPrHUYeCKOW W
Hexupyprudeckoit pexykuuu MXXII mis onieHkn xapakrepa U pacpOCTPaHEHHOCTH TUIIEPTpOoduu
u pubpoza muokapma [41, 189, 228, 230, 237].

EOK I1aC (YL 4 YVYP C)

e MPT cepama u coCynoB AOJDKHA HHTEPHPETUPOBATHCS CIEHUAATUCTAMHM, WMEIOIIMMHU OIBIT B

BHU3yaJIU3allMU Cep/la U OlleHKe 3a00aeBannii Mmuokapaa [4, 54, 226, 231, 238].
EOK IC (YIZI5YYP O)

Kommenrapuii: MPT ne umeem npucywux OXOKI' ocpanuuenuni u A611emcs  «3010MblM
CMAaHOapmom» OyeHKU moawuHvl muoxapoa u oobvemos JIK u IDK (bonvue mounocms usmepeHuti u
80CNPOU3BOOUMOCTNL,  MEHbUE  ONepamopo3aA8UCUMOCHb),  NOIMOMY  NpU  OMCYMCMEUU
npOMuUBONOKA3aHull, eciu nosgoasgiom pecypcol u onvim, MPT Oondcna paccmampusamvcs 051

nayuenmos ¢ I' KMII 6 kauecmee 6azoso2o memooa ucciedosanus [216, 227, 231, 238, 239].

MPT makowce nosgonsem ucciedo8ams mexcmypy Muokapod, m.e. Haauuue u pacnpocmpaHeHHOCmb
MUOKApOUanvbHo2o uoposa. Memoouxka ocrHosana Ha mom, 4mo 6 ceemenmax muoxapoa ¢ >15%
Qubposza eviasnsiemcs henomen no3oune2o Haxonienus eaooaunus (IIHI) — 3a0epoicka 6vimbleanus
Gd-koumpacma. Hanuuue pacnpocmpanennozo @Qubposa sAensemcs NpeouKkmopom He2amusHo20
pemoodenuposanus, pazeumus cucmonuvecxkou oucynxyuu u XCH, a makoce omuocumcs K

oononnumenvhvim pakmopam pucka BCC.
Ilpu MPT svissnsaromes 2 0CHOB8HBIX nammepHa Guoposa.

1. Unmpamypanousiti  ¢ubpoz 6 npedenax eunepmpohupo8aHubix Cce2MeHmos, KOmopblli Ha
2UCMONO2UYECKOM — YPOBHE  ABIAEMCS  OMPAXCEHUeM  NPSAMO20  OelucCmeus  «NPUYUHHO20»
2eHEeMUYeCcKO20 BapuUanma U MOJNEKYIAPHO20 NamozeHesd, Npossialouje20 OUCKOMNLeKcayueul
KApOUOMUYUmMo8 U MblUeyHbIX 8OJIOKOH — ¢henomen «disarrayy, ¢ubposom paznou cmeneuu

6bIPAINCEHHOCMU.



2. 30onbl pubpoza moeym  ovimv evisenenvt 6 MIKII 6 nepeowneii u/unu 3adueti obnacmsx,
epaHudawux co ceoboonou cmenxkou IDK (m. naz. «right ventricular insertion pointsy).

Cuumaemcs, ymo 3mo UHMEPCMUYUATbHBIL Guopo3 unu npomexcymouuvii gpenomun ITHT,
HauanvHas cmaous [99, 216, 230].

Ilapamempul, komopwle Heobxooumo oyernums npu MPT cepoya y nayuenma ¢ I'KMII, npeocmasnensi
6 mabauye 116, Ilpunosxcenue I'l.

VY Hocureneit myranuii B poruneprpopuueckoid craauu I'KMII npu MPT MOXHO BBISIBUTH «Majble
aHOMAJIMU Cepllla» — KPUNThl MUOKapnaa, aHoMmanuu MK, anukaibHOEe CMelleHHE NamWUISPHBIX
™Mbl Ha qoxinumHHYecKod cTaauy y HEKOTOPBIX MAlMEHTOB ¢ reHOTUNoM(+)/dheHoTHnoM(-) MOTyT

ObITh BbIsIBIICHBI 30HBI [THI. (cM. anropuT™ IMarHOCTHKY Ha JOKJIMHUYECKOH ctaaun) [239-241].
[Tpu MPT cepnama Takxe BeISBIAIOTCA anoManuu anmapara MK (cm. tabmuity 116, Tlpunoxenue I'1).

Kpome 3naunmoctn B aumarnoctuke I'KMII, MPT cepana urpaer poib B AMarHOCTUKE (EHOKOIHA
I'KMIIL. TIpu amunounose 3oubl [THI' onpenenstoTcs B 3HIAOKApAUATIBHBIX M CYOdHIOKAPIUATIBHBIX
OTJIeTIaX M HEe 3aBHUCHUT OT 30H KpOoBOCHaOKeHHs Muokapzaa [57, 236]. [1pu 6onme3nn Arnepcona-dadpu
— Hanuuue uHTpamuokapauaisHoro ITHI yamie Bcero mno 3aqHe00KOBOMY CErMEHTY Ha 0a3ajibHOM U

cpenneM ypoBHsx [171]. ¥V cnopremenos ¢ [JTDK, orcyrerByrot 30ub1 [THI.

KomnbrorepHas Tomorpagus / MyJbTHCIHPAJILHAA KOMIIbIOTEPHAS TOMOrpadus

e [larmentam ¢ ['KMII, y xotopsix Hu3koe kauectBoO DXOKI' m3zobpaxkenus, a nposenenue MPT
IIPOTUBOIIOKA3aHO JJISl OLICHKHU TOJIIMHBI MMOKApAAa U Pa3MEPOB MOJIIOCTEN CepaLa PEKOMEHAYETCS
BeInoHATh KT/MCKT cepaua ¢ konTpactupoBanuem [216, 242].

EOK I1aC (YIUL 5 YVP C)

Kommenrapuii: KT cepoya, kpome aHamomMuueckux OAHHbIX cepoya, No3680isiem MmaKice
8U3YANUZUPOBAMb KOPOHAPHbIE apmMepul, OYeHU8ams Ux HpoXoOUMOCMb U AHAMOMUYECKUe
0COOEeHHOCMU, HANUYUE MUOKAPOUATbHBIX (MBIUEYHBIX MOCMUKOBY, UYMO U2paem GadCHyI0 pOlb 6

ouaenocmuke UBC, 6 mom uucne npu I'KMII y nayuenmoe cmapuieti 603pacmuotl 2pynnel.

MCKT cepoya, umerowjas 8vicokoe npocmpancmeeHHoe paspeuieHue, no3eosem obecnedums mo4Hoe
uzmMepenue moiuHbl, MAcCbl MUOKAPOQA, 00beMa Hcery0oukos u paxyuro evlopoca. Cpasrnumenvhoe

uccnedos8anue nokazano 6vicokyio mounocmv memooa MCKT, conocmaseumyio ¢ pezyiomamamu
memooa MPT cepoya [243, 244].

Ilo cpasuenuro ¢ MPT, munycom MCKT sensemcs 6Oonee nuszkoe epemenHoe paspeuienue, bolee

HU3KO€e KOHMPAcmuposanue MAKux mkanel u Haaudue UoHU3Upyrouje2o usiydenus [244].

Cunnrurpadus

e Cuunrurpaduio xocreir (¢ 99mTc-DPD unu 99mTc-nupodocdarom) pexkomeHayeTCs BBIMIOIHATH
namueHTam, y Kotopeix nojgospeaercs ATTR-amuonnos [163, 164, 235, 245, 246].



EOK IIaB (VU1 2 VYP B)

Kommentapuii: no oannvim cyunmuepaguu ¢ 99mIc-nupoghocpamom 603modicha mouHas
ougppepenyuanvnas ouacnocmuxa AL- u ATTR-amunoudosa cepoya (npu ycio8uu UCKIHOUEHUs

MOHOKJIOHATIbHOU 2aMManamuu HeonpeoeieHHo2o 3uadenus) [45, 235].

HO3I/ITp0HHaH IMUCCHOHHANA TOMOFpA(l)I/IH

[I9T moxeT ucronb30BaThesl ISl McclenoBaHus MeTabonn3Ma Muokapzaa (paauodapMmiipenaparbl —

Flg—z[eschnrn}OKma u C“—aueTaT) U IUArHOCTUKH aBTOHOMHOM JUC(YHKITUHU cepalia.

[Tpu 'KMII moxeT BBIABIATHCS HapylieHHe oOpaTHOTO 3axBaTa HEHMPOMEIMAaTOPOB M YMEHBIIECHHE

IJIOTHOCTH O€Ta-aJIpeHOPEIENITOPOB.

Koponapuas anruorpagus

KATI' saBnsercss meTogoM BbIOOpa JIMAarHOCTHUKMA HalWYUSl W BBIPAXKEHHOCTH OOCTPYKTHBHOIO

MMOPAYKEHMS SIIUKAPAUATIBHBIX KOPOHAPHBIX APTEPUM.

e B3spocaeim namuentam ¢ ['KMII ¢ npenorspamennoit BCC (mmocne ycnemHbsXx peaHnMaliOHHBIX
Mepornpusatuit), nanuentaMm ¢ ycroiunoi KT u mamueHtam co cTaOuiIbHOM CTEHOKapauen >3
kmacca (mo knaccudukanmm Kanamckoro — cepaedHo-cocyauctoro  obmectea —  CCS)
pekomennyercs uHBa3uBHass KAI' ¢ 1enpl0o JMAarHOCTUKU OOCTPYKTHBHOIO — IOPAXKECHHS

AMUKapAUATIbHBIX KOPOHAPHBIX aptepuil [3, 4, 74, 113, 242, 247, 248].
EOK IC (YA 5YYP O)

e [laruentam ¢ 'KMII ¢ TunuuyabsiMu OONSIMU B TpyaHOM KieTke (<3 Kjacc CTEHOKapIuu IO
knaccuduxanun  Kanaackoro cepaeuno-cocyauctoro obmectBa — CCS), y KOTOpBIX €CTh
IIPOMEXYTOUHAs PEATECTOBASI BEPOSTHOCTh aT€POCKIEPOTUUECKON UILIEMUYECKOM O0JIe3HU cepala
C y4eToM Bo3pacTa, mojia U (akTopoB pucka arepockiepo3a pekomenayercs KAID wim KT-
aHruorpadus ¢ UeIbl0 TUArHOCTUKUA OOCTPYKTUBHOTO MOPAKEHUS SMUKAPIUATHHBIX KOPOHAPHBIX
aprepuii [4, 74, 242, 249].

EOK I1aC (YIUI 5 YVP C).

o Jlna Bcex mamumenTtoB ¢ ['KMII crapme 40 nmer pexomenmyercs KAID wnm KT-anruorpadwust mo
penykuun MXKII, He3aBUCMMO OT HaJIU4MsI TUIIUYHOTO CTEHOKAPAUTUYECKOTO OOJIEBOrO CHHIPOMA

C IENbI0 JUArHOCTUKH OOCTPYKTHBHOTO MOPAKEHUS SMHUKApIUaIbHBIX KOPOHAPHBIX aprepuil [4,
242,248, 250].

EOK ITaC (VIUUI 4 YVP C)

KommenTapuii: neobxooumocms KAI' ouxmyemcs ocobennocmoio epaueono maxkmuku. Ilpu INOCA
vy nayuenmog ¢ I'KMII nosensemcs neobxo0umocms 6 NOCMAHOBKE CMEHMO8 NpU MeHbulell, uem

npunamo y nayuenmog c¢ HBC, cmenenvio cmenosa, m.e. npu cmenozax <50%. (cm. pazoen



«{uacnocmuxa I'KMII y omoenvHuix kamezoputi nayuenmos» u pasoen «llamoeenes») [74, 76, 82, 85,
251].

HNuBa3uBHoe N3MEPEHUE TABJCHHUSA B IOJOCTAX CEPALIA

o Karerepuzanus cepama st oleHKH (DYHKIIUU KEITyJOYKOB M JIaBJICHUS 3aKJIMHUBAHUS JICTOYHOM
apTepuM PEKOMEHIYETCA y MNAUWEHTOB, KOTOPBIM IUIAHUPYETCS TPAHCIUIAHTALMS Cepaua WU

MexXaHU4eCcKas ToIIepKKka KpoBooOparenus [252-257].
EOKIB (YA 5VYYPC)

e YV CHMITOMHBIX MAIIMEHTOB C HEONpPEICICHHBIMU pPe3yIbTaTaMd HEWHBA3MBHOW BU3yaIU3allud
cep/ia PeKOMEHI0BAaHO PaCCMOTPETh BOBMOKHOCTh KaTETEPU3AIMH JIEBOTO U MPABOTO KEITYI0YKOB
nst orieHkH Tspkectu ooctpykmuu BTJDK/BTIDK u msmepenns naBnenus HamonHeHus JIK/TDK
[69].

EOK IIbC (Y1 4 VYP C)

DaeKTPO(hU3H0T0rHIeCKOe TECTHPOBAHKE

e BuyTtpucepaeunoe 31eKTpOPUZNOIOTUISCKOE HCCICIOBAHUE PEKOMEHIYeTCS TMalUeHTaM ¢
JOKYMEHTHPOBAHHBIMU ~ MEPCUCTHPYIOIIUMU WA  TEPUOJUYCCKUMHU  HAJHKEITYTOYKOBBIMU
TaXUKapIUsMH (TpereTaHue TPEACepauil, TpencepaHas TaxXUKapAus, aTPUOBEHTPHUKYISPHAs
y370Basi PUEHTPH TaxHWKapAus, TaXHKapAus, OIMOCPEeNOBaHHAs JOOABOYHBIMU MPOBOSIIMMU
NyTSMH) W TAIUEHTaM C CHHIPOMOM PAaHHETO BO30YKICHHS JKEITYIO0YKOB, JUIsI MICHTU(UKAIIUU
cyocTpara abnanuu u neuenus [20, 113, 176, 185, 258-261].

EOK IC (YI/L 4 VYP C)

e JIns1 OTHENBbHBIX MAIUEHTOB C JOKYMEHTHPOBAaHHBIMH, CHMTOMHBIMH, MOHOMOP(HBIMU
yctouuBbiMu  (>30 c¢) KT pekoMeHIOBaHO pPaccMOTPETh BO3MOXXHOCTh BHYTPHUCEPAECYHOTO
ANEKTPO(U3UOIOTUIECKOTO WCCIAENOBaHUA Ui UAeHTU(UKAIMK cyOcTpata abmanuu U JeYeHUs
[176, 259, 260, 262, 263].

EOK IIbC (Y1 4 VYP C)

Kommenrapwmii: nayuenmam c I'KMII He DPEKOMEHO0BAHO B8HympucepoeuHoe
NEKMPOPUIUOTIO2UYECKOe UCCe008aHUe C  NPOSPAMMUPYEMOU  HCEeTYOOUKOBOU CMUMYIAYUEH 8

Kauecmee pymuHHOU npoyedypsl 011 cmpamuguxayuu pucxka BCC [4, 111, 176, 262].

Harpy3o4Hble TeCTbl

o Tpemmun-tect ¢ morutopupoBanueMm DKI' u AJl pekomenayercs mis crpatudukanun pucka BCC
nauueHToB ¢ 'KMII, npu HepoctynHoctu aprocnupomerpun [4, 264, 2635].

EOK ITaB (YII/I 5 VYP C)



o [Tanmentam ¢ 'KMII, y xotopbix B nokoe MakcumaibHbiii [/l B BTJDK <30 MM pr.cT., npu npooe
BanscaneBsl [/ <50 mMm pr.cT. pexkomennyercsa nposenenre TT-ODXOKI' B ycnoBusx Harpysku

(ctpecc-OXOKT) anis onpeaeneHus: U KOJIUYESCTBEHHON OIIEHKH TUHamMudeckoi ooctpykmuu BTJDK
[152, 208, 211, 266, 267].

EOK IIaB (YAA S YYP O)
KommenTapwuii: sapuanmer naepyzounsix mecmos npeocmasnensvt ¢ maoauye 117, [Ipunoocenue I'l.

Bonpocwi, na xomopwle oOonxcna omeemums cmpecc-OXOKI (OonsxcHbl Oblmb  ompadsiceHvl 8

3aKIOYeHUL):

1. Benuuuna napacmanus I/ ¢ BIJDK na nuxe nazpysku u 6 60cCmaHo8umenbHoM nepuooe.
2. Peaxyus A/l na naepysxy.

3. Unoyyupyemcs au naepyskou uwiemus muoxkapoa JDIK.

4. Veyeyonaemces au ouacmonuueckas oucghynxyus (E/A, E/e’).

5. Cmenenb usmenerus mumpanivhou pecypeumayuu Ha gpore cmpecc-OXOKI (Ounamuueckas MP).

Haubonee nooxooum ona cmpecc-OXOKI' y nayuenmoe ¢ I'KMII «nexcauuii eenospeomempy,
Komopuwlii nozeonsiem nonyyamsv IXOKI-uzobpadicenuss Ha pa3HblX CMYNEHAX HASPY30YHOU NpoObl
(pexomendyemces pecucmpayus noxazameneu Ha cmynenu Hazpysku 50 em., Ha nuxe Hazpy3Ku u 8
goccmanogumenvHom nepuooe). Mcnonvzoganue mpeomuna u cuosiue2o 8e103p2omMempa He no360Jsen
peaucmpuposams IXOKI -noxazamenu 6 npoyecce npogedenuss HASPY3KU, NOIMOMY PeSUCmpayusl
npo8oOUMCSl HeMEONeHHO NOCie ee NPeKpawerus u 8 occmanogumensvhom nepuooe. Ilokasano, umo

maxcumanvuwiii 1] 6 BTJDK na nuxe nacpysku u cpasy nocie ee npekpawjenus noumu cosnaoarm
[208].

IIpu mpeomun-mecme npumensirom npomoxon bproca unu moouguyuposanmuwiii npomokon bproca. Ilpu
senoapzomempuu cmynenu mecma — 50—100—-150 em.

Y nayuenmos ¢ I'KMII ne pexomenoyemcs nposooumsv cmpecc-OXOKI ¢ oobymamunom u3-3a
gvicokoeo pucka unoykyuu KHP. Kpome mozco, 0ooymamun modxcem cnpogoyuposams yeenuyerue 1/]
6 BTJDK y nayuenmos 6e3 'KMII.

Bo epems nposedenus naepyzounoco mecma pecucmpupyemcs IKI' (nocmosnno), AN (kasxcovie 2

MMH) U UBMEHEeHUS KIUHUYECKOU CUMNIMOMAMUKLU.

Peaxuyus A/l na nazpy3ky aensemcsa 6ajdcHeuuleil YAaAcmovio HAZPY30UHO20 MECMUPOBAHUA.
Heaoexeamnan peaxuyua AJ] exooum e wikany cmpamugukayuu pucka BCC y nayuenmos c
I'KMII.

Heaoexeamnuotu peaxyueu AJ] cuumaemcs:

- eunomensugnas (A/] na nuxe nHazpy3Ku HUdCe UCXOOHO20 UU eCU HA NePebiX cmyneHsax Hazpysku A/l

HECKOJIbKO nosvlutaemcs, a Ha nuKe HacpysKu — oonee ywem na 20 mm pm.cni. HUsce snoco yp06H}l),’



- Heoocmamounwlil npupocm AJl na nuxe nacpysxu (menee 20 mm pm.cm.).
Kpumepuu npexpawienusa nazpy3ounozo mecma:

1. Hocmuoicenue cyomarcumanvrou 4CC

2. Buipascennas ycmanocms U 00blUKA

3. bonu 6 obnacmu cepoya

4. I'unomen3zus (cnusicenue A/l >20 mm pm.cm. om ucxoono2o)

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

JprocnupoMeTpus

o [Tammentam ¢ 'KMII ¢ BbIpakeHHON CHUMITOMATUKOM C CHUCTOJMYECKOW W/WIIM JTUACTOIUYECKOM
muchynkmuen JOK, mas onpeneneHus NMoka3aHUW K TpaHCIUTAHTAIMKA CEpAla WM MEXaHUYECKON
MOJZIEP)KKE  KPOBOOOpAIICHHUs]  PEKOMEHAYETCS  AProCHUPOMETPHS  (KapauOMyIbMOHAIBHOE
Harpy304HO€ T€CTHUPOBAHHE C OJHOBPEMEHHBIM HU3MEPEHUEM PECHUPATOPHBIX ra3oB) [4, 252-254,
256,257, 268-271].

EOKIB (Y113 YYP B)

e [larmentam ¢ ['KMII, He3aBUCHUMO OT CUMNTOMAaTUKH, PEKOMEH0BaHa 3ProcnupomMeTpus  (Wiu
CTaHJAPTHBIN TPEAMUII-TECT, UM BEJIIOAPTOMETPHUS MPHU €r0 OTCYTCTBUH) C LEIBIO OLIEHKH TSKECTH
¥ MEXaHU3Ma HENEePEeHOCUMOCTH (PU3MUecKoil Harpy3ku U u3MeHeHui cucronuueckoro AJl [4, 269,
272, 273].

EOK I1aB (VUL 4 YYP C)

e OprocrnupoMeTpusi (WU CTaHIAPTHBINA TPEAMUII-TECT, WU BEIOIPTOMETPHS MPHU €ro OTCYTCTBHH)
PEKOMEHIOBAaHO CHMIITOMHBIM TalMe€HTaM, KOTOpbIM mianupyercs CM3/PMD nns onpenenenus

orpaHWYeHui 1o Harpyske [4, 269, 272, 273, 274].

EOK ITaC (VIUI 4 YYP C)

2.5 Uuble THATHOCTHYECKHE UCCJICTOBAHUSA

2.5.1 buoncus MUOKapAa U Aa0AOMHHAJIBHOIO KHPA

o buomncus Mmokapma pekoMeHI0BaHA MPH TOA03PEHUHM Ha WH(UIBTPATUBHBIC, BOCIAIUTEIHHBIC
3a0o0JieBaHMsI cepAla Wik O0JIe3HN HAKOIUICHUs KOTOPhIE HE MOTYT OBITh MOJATBEPIKIACHBI IPYTUMHU
meTtonamu [4, 50, 275, 276].

EOK IIaC (VI 4 YVP C)

o buomncus abgoMuHAIBHOTO XKHpa PEKOMEHJ0BaHA MPU MOJ03PEHUH Ha ammionno3 [4, 25, 37, 53,
276, 277].



EOK I1aB (YA 2 YYP C)
2.5.2 /lnarHocTUKa 3200/1eBaHUA Y OTACJIbHBIX KATETOPHd NALMEHTOB
Anddepenumnanbubiii ;uarno3 'KMII u IJIK Beaeacreue aprepuabHOil TMIEPTEH3UHA

Ha ecrectBennoe teuenne 'KMII oka3piBaeT BimsiHue Hamuuue (aKTOPOB KapaHOMETA0OINIECKOTO
pucka (AI, oxxupeHne/n30bITOUHAS Macca Tela), BCTPEYaeMOCTh KOTOPBIX YBEIHMUHUBAETCS C BO3PACTOM
[278-282].

B crapmeit BozpacTHOi rpymme nanueHToB ¢ qokazanHoi ['KMII Bcrpeuaemocts Al cocraBisier 70—
90%. Ilo ompenenenuto npu ['KMII runeprpodus muokapna JDK He oOycnoBieHa Harpyskoit
nasieHuem, Ho AI' — 3To Harpys3ka aaBiieHueM, no3tomy B cityuae coueranus ' KMII ¢ AI" tpeGyercs

monuduxarus kputepues ' KMII.

BepositHocts 'KMII y maruentoB ¢ A" nmoBslilIaeTcsi Ipu HAIMYUKM OJHOTO U 00Jiee U3 CIIEYIOIINUX

KpUTEPUEB:

1. yxazanue Ha cemeinbiii anamue3 ['KMII unu BHe3annyto cepaeunyto cmepth (BCC) B Monogom
BO3pAaCTe Y POJACTBEHHUKOB NIEPBOM JIMHUU POJICTBA;

2. HECOOTBETCTBUE MEXKIY BhIpaxkeHHOU rumneptpoduenn JIK (MakcumanbHas TonmumHa CTEHOK >15
MM) W HEJABHO BO3HHUKIIEH JIerkoil W ymepeHHOWl Al mpu aJleKBaTHON MNPUBEPKEHHOCTH

MMagyueCHTa TCpaliny, a TAKKC APYyTux MMpuinH, CIOCOOHBIX BEI3BATH HOI[O6HYIO crenens ['JDK.

Bo3moxnabiM Bapuantom kpurepust ' KMII npu conyrerByromeit AT siBasieTcst TOAMMHA MUOKapaa

JDK >20 mwm; Tonuuuaa Muokapaa 15—20 MM pecTaBiIsieT «CEPYIO 30HY».

Bri6op kpurepust 'KMII «ronmuna crenku JIK >20 mm» npu comyTcTByroe Al' o0ycioBieH TeM,
YTO MOKAa3aHO: MpU neperpyske aapieHueM (Al, aopTajbHbId CTE€HO3 WM UX COYETAHME) TOJIIHMHA
muokapaa JIK, kak npaBuio, He npebimaet 20 MM (B HEKOTOPBIX MCCIIEIOBaHUIX TIpeBbImaeT 20 MM
JUIIb Y IMHUYHBIX TAUEeHTOB) [82, 212, 247, 278, 279, 283-288].

Ecnu BbIsIBIIEHHAS! TOJIILIMHA MUOKap/Aa y NalueHTa B «cepoit 30He» (15—20 mm), TO BBIBOJ O AUArHO3€
I'KMII MOXHO clenarb TOJNBKO Ha OCHOBAHMM TILATENBHOIO aHaln3a OOJBIIOro 4ucia (pakTOpOB:
CeMEHHBbIN aHamHe3, UIUTENbHOCTh Al, ypOBEeHb «HArpy3ku [AaBleHHEM» (PMHU30UUYECKUE
noBeimieHus AJl win crabunbHo moBBIIIEHHOE A]Jl), mpuBepKeHHOCTh manueHta Ttepanuu Al
Hamnune u3MmeHeHuidt OKI/OXOKI no passutus Al, nuHamuka pasMepoB TOJOCTEH cepiana u

yBenuueHnus tonuuHbl crenok JOK npu 9XOKI/MPT u ap.).

Cnenyer Takxke yuuThiBaTh, 4to npu Al moxer nHaOmomatbes acummerpuunas [JDK — mo

HEKOTOPBIM JaHHBIM, 110 20% (T.€. cooTHOomenue TMXII/T3C >1,5) [247, 287].

I'KMII u 0a3ainbHas cenrtajbHasi runeprpodus (S-oopasnas MIKII ¢ «BBINIYKJIOCTHIO» B

0a3aJIbHOM CerMeHTe)



VY noxwnbix manueHToB ¢ S-o0pazHoii MIKII mMoxeT BBIABIATHCS «BBIMYKJIOCTH» (aHri. bulge) B
0a3albHOW YacTH Meperoponku, kotopas He oOycnosiaeHa 'KMII. Kak npaBuiio, y 3TUX NalMeHTOB
MPUCYTCTBYET COMyTCTBYIomas Al' u/uian maronorust aOpTaJbHOTO KianaHa (HeOosbllas aopTajibHas

peryprutanus u/ujid HeBhIPaXKEHHBIN aopTanbHbIN cTeHo3) [202, 203, 247, 286, 289].

bazanbHas cenranpHas runeprpodus MoxkeT npuBoauTh K yBenuuenuto I'J[ B BTJDK, kak npasuio, e

BhIe 15—20 MM PT.CT. B IOKO€ U BO3pacTarh A0 35 MM PT.CT. IPX HArpy304HBIX mpodax [212].

Cxema muddepenuuansroro auarnoza I'KMII u 6a3zanbHol cenTanbHON runepTpopuu npeacTaBieHa
B Tabnuue I1 10, [Tpunoxenue I'1.

I'KMII u uadapkr muokapaa 1 u 2 Tunos

Knunnueckn y nanuentoB ¢ 'KMII u umemueit muokapna (INOCA) moxkeT pa3BUBATHCS OCTPBIN
KOpOHapHBIN cuHAPOM U nHPpapkT muokapaa (UM) [74, 76, 88, 249].

UM npu HEOOCTPYKTHUBHOM MOPaXEHUM OJMNHUKapAUaIbHBIX KOpoHapHbIX aprepuii, MMBOKA
(MINOCA) — aT10 «paboumii AuarHo3», TPeOYyIOMMUA YTOUYHEHHUs MPUYUHBI, JeXKalled B OCHOBE Y

KOHKPCTHOI'O IMaluCHTA.

B reneze UM npu I'KMII moryTt oOcyXmaTbcsi CIENyOIIHE MaTOTCHETHYECKUE MEXaHU3MBI (CM.

takke Tadnuity [19, [Mpunoxenune I'1.

1. Nnemus npu HEOOCTPYKTUBHOM MOPAKEHUHU SMUKApAUaIbHBIX KopoHapHbIX aprepuit (INOCA —
Ischemia with Non-Obstructive Coronary Arteries) (cM. paznen «Ilaroreresy).
2. Umemust 1npu 0OCTPYKTHBHOM MOPAXEHUHU SIUKApAUAIbHBIX KopoHapHbIX aprepuit — UBC B

cTapiuiei Bo3pacTtHou rpymre nanueHTos ¢ I'KMIL.

I[Ipu T'KMII moxer paszButbcs MM 1 Tuma,iuarHOCTHKa M JICYEHHE KOTOPOTO H3JI0KEHBI B

COOTBCTCTBYIOIIUX KIIMHUYICCKHUX PCKOMCHIOAIIUAX.

JUIst  MCKITIOYEHMSI/TIOATBEPXKICHUS OOCTPYKTUBHOTO TOPAXECHUsI JMHUKAPAUAIBHBIX KOPOHAPHBIX

aprepuit narmentam ¢ 'KMII nokazana naBaszuBHast KAI' wnu KT anrunorpadus

OpnoBpemenno ¢ KAI' mammentam ¢ ['KMII pexomenayercs BoinoiHsaTs JIK-BeHTpukynopaduro,
KOTOpAsi BBISBIISIET Y MAIIMEHTA JIN0O «AMUKAPANATBHBINA MaTTEPH» (30HBI HAPYIICHUS] COKPATUMOCTH B
npejenax CTEeHO3UPOBAHHBIX KOPOHAPHBIX apTepuil), MO0 «MUKPOBACKYISPHBIA MaTTEpH» (30HBI
HapyLIEHUs] COKPAaTUMOCTH B OacceiiHax pa3HbIX KOPOHAPHBIX apTepuil, B TOM YHCIie U 0€3 CTEHO30B)
[74, 76,77, 85, 86, 88, 251, 290-295].

JlanHblil peHOMEH B oTedecTBEeHHOM nuteparype HazbiBaeTca « UMBOKA» — undapkt muokapaa 6e3
00CTPYKIIMU KOpPOHApHBIX aprepuil (aHmoa3buHbI TepMuH — MINOCA) nnu UM 2 tuna. UM 2
turma (MMBOKA, MINOCA) — 310 UM, pa3BuBaromuiicst 6€3 arepoTpomM003a, n3-3a HECOOTBETCTBUS

MCIKOY HOTpe6HOCTLIO MHUOKapZa B KUCJIIOPOAC U €TO0 JIOCTaBKOM.



Nmemus npu HEOOCTPYKTUBHOM MOPAKEHUU JMHKApAWaIbHBIX KopoHapHbIX aprepuit (INOCA —
Ischemia with Non-Obstructive Coronary Arteries) uMeeT OOIIMI MaTOTeHETUYECKUM MEXaHU3M Kak
npu  KapauoMuonarusix, Tak u npu ¢enokonusx ['KMII, nanpumep, mnpu aMuIOMAHOU

KapauomMuonaruu. [56].

I'uneprpoduueckas xkapauomuonatuss u IJIK y cmoprcmenHoBPexkomenaanum mo 3aHATHIO

COpTOM, (PU3KYJIBLTYPOIi, y4ACTHIO B CHOPTUBHBIX COPEBHOBAHMSIX

e [Tanmentam c¢ ['KMII He3aBucumo OT BoO3pacra, IOJa, PACOBOM NPUHAJIEHKHOCTH, HAITUYUS
ooctpykuuu BTJDK, mpoBenennsix panee omeparuun CMDO/PMD wmm CAA, unu uMIUIaHTAUA
UKJ[*** He pexoMeHIOBaHO (TIPOTHUBOMOKA3aHO) Y4YacTHE B CHOPTUBHBIX COPEBHOBAHUAX U

yIpaXHEHUSX BbICOKON MHTEHCUBHOCTH [3, 4, 113, 158, 182, 258, 296-299].
EOK IC (YA 5YYP O)

KommenTapmii: u3-3a e6vicokoeo pucka BCC 3anamus copesHO8AMENbHLIMU BUOAMU CNOPpMA

nayuenmam ¢ ' KMII npomusonoxaszanui.

nsa Hocumeneil s6HbIX namozeHHvIX Mymayuii 6e3 nposerenuti 3aoonesanus no IKI' u IXOKIT
PEKOMEHOayUuy no ONMUMATbHOMY VPOBHIO (QU3UUECKOU aKMUSHOCMU U Xapakmepy @u3uieckux
HA2PY30K OO0NACHBL ObIMb CHOPMYNUPOBAHBL NOCTIE KOHCUNUYMA C YYacmuem MYyIbmuOUCYUniIuHapHou
KOMAHObl  CReYUanucmos (8pau-eeHemux, 6pai-kapouonoz, 6paiy no CHopmueHol MeouyuHe,
MEOUYUHCKULL NCUX0N02 U Op) HA OCHOBE PACCMOMPEHUs BbIAGIEHHOU MYmayuu, pe3yibmamos
pe2VIAPHLIX U NOBMOPHLIX KAUuHuueckux ucciredoganuti (MPT ¢ konmpacmupoganuem, nposedeHue
cmpecc-TT-DXOKT), ¢ yuemom cmpamuguxayuu pucka BCC wna ocHoge esponeuckol u

aAMepUKaHCKoU Mooenel.

Cnopmcmenwl svicokozo knacca ¢ IJDK u monwunoti cmenxu JDK >13 mm (13—15 mm) cocmasnsaiom
auws Heborvwyro uacmo (1,5—1,7%). Kax npasuno, 3mo cnopmcmenvl ¢ OOIbULOU MACCOU meld.

Umenno y smoii epynnot mpedyemcs ougpgpepenyuanvruuiii ouaernos ¢ I KMII [182, 297, 299].

Haubonee wacmo ucnonvsyemvle nokazamenu 01 oughgepenyuanvhou ouacnocmuxu I'KMII u

aoanmusnou 1 JDK y cnopmcemenog npeocmasnenvt 6 maonuye 11 11, Ilpunosxcenue b.

Baowcnvim ougpgepenyuanvro-ouacHocmuveckum npusnakom saeisemcs eviasnenue ITHI npu MPT c
KoHmpacmupoganuem. Omo ceudemenvcmeyem 6 noawv3y I'KMII, oonaxko omcymcmeue IIHI wue

uckaroyaem 3a001e8anusl.

Ananuzupys cnopmuenyro I'JDK, neobxooumo makoice npunumams 6 pacuem cieoyiowjue hakmopul:
8UO CNOPMA U UHMEHCUBHOCIb MPEHUPOBOK, 8o3pacm, noi (v myxcuun [JDK 6onvwe), pocm u sec
cnopmcmena. OkonuamenvHuvlll 6b1600 o ouacnoze I'KMII y cnopmcmena Oenaemcsi Ha ocHoge

KOMNJIEKCHOLL OYECHKU KAK MOJCHO OonbULe20 yucia nokasamesneu

2.6. Crparuukanus pucKa U CTpaTeruy MePBUYHOM U BTOPUYHOU
npopuminakTuku BCC



[TokazaTenu €xeroJHoOl CMEPTHOCTH OT CEPACYHO-COCYAMCTBHIX MPUYMH Y B3POCIBIX MAlMEHTOB C
I'KMII cocraBastor 1-2%. BCC, XCH u TpoM003MO0IMYeCKiE OCIOKHEHNUS SBIISIOTCS OCHOBHBIMU

INpUuYruHaAMM.

Buesannas cepaeunas cmeptb (BCC) — 310 cMepTh, HacTymaromas HeOKUAaHHO U MTHOBEHHO H3-3a
KapAuaJbHbIX NpuyuH (y manueHTa 0e3 3aboieBaHUs ceplla WIM ¢ TaKOBbIM) B TeueHue 1 4 mocie

MOABJICHUA IICPBLIX CUMIITOMOB YXYAIIICHUSA 06]1[61"0 COCTOsIHHA.

K nonstnio BCC He otHOCAT ciIydan HACHUJIbCTBEHHOMU CMCPTU WJIM CMCPTH, BOSHI/IK&IOHIGI;'I B

pe3yabpTare OTpaBiieHus, aC(OUKCHH, TPABMbI HJIU APYTOT0 KAaKOTO-I1M00 HECYACTHOIO CITyyYasl.

Puck BCC y nanmentoB ¢ ['KMII 6e3 TpaaunnoHHbix ¢pakTopoB pucka coctaniser 5,9% 3a 10 ner [4,
118].

e S-netHuii puck BCC pexoMeHmayeTcss OIEHUBATh MPU TMEPBHUYHOM OOCIICTOBAHUM TMAIMEHTA C
I'KMII u B panpHEWIIEM MEpPEOLIEHUBATh KaxK/ble 1—2 roma wiv Npu U3MEHEHUU KIMHUYECKOTO
craryca [4, 114,115, 117, 179, 180, 198, 199, 261, 262].

EOKIB (Y114 YYP C)

e [llkana HCM Risk-SCD pexomenayeTcst B KauecTBe METOJa OIEHKHU pUCKa BHE3AITHOW CMEPTU B
TEUCHUE 5 JIeT I TManueHToB >16 jeT 0e3 ciaydaeB peanmmaiuu mnocie »mu3on0B KT/DXK umn
cnoHTaHHoM yctoiuuBoi KT ¢ morepeld CO3HAHUS WJIM TeMOJAMHAMUYECKUMU HapylleHUsMuU [4,
114,115, 117, 179, 180, 198, 199, 261, 262, 271].

EOK IB (VI 3 VYP B)

KommenTapuii: pecucmpayus owcusneyepoocarowux KHP u b6paduapummuti ocywecmensiemcs ¢
nomowvto  nogepxuocmuou IKI' 6 noxoe, npu XMOIOKI, ¢ nomowwro HapysicHo20 Uil

UMRIAHMUPYEMO20 3anUCbl8aloue2o YCmpoucmea, makice — npu Hazpyzounou npooe [179].

Hezasucumo om Hoszonozuu, nooasuawoujee OONbUWUHCMBO ONACHLIX OISl HCUSHU HCETYOOUKOBHIX
HapyweHuti cepoeyro2o pumma (83,4%) obycnosieno snekmpuyeckol HeCmaduIbHOCMbI0 MUOKAPOQ.
BCC uawe obycnosnena @X (62,4%), opadouapummuamu (16,5%), KT muna «Torsades de pointes»
(12,7%) u KT (8,3%).

KT neycmonyusasn (KT, cocmoawaa kax munumym u3 3 d#ceny0ouKko8blX KOMNIEKCO8, ¢ Yacmomou
>120 u npoodondxcumenshocmuvio He 6onee 30 cex, komopas npekpawaemcs camocmoamenvho). KT
modcem Ovimvb MoHOMOpHOU (HeusmenenHas mopghonocus komnaexca QRS 6 12 omeedenusx) u

noaumop@noti (6o epems KT 6 12 omsedenusx IKI uzmensemcs xongueypayus komniekca QRS;

KT ycmoiiuueas (monomopghnuasn, nonumoppnan) — KT npooonscumenvrocmoto bonee 30 cex,

sauacmyro He KYnupyrouwasacsa cdmoCcnoAameibHo,

Duobpunnayusa HeeayoouKo8 — HepeYIapHbILL HCely00UKo8blil pumm (00viuno ¢ wacmomou 6onee 300

y0apos 6 MUHYmMY) C BbIPANCEHHOU 68apuadelbHOCMbI0 ONUHbL YUKIA, MOP@ONocUU U amniumyovl



komniexcos QORS.
CymectByeT aBe mozaenu crparudukanuu pucka BCC:

1. Ha ocHOBe TpaAHIIMOHHBIX (PAKTOPOB pHCKa (aMEpPUKAHCKAst MOJIENb).
2.Ha ocHoBe pacuera WHAMBUAYAJIbHBIX OLIEHOK pHUCKA, MNEPCOHUPUIIMPOBAHHBIN MMOAXO

(eBpometickast mozens) — mkana HCM Risk-SCD.

[lxana onenku pucka BCC y nanuentoB ¢ I'KMII (eBponelickasi MOzieb) MpeCTaBlIeHa B TaOIHIE

[12, npunoxenue I'3.

«Kanpkymstop» pucka BCC npu ['KMII no eBpomnelckod Mojenu TMpeACTaBiIeH Ha caiTe
http://doc2do.com/hcm/webHCM.html).

[kana ouenku pucka BCC y marmmentoB ¢ 'KMII (amepukaHckas Moaenb) IpeacTaBieHa B Ta0uuIie

[13, npunoxenune 172.
EBpomneiickas monens nporunosupoBanus pucka BCC HCM Risk-SCD umeeT orpannyeHust:

1. He mpumensieTcs y nauueHToB crapiue 80 et u Monoxe 16 ner;

2. He mpumeHsieTcs y naueHToB ¢ penokonusimu I'KMII, TTDK y cioprecmenos

[IpoBenena momudukaiust GopMysbl pacueTa ¢ UCMOIb30BaHUEM TaKoro (hakTopa Kak MakCHMallbHas
tonmuHa creHkn JDK (B8 HCM Risk-SCD Calculator — pekomennoBaHo yka3siBaTh He Oosiee 35 mMMm)
(mponmomkaercs anmpoOarus HOBoM mozaenu) [181].

Anroputm nepBuuHOi U BropuuyHOW npodunaktuku BCC y mamuentoB ¢ 'KMII mnpencrasinen B

[Mpunoxenun b7).


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

3. JIleuenne

Jleuenne I'KMII BriroyaeT MEIMKAaMEHTO3HYIO TEpaluio, 3SHJIOBACKYJISPHBIE BMEIIATEIbCTBA,
XUPYPruyecKre U HEXUPypruueckue MeTosl peaykiuu runeprpodupoBannoit MKII, mexannyeckyto

MOJIIEPKKY KPOBOOOPAIIEHUS, TPAHCTUIAHTAIINIO CEPIIA.

Pexomennanuu no nedennto 'KMII ocHoBanbl Ha ngaHHBIX 00 3(h()EKTUBHOCTH M 0€30MaCHOCTH
MPUMEHSIEMBIX  (PapPMaKOJIOTHUUECKUX CPEACTB, TOJYYCHHBIX B OCHOBHOM B HaOMIOIATEIHHBIX
HCClIeIoBaHUAX. PaHIOMU3UPOBAHHBIE KIMHUYECKUE MCCICIOBAHUS MAJIOYMCICHHBI W BKJIIOYAIOT

MaJjioe KoJaudecTBo namnueHToB [89, 154, 137, 301-310].

®apmaxkorepanus npu ['KMII B OCHOBHOM ylIy4IIaeT CUMITOMATHKY U MPEAYNPEKIAET OCIOKHECHHS
(arTHKOarymsiHTHAS Tepanus npu @I, koprapon-dapmakosoruyeckasi KapJuOBEpCHs ¥ MPOPUIaKTHKA
peuuauBoB @II, yiedyeHne XemydOUYKOBBIX HapyIIEHMH cepieuHoro purma u np.) [129, 311-314].
EnuncrBennpie BmemarenscTBa npu ['KMII, koTopble, Kak mojararoT, BIUAIOT Ha JOJITOCPOYHBIN
MPOTHO3, TPEJCTABISAIOT COOOW XUPYPrUYECKYI0O MHOSKTOMHIO W HWMIUIAHTAIMIO KapJuoBepTepa-
nedudpmsTopa®™ * (MK ***) [154, 181 300, 315-323].

ConytcTBytomue 3aboneBanus (aprepuanbHas TUIIEPTEH3Us, CaXapHbId TUA0ET, TUCTUTTUACMUS U 1. )
PEKOMEHIOBAHO JIEYUTh B COOTBETCTBUU C CYIIECTBYIONIUMHU HAllMOHATHHBIMA KIUHUYECKUMHU
pexkomenganuamiu [3, 4, 175, 155, 324-327].

IMToaxoabl K MEIUKAMEHTO3HOM Tepanuyd Ha JOTrUNEepPpTPoPUUECKON cTaauU runepTpoduyecKon

KapaIuoMUuomaTuu

Pa3zpabarpiBaroTcst moaxoapl K (hapMakoTepanuy HOCHTENICH MyTaluu, acconurpoBandoi ¢ ['KMII, na
noruneprpodudeckor craguu. KnumHWYECKHE WCCIeOBaHUS U HCIOJIb3yeMbIE Iperaparbl Ha

noruneprpoduuecko craauu I'KMII npeacrasnens B Tabnuiie S, npuioxenue A3 [328].

3.1 MeaukaMeHTO3HAA Tepanus

IMoaxoabl K MEAMKAMEHTO3HON TepanuUd HA IMNEPTPOPUYECKON CTAAMU THNEPTPOPUUYECKOr

KapaAuoOMHUOIIaTUH Y 0eCcCMMINITOMHBIX NAIMEHTOB

o He pexomenmayeTcst Ha3HaueHHE OeTa-aapEeHOOTIOKATOPOB 1 OJIOKATOPOB «MEICHHBIX)» KaJIBITUEBBIX
KaHasoB (Bepanmamuin**) manuentaMm ¢ OeccumnToMHbiM TedeHHeM ['KMII, Tak kak ux mosje3Hoe

JIeMICTBUE HE J0Ka3aHo. [3, 4, 329].
EOK IIIC (YAA 5 YYP O)

e PexoMeHI0BaHO  pacCMOTPETh  BO3MOXHOCTh  Ha3HaueHHUs]  OeTa-aJpeHOOTOKAaTOpOB  WIIU
Bepanammia™®* acuMnToMHBIM B3pocibiM ¢ oOcTpykiueit BTJDK (mokost unu uagynupyemMon) ams
cumxenus ['J1 B JOK [3, 4, 329, 330].

EOK IIbC (Y1 5 VYP C)



KomMmenTapmii:

1. Cumnmommolil unu 6eccUMnmMoOMHbIL NAYUEHM, peulaem 8pay nocje 0emanbHo20 00C1e008aHUA.

2. [onoicen bbimob peuier 60npoc 006 omaudUY UCMUHHO20 OMCYMCMEUS CUMNIMOMO8 Om adanmayuu
3a cuem 00paza JHCUuzHU, Nymem NPOBEOeHUs mecma C @QUUYECKOU HAPY3KOU U OYeHKU
ouomaprepos XCH 6 ounamuxe.

3. B pamkax éederusi 300p068020 00pa3a JHCU3HU YelecO0OPA3HO NposedeHuUe A3POOHBIX YIPANCHEHUL
HU3KOU UHMEHCUBHOCHIU.

4. Heobxoouma excecoonas nepeoyenxa pucka BCC, exnrouarowan IKI, XMOKI;, DXOKI

5. Aneopumm maxmuku eedenusi acumnmomuwolx nayuernmos ¢ I'KMII npeocmaenen 6 [lpunoscenuu
bl.

MenukaMeHTO3HasA Tepanus  CHMITOMHBIX  MNANHEHTOB ¢  runeprpoduyeckoi

KapAnoMHonaTuen
Oouwgue npunyunsl mMeOUKAMEeHMO3HOIU mepanuu

1. JleueHne maMEHTOB C OOCTPYKTUBHOM M HEOOCTPYKTHUBHON (Qopmamu 3a00jeBaHUS HMEET
CYILIECTBEHHbIE PA3TUYUSL.

2. JleueHne OJMKHO OBITH aJaNTUPOBAHO K YHUKAJIbHBIM XapaKTEPUCTUKAM Ka)XIOrO OTAEIbHOTO
MalKeHTa.

3. JlekapcTBeHHbIE Tpenaparbl, TPAJAUIMOHHO TIpuMeHsemble B Tepanuu ['KMII, saBnstorcs
CpeICTBaMU C OTPUIIATEIIbHBIM HMHOTPOIMHBIM JCHCTBHEM M HAIpaBiCHbl HAa KyNUPOBaHUE WIIH
oOyieryeHnue CUMITOMOB 3a00JI€BaHU.

4. ITpaBoxenynoukoBass OI'KMII u 2-xenynoukoBass O’ KMII seuarcs mo Tem ke npUHIMIIAM, KaKk 1
npu oocTpykuu BTIDK.

MenukaMeHTO3HAsA TEpaAIns OGCpr&II/II/I BLIXO/THOT'0 TPAKTA JE€BOI'0 KEJIYyT01Ka

o JleueHue MrOOBIMU JIGKAPCTBEHHBIMHU CPEACTBAMH PEKOMEHYETCS HAYMHATh C MUHUMAJIbHBIX J103 U
C OCTOPOXKHBIM HMX TUTPOBAHMEM B T€UEHHE JOCTATOYHO AoJiroro Bpemenu [3, 4, 11, 31, 39, 150,
175, 208, 266, 301, 329,331-335].

EOKIB (YIS YYPC)
KomMmenTapumii:

Ynpowennviii ancopumm ouacnocmuxku u nooxo0o8 K JeueHuro oocmpykmugnvix ¢opm I'KMII

npeocmasnen 6 Ilpunoscenuu b2.
Aneopumm papmaxomepanuu oocmpykmusnou I' KMII npedcmasnen 6 Ilpunoscenuu b3.

e bera-anpeHobaokatopel ¢ MOAOOPOM MaKCUMaJIbHOM MEpEeHOCHMMOM J03bl PEKOMEHIYIOTCS B
KauecTBE MEPBOM JIMHUU Tepanmuu JUIsl YMEHBIICHUS CHUMITOMOB y MAllMEHTOB ¢ OOCTpyKuMen
BTJIK (nmoxost m unayuupyemoit) [3, 4, 11, 31, 39, 40, 150, 175, 266, 301, 329, 331, 333, 335, 336].

EOK IB (Y12 VYP A)



KomMmenTapwuii: npasuna u ocobennocmu HazHavenuss Oema-aopeHoOoKamopos8 NpeocmasieHvl 8

mabnuye 1, I[lpunoosxcenue A3.

e Bepanamuin** ¢ mogbopoM MakCUMabHOW MEPEHOCHUMOM 03B PEKOMEHAYETCS TeM MAIlMeHTaM C
oocrpykiueit BTJDK (mokost uiam WHIyIMPYeMOii), KOTOpbIe HE TIEPEHOCST OeTa-aIpeHO0IOKaTOPBI
WJIM UMEIOT MPOTUBOIOKAa3aHus K UX HazHauenuto [3, 4, 11, 31, 39, 175, 301, 329, 332, 335, 337—-
341].

EOKIB (Y42 YYPA)

KomMmenTapuii: npasura u ocobennocmu nazuavenus: sepanamuna™* npeocmasnenvt 6 Taonuye 2,

IIpunooiwcenue A3.

e Jluntnazem c¢ m1omOOpPOM MaKCUMAJIbHOM MMEPEHOCUMOM J103bI PEKOMEHIOBAH CUMNMOMHBIM
nanmeHTaM ¢ oocrpykuuerr BTJDK (mokos wnmm wHAynupyemoi), KOTOpble HE MepeHocsT OeTa-
aApeHOOIOKaTOPhl U BepanaMuiI®™* win UMEIOT MPOTUBOIIOKAa3aHUs K UX Ha3HaueHwuto [3, 4, 31, 39,
150, 175, 301, 302, 329, 332, 335, 342].

EOK IIC (YA 2 YYP C)

KommenTapmii: pexomendyemvie nauanvuvie u yenesvie 003bl Npu MeOUKAMEHMO3HOU mepanuu

I'KMII npeocmasnenwvt 6 Tabnuye 3, [punoscenue A3.

[Manmentsr ¢ 'KMII u cpennexenynoukoBoit ooctpykuueir JOK m0MKHBI OMydaTh BBICOKHE J03bI
OeTa-aapeHoOmokaropoB (Oucomponon™*), Bepamamuna** wim auITHazeMa™, HO OTBET Ha JICUCHHE
YacTO HEONTHUMAJIbHBIA. DTa KOropra MalMEeHTOB, Kak MPaBUJIO, MMEET CHUMITOMHBIA BapHUaHT,
XapaKTEpU3yIOLNcs NOBBIIEHHBIM pucKkoM mnporpeccupyromern XCH u BCC. 'V 25% wu3 Hux
pa3BuBaercs aneBpusMma Bepxywku JOK [71-73, 215, 294, 343, 344].

Jleuenue XCH ¢ @B JIK > 50% y nanuentoB ¢ 'KMII

e bera-agpeHoOM0KaTOPhI, BepanaMui™™* peKOMEHJOBAaHbI ISl YAYUIIEHUS CHUMITOMOB CEpACUHOMI
HepocTtarouHOCTH y marueHToB ¢ ooctpykTuBHOM ['KMIT n 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 (YI/I3 VYP C)

e Manble [03bl NETIEBBIX W THUA3UAHBIX JAUYPETHUKOB PEKOMEHJOBAHBI [UIsl MALMEHTOB C
HeoOcTpykTuBHOM ['KMIT u [I-IV ®K (NYHA) ¢ ®B JIXK >50% s ymyumienust cumntomoB XCH
[31, 132, 175, 198, 325, 326, 329, 345-347].

EOK I1aC (YIUL 5 YVP C)

e PEeKoMEHJI0BaHO pPACCMOTPETh BO3MOXKHOCTh Ha3HAY€HUs (C OCTOPOXKHOCTBIO) HHU3KUX [03
NETJIEBBIX WJIM THA3UWJIHBIX TUYPETUKOB CHUMIITOMHBIM manueHtam c oOctpykuuedt BTIDK nns

YMEHBIIEHUS OJIBIIIKY TIpu Harpy3ke [3, 4, 31, 51, 132, 175, 198, 329].



EOK IIb (VUL 5 YYP C)

KommenTapwuii: ancopumm epaueonoi maxmuxu nesenuss XCH npu I'KMII npeocmaénen 6

Lpunoorcenuu b4.

Ilooknouenue HU3KUX 003 NemaesvlX UIU MUAZUOHBIX OUYPEMUKO8 Cledyem OCYyWeCmanams noo
koumponem YCC u IJ], maxk kax ymenvuienue obvema YUpKyIupyioujei Kposu y NaAyueHmos c
OI'KMII mosicem npusooums x yeenuuenuro 1" /] ¢ BTJDK.

o [lpu rumoTeH3uu U OTEKE JIETKUX, KOTOpPhIe OOYCIOBICHBI TSKEIION MHIYIUPYEMOUW OOCTpyKIMEH
BTJIK, pexomeHm0BaHbI O€Ta-aIpeHOOIOKATOPHI (per 0S WM BHYTPUBEHHO) U J00yTamMuu™* [3, 4,
348].

EOK I1aC (YIUL 5 YVP C)

KomMmenTapuii: 6 cnyuae pazeumus omexa neekux npu Huzkom A/l y nayuenma OI'KMII ¢ évicokum
I'/1 6 BTJDK neobxooumo uckaouwums OKC, max kak ucnonvzosanue 6 3moi cumyayuu OpeaHuiecKux
HUMpaAmos8 u npenapamos ¢ NONO0HCUMENbHbIM UHOMPONHbIM d¢hhekmom s8semcsi OnacHviM 0

IHCU3HU.

e [laruentam ¢ 'KMII u o6ctpykumeit BTJDK (mokost unu mHAyUHpyeMOH) HE PEKOMEH]YETCs

MIPUMCEHEHHUE OPTraHUYSCKUX HUTPATOB M HHTHOUTOPOB dochoaudcrepassl [3, 4, 348, 349].
EOK HIC (YAA S YYP ()

o [larmentam ¢ 'KMII u oGctpykumeit BTJDK (mokost unu wHAyUHpyeMoOH) HE PEKOMEHIYETCS
NpUMEHEHUE OJOKATOPOB «MENJIEHHBIX» KaJbIIMEBBIX KaHAJIOB MPOU3BOAHBIX JUTHUAPONUPHUINHOB
(audpenununa™**). [3, 4].

EOK HIC (YAAS YYP O)

KommenTapuii: ocroenoli HedcenamenvHulll MeXaHusM OeUcmeus OpeaHUyuecKux HUmpamos u

uneubumopos ghocghoouscmepaswl, 0dycrosnen ysenuvenuem oocmpykyuu BTIDK.

o [Tammmentam ¢ 'KMII u oOcrpykumeit BTJDK (mokosi u MHIyIupyeMoi) He PEeKOMEHIYeTCs
TATOKCHH** [3, 4].

EOK IIIC (YL 5 YVP C)

e [lanmentam ¢ I'KMII m yCTOMYMBBIM CHHYCOBBIM PHUTMOM HE PEKOMEHIYETCS NPUMEHEHUE

Cep/ICUHBIX MIUKO3UI0B [3, 4, 329].
EOK IIIC (YA 5YYP O)

KOMMeHTapHﬁ: noJqlosticumeilbHble UHOMpONnHslE npenapamel, maxkue KdK HanepCcmsHKA,

nponitueonoKasaHsvl 8C1€0CMEBUE NOJIONCUMETBHO20 UHOMPONHO20 U NpOApuUmMMOCEHHO20 3(1)(1)81(7’}’106.



e Bepamamun** He pexomennyercs mnauueHtam c obctpykruBHo ['KMII B ciywasx Hammuus

CHUCTEMHOM TUIIOTEH3UH U BBIPAXKEHHOW OJIBIIIKH B TIOKOE [3, 4, 329, 350].

EOK IIIC (YL 5 YVP C)

Jleuenne XCH ¢ @B JIK <50% y nanuentos ¢ 'KMII

o [laruenTtam ¢ HeodcTpykTuBHOI [ KMII 1 @B JIXK<50% pexomenayotcs 6eTa-aapeHo0I0KaTop B
nononHeHue K AK® nHruburopy (Wi aHTaroHUCTy aHTHOTeH3MHA [1, eciu marueHT He mepeHoCUT
AK® uHruOuTOpHI) 15 YMEHBIIEHUS CUMIITOMOB, CHM)KEHUSI pUCKa TOCIUTAIU3AINN 1O TTOBOAY
XCH u BCC (B orcyTcTBHE paHAOMH3UPOBAaHHBIX HcchenoBanuii mo I'KMII, a¢dexTuBHOCTE 110

roCIUTAIU3AMAM, CHMITOMAM U CMEPTHOCTH MpeArnojaraeTcs, Ho He Joka3aHa) [3, 4, 132, 133,
155, 198, 325, 326, 345, 346, 351].

EOK I1aC (YIUL 5 YVP C)

KommenTapmii: bema-adpenobrokamopwl AGNAIOMCA npenapamamy nepeoti JUHUU, npUMeHaeMblMU
ons cuudicenusi 17] 6 BTJDK u obneeuenuss cumnmomos. Ompuyamenbhvie UHOMpPoOnHvle 3@ghexmol

bema-aopenobioKamopos  AGNAIOMCA  OMHOCUMENbHO — YMEPEHHbIMU,  NOIMOMY  OHU — MO2Ym
ucnonvzosamucs oadxce y nayuenmos ¢ ' KMII u XCH ¢ @B JDK <50%.

bema-adpenobnokamopul He vizviearom pesxoeo usmenerus @B JDK 6 nokoe.
Buconponon™** npeonoumumenvneit npu ' KMII u XCH ¢ @B JDK <50% [329]

o [lamuentam ¢ HeoOcTpyktuBHOM ['KMII u II-1IV ®K (NYHA) ¢ ®B JIXK <50% pexomeHayroTCs
MaJible J103bl NETIEBbIX WM THA3UIHBIX JUYPETHUKOB JUISI YMEHBIIEHUS CUMIITOMOB, CHUKCHUS
pucka rocnuranuzanuii mo nosoay XCH (B OTCyTCTBHE paHIOMHU3UPOBAHHBIX HCCIEAOBAHUN MO

['KMII 3¢ ¢ekTHBHOCTH MO TOCIUTAIU3AIMIM, CHMIITOMaM U CMEPTHOCTHU MPEIINOaraeTcs, HO He
nokazana) [3, 4, 132, 133, 155, 175, 198, 325 ,326, 345, 346].

EOK I1aC (YIUL 5 YVP C)

e [lanmentam ¢ HeoOcTpykruBHOi ['KMII ¢ @B JIK <50% u nocrossaabiMu cumntoMmamu XCH 11—
IV ®K (NYHA), necmotps Ha neuenue AK® maruburopamu (MM aHTarOHUCTaMU aHTHOTEH3UHA
II, ecim manmenT He mepeHocuT AK® mHTrHOUTOPHI) N OeTa-aApeHOOI0KaTOpaMu, PEKOMECHIYIOTCS
aJbJOCTEPOHA AHTArOHUCTHI JJIsI CHUKEHUsl pucka rocnutanuzanui no nosony XCH u BCC (B
OTCYTCTBHUE paHI0MHU3UpOBaHHbBIX uccieaoBanuii mo ['KMII 3¢ hekTHBHOCTH IO TOCTIUTAIM3ALIUSIM,
CUMIITOMaM U CMEPTHOCTH MpeEIoiaraeTcs, Ho He Joka3ana) [4, 132, 133, 155, 175, 198, 325, 326,
345, 346].

EOK I1aC (YIUL 5 YVP C)

KommenTapwmii: ancopumm 6paueonoi. maxkmuxu nevenus XCH npu I'KMII npedocmaenen 6

IIpunoscenuu b4.



Taxmuxa neuenus nayuenmos ¢ Heoocmpykmuenou I'KMII ¢ cucmonuyeckoti oucgynxyuetl
bazupyemcsi Ha NPpUHYUNAX OOKA3AMENbHOU (hapmakomepanuy, pa3paboOmanuvix Oas 63POCbIX
nayuenmos ¢ XCH co cnuoscennou D@BJDK, u exnouaem pexkomenHoayuu no npumeHenuro dema-
aopenoodnrokamopos, AK® uneubumopos, anmazonucmos aneuomenzuna I, ouypemuxos u op. [155,
175, 325, 326].

Iannwvie, nonyuennsvie Maron M.S. u coasm. (2018) 6 npocnexmugHom panOoOMU3UPOBAHHOM OBOUHOM
CenoM UCCIe008aAHUU, He HNOOMBEPHCOarom UCnonb3osanue cnupornorakmona npu [I'KMII ons
yayuwenusi pemooenuposanusi JDK nymem ymenvwenus ¢ubpoza muoxapoa unu  usMeHeHus

Kaunuuecko2o meverus [307].

Jleyenune cuHapomMa creHokapauu y nanueTos ¢ 'KMII

e bera-agpeHoOmokaTopsl,  BepamaMuwi**,  nunTHA3eM ~— pPEKOMEHJIOBAaHbI  MalMeHTaM  C
HeoOcTpykTuBHOM ['KMII M cTeHOKapaAUTHYECKUMH OOJSIMU TIPH OTCYTCTBHH OOCTPYKTHBHOM
KOpoHapHOU O6one3nu cepana [3, 4, 74, 77, 251, 292, 329, 352, 353].

EOK I1aC (YIUL 5 YVP C)

KommenTapwmii: npasuna u ocobennocmu naznavenus eepanamuia™* npeocmaenenvl ¢ madauye 2,

Ipunooicenue A3 u mabauye 3, Ilpunoscenue A3.

lHayuenmor ¢ I'KMII uwacmo npeovssnaiom xcanobdvl Ha 0016 8 cpYOHOU KlemKe, KOmopdas. MOdicem
umems UIU He UMemb MUNUYHbIE HPUSHAKU CMEHOKApOuu. Omom CUMIMOM 603HUKAEm U3-3d
oucobanamnca medxdcoy nocmaskol u NOMPeOHOCMbIO KUCIOpoOd, NPpUBooum K cunonep@ysuu u uuemuu
MUoKapoa, Komopas. 6moOpudHA NO OMHOWEHUIO K VMEHbUleHUl0 KpPOBOMOKA uepe3 Mdajbie

UHMPAMypaibHble KOpoHapHsle apmepuu (cm. pazoen «llamozenesy).

Ha smane nosenenus y nayuenma npucmynos cmeHoxkapouu HeooXooumo ymouHums, He nosieUIacs au
V He2o UHOYYupyemas Hazpy3Kkou J1ameHmHasi KOPOHAPO2eHHAs. 0OCMPYKYUsL U/Ulu utemust Muokapod.
Pexomenoosana cmpecc-2XO-KI' ona onpedenenus noxkazanuii k KAI' u pesackynapusayuu, 6 mom

yucne npu cmenozax KA <50%.

Bepanamun®* cnocoben ymenvuwiamo uwiemuro Muokapod, 6 m.y. 6e3001e8yro, U YIyuuames e20

ouacmonuyeckyio gyukyuro JUK.

Panonasun npumensiom onsa neuenuss cmeHOKapouu y NAYUeHmos, NepeHecuiux oCmpblii KOpOHAPHbIL
cunopom (PKU MERLIN TIMI). On uneubupyem no3oHuil Hampuesvlti moK 8 CepoeyHblX MUOYUmax,
Ymo ymeHvuiaem nepezcpy3Ky Kaibyuem 6 SMux KIemKax, mem CamblM CHUNCAS OUACHONUYECKOe

Hanpsicenue cmenxku JDK u nompebHocms muoxapoa 8 Kuciopooe.

Ilo oanuwvim Gentry J.L. u coaem. (2016), pecynaproe npumerHeHue panoiasuna 6 medeHue 2 mecayes 8
o0o3zuposke 500—1000 me 2 paza 6 Oenb npuseno K 3HAYUMETIbHOMY 001e24eHUr0 CMeHOKapouu u
cumnmomos cepoeunoii Heoocmamounocmu (CH), a makoce ynyyweHuro Kauecmea HCU3HU

cumnmommuulx nayuenmos ¢ I'KMII [304].



B mynemuyenmposom niayebo-xonmponupyemom ucciedosarnuu RESTYLE-HCM (Olivotto 1., Camici
P.G. u coasm., 2018 2.) npumenenue panonasuna 6 meuenue 5 mecayes He NPUBENO K 3HAYUMOMY
VIVUUEHUIO NepeHOCUMOCU  U3UYECKOU Hazpy3Ku, noxazamenei Ouacmoiuyeckou @OyHKyuu,
ymeHvuenuro yposueti MHYII unu ynyuwenuro kauvecmea HCusnu y nayueHmos HeoOCmpyKmMuHo
I'KMII no cpasnenuro c epynnou, nonyuaguiux niayebo. Ilpuem panonazuna 00cmosepHo
aAccoyuUpoBan CcO CHUNCEHUEeM KOIUYECMBA JHCeNYOOUKOBLIX OKCMPACUCMONL NO  pe3yibmamam
cymounoeo monumopuposanusi IKI. Panonasun npooemoncmpuposan omauunbvle noxazamenu

besonacnocmu [309].

o PexoMeHZI0BaHO paccMOTPETh BO3MOXKHOCTbH HMCIIOJIB30BAHUS OPraHUYECKUX HUTPATOB per oS 'y
nanueHToB ¢ HeoOcTpykTuBHOM ['KMII co creHokapauTuueckuMu OONMSMHU M OTCYTCTBHEM

OOCTPYKTHBHOM 00JIE3HU KOPOHAPHBIX apTepuit |3, 4].
EOK IIbC (YA 5 YYP C)

JleyeHue apTepuaJbHOl runeprensnu y nanuedTos ¢ 'KMII

Jleuenne AI' y nmanueHToB ¢ HeoOCTpyKTUBHOM ['KMII mpoBomuTcss B MOTHOM COOTBETCTBUU C

Knunnueckumun Pexomennanusmu no sieuenuto Al y B3pocibIx.
Ocobennoctu meankamenTo3Hou Tepanuu Al ipu o6cTpykTuBHoii ['KMIT:

[ar 1. IIpekpatute nmpuem nepupepruuecKux Ba3z0AMUIATATOPOB (€CIU MALMEHT paHee pa3oBO WIIU

Kypcamu NpUHUMAJ Ba30AWIaTaTOPhI).

[IIar 2. Ha3HauynTh MakKCHUMajJIbHO IIEPECHOCHUMEBIC J03bI OeTa-aJpeHOOJI0KaTOpa, BeparaMiia HId
koMOuHanuu oboux npemnaparos 1noja koHTpoiaem YCC u npooauts IKI-mouuropunr QT/QTc u AB-
npoBeneHus). [lpeamodrurensHO HMCHONAB30BAaTh MPOJOHTMPOBAHHBIE U CENEKTUBHBIE OeTa-

anapeHoOIoKkaTopsl (Oucompoor™*, areHomom™*).

[ar 3. Ha ¢one npoBonumoit Tepanuu Oeta-aapeHo0IokaTopoM (OHCOMPOIon™™ miu areHoaom™*)
npu ycinoBuu 3¢dexruBHoro koutpois I'Jl B BTJIDK ¢ momomisto XO-KI, Hapymienuit putma u
npoBoauMOcTH, mnpomaomkuTenbHocT uHTepBana QT/QTc mo DKIT m XMOKI u orcyrcTBUUM
HOSIBJICHUS JOTIOJTHUTENIbHON KIMHUYECKOW CUMIITOMATUKH PACCMOTPETh BO3MOXHOCTH OCTOPOXKHO
n00aBUTh HU3KYIO J03y TUIpoxyopTUasuaa™* ¢ rpuamrepenom™* mon konrponem I'J] B BTJIK [327,
329,332, 354].

Onpir nedenuss no Sherrid M.V. [332]: npu Ttspkenoit oOctpykuuun B BTJDK y mnanuenTtoB ¢
OI'’KMII+AI, He koHTponupyemou (apmakoTepanueil, MNpOBOAUMOM B TMOJHOM OObEME,
MpUOTU3UTETHFHO YeTBEPTH MarreHToB (22%) notpedoBanack peaykims MXKII ¢ nenbio camkenus []]
B BTJIK, u 16% norpebosancs JIOKC*** ¢ kopotkoii 3aaepxkkoit AB mis ymensiienus I/ 8 BTJDK
y MalUEeHTOB C UCXOIHBIMU (MM ATPOTEHHBIMU Ha (D)OHE KOMOMHUPOBAHHOM Tepanuu) HapyLUIEHUSIMU

AB npoBeneHNs 1 BHYTPUKEITYIOYKOBBIMH OJIOKAIaMHU.

Jleyenune ¢puoOpuaasinum npencepauii y nanuentos ¢ 'KMII



®OII sBrnsercs Hanbonee vactor aputmueit pu ['KMII, pacmpocTpaHeHHOCTh KOTOPOW 3aBHUCHT OT
TshKecTH 3a0oneBanus: 22% B oOmield koropte u 10 32% B KOropTe MalKMeHTOB € MOKa3aHUsIMU s
mmrutantarun UKJ*** u DKC***/JIDKC*** [11, 31, 129, 134, 150, 184, 197, 314, 355-358].
Yactora BcTpeuaemocTtu DI de novo B o6mieit koropre ' KMII cocraiser okomo 2% B rox [129, 314,
357].

3amauamu (apmakorepanuu npu ['KMII, ocnoxxunennoit ®II, sBustoTcss KynupoBaHUE MPHUCTYTIA,

npoduIakTHKa PEIUINBOB aPUTMUN U TPOMOOIMOOTMYECKHIX OCITOKHCHHH.
BoccraHoB/ieHHe CHHYCOBOIO pUTMA U NPOGUIAKTHKA PeluAuBOB GUOPUILISIIIUY NIPeAcepaAuii

o PexoMeHmoBaHO Kaxibie 6—12 mecsieB mpoBoauTh 48-yacoBoe XMOKI' ans BeisiBiIeHUS Oec- Uiu
MasiocuMnTOMHBIX nTapokcu3moB PII u onpenenenns pucka BCC B xoropre nanuentos ¢ ' KMII u
pasmepom JIIT >45 MM, Haxoasiuuxcsi Ha cuHycoBoM putMme [3, 4, 112, 128, 131, 179, 183, 314,
359-364]

EOK IIaC (VIUUI 4 YYP C)

KommenTapuii: oounapyscenue @I ¢ nomowpro umMnIanmupyemozo nemiesoco pe2ucmpamopa
npeocmasusem CoO0OU  VHUKAIbHYIO — B03MONCHOCMb Ol Oblcmpoco  8blsiGleHusi Oec-  Ulu
ManocumMnmomuulx napoxcusmos DII ¢ yenvio npounraxmuxu mpomooIMOOIUUECKUX OCIOHCHEHUL 00
moeo, Kaxk cayuuics uncyiom. Ilpeouxmopamu u ¢pakmopamu pucka eosnuxnosenuss OI1 npu I'KMII
A6NAIOMCA. npedcepOHas muonamus, ysenudenue pasmepa u oovema JIII, nosviuenue yposneu NT-
proBNP 6 xkposu, XCH III-1V ®K (NYHA), noxcunoti eo3pacm, oocmpykyusa BT/DK, eoeneuenue

npasvlx omoenos cepoya, ceHemudeckue Gaxmopul.

e BoccTaHoBieHHE CHUHYCOBOTO pUTMa MYTEM MPSMOW 3JIEKTPUYECKON WM (hapMaKoJIOTHUECKOU
KapJIMOBEPCUN C BHYTPUBEHHBIM BBEJICHHUEM aMHOJApPOHA™** pPEKOMEHIOBAHO y TMAIMEHTOB C
HemaBHO Bo3HUKIIEH (<48 wacor) ®II [113, 131, 183, 314, 359, 364].

EOK I1aC (YL 5, VYP C)

KommenTapuii: Oe3 npedwecmsyroweii. aHmukoazyissHmHOU NOO20MOBKU KAPOUOBEPCUL MOHCem
ObLIMb NPosedeHa MobKO 8 clyude, eciu OAUMEIbHOCMb MeKyueeo NApPOKCUMa He npesvluidaen
48 uacos. YV nayuenmos ¢ beccumnmomuvimu napoxcusmamu PII, a maxoce 6 cumyayusx, kKoeoa
nayuenm 3ampyoHsAemcs HA36amv  OIUMENbHOCMb MeKyuWe20 NapoKcusmMa U He noaydaem
AHMUKOARYTISAHMHYIO MePanuio NOCMOAHHO, PEKOMEHOYEMCs 8030epACAmbCsl OM He3aMeIUMmenbHO20

80CCMAHOBNEHUS CUHYCOBO20 PUMMA.
B smoti cumyayuu 603mModcHo npumerenue 2 cmpameuti 8e0eHuUsl.

llepsas cmpamezus: nposedernue panneil kapouosepcuu nocie YI1-OXOKIT, ne evisagusuieti mpomowvl 6
norocmsax npeocepould. AHMUKOA2YIAHMHAS NOOOEPHCKA 60 68peMs. Npoyedypvl 60CCHMAHOBIEHUS

CUHYCO6020 pumma obs13amenvha.



Bmopas cmpamezusi: npu nesozmodxcnocmu npogedenuss YII-DXOKI unu evissnenuu mpomoos 6
nonocmsx npeocepouti npu 4I1-OXOKI cnedyem nposooums no3omniow kapouogepcuto nocie 3 Heoelb
anmuxoa2yiaHmuou mepanuu (nocie xoumponvrou YII-OXOKI, obszamenvHoli 6 ciyuae Haiudus

MmpomoO06 8 NOLIOCMSX npedcepoull npu nepeom 00C1e008aHulL).

e Amuonapon™* pexomenaosan s npodunaktuku peuuauo OII nmocne npsmMoil anmekTpuyeckoit
kapauosepcuu [301, 314, 356, 359, 364, 365].

EOK IIaB (Y14 YYP C)

» bera-agpeHobmokaTop, BepanmaMuia™* umum AuiITHazemM™** peKOMEHIYIOTCS AJIE KOHTPOJS YacTOTHI
COKpanieHui xenynoukoB y nauueHToB ¢ I'KMII ¢ nocrostnHo# min nepcuctupytromein @II [3, 4,
111, 131, 301, 314, 359, 364, 365].

EOK IC (YI/L5 VYP C)

o PexomMeHI0BaHO paccMOTPETh BO3MOXKHOCTh HA3HAYEHUS HHU3KHUX /103 JUTOKCHMHA™* MamueHTaM C
HeobcTpykTuBHOM ['KMII, crpanatonum noctosiuuoi dpopmoit @I1 u XCH II-IV ®K NYHA, ¢ ®B
<50%, 1U1s1 KOHTPOJISI YaCTOThI COKpAIlleHUs kenmyaoukoB [3, 4, 131, 132, 155, 175, 198, 314, 325,
326, 329, 345, 346, 366].

EOK IIbC (Y1 5 VYP C)

KommenTapwmii: avuooapon™* cuumaemcs nyuwum npenapamom Ol KOHMPONS pUmmda, OH

besonacen u s¢hgpexmusen y nayuenmos ¢ I' KMII, ocnoscnennoti @II.

Comanon™* moocem ucnonvzosamscs 8 kKauecmee albmepHaAmu8HO20 AHMUAPUMMULECKO20 A2eHma 8
neyenuu nayuenmos I'KMII, ocobenno 6 cayuae umniaumayuu UK/*** xoms xaunuueckuii onvim

€20 NPpUMEeHEeHUA OCPAHUYEH.

Hauanvuvle u yenegvie 003vt npu nexapcmeennou mepanuu I'KMII npeocmasnenvr 6 Tabnuye 3,

IIpunoocenue A3

HpodunakTuka TPoMO603IMO0INIECKUX 0Ca0KHeHU Y nanueHToB ¢ TKMII

o Eciam HeT mpoTuBoOIOKa3aHWid, aHTaroHUCThl BuTamuHa K (Bapdhapua™*, memeoe MHO 2,0-3,0)
WM gaburarpaHa STeKcWiIaT** wiam puBapokcabaH™* wmiau amumkcabaH™* pEeKOMEHAYIOTCS BCEM
NaeHTaM, Yy KOTOPhIX Pa3BWIIACh MEPCUCTHPYIOIIAs, MOCTOSHHAS WU MapoKcu3MaibHas (opma
®OI1, mrs mpodunakTuku TpoMOoIMOOIMIecKux ociokuenuit [3, 4, 131, 150, 184, 311-314, 357,
359, 360, 364, 367-373].

EOK IC (VUL 2 YVYP B)

KommenTapuii: Heooxooumo nomuums 06 smopuomokcuunHocmu sapgapuna (cm. pazoen «l KMII y

OepemMeHHbIX)).



Menvwe OaHHbIX NO AHMUKOAZYIAHMHOU mMepanuu npu Mmpenemanuu npeocepouti u Opyeux

NPeoCcepoOHbIX apUMMUSX, HO PUCK MPOMOOIMOOIUL NPU HUX cUUmaemcs maxum dxce, kak npu PI1.

e OueHka pucka kpoBoreueHuid npu nomouu mkaisl HAS-BLED pekomenayeTcst Ipu Ha3HAuYE€HUH
BaphapuHa** 0e3 UM B COYETAHWHM C MHTMOWTOpaMu arperaruu TpomoOoruTos. [3, 4, 131, 314,
359, 360, 364, 368, 311, 313, 369-374]

EOK IIaD (Y11 4 YYP C)
KommenTtapmii:

Ulxana HAS-BLED (ne sanuduposana ona nayuenmog ¢ I'KMII): 6annwt > 3 yKazwiearom HA 8bICOKULL
PUCK KpOBOMmeUeHUll U OOJJICHbL ObiMb NPUHAMbL MePbl NPEOOCMOPOICHOCIIU C 1aDOPAMOPHLIM U

KIUHUKO-uHcmpymenmanvHvim konmponem. lllkana HAS-BLED — cm.ma6auyy 115, Ipunooicenue I72.

e Ecim mamuent ¢ I'KMII, ocnoxuenHoit ®II, He MOXeT NpUHUMATh MOAOOPAHHYIO 03y
BaphapuHa** u3-3a MOOOYHBIX ACHCTBUI WJIM HEBO3MOXHOCTH TOJAJIEPKUBATh TE€PANeBTUUECKUN
ypoBeHb aHTukoarymsanuu (MHO 2,0-3,0), wim HEBO3MOXHOCTH OCYIIECTBISATH MOHHUTOPHUHT
MHO, pekoMeHIyeTCs WCIOJNBb30BaTh Ja0urarpaHa dSTeKcunar** wuiam puBapokcabaH™*, wmun
anukcaban**. [3, 4, 131, 314, 359, 360, 364, 368, 375, 376, 311, 313, 369-374, 377].

EOKIB (Y11 1YYP B)
KommenTtapmii:

Bapgapun** unu  oabueampana smexcunam®* unu pueapokcaban®* unu anuxcaban™* credyem
Hasnauamo  Hezasucumo om wkaiel CHA2DS2-VASc oaocwce nocne oonoco snuzooa @Il 1lxkana
CHA2DS2-VASc — em.mabauyy 114, Ipunoscenue 172.

e Bo Bcex cuywasx ['KMIIL, ocnoxnennon @II, pexkomeHayercss NOXU3HEHHAs Teparus
BappapuHom™™* (MHO 2,0-3,0) wiu naburarpana 3TekcwiatoM™* unu puBapokcabaHoM™* win
anukcabaHoM™* maxke ecim CHHYCOBBIM pUTM OBLT BoccTaHoBieH [3, 4, 111, 113, 131, 150, 175,
314, 329, 357, 359, 360, 364, 368, 311, 313, 369-374, 377].

EOK IC (YI/L 4 VYP C)

o Tepamus aneTUICATUIIMIOBON KUCIOTOW B no3upoBke 75—100 mr rumroc kimonuporpen®* 75 mr B
JieHb (TIpU HU3KOM PHUCKE KPOBOTEUEHMI) pekoMeHayercs, ecnu nauneHt ¢ ['KMII, ocnoxueHHon
®II, oTka3biBaeTCa MpUHUMATh Baphapun™* wnu nqadburarpana sTekcunar™** unm puBapokcadan™*,
nuau anukcaban™**. [4, 378]

EOK ITaB (YII/I 5 VYP C)

o [larmentam ¢ I'KMII, ocnoxnenHoit DIl 6e3 BwipaxkenHoro ysenuwdeHus JIII B ciywasx
pedpakrepHoil K  (apMakoTepanvd CUMOTOMAaTUKA M HEBO3MOXKHOCTU  MCIOJIb30BaHUS
AHTUAPUTMHUUYECKUX IPEnaparoB peKOMEHIO0BAHO MPOBEICHHUE KaTeTepHbIX npouenyp [4, 111, 131,
359, 360, 364, 379].



EOK I1aB (YIUI 5 YYP C)

KommenTapmii: Mnsazusnvie memoowl neuenus @I — cm. pazden 3.2

3.2. Xupypruueckoe u HHTepBeHIIUOHHOE Jeuenue I'KMII

Penyxuus MIKII

IIpu oOctpyktuHoit ['KMII xupyprudeckuii MeTon J€UeHHUs SBISETCS «30JIOTBIM CTaHIAPTOM
(cpenHue mokazarenn cMepTHOCTH <2%, addexkTuBHOCTH Oonee yeM y 90% mnamueHToB, yacToTa
OCJIOKHEHUH <5%).

B nexotopeix meaunmHCcKuX LlenTpax penykimto MKIT pekoMeHIyI0T BBITIOTHATE MAlMeHTaM ¢ Oosee
MSTKOW CHMIITOMATHKOM B CIIy4asiX 3HAYUTEIbHON JTaTEHTHON OOCTPYKIIMH, Y KOTOPbIX MaKCUMAJIbHBIN
n naayuupyemsiid I'J[ > 50 MM pr.cT.

OmnpenensitomiuM (GakTOpoM IS JAOCTKEHUsT xopomux pesyiasraroB CM3/PMD u CAA sBnsercs
onbIT LIeHTpOB, KOTOPBINA JOIKEH U3MEpAThCs Oosee uem S0 mporieaypaMu, BBITIOJIHIEMBIMU B TOJI, U
O6onmee yem 20 mporemypaMu, BBITIOJHIEMBIMUA XHPYPTOM WJIM HHTEPBEHIIMOHHBIM KapAHOJIOTOM.
Penykumss  MOKII  gomkHa  BBIMOMHATBCS ~ ONBITHBIM  CICIIHAIIMCTOM,  paboTaromuyM B
MYJIBTUAUCIUILIIMHAPHON KoMaH e skcniepToB B ieuenun ['KMII [3, 4, 106, 213, 321, 320, 380-388].

o Penyxums MXKII pexomennyercs manuentam ['KMII ¢ I'Jl 8 BTJIK (B mokoe ninn MakCHMaIbHBIM
npoBorupyeMbiM) > 50 mMm pt. ct., ¢ XCH III-IV ®K (NYHA), HecMoTpsi Ha MakCUMAaJIbHYIO
nepeHocumyto tepanuto [3, 4, 73,105, 106, 316-321, 380-384, 388-394].

EOKIB (Y112 YYPA)
KommenTtapmii:

Peoyxyua MIKII ocywecmensemcs ¢ nomowwto cenmanvhou muodkmomuu (CM3O), pacuiupennoti
CMD (PM3) u cenmanvroti cnupmosoii abnayuu (CAA).

Toxazanus k pedyxyuu MIKIT (CM3/PM3/CAA) npeocmasnensv 6 [punoscenuu b 10.

e Penykuuss MXII pexomennoBana st namueHtoB ¢ I'KMII um nmoBTOpHBIMM OOMOpOKamMH Hpu
Harpy3ke, Bbi3biBaeMbiMU [J[ B BTJIK (B mokoe miam MakCHMalbHBIM IPOBOLUPYEMBIM) = 50 MM

PT.CT., HECMOTpPS Ha ONTUMAJIbHYIO Tepanuto [3, 4, 123-125].
EOK IIaC (Y114 YYP O)
Kommenmapuii:

o Aneopumm OouenocmuKku u 6pavebHOU MAKMUKU NPU CUHKONATbHLIX COCMOSHUAX NPEOCmAasien 6
Ipunooscenuu bS.
o [loxazanus x pedyxyuu MKIT (CMO/PM3/CAA) npedocmasnenvt ¢ Ipunoscenuu b 10.



o Aneopumm npedonepayuoHHol OUACHOCMUKU Ol 8b100pa OONOIHUMENIbHBIX 8MEeUlamenbCcme Ha
MK npu CM3/PM3 npeocmasnen 6 Ilpunoxcenue b5. ) (cm. maxowce pekomenoayuu k MPT).

o Aneopumm evrioopa memooa pedykyuu MIKII npu I'KMII npeocmasnen ¢ [lpunosicenuu b6.

o Cpasnenue CM3/PM3 u CAA npeocmasneno Ilpunoscenuu b 11.

« CMD/PMD mnpennoututenbHee, yemM CAA, W pPEKOMEHAYETCsS TMalMeHTaM C TOKa3aHUsSIMU K
penykiuun  MXKII, wuMeronmuM moOKa3aHUs A JPYTUX XUPYPrUYECKUX BMEIIATEILCTB (HA
MaMWUITPHBIX MBIIIIAX, MPOTE3UpoBaHue MuTpaibHOTO Kianana, AKII) [3, 4, 217, 224, 317, 318,
381, 382, 385-387, 391, 398-402].

EOKIC (YAA2YYPB)
KommenTtapmii:

CMD — «muoskmomusa no Morrowy mpancaopmanoubiM 00cmynom (nepeas onepayusi Ovlid
nposedena 6 1958 2.) 6 Oonvwuncmee ciuyyaes ycmpausem oocmpykyuio BTJDK, ewizeanmyro

eunepmpoguposannou MIKII, oonako ne ycmpansem anomaruu MK, enocswue 8kiad 6 0OCmpyKyuio
BTIDK.

Messmer B.J. ¢ coasm. (1994) ycosepwencmeosanru musxmomuro no Morrow, pacuwupug obnacmo
pesexkyuu cunepmpoguposannoi MIKII ¢ anuxanbrnom nanpasnenuu k ocnosanuto [IM (PM3). Hnozoa
6 auenosasviunou aumepamype PMO nasviearom npoyedypou RPR (cokp. om resection - pesexyus
eunepmpoguposannozo yuacmka MIKII, plication - yxopouenue nepeowneii cmeopku MK nymem
CO30aHUsL 20PU3OHMATILHOU CKIAOKU 8 ee OCHOBAHUlU, release — 0c6000dcOeHUe/UcceyeHue aHOMANbHBIX

NPUKPENIeHUL 2Unepmpo@dupo8aHHbIX NANUNIAPHBIX MbILUUY,).

IIpu svisinenuu 2-yposuesoii oocmpykyuu (yeeruvennwvii 17] 6 BTJDK u na yposne cpeowneii uwacmu
nonocmu JIDK) muoskmomus moodxcem Ovimb pacuiupeHa 00 cepeounsvt nonocmu JDK u eoxpye

ocHosanus [IM, oonaxo danuvie o 0on2ocpounom 3¢hgexme maxkoeo nooxo0a 02paHudetol.

B cneyuanusuposannvlx yenmpax, umeowux Haubonvuiull onvim no aedenuio nayuenmos ¢ I'KMII,
UCNONbL3Yemcs MPAHCANUKATbHBIL  OOCMYN, HANpAasieHHvlli Ha cHudceHue 1J] u  ymenvuienue
cumMmomo8 y nayuenmos cpeouedxcenyooukogoti OI'KMII. B peokux cayuasx npu 2- yposHegoll
oocmpyxyuu JIK ucnonvsyrom KomMOUHUPOBAHHBIL MPAHCANUKATLHBIL+MPAHCAOPMATbHBIUL 00CYN

UTIU NPABOIHCETYOOUKOBBILL U mMpaHcaopmanvhulil docmynsl [71, 343, 403].

IIpu cpeonesicenyoourxosou OI'KMII, npu omcymcmeuu 6blpadiCeHHbIX AHOMAIUL MUMPATLHO20
Kanana modxcem Obimb 8bINOIHEHA MUOIKMOMUSL U3 NPABO20 HCEYOOYKA MPAHCEEHMPUKYIAPHBIM UIU
MPAHcnpeocepoOHbIM  OOCMYNOM. Dmom Xupypauueckuu O00Cmyn umeem HpeuMyujecmeo nepeo
MPAHCAOPMATLHBIM OOCMYNOM Y NAYUEHMO8 MON00020 803PACMA C BbIPAN’CEHHOU cunepmpoduet
MKII ecneocmeue bonee nuszxoeo pucka passumusi ABbB [404, 405].

Ilpu evissnenuu 08yxoicenyoouxosou oocmpykyuu (yeeruvennwviti 1J] 6 BTJIDK > 50mm pm. cm. u
yveenuuennwii 1J] 6 BTIDK > 16mm pm. cm.) modicem npumeHamoscss Komounupogannwiii docmyn: CMO

mpancaopmanvHuim oocmynom u PMO docmynom co cmoponwvl IDK.



B cneyuanusuposannvix yenmpax, umerouwux Haudoavuwuil onvim no evenuro nayuenmos ¢ I KMII,
nPU  BBIAGNIEHUU OBYXIHCENYOOUKOBOU OOCMPYKYUU, HPU OMCYMCMEUU AHOMAAUU NOOKIANAHHLIX
CMPYKMYp MUMPAIbHO20 KIANAHA MUOIKMOMUSL MOdicem Ovimb  evinoaneHa oocmynom u3z IDK

MPAHCBEHMPUKVIAPHBIM UIU MPpaHcnpedcepOrbim oocmynom [106, 321, 406-408].

Anomanuu cmpykmyp annapama MK, accoyuuposannvie ¢ I'KMII, mozym u oOondcHbl Obimb
ycmparnensl 60 8pems onepayuu ¢ yeavio chuzums 1/] ¢ BTJDK, ne npubezas k 3amene mumpansHo2o

KIanaua.
Toxazamenamu 3¢ppexmusrnocmu npoyedypovr PM3 npu SXOKI senaromes.

1. konmaxm nepeoneu cmeopku MK u MIKII (SAM-syndrome) omcymcmeyem,

2. ocmamounviii I]] ¢ BTJDK npu nposoxayuu oondcen 6uims He 6onee 20 mm pm. cm.

Ypoeeﬂb ycnexa u dacmoma OCIOJNCHEHUU  2/IABHbIM 06pa30M 3asucAam ont onvlma xupypea uiu

UHMepBEeHYUOHHO20 KadelO]lOZCl.

Toowcenanus nayuenma (nocie noopooHo20 00CYHCOCHUS BAPUAHMOE TIeYeHUs]) UMelom 3HaYeHue OJis

NPUHAMUA OKOHYANMENbHO2O peueHUA.

Buvioop memooa peoyxkyuu MIKII (CMO/PM3 unu CAA) Oondicern ocHosvieamvbcsi HA MujameibHOM

obcnedosanuu nayuenma u 00CyHcoeHuu MyrbmuOUCYUNIUHAPHOU KOMAHOOU CReYUaIucmos.

e [IporesupoBanue MK pexomeHnnoBaHo y cumnToMHbix nanueHtoB ¢ [/ B8 BTJDK (B mokoe umm
MaKCHMaJIbHBIM MPOBOLIUPYEMbIM) > 50 MM PT.CT. U MUTPAJIILHON pEryprutaiueil or cpeaHen 1o

TSDKEJION cTeneHu, He BhI3BaHHbIX n3oiupoBanHoi [IC]] crBopku MK [3, 4, 321].
EOK IIaC (YA S YYP O)

KomMmenTapuii: oononnumenvhvie 6podcoeHHvle uiu npuobpemenHvie avomaiuu MK moeym
8bI3bI6AMb GLIPANCEHHYIO MUMPATbHYIO pe2ypeumayulo, KoOmopas He 00YCI06/1eHa UCKTIOYUMENbHO
IIC]] MK. B smou cumyayuu niacmuxka MK (nauxkayus), kax npasuno, He CHuUdicaem cmeneHs

pezypaumayuu, u yCmpaHeHue ee 603MOACHO audb npomesuposaruem MK.

e PexoMeHryeTcsi paccMOTpETh BO3MOXKHOCTh mpoTesupoBanuss MK y namuenTos ¢ I/ B BTJIXK (B
MOKOE WJIM MaKCUMaJbHBIM MPOBOIUPYEMbIM) > 50 MM pPT.CT. U MaKCUMAaJIbHOW TOJIIMHON
MEXOKENTyJOYKOBOM MEPEeropogku <16 MM B MeCT€ MUTPaJIbHO-CENTAJbHOTO KOHTAaKTa, €CIIU

MMEETCS MUTpAJIbHASI PErypruTanusi OT CPEIHEW J0 TKEION CTENEeHH MOCJEe H30JUPOBAHHOMN
MuoskTomuu [4, 409, 410].

EOK IIbC (YL 4 VYP C)

KommenTapmii: nodobnvie ciyuau onucanvl y nayuesmos, ONepupoB8aHHbIX 8 nepgvie 2

oecamuniemus Nocie NPUMEHeHUs npoyeoypvl «muskmomuu no Morrowy (uzonupoéanuou
muosxkmomuu, 1958) [411].



Onucanvt  makace Memoouku ycnewHou Koppexyuu oocmpykyuu BT/DK u  mumpansrotl
He0oCmamouyHoCmu nymem vlnoaHenuss mpancmumpanvrot CM3O ¢ omceuenuem nepeoneii cmeopku

MK u svinonnenus CM3 uz BTJDK ¢ nocnedyrowen nnacmukou unu npomezuposarnuem MK [405 412].

s evinonnenus adekeammuou pedykyuu MKII npu PMO psioom aémopos pexomeH008aHo npumMeHsms

pPasnudHble mexHuyeckue npuemvl.: Moounuzayus cepoya, npumenenue mopaxkockonuu [388].

Cneyughuueckoeo obe3001u8anus Npu Xupypeuieckux U UHEA3UGHbLIX 6MeUlamenbCmeax nayuenmam ¢
I'KMII ne mpebyemcsi.

Pexomenpannu no IKC y nmanueHToB ¢ 00cTpykTuBHOi 'KMII

o PexkomeHayeTcss paccMOTpETh BO3MOXKHOCTH mocTosHHOM OKC*** ¢  onrtumanbHeiM  AB-
uHTepBasioM i cHwxkenus [J] B BTJDK wnm miig pacmumpeHuss BO3MOXHOCTH JIEKapCTBEHHOM
Tepanuu OeTa-aapeHo0I0KaTOpOM H/WiIH BepanaMuiaoM™** y otaenpHbIX manueHToB ¢ ['J] 8 BTJDK
(B MOKOE WM MAKCUMaJIbHBIM MPOBOLMPYEMBbIM) = 50 MM pT.CT., CHHYCOBBIM pPHUTMOM,
CUMIITOMaMH, pedpakTepHbIMU K JIEKAPCTBEHHOM Teparuy, UMEIOIUMH NpoTUBoNoKa3anus k CAA
win CMO/PMD, unu Beicokuil puck pa3sutus AB-6mokansl B pesynsrare CAA unu CM3/PMD [4,
214, 232, 305, 306, 308, 310, 413-415].

EOK IIbC (VII1 2 VYP B)

KommenTapuii: cyms memooa cocmoum 6 usmeHeHuu nocied08ameibHOCMu pacnpocmpaneHus
BONIHbL B030VHCOCHUSL — COKPAWeHUe 0X8amvléaem Hauale 8epxXyulKy acenyoourkos, a samem MIKII,
YUmo npusooum K yMeHvuleHuro cyoaopmanvroeo 1J] 6Onacooaps 3anazovl8aHul0 U CHUNCEHUIO
peauonapuou coxkpamumocmu MIKII u, kax creocmsue, pacwupenuro BTJDK. Omomy cnocobcmeyem
makdice 3anazovléanue CUCMOIUYECKO20 08UdICeHUsl Knepeou nepeouell cmeopku MK u ymenvutenue
e20 amnaumyowl. Baowcnoe 3uauenue umeem noobop HaumeHbuiel SelUYUHbL BPEMEHU 3A0EePHCKU
HAHeCeHUsi  JCcelyO0ouyKo8020  UMNYIbCA — NOCle  NpeocepOHo20,  Komopas — obecnedusaem
npexcoespemMentyo  0enospu3ayuio GepXyulku cepoya, He Npu8oos Npu 3SMOM K YXYOULeHUIO

BHYMPUCEPOECUHOU U YEHMPATbHOU 2eMOOUHAMUKU (cepoeunozo eviopoca u AJ]).

B psaoe cryuaes npuxooumcsa npubecams K YOIUHEHUIO 8peMeHU cnoHmauHou AB-nposodumocmu c

noMOwbI0 mepanuu 6ema-aopeHoo10Kamopom Ul eepanamuiom™* u oasxce aonayuu AB-y3zna.

HNuBazuBubie MeTonbl JeueHusas @I nanuentoB ¢ 'KMII

e PexoMeHJI0BaHO pPACCMOTPETh BO3MOXKHOCTb MPOBEIAEHUS paauodacToTHOM abnamuu ouara DI
nanmentaM ¢ ['KMII, eciu ®I1 He MoxkeT OBITH MpenOTBpallleHa aHTUAPUTMHUYECKOW Tepamuei,
WJIM 4aCcTOTA YKETYAOYKOBBIX COKPAILICHUIN HE KOHTPOIUPYETCA JIEKAPCTBEHHBIMU MIpenaparaMu, Uin
acCOLIMMPOBaHA C HENEPEHOCUMBIMU NMOOOYHBIMU JIEHCTBUSMMU JIEKAPCTBEHHBIX Mpemnaparos [4, 111,
131, 314, 329, 359, 360, 364].

EOK ITIbC (YL 5 VYP C)

e Wmmnnanramus  nByxkamepuoro (DDD)  snexkrtpokapanoctumynsaropa®™** ¢ pynkuueit

nepeKiIoueHus pexkuma (mocne abmanuu AB-y3na y mamumentoB [KMIT ¢ @B >50%),



pEKOMEHAYyeTCsl pU HAIM4uK napokcusmaibHoil @II, u ognokamepHoro (VVIR) — npu Hanuuuun

MePCUCTUPYIOLIEH WU TTOCTOsTHHOM dopmbl [4, 232, 305, 314, 359, 360, 364, 41].

EOK IC (YI/L5 VYP C)

e [lanmentam ¢ I'KMII, ocnoxxuennoi no6oit Gpopmoit @I, u ®B <50% nocne abnauun AB-y3mna u
IIpY HAJIWYUUA TOKAa3aHUM K CEpACYHOM PECUHXPOHU3ZUPYIOLIEH TEpPAMh  PEKOMEHIOBAHO
paccMOTpeTh BO3MOKHOCTh UMIUIAHTAIIMN TpeXKaMepHOTo (OuBeHTpUKyisipHoro) DKC*** [4, 20,
130, 359, 364].

EOK IIbC (Y1 5 VYP C)

e PexoMeH1I0BaHO pacCMOTPETh BO3MOXKHOCTH abnanuu ouara ®@IT Bo Bpemss CMD/PMD y nanueHToB
¢ [I'KMII, ocnoxHenHoii cumnroMHod @I npu HaIMuMM TOKAa3aHUM U OTCYTCTBUU
MpoTUBOIOKa3aHui [3, 4, 359, 364, 417-420].

EOK IIbC (YAAS YYP O)
KommenTtapmii:
Paououacmommnas abnayusa @I y nayuenmos ¢ ' KMII menee ycnewna, yem b6e3 I'KMII.

o [lpeouxmopamu nesghgpexmusnocmu nevenuss @I npu I'KMII senaromesa: ounamayus JII,
oocmpykyus BTJDK, onumenvrnocmo u mun @I1.

o llayuenmam ¢ IKMII u @I uwawe mpebdbytomes nposedeHue nNOBMOPHLIX NPOUEOYP.
Pemooenuposarnue npeocepouti, zasucumoe om I'KMII, moocem nosnuams Ha ucxoo, oaszjice eciu

npoyeoypa usHa4anibHo YCneuitd.

Onepayus Cox-Maze («Jlabupunmy) nubo ee moouguxayuu ¢ npumMeHeHuem paouoydacmomuou u
Kpuo-aonayuu  npeocmasisemcs yenecooopasnou kax conymcemeyiowas npu CMO/PMD  unu
npome3uUposaHuY MumpaivbHo2o Kianara y nayuenmos ¢ I’ KMII, ocnoocnennoti @II, peppakmeproii k

Gapmaxomepanuu.

ACCF/AHA (2011) pexomenoyiom onepayuio «J/labupunmy y omoenvHvix nayuenmos ¢ PII kax
conymcmayrowyio npu CM3I/PM3 unu npomesuposanuu MK (yposens llaC). B pexomenoayusx ESC

Makou peKomMeHOayuu Hem.

Ecnu onepayusa «Jlabupunmy nokazana, mo 6bINOIHAMbCA OHA OOJIHCHA KAK CONYMCMBYIOWds, nocie
KOHCUUYMA MYTbMUOUCYUNTUHAPHOU KOMAHOOU, XUPYPSOM, UMEIOWUM ONbIM 8bINOJIHEHUsL HOOOOHO20

emeutamenbcmaeda.

B yeumpax, ucnonvsyrowux onepayuro «iabupunmy (moougpuxayusa Il u 1V), ommevarom, umo y
nayuenmos ¢ I' KMII smo dononnumenvrnoe npu CM3O3/PMD emeuiamenbcmeo s6isiemcs 6e30nacHviM u

appexmusHbIM.

PexoMeHaanMK 10 CepACYHON peCHHXPOHM3MPYIOIIeil Tepanuu y nanueHToB ¢ FKMII




e [Tammentam ¢ I'KMII, makcumanbusiM [J] B BTJDK <30 mm pt. ct., XCH II-1V ®K no NYHA,
OBJDK <50% wu BJIHIII' ¢ amurensHOCTBIO QRS >120 MC peKOMEHJOBaHO pPacCMOTPETH

BO3MOXKHOCTb CEpJACYHON PECUHXPOHU3UPYIOIIECH Teparnus 1 YIyUIIeH!s: CUMIITOMaTukH| 3, 4, 20,
130].

EOK IIbC (VIII 4 YYP C)

PEROMEH)Ia_III/II/I IO MPAKTHYECCKHUM aACIICKTaAaM MMILJIAHTAIIMHA KapaAuoBEPTEPA-

negudpuIasTOPa*™**

Anroputm miepBu4HOW U BropuuHOi npodunaktuku BCC y manmentoB ¢ ['KMII mpencrasieH B
tabnuue [Ipunoxenue b7.

[kana onenku pucka BCC y manuentoB ¢ 'KMII (eBpormeiickas Mmojienb) npeAcTaBieHa B TabIuIe
I12, npunoxenue 2.

[kana ouenku pucka BCC y nanmenTtoB ¢ I'KMII (amepukanckas Mojenb) IpeacTaBieHa B Tabuie
13, npunoxenue 2.

o Pexomennyercs ummnantanus UK [*** y nanuentos ¢ ['KMII, nepenecmux ocTaHOBKY cepAlia Mo
npuunHe KT nnm @K, nnm y nanueHToB co crioHTaHHou ycronunBoi KT, mpuBoasuieit k norepe
CO3HAHMS WIM HapyLIEHUsS TeMOJANHAMUKH, IPU OXKUIAEMON MPOJIOJKUTEIIBHOCTH KU3HHU >1 rona
(3,4, 112, 113, 115-121, 125, 189, 207, 210, 259, 260, 265, 300, 323, 421-423].

EOK I B (YIUL5 YVP C)

KommenTapmii: /{na eepugpuxayuu apummuu 6 OMOEIbHLIX CAVHUAAX MONCEM  BbINOIHAMbCS

UHBA3UBHOE 3ﬂ€KMpOd)M3u0.fl02M’{€CKO€ uccreoosanue.

o [IaTunerHuit PHUCK BHE3AITHOM CMEpPTHU HCO6XO,Z[I/IMO OOCHUBATL IIpU IIEPBOHAYAJIBHOM

00CJIeJOBaHNN NAIMEHTA, a TaKke Kaxkaple 1—2 roga Wiau npu U3MEHEHUHM KIMHUYECKOIO CTaryca
(3,4, 115,171, 181, 300, 323, 424].

EOK I B (V14 YYP C)

o Nmmmanrammus UKI*** pexoMeHmyeTcs mManmweHTaM C TPEANOjaracMbIM S-JIETHUM PHCKOM
BHE3AITHOM CMEpPTH >6% W OXXHIaeMOW TPOAOKUTEILHOCTRIO KU3HH >1 roaa mocie moapoOHOTro
KIIMHUYECKOTO 00CIIeIOBAaHUS C OIEHKON PUCKAa MOCIEAYIOMIMX OCJIOKHEHUN U BiaustHust MK J[***

Ha 00pa3 KU3HU, COIUATBHO-IKOHOMHYECKHM CTaTyC M MCUXoJoTHIecKkoe 310poBbe [115, 181, 189,
200, 201, 300, 323, 421, 424].

EOK I1a B (VI3 YYP A)

e PexoMeHIOBaHO paccMOTPeTh BO3MOXKHOCTh uMIUTaHTauun WKJ*** B oTmenpHbIX Tpymmax
nauueHToB ¢ S-netHuM puckoM BCC ot >4 1o <6% u 0okngaeMol MpOJOIKUTENBHOCTBIO )KU3HH

>] roga mocie MNOAPOOHOTO KIMHUYECKOTO OOCJIEeIOBaHUS C OLICHKOW pHUCKA MOCIEIYIOMINX



ocinoknennit u BiumstHUS MWKJ[*** Ha o00pa3 Ku3HU, COIMAIBHO-d)KOHOMUYECKUN CTaTyC W

ncuxojoruueckoe 3a0poBbe [115, 171, 189, 181, 323, 424].
EOK IIb B (Y114 YYP O)

o PexomeHayeTcsi pacCMOTpETh BO3MOXKHOCTh UMIutantanuu UK *** y oTaenbHBIX ManneHToB ¢ 5-
netHuM puckom BCC <4% npu HaIWYMM KIMHUYECKUX XapaKTEPUCTUK C JOKa3aHHBIM
MPOTHOCTHYECKUM 3HAUYEHHEM, U B ClIydasiX, KOTJAa B PE3yJbTaTe OLEHKU pUCKa MOCIETYHOUIUX
ocnokHeHnit u BiumstHUS WKJ[*** Ha 00pa3 Ku3HU, COIMAIBHO-DKOHOMHUYECKUU CTaTyC W

IICUXOJIOTUYECKOE 3/10POBbE INPEANONaraeTcsi o0liee MONMKUTEIbHOE BIMSIHUE HWMIUIAHTALUU
NK*** [3, 4, 84, 115, 181, 189, 200, 201, 228, 323, 424].

EOK IIb B (VII 4 YYP C)

KommenTapuii: avepukanckas mooenv nozeonsiem oyenusams puck BCC y nayuenmos c¢ Huskum/

CPEOHUM PUCKOM.

llocneonue numepamypuvie OanHble NOKA3bIBAIOM, YMO  HAIUYUE PACNPOCMPAHEHH020 Gubdpo3a,
oyenusaemozo no IIHI" npu MPT (>15% ) saenrsemcs npeoukmopom pucka BCC npu I'KMII. Omom
nokasameib He 6X00UM 6 e8PONEUCKYI0 MoOelb CMpamupuKkayuyu pucka, 0OHAKo eciu y nayueHma
Huskuti unu cpeonuti puck BCC ( <6%), a npu MPT niowaows ¢uobpoza >15% - smo saensemcs

OONONHUMENbHBIM APYMEeHMoM 6 noiv3y umnianmayuu MK*** [115, 228, 231].

PexoMeHIaMM 10 UMILJIAHTAIIMUA BCIIOMOTaTeJdbHbIX JIEBOKEIYT0YKOBbIX yﬂpOﬁCTB

o Pexomenayercs paccMOTpPETh BO3MOXKHOCTD — TEpalvu MYyTEM  HMIUIAHTAMM  YCTPOMCTB
MEXaHMUYECKON TOJAEPKKH KPOBOOOpAIIEHUS HA NEPHOJ HAXOKACHUS B JIMCTE OXHIAHUS IS
HEKOTOPBIX IMAILMEHTOB C TepMUHaIbHOM cTagueid XCH, KOTOpble MOTYT paccMaTpuUBaThCsl Kak

KaHUJaThI JJ1s1 TpaHCIUTaHTauuu cepaua [211, 253, 425, 426].
EOK IIbC (Y114 YYP O)

KommenTapuii: ¢ muposoii npaxmuxe 50% onepayuii no nepecadke cepoya GbINOIHAIOMCA HA hoHe

npeodutecmayroujett UMRIAHMAayuu YCmpoucme MexaHuieckol no00epicKu Kpogoobpaujenus [253].

Tpancnuanranus cepaua y nanuenton ¢ 'KMII

o Oproronuyeckas TpaHCIUIAHTALMS cepAua pekoMmenaoBaHa il nauueHTtoB ¢ ['KMII, umerommx
OBJIK <50% u cumnromsl [II-1V ®K no NYHA, win HEycTpaHUMBIE >KEITyJIOYKOBBIE apUTMHH,
HECMOTPS Ha ONTHUMAJbHYIO TEPANUIO MPHU HAJIUYHMHU MOKA3aHUN U OTCYTCTBUE MPOTHUBOMOKA3AHUI
Ju1st TpaHcrianTauuu [97, 98, 168, 253, 255, 257, 425, 427].

EOK ITaB (YI/I 4 YYP C)

KommenTapwmii: onucana mpancopmayua I'KMII ¢ cmewannvii gpenomun (I'KMII + JIKMII),

coenacto knaccemepurxayuu MOGE(s), max nazvieaemas ounamayuonunas cmaous I'KMII [43].



Ipancnianmayus cepoya modcem ObIMb HCUSHEHHO BadicHolU cmpameauel nevenuss npu I'KMII 6

KOHEUHOU cmaouu 3a00/1e8aHUA.

[Inoxou kpamxocpounvlli npocHo3 y nayueumos ¢ ounamayuonnoi cmaoueu I'KMII npeononacaem
yenecoobpazHocmus 6o0lee paHHe20 pacCMOMPEHUsT A2PeCCUBHBIX MemO008 edeHuUsl, NOCKOIbKY «OKHO
803MOJNCHOCIEWY MOdcem Oblmb HeOONbWUM, OCOOEHHO Y NAYUEHMO8 C CeMeUHbIM AHAMHE30M

pazeumus ounamayuonuou cmaouu I'KMII.

3axnouenue, umo y nayuewma paszsugeaemcs ounamayusi JK, cnedyem ocHogvleamb Ha OUHAMUKE
pasmepos JIK. Jlaxce «nopmanvHuley pazmepol JIK mocym o3nauamos «OULAMAYUOHHYIO CMAOUIOY,

Hanpumep, 6 ounamuxe KIPrc 35 mm — 55 mm (npu ycnosuu Koppekmuozo uzmepeHus,).

llocmmpancnaianmayuonnas eviocusaemocmos vy nayuenmos c¢ I KMII cxoona ¢ maxosou npu

mpancnianmayuu cepoya no opyeum nosooam [255, 257, 425, 427].

o PekoMeH0BaHO pPaccCMOTPETh BO3MOKHOCTb OPTOTONMYECKOM TpaHCIUIAHTALlMM CepAana Uit
naueHToB ¢ ®B JDK > 50% wu cumnromamu XCH III-IV ®K (NYHA), Bb3BanHOMU
JTUACTONMYECKOW UC]YHKIMEH, PE3UCTEHTHOW K JICKapCTBEHHOW Tepanmuu TMpH HaIHUYUAU

MOKa3aHUW U OTCYTCTBUU NMPOTUBONOKA3aHUM [Uisl TpaHcIuianTauuu [97, 98, 168, 253, 425, 427].
EOK IIIB (Y11 4 YYP C)

KomMmenTapuii: kpove ounamayuonnou cmaouu, npu I'KMII msocenas cmenenv XCH moorcem

Habnooamevcsa npu OpyeoM 6apuanme He2amueHO20 DPeMOOeNUPOBAHUs — CMEeUAHHOM @eHomune
(I'KMII1+PKMII).

Hmozoswvuii ancopumm epauebnoti maxmuxu 6 3asucumocmu om cmaouu I'KMII u eapuanma

KIUHUYEeCKo20 meyenus npedcmasner ¢ Ilpunoocenuu b9.

3.3. bepemenHocTh U poasbl y nauueHTok ¢ I'KMII

HN3meHeHnsi reMOIMHAMHUKHY NPH OePEeMEHHOCTH

bepeMeHHOCTB, Kak TPaBWIIO, CYIIECTBEHHO HE yCYTyONIsieT réMOIMHAMHUYECKHE PAcCTPOICTBA TPH
I'KMII, mostoMy HmCXOAHO OeccHMOTOMHBIE W MasiocuMmnToMmHbie marueHTku ¢ ['KMII mepenocsr
O0epeMeHHOCTh Xopouio. OAHAKO y HEKOTOPBIX MAIlMEHTOK FeMOJMHAMUYECKHE U HEHPOTryMopaibHbIe

(akTOpbI reCTallMOHHOTO Mepro/ia MOTYT IPOBOILMPOBAThH pa3BUTHE HapylieHui putma u XCH.

VY Oepemennbix ¢ ob6ctpykruBHoi ¢dopmoit I'KMII crenennp ob6ctpykimn BTIDK moxer kak
YBEIUYUTHCA (U3-3a 00bIYHOTO Jy1si OepemeHHocTH yBenudeHus YO, UCC, nebonbioro cHmkeHUs A/
BCIIC/ICTBHE CHIDKCHMsI OO0IIero mepudepruyeckoro COMpPOTUBICHHUS), TaK W CHU3UTHCS (M3-3a
HEOOJIBIIOTO YBEIMYCHUS AruacTonueckoro pazmepa JIK u yBennuenus quamerpa BTJIK) [3, 4, 428-
430].

PexoMeHaauuu Npu NJIAHUPOBAHUMN OepeMEHHOCTH



e [lpu mmanmpoBanuu OepemenHoctn W Hamuumun [KMII B cembe omHOro w3 poauTeneiu
PEKOMEHJI0OBaHa KOHCYJbTallusl Bpada-reHeTHKa JJIs OLEHKM pHCKa [epenaun 3a0oJeBaHus
noTomcTBy [29, 30, 174, 428-431].

EOKIC (YAAS5VYYPCO)

o [Ipu mnanupoBanuu 6epemenHoctu nanuentkam ¢ ['KMII u o6ctpykuueit BeiHocsmero Tpakra JDK
C HalW4YMeM CHUHKONAJIbHBIX COCTOSHUN W/MIW JKU3HEYTPOXKAIOIMIMX HAPYIICHHH pUTMa
PEKOMEHI0BAHO PEIIUTh BOMPOC O IpeaBapuTesIbHOM Xxupyprudeckoi koppekiuu ['KMII [3, 4, 366,
428, 432].

EOK IC (VI 5 YVP C)

o DKCTpakopIiopajibHOE OIUIOJOTBOPEHHE HE PEKOMEHJOBAHO (IMMPOTHUBOIIOKA3aHO) >KCHIIMHAM, Y
koTopeix ['KMII ocnoxnunace XCH, ®II, pecrpuktuBHbiM Tunom HanojgHenus JIK, a Takxe c

BbIpaxkeHHOU runeprpodueit JIK [4, 428, 430-433].
EOK IC (YAAS YYPC)
TakTuka Benenus depemennoctu npu I'KMII

e Eciiu I'KMII nuarnoctupoBaHa 10 OEpeMEHHOCTHM WJIM B CPOKHA 10 12 Hemenb, a TakXke MpU
nono3penn Ha ['KMII, pexkomenzoBana rocnuTanu3anus S>KEHIIMHBI B KapAUOJIOIMYECKOE
OT/EJICHUE C LIETbI0 YTOYHEHUS AUArHo3a, PelieHusl BOpoca O MPOJIOHIMPOBAHUU OEPEMEHHOCTH

1, B CIydae HEOOXOIUMOCTH, JiedeHus [3, 4, 30, 429, 432].
EOKIC (YAAS5YYPO)

o [Ipu Gepemennoctu namuenTkam ¢ [’ KMII cTparudukanuio MaTepruHCKOTO pHCKa PEKOMEHI0BAHO
MPOBONTH, UCIONB3YS MOAM(PHUIIMPOBaHHYIO Kiaccudukanuio BO3 marepunHckoro pucka [3, 4,
429, 430-433].

EOKIC (WAAS5YYPC)
KomMmenTapuii: 6 uoeane oyenka pucka 00axicHa npogooumscsi 00 3a4amuis.

e V namuentok ¢ 'KMII tepanuto 6era-aapeHOOIOKaTOPOM PEKOMEHIOBAHO MPOAOIKUTE, €CIH OHU

MIPUHUMAIIU UX 70 OepeMeHHOCTH [3, 4, 366, 428, 432, 433].
EOKIIC (YA 3 YYP B)

o Tepanuto Oera-aipeHOOIOKATOPOM PEKOMEHAOBAHO HauaTh OepeMeHHOM xkeHimuHe ¢ ['KMII u

cumntoMamu ooctpykimu BTJIK nnu napymenusimu putma cepana [3, 4, 366, 428, 432, 433].
EOK IC (YAAS YYP C)

o Ilpu Tepanuu Gera-aIpeHOOTIOKATOPOM PEKOMEHIOBAHO KOHTPOJIUPOBATh COCTOSSHUE W TEMIT POCTa
mwona [3, 4, 366, 428-433].



EOK IC (Y15 YYP C)

e bepemennbim ¢ I'KMII nipu pazsutuu @II pekoMeHI0OBaHO MpOBEAEHUE KapauoBepcuu [3, 4, 428,
434].

EOK IIC (YL 4 YYP C)

o bepemennbim ¢ 'KMIT u ®II pexoMeHn0BaHA aHTUKOATYASHTHAs Tepanus (BHIOOp mpemapara —
renapuH HaTpus (HeppaKIMOHUPOBAHHBIA WM HU3KOMOJICKYJISIPHBIN) Wik Bapdhapun™* — 3aBuUCUT
OT cpoka OepemeHHOCTH). Mcnonb30Banne gaburarpana sTekcuwiara™™* win puBapokcabana™*, mim
anmkcabana™** He pexomenayercs [3, 4, 366, 428, 430, 432].

EOK IC (VA1 5 VYP C)

o Tepammro Bapdhapunom™* mpu @Il y OepeMeHHBIX PEKOMEHIOBAaHO HAauMHATH CO 2 TpuMecTpa (B
MIEPBOM TPUMECTPE BO3MOXKEH TE€PATOTEHHBIN 3PeKT) U 3aKOHUUTH 3a 1 MecsI 10 ponos [3, 4, 428,
430, 432].

EOK IB (VIII 5 YYP C)

KomMmenTapuii: pexomenoyemvle pesxcumvl anmurxoaynsnmuou mepanuu npu I'KMII y 6epemennuvix ¢
@Il u onacnocmu, ceszanwHvle ¢ mepanuell eapgapunom™**, — npeocmasienvl 6 maobnuye 4,

IIpunooscenue A3.

o bompmmnucTBYy 6epemennbix ¢ ['KMII pexoMeHI0BaHO MPOrpaMMHUPYEMOE POAOpa3peIIeHHE Yepe3
€CTEeCTBEHHbIE POJIOBbIE MYTH [3, 4, 428, 429, 430, 432].

EOKIC (YAASYYPC)
KommenTtapmii:

- Bpauebnas maxkmuka éedeHus bepemeHHoOCmuU U pooopaszpeuieHus npeocmasiena 6 llpunoocenuu b
12

- Buibop meouyuncrkoeo yupexcoenus 0isi 6e0eHusi OepemMeHHblX U pooopaspeuleHus npeocmasieHn 8

IIpunoswcenuu b 13.

- Ocpanuuenus 8 gblbope mMemooo8 OUasHOCMUKU y bOepemenHblx npeocmasnensvt 6 maodauye 11 12,

IIpunooscenue I'l.
- Ilpu 6edenuu bepemennocmu u pooos uHmepecvl Mamepu OOIHCHbL OOMUHUPOBAMND.

- bonvwuncmeo ocenwyun ¢ Heocnoxcnennou IKMII omnocames no moouguyupo8anHoll
knaccuguxayuu BO3 mamepuncroeo pucka x xknaccy I (BO3 II). Yacms cumnmomusix nayuenmox
omunocumcsi k BO3 IllI; onu Oondcnuvt Habaiodamsvcsi 6 CHeyuarusupoOSaAHHbIX YUPeHcOeHUsx (CM.

IIpunooicenue b 13).



- Kenwunwr ¢ I'KMII, ocnosxcnennot XCH u oucgyukyueiu JDK (Ounamayuonumas cmaous uiu
npucoeouHeHue pecmpukmusHo2o enomuna), omuocames Kk kiaccy IV mamepunckozo pucka, u um

6€p€M€HHOCWlb nponiueonoKkasanda.

- Ilpu ewvipasicennoii cumnmomuou oocmpykyuu BTIDK (makoce omnocames k xnaccy 1V BO3)

OepemMeHHOCmb MOJHCEm CMamy 603MONCHOLL NOCJLe npedsapumenbHotl koppexkyuu oocmpykyuu BTIDK.

- Tepanurwo bema-aopenobnoxamopom (memonpononr™**, pezepeuviii — ouconponon™*) bepemennvim c
I'KMII neobxooumo ocywecmensimo noo xowmponem YCC u AJ], m.x. upesmepnoe crudcenue AJ[
Modicem — npueecmu K YMEHbUEHUI0  MAmMO4YHO-NIAYEHMAaPHO20  KPOBOMOKA U  3a0epicKe

BHYMPUYmMpooOHOo20 pazsumus niooa [3, 4, 428].

- Konmpayenyus y scenwyun ¢ beccumnmomnou uau marocumnmomuou I'KMII ne umeem xaxux-aub6o

ocobennocmell no CpPABHEHUIO CO 3()0p06bl/l/lu.

- Ecnmu I'KMII ocnoocnunace XCH u @I, mo credyem ¢ OCmMOpONCHOCHbIO UCNONb308AMDb
nepopanvhbvie KOHMpAayenmuebl U3-3a pucka mpomoosmbonuti. Mx ucnonv3osaumue 603MOJNCHO npu

aoekeammuou anmuxoazyiaumuou mepanuu [3, 4, 428-430].



4. PeaOuauranus

CnemnuanpHbIX pekoMeHganuid mo peabunuranuu namueHToB ¢ ['KMII we cymectByer. Ilocrne
XUPYPrU4E€CKOr0 WA SHAOBACKYJISIpHOrO BMemarenbcTBa nanueHtaM ¢ I'KMII nmpoBoasTces Takue xe
peadbMINTAIIMOHHBIE MEPOTPHUATHS, KaK U MAIMEHTaM C JIPYTOW CEepAeYHO-COCYAUCTON MaTOJIOTHEH,

MNEPCHCCIINM XUPYPIrUuiICCKUC NI SHAOBACKYIAPHBIC BMCIIATCIILCTBA.



S. IIpopunakTuka

[Mpodmmaxtuku ['KMII kak 3a001eBaHus HE CYIIECTBYET.

[Ipodunakruaeckne meponpusatus y nmarueHToB ¢ ['KMII 3akmrodarorcs B mpodrIIakTHKE O0CHOBHBIX

OCJIOKHEHHM 3a0051eBaHus1, KOTOphIe mpeacTaBieHsl B Tabnuue [13, [lpunoxenue 3.
O6mue pexoMeHganuu mo oopasy xu3nu nanuenty ¢ ['KMII npencrasnens! B [Ipunoxxenun B.
/lucnancepnoe naonrwoenue nayuenmos ¢ I'KMII

[MTammmenter ¢ 'KMII HyXmaroTcs B MOXHU3HCHHOM HAONIONCHWM ISl BBISBICHHS W3MEHEHUU B

CUMIITOMATHUKE 1 NPCAYIIPCIKIACHUS OCJIOKHCHUH.

Ha nauanbHOM 3Tare MeIuKaMEeHTO3HOTO JIEUSHHS TUIAaHOBBIE TTIOBTOPHBIEC BU3UTHI K Bpady *KeJlaTeIbHO
MpoOBOAUTHL uepe3 6, 9, 12 mecsaueB (mpu HEOOXONMMOCTH dYalle) JJIs OLEHKH MEePEHOCUMOCTH,
3pdeKTUBHOCTH U  O€30MacCHOCTH JICUEHUS, a TaKKe KOHTPOJIA BBIMOJHEHUS BpaueOHBIX
pexomennauuid. Ilpu HemoctarouHoil 3(pPEKTUBHOCTH M IUIOXOW MNEPEHOCHUMOCTH IMPOBOAUMOTO
MEIUKAaMEHTO3HOIO JICYEHUS] PEKOMEHJOBAHA 3aMEHA HCIIOJIB3YEMOI'0 JIEKapCTBEHHOIO Ipenapara ¢

NOCICAYIOIIMM KOHTPOJIEM IIPOBOJAUMOTO JICHCHUA.

e Bcem nmauuentam ¢ ['KMII, Bkitoyas Hocutenei naroJioriueckux MyTauuid 6e3 (eHOTHUIHYECKUX
MPOSIBIICHUN OOJIE3HM U TMAIMEHTOB ¢ OECCUMITOMHBIM TeueHHEM 3a00JIeBaHMs, PEKOMEHIOBAHO
JUHAMHYECKOoe HaOIoONEeHHuEe, B XOI€ KOTOPOrO OLEHUBACTCS XapakTep U BBIPAXKEHHOCTb

KJIIMHAYECKUX, MOP(POJOTUYECKUX M T€MOJAMHAMHYECKUX HApyUIEHUH W ompenessercs JieueOHas
crparerus [3, 4, 116, 145, 146, 332, 356, 358].

EOKIB (YAAS5YYPC)

e VYV KIMHUYECKU CTAOUIIBHBIX MalUeHTOB pekoMeHaytoTcs moBTopHbIe TT-OXOKI kaxnpie 1-2 rona
[3,4, 116, 145, 146, 178, 184, 200, 216, 356, 332, 358, 435].

EOK IC (YAAS YYP C)
Koncencyc sxcneproB EACVI 2015

e IToBropubie IXOKI -uccnenoBanusi pexomeHaytorcsa nanueHtam ¢ ['KMII ¢ u3meHeHusiMu B
KJIMHUYECKOM CTaTyCe WJIM MOSIBIEHUEM HOBBIX CEpJCYHO-COCYIUCTHIX MposiBiieHui [3, 4, 116, 145,
146, 178, 184, 200, 356, 332, 358, 435].

EOK IB (VIII 5 YYP C)

e 48-yuacoboe XMOKI pexomenmyercss kaxzable 12-24 wMecsla KIMHUYECKH CTaOMIbHBIM
ManueHTaM, Kaxasle 6—12 — MecsueB nauueHTaM ¢ CUHyCOBBIM pUTMOM M pazmepoM JIIT >45 mm

WJIU TIPY TIOSIBJICHUHM HOBBIX JKallo0 Ha cepaneouenus [3, 4, 112, 181, 184, 314, 421].

EOK IC (YI/L5 VYP C)



e PekoMeHI0BaHO pacCMOTPETh BOZMOKHOCTh MPOBEACHHUS HATPY30UYHOIO TECTUPOBAHUS KaxKble 2—3
rofga g KIMHUYECKH CTAaOWIbHBIX MAallMEHTOB M KaXIblH TOJ — MpPU HPOrpecCUPOBAHUU
cumiToMoB [3, 4, 209, 216, 269].

EOK IIbC (YII/15, YYP C)

o PexomMeH0BaHO paccMOTpeTh BO3MOXKHOCTH IpoBeneHus MPT cepaua kaxnaele 5 ser s
KIIMHAYECKH CTaOMIIBHBIX MAIIMEHTOB W KaXjable 2—3 roja — MalMeHTaM C MPOTPEeCCUPOBAHUEM
3abomneBanus [4, 216, 237].

EOK IIbC (YA 5 YYP C)
Koncencyc saxcneproB EACVI 2015

 [lomnoe oO6cnenoBanue, Bratovaromiee DK™ u TT-DXOKI u XMOKIT, pekomenayercs B TeueHue 1—

3 MmecsieB u 6—12 mecaieB nocie npoeaeHus peaykiuu MXKIT [4].
EOK (YAAS5VYYPO)

KomMmenTapuii: neomvemnemotl uacmoto mMeponpusmuil npu iedeHuu U OUHAMU4YecKom Haoa00eHuu
3a nayuenmamu ¢ I'KMII 0ondicro 66imb nogvlutenue ux oopazoeamenvho2o yposus. Eciu oasce spau
paspabomaem onmMuMAaiIbHYIO0 NPOSPAMM)Y JedeHuss Olisl Kadco020 KOHKPEmMHO20 NayueHma, nposecmu
ee 6 JCU3Hb Oy0enm 8ecbMa CLONCHO NPU HATUYUU HUZKOU Momusayuu K Jievenuilo. Bce npumensemvie
Memoobl edeHus U NPOPYUIAKMUKYU OOAHCHBL ObIMb 00CYHCOEHbl U co21aco8anvl ¢ nayuenmom. Ilpu
8bI00pE pedcumMa HA3HAYeHUs npenapama HeooXooumo yuumvléams obpas icuzHu nayuenma. Bce
pekomenoayuu, oasaemvle NAYUEHNY, OONNHCHbL OblMb SACHLIMU, YEMKUMU U COOMBEMCMBOBANb €20

UHMENIEKMY ATbHOMY YPOGHIO.

s HekomopwvlX NAyueHmos, KOMOPbIM VCHMHbIX PEeKOMEeHOayull HeooCmamoyHo, cnedyem
paccmompems 803MOHNCHOCb NPOOYOIUPOBAMb UX 8 NUCbMEHHOM 8Uude OJisl 0OecneyeHUst 0CO3HAHHO20
yuacmusi nayueHma 8 Jje4eOHO-npopUIAKmMuUYeckomM npoyecce U NosvluleHus 3phexmusHocmu
nevenus [3, 4].

Opranuszanus OKa3aHUs MeIUIUHCKOU MOMOIIH

o [laneHTaM C HEOYEBUIHBIM JIMArHO30M, TSKEIBIMU CHUMITOMAMHU WJIM TOBBIIMICHHBIM PHUCKOM
CBS3aHHBIX C 3a00J€BaHUEM OCJIOKHEHHM PEKOMEHIyeTcsl OO0CieloOBaHWE U JIEUCHHE Yy

CHEUUAIMUCTOB MYJIBTUIUCIMIUIMHAPHON KOMaH/ kI, 3kcniepToB B BeAeHuu [ KMII [3, 4, 436].
EOK IIbC (YYP C, YO 5)

o He3aBucumo OT BBIPAXKEHHOCTH CUMIITOMOB PEKOMEHAYETCS PEryIIsipHOE 00CIeOBaHNE MAIIICHTOB
Y, TIPA BO3MOKHOCTH, POJACTBEHHUKOB MEPBOM cTeneHu poxacTra [3, 4, 11, 27, 116, 145, 146, 178,
184, 200, 332, 356, 43].



EOK IC (YA14 YYP C)

e PexomennoBano Bo Bcex ciyvasx ['KMII knuHumucram 1iaHupoBarh 0OCIIE€OBAaHUE U JIEUCHHE

mamueHTOB B ILICHTPAxXx C MYJIBTI/II[PICI_[I/IHHI/IHapHOﬁ KOM&HI[OIZ CIICaJIruCTOB, C OIIBITOM

JUATHOCTHUKY U JICYCHHS 3a0oneBannii Muokapaa [3, 4, 436].

EOK I1aC (YIUL 5 YVP C)

IToxa3anus K NJIAHOBOM roCUTAJIU3AIMHA B MEAUIIMHCKYI0O OpraHm3anuro

. Yrounenne mnpwumabl [JDK HescHOro TeHe3a W HEOOXOIWMOCTh B CIENHAIBHBIX METOIax

uccienoBanus (uckmouenue GeHoxonuit ' KMIT).

. Ucnionp30BaHME  UMArHOCTUYECKUX MPOLEAYP, IPOBEAEHUE KOTOPBIX HEBO3MOXKHO WIIH

HElEeIeco00pa3HO B YCIOBUSIX MOTUKINHUKY.

. Tpyasoctu B mon0ope MEANKAMEHTO3HOW Tepamuu JJIsi KOPPEKIUU CHHAPOMOB (M3-32 COUYETAHUS

natonoruit [ KMIT/OI'KMII + AT, TKMII + C/{ 2 tumna, CHHAPOM CTCHOKaPIHH).

. Haznauenue Oera-aapeHoO10KaTOpOB, BepanaMuia™®*: ux KOMOMHALIMM PEKOMEH]IyeTCsl HaYMHATh

B YCJIOBHAX CTallMOHapa € MaJIbIX D03, IPOBOJAWTL TUTPOBAHUC JO MAKCHMAJIbHO IECPCHOCHMbBIX

1103 T10J1 KOHTpoJieM camouyBcTBUS U DKIT.

. PedpakrepHocTh K MPOBOAMMON B MOJHOM 00bEeME (papMakoTepariuid M HAJIMYHUE TOKa3aHUH K

CM3/PMD, CAA, DKC.

IToka3aHusi K 3KCTPEHHOH IrOCIUTAJIM3ALNH B MEIMIMHCKYI0 OPTraHU3ALUI0

l.
2.
3.
-+

N

[Tporpeccuss XCH, TpeOyrorias MHTEHCHBHOMN Teparuu.

OTeK Jerkux.

NHCcynbT.

OmnacHble 7151 )KU3HU HAPYIICHUS CEPACYHOTO PUTMA M TTPOBOJUMOCTH, TPEOYIOINe NHTCHCUBHON

TepaIuu.

. CUHKOTIAJILHBIC COCTOSTHUSL.

6. OKC.

. [IpenotrBpamennas BCC.

IToka3aHus K BbINKCKE MAUEHTA U3 MEHI’IHHHCKOﬁ Oopramu3anmu

l.

2.

3.

[Ipy mmaHOBOM  rocnuTaIM3alUMM  MOKa3aHueMm K Bbimucke nanueHta ¢ [KMII sasnsercs
yiIydllleHue KJIMHUYECKOW CUMIITOMAaTUKN Ha (poHe MpoBoAMMON (hapMaKkoTepanuu, UMIUIAHTAluU
NKJ***, QKC***/[I1OKC***, snnoBackynsipHoro/xupypruudeckoro seuenus: (CMO/PMD, CAA)
[Ipu skcTpeHHOMN rocrnuTaJIn3anuu IMOKa3aHWeM K BeImucke mamueHrta ¢ ['KMII
SBIIACTCS KOPPEKIIMS HAPYIICHU PUTMa M MPOBOJUMOCTH, B TOM uHucie (aTalbHBIX, OTCYTCTBHE
OCJIOXKHEHHMI TpeOyIolnX, UHTEHCUBHOW Tepanuu U ctadunuzanus XCH.

Hopmanuzauus mnokaszarenedt (ueneBble ypoBHH AJl, TIHMKeMUHM,  JUOUAOTPAMMbI)  IIpH,
coorBeTcTBeHHO Al, CJI tTun 1 win tvn 2, JUCIUNUAECMUM, €CIU yXYIUIEHUE B TEUCHUE ATUX
3a00JIeBaHUl  SIBUJIOCH OCHOBAaHUEM JJIsi  IUIAHOBOW WJIM S3KCTPEHHOW  TOCHUTAIM3ALNU

nanueHToB ¢ 'KMII B coueTanuu ¢ KOMOPOUIHOM MaTooruen



4.1Ipu  cuHapome CTCHOKApNU MOKa3aHuem il BbhINUCKM manuenta ¢ ['KMII sBisercs
JNOCTH)KEHHE cTadbwin3anuu coctosuust mnauveHnta ¢ [KMII Ha ¢one ¢dapmakorepanuu,
SHAOBACKYISIpHOTO / Xupyprudeckoro jeuenus (AKIL)

5. YcraHoBnieHue TUarHo3a  (PeHOKOMUM ['KMII, BBIMIMCKA/TIEPEBO/l  TAIMEHTa B
CHEIUAIU3UPOBAHHBIE  OTHEIEHUS JJI1 OJTUONATOICHETUYECKOTO JIeYeHus (Hampumep, B
remMarojiornyeckoe oraeneHue npu AL-amumnongose ¢ M30JMPOBAHHBIM/ MPEUMYIIECTBEHHBIM

MOpaKCHUEM CepAIa)
HNuble opraHnu3anoHHble TEXHOJIOT U
[{emecoobpa3Ho co3ganne TEPPUTOPHUATILHBIX perucTpoB manueHToB ¢ ['KMIT.

IIpu ananuze pabotel JIIY ¢ nanumentamu ¢ 'KMII nenecooGpa3sHo olleHUBaATh ClEAyIOLINE
[IOKAa3aTeNu:

- cootHomenue 'KMII u penoxonuit ' KMII, satnonorudeckuii cnektp dpenoxonuii ' KMIT;
- COOTHOIIEHUE OOCTPYKTUBHBIX U HEOOCTPYKTUBHBIX opm ['KMIT;

COOTHOILIEHUE CEMEWHBIX U CIIOPATUYECKHUX CIy4yaeB 3a00JI€BaHMUS;

- 4aCTOTY rocnuranu3anui B cBs3u ¢ nporpeccupoBannem XCH, @I, OKC, cayuyau BCC;

- nmorpebHocts B DKI, OXOKI, MPT, KT, koponaporpaduu nisi BBIIOIHEHHUS PEKOMEHJALUN IO
JUHAMUYECKOMY HaOMIOACHUI0 U O00CIeNOBaHUIO MpoOaHIa W POJACTBEHHUKOB TMAIMEHTOB MEPBOM

JIMHUH POJICTBA;
- cmeptHOCTH (%), ocnoxHenus (%) 3a rox, 3 rona, 5 Jer;

- 4acToTy BbIsIBJIeHHs (HakTOpoB Kapauometabonuyeckoro pucka (Al, nuciaunupemus, oxupenue/

n30bITouHbId Bec, CIl 1 u 2 Tuna) B pa3Hbix Bo3pacTHbIX rpynmnax ['KMII;

- pe3yabTaThl MOHUTOPUPOBAHUS MOTEHIIUATHHO MOAUDUIIMPYEMBIX (DAKTOPOB: aHTPOTIOMETPUUECKHUX
nanHelx (MMT, OT), nokasareneil nunuaHoro npo@uiis, ypoBHS ITIMKEMHH) B Pa3HbIX BO3PACTHBIX

rpyIIax ManueHToB.



6. JlonoHuTeabHAsA HHGOpPMAaLMs, BJIUSIONIAS HA
TeUeHHe U UCX0I 3200/ IeBaHUSA

Jpyrumu BakHbIMH LessiMu TTpH JieueHnnd [ KMIT sBnsirorcs:

- KOppCKOuA BCCX ITOTCHHOHUAJIILHO MOI[I/ICI)I/IHI/IpyeMI)IX CI)aKTopOB pUuCKa (KypeHI/IC, JAUCIUITUACMUS,

TUTIEPIITMKEMUSI, OKUPEHUE);

- JICYCHUE COMYTCTBYIONIUX 3a00JICBAHWH B  COOTBETCTBHE C HAIMOHAJBHBIMH KIMHUYCCKUMU
pexomennanuamu (MbC, AT, CI, XBII).



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Neo Kputepuit kauecTBa EOK yan YYP Aa\HeT
Knacc n
YPOBEHb
1 BbinosiHeHbl DK n TT-2XOKI IB 1 B JNa/Het
2 BbinonHeHo MPT cepaua ¢ koHTpactuposaHuem mnu KT cepaua ¢ IC 5 C Oa/Het
KOHTpPaCTMpOBaHMEM NPU HANUYUN MEANLMHCKMX NOKasaHUM 1 npu
OTCYTCTBUM NpPOTUBOMOKA3aHWN. B cnyyae OTCYTCTBMSA
BO3MOXHOCTWM  BbIMOSIHEHMSA 3TUX MEeTOAOB WCCNefoBaHWUs B
MeANLMHCKOM yypexaeHue naumeHTt Hanpas/eH B

CI'IeLI,VIaJ'IVIBVIpOBaHHbIVI KapﬂMOﬂOFMHeCKMVI LUEHTP ANA BbINOJIHEHUA
AaHHbIX NccnegoBaHUN.

3 BbinonHeHo XM2KI IB 1 B Na/Het

4 BbINONHEHbLI aHaNu3bl: IC 5 C Na/Het
KNIMHMYECKUA  aHanuM3  KpoBM WM O6BWKMIA  aHanu3  Mouu,
6roxmMmnyecknin aHanu3 KpOBM (BkNtovas XOSIeCTEPUH,
Tpuranuepuabl, Kanun, Hatpuii, ACT, AJIT, MOYEBUHY, KpeaTUHUH,
6Mnnpy6buH, rnoKo3sy)

5 lMpoBeaneHa cTpatTudukauma pucka y naumeHtoB ¢ [KMI co iB 1 B [Oa/Het
CpeaHnM U HU3kuM puckoMm BCC, a Takxe y nayueHtoB ¢ OFKMII,
nepeHecwmnx CM3/PM3 (amepuKaHcKas Moaenb).

OnpepeneHbl nokasaHus k WUKO*** B 3aBucumoctn  oT
MEANLMHCKMX MOKas3aHWi U nNpu  OTCYTCTBUM  MeAULMUHCKUX
NpOTMBOMOKAa3aHWi

6 MpoBeaeHa crTpatudukaumsa pucka y naumeHtoB ¢ KM wu iB 1 B Oa/Het
BbICOKMM puckom BCC, a Takxe Yy naumeHtoB c OFKMII,
nepeHecwmnx CAA (eBponenckas moaenb, wkana HCM Risk-SCD).
OnpepeneHbl nokasaHus k WUKO*** B 3aBucumoctn  oT
MEANLMHCKMX MNOKa3aHWM U nNpu  OTCYTCTBUM  MeAULMUHCKUX
NpOTMBOMOKa3aHWi

7 MpoBeneHa Tepanus beTa- agpeHobnokaTopom, n/mnun IC 1 C Oa/Het
6nokaTopaMu «MeASIEHHbIX» KafbUMeBbIX KkaHanos, wu/unu AK®
MHrnMéuTopamu, n/mnu 6nokatopamn peuenTopoB aHrmoteHsnHa II,
n/vnn anypetukamu (B pexuMe MOHOTepanuu WM B pexume
KOM6WHMPOBAHHON TepanuuM) B 3aBUCMMOCTM OT MeAMLMHCKUX
nokasaHui U Npu OTCYTCTBUN MEeAULMHCKUX MPOTMBOMOKa3aHUi

8 MpoBeaeHa cTpaTuduKaums MaTEPUHCKOrO pucka 6epeMeHHOoWn IC 5 C Oa/Het
nauneHTkn ¢ KM, ¢ wcnonb3oBaHMeM MOANPULNPOBAHHOM
knaccudbunkaunm BO3 MaTepMHCKOro pucka

9 MauymeHT ¢ FKMIM HaxoauTcs noA AuCraHcepHbIM HabnoaeHueM B IB Na/Het
MONNKIINHUKE
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IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

BcenenctBue Toro, 4ro uneHsl PoccHIICKOro KapIuMOJIOrMUECKOro OOIIecTBa BXOAST B COCTaB
EBpomeiickoro ooOmiecTBa KapaMOJIOrOB M TaKXKe SBISIOTCA €ro 4jie€HAaMH, BCE PEKOMEHIAINH
EBponeiickoro o6mectBa kapauonoroB (EOK) dopmupytoTcs ¢ ydyacTueM pOCCHUCKHX JKCIEpPTOB,
KOTOpBIE SIBISIIOTCS COABTOPAMM E€BPOIEHCKUX peKOMEHJauuid. TakuM o0pa3oM, CyIIEeCTBYIOLINE
pexomenganuu EOK oTpakator o01iee MHEHHE BEAYIIUX POCCHUHUCKUX M €BPOMEHCKUX KapIUOJIOTOB.
B cBia3u ¢ atum  ¢opmupoBanwe HamnumoHanbHBIX pEKOMEHIAIMK TPOBOAMIOCH HA OCHOBE
pexomenaauuii EOK, ¢ yueroM HanumoHanpHOU crienupuku, ocoOeHHOCTEH 00caenoBaHusl, JIeUeHus,
YUYUTBIBAIOIIME JOCTYIMHOCTh MEIUUMHCKOW momomM. [Io 3Toil mpuYMHE B TEKCTE HACTOSIIUX
KIIMHUYECKUX PEKOMEHJAlN, OJHOBPEMEHHO HMCIOJb30BaHbl JABE IIKAJIbl OLEHKU JOCTOBEPHOCTHU
JI0KA3aTesIbCTB TE3MCOB PEKOMEHIAlUi: YPOBHU JOocTOBEepHOCTH AokazarenbctB EOK ¢ YYP u V/I/I.
JloGaBnensl knaccel pexoMenganuii EOK, mozBonsionue OneHUTh HEOOXOAUMOCTH BBINOJHEHUS

Te3uca pekomeHaanui (Tabmue 1, 2, 3, 4).

IIpencraBnennble PexoMeHganuu paspaboTaHbl Ha OCHOBE POCCHIICKMX peKOMEHAALMH 10
JUArHOCTUKE M JIeYeHHMIO Tuneprpoduueckoir kapauomuonaruu 2016 roma, pexkoMeHgauui 1o
JUATHOCTUKE U JICUCHHUIO rumeprpoduueckoit kapauomuonaruu EBpomeiickoro oOiectsa
kapauonoroB 2014 roma, CO3MaHHBIX Ha OCHOBE MHOTOJIETHETO ONBITA W OOJIBIIOTO KOJIWYECTBA
WCCJIEIOBAHUN M0 pa3Iu4yHbIM acnekraM JauarHoctuku u JedeHuss [KMIL. B Pexomenpanusx
W3JIOKEHBl OCHOBHBIE ACHEKThl MAaTOreHe3a, KIMHUYECKOIO TEYEHHS, METOIAbl JIHATHOCTHKUA U

MPUHIUIBI JeueHus nanueHToB ¢ 'KMII ¢ yyetom nHANBUAYaIbHBIX 0COOCHHOCTEH MaIlMeHTA.

I__Ie.neBaﬂ AYAUTOPUA TAHHBLIX KIHWHUICCKHUX peKOMeHI[a_III/Iﬁt

1. Bpau-kapauosor

2. Bpau-tepaneBt

3. Bpau o0uieli nmpakTuku

4. Bpau cepAedHO-COCYAUCTHIN XUPYypr
5. Bpau pyHKIIMOHATBEHOW THAarHOCTUKU

6. Bpau siyueBoii TMarHOCTUKHU

Tadauma 1.IlIkama oueHkKW YpoBHEH JOCTOBEpHOCTH JokazarenbcTB (YJ) mis  meromoB

JUAarHoCTHUKH (III/IaI‘HOCTI/I'-IeCKI/IX BMGIHaTeJ'II)CTB)

yana PacwudpoBka

1 CuctemaTtnyeckme 0630pbl MCCNeAoOBaHWI C KOHTponeM pedepeHCHbIM MeToAOoM WM  CUCTeMaTUyeckuin 0630p
PaHAOMU3NPOBAHHbIX KJIMHUYECKMX UCCIEeL0BaHNI C MPUMEHEHNEM MeTa-aHanm3a

2 OTaenbHble nccnepoBaHus C KOHTpOJ1EM ped)epeHCHblM METOAOM UNKN OTAENIbHbIE PaHAOMU3NPOBAHHbIE KIIMHUYECKNE
nccneaoBaHna M CcUCTteMaTnyeckue 0630pb| nccneposaHuii noboro An3anHa, 3a UCKAKYeHneM paHAOMU3UPOBAHHbIX
KINMUMHU4YEeCKnUX nccneaoBaHnn, C npumMeHeHneM MeTa-aHallimsa

3 MccnepoBaHus 6e3 nocnefoBaTeNlbHOr0 KOHTPONs pedepeHCHbIM MeTOAOM WM UCCefoBaHus € pedepeHCHbIM
METOAOM, He SBNAIWMMCS HE3aBUCUMMbIM OT WCCIEQYEMOro MeToja WM HepaHAOMWU3MPOBaHHbIE CpPaBHUTENbHbIE
nccrnefoBaHNUs, B TOM UYnUCie KOrOPTHbIE UCCNefoBaHMS

4 HecpaBHuUTeNbHbIE UCCIEA0BAHMSA, ONMUCaHNE KIIMHUYECKOro ciy4as

5 NMeeTca Nullb 060CHOBaAHME MeXaHm3iMa AeNCTBUS UIN MHEeHMe 3KCNepToB
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Tabamna 2.[lkana oOueHKWM ypoBHEH JOcCTOBepHOCTH JokazarenbcTB (Y/)ans meronos

NpoQUIaKTUKY, Je4eHus MU peaduiautanuu (mpouiakTUYeCcKuX, Je4eOHBbIX, pPeadMIUTAIIMOHHBIX

BMEIIATEIbCTB)

yaan PacwudpoBka

1 CucrtemaTtnyeckuit 063op PKW ¢ npymeHeHnem meTa-aHanmsa

2 OtaenbHble PKU n cuctematnyeckmne o63o0pbl nccnenoBaHuii nioboro amsanHa, 3a uckntodeHmeMm PKW, ¢ npumeHeHunem
MeTa-aHanmsa

3 HepaH4OMU3MPOBaHHbLIE CPABHUTESIbHbIE NCC/IEA0BAHUS, B T.4. KOTOPTHbIE NCC/IEL0BaHUS

4 HecpaBHUTENbHbIE WCCEA0BAHUS, OMWCAHME KIMHWYECKOrO C/lyyasi WMAW CEepUM ClydaeB, MWCCNEAOBaHUs <«Ciydan-
KOHTPOJIb»

5 VMiMmeeTcs nuwb 060CHOBaHWE MexaHu3Ma AEeNCTBUS BMellaTeNbCTBa (AOK/IMHUYECKUE WCCNEA0BaHUA) WM MHEHue
3KCrnepToB

Ta6auuna 3. Illkana omenkm ypoBHeW ybOemutenbHOCTH pekoMeHmanuid (YVYP) s meromos
npo(UIAKTUKY, [UArHOCTHKH, JIeYEHUs U peadunurtauuu (MpouiIakTUYECKUX, AUArHOCTUYECKHUX,

ne4eOHBIX, peaOUIUTAMOHHBIX BMEIIATEIHCTB)

YYP PacwundpoBka

A CunbHas pekoMeHzauusa (Bce paccMaTpuBaeMble KpUTepun apheKTUBHOCTU (MCXOAbl) SBASIOTCA BaXKHbIMU, BCE
NUCCNefoBaHUs MMEKT BbICOKOE WM  YAOBMETBOPUTENIbHOE METOAO0/IOMMYECKOe KAauyecTBO, WX BbIBOAbI MO
WHTEPECYIOLWMNM UCXOAAM SIBSIKOTCA COrNacoBaHHbIMU)

B YcnoBHasa pekoMmeHaaumsa (He BCe paccMaTpuBaeMble Kputepum 3dOEKTUBHOCTU (MCXOAbI) ABASIOTCA BaXXHbIMMU,
He BCe WCCNefOoBaHUS WMMEKT BbICOKOE WU yAOBNETBOPUTENbHOE METOAO/I0MMYECKOEe KayecTBO W/MauM ux
BbIBOAbI MO MHTEPECYOLLNM UCXOAaM He SBASIOTCSA COrlaCoOBaHHbIMM)

(@ Cnabasi pekoMeHaaums (OTCYTCTBME A0OKa3aTeNnbCTB Haznexallero kayectsa (Bce paccMaTpuBaeMble KpUTEPUM
3 deKTUBHOCTM (MUCXOAbI) SIBAAIOTCS HEBaXKHbIMWU, BCE WCCIELOBaHUS WMEKT HM3KOoe MeTOAOSorMyeckoe
KauecTBO M UX BbIBOAbI MO MHTEPECYIOWMUM NCXOAAM HEe SBAIOTCS COrlacOBaHHbIMMU)

HOpﬂ)]OK 00HOBJIEHUSI KJIMHUYECKUX peKOMeH}IaHI/Iﬁ.

MexaHu3m OOHOBIIEHHS KIMHUYECKUX PEKOMEHJAUUN NpelycMarpuBaeT HX CHCTEMATUYECKYIO
aKTyaJIu3alMIl0 — HE PEeXe YeM OAMH pa3 B TPH TO/AA, a TAKKE IPHU MOSBICHUH HOBBIX JAHHBIX C
MO3UIIMK JOKa3aTeIbHOW MENUIIMHBI 10 BOMPOCAM JUATHOCTUKH, JICUEHHUs, NPO(UIAKTUKH U
peabunuTany KOHKPETHBIX 3a00JIeBaHUM, HAJTMUYMU 00OOCHOBAHHBIX OTOJIHEHUI/3aMEeUaHul K paHee
yTBepxkAEHHBIM KP, HO He vamie 1 pa3za B 6 mecsiues.
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apyroi runeptpoduueckoit kapauomuomnarueir. URL: http://docs.cntd.ru/document/901984540

3. IIpuka3z MunucrepcTBa 31paBooxpaHenust Pocculickont @eneparuu ot 15 uronsg 2016 . Ne 520H
«O0 yTBEpKIEHNN KPUTEPHUEB OLICHKU KaueCTBA MEIUIIMHCKOMN TTOMOIIIM

4. Ilpuka3 Munucrepcta 3apaBooxpanenus Poccutickoit @enepanuu ot 15 urons 2016 . Ne 520n
«O0 yTBEpKIEHUU KPUTEPHUEB OLIEHKU Kaue€CTBA MEIULIMHCKOMN MOMOILIN»

5. 4. Ilpuka3z MunuctepcTBa 3apaBooxpanenus Poccutickoit @eneparuum ot 28.02.2019 Ne 1031 «O6
YTBEPXKIICHUU TIOPSAKA U CPOKOB Pa3pabOTKM KIMHMYECKUX PEKOMEHAAIHM, MX MepecMoTpa,
TUTIOBOM ()OPMBI KIIMHUYECKUX PEKOMEHIALNN U TPeOOBaHUN K UX CTPYKTYpE, COCTaBy M HayYHOU

000CHOBAaHHOCTH BKJIFOYA€MOM B KIMHUYECKUE PEKOMEHAAIMU UHpopMauun» (3aperucTpupoBaH
08.05.2019 Ne 54588)

Tabauua 1/A3. IIpaBuiia u 0codeHHOCTH Ha3HAYeHHs OeTa-aapeHodIokaTopoB npu I'KMII

BeTa-aapeHobnokaTopbl ocTatoTcs Hanbonee achdEKTUBHONM rpynnol NeKapCTBEHHbIX CPeacTB, NMPpUMeEHseMbIX B iedyeHun FTKMI.

B cBA3n c OGonbluer KOMMMAEHTHOCTbIO Yy MauMeHTOB pEeKOMEeHAYeTCs oTAaBaTb MNpeanoyvTeHue cenekTuBHbiM  beTa-
aapeHobnokaTopaM MposIOHIMPOBAHHOIO AENCTBUSA, B YacTHOCTU, Buconponony**, metonponony**,

[o3y 6eTa-agpeHobnokaTtopa pekoMeHAyeTCs TUTpoBaTb A0 AocTmxeHns YCC 55-65 B MMHYTY noA KoHTponaem Al n CMMATOMOB.

CneagyeT NOMHUTb O APYrMX W3BECTHbIX NO604YHbIX 3ddekTax beTa-agpeHO610KATOPOB: HapylleHWe NpoBOAMMOCTM BMAOTb A0
nonHo AB-6nokaabl, 6poHxocnasM, Ba30KOHCTPUKUWUSA nepudepuyecknx COCyAoB, HapylleHWe TONEepPaHTHOCTM K TJII0KOo3e,
3peKTUNbHasa AUCHYHKLMS U APYTUX.

Bbicokne a03bl 06bI4HO XOpowo nepeHocaTcs. MobouHblie addekTbl (kanobbl B OCHOBHOM Ha yCTanoCTb) AO/KHbI 6bITh TWATENbHO
nccnenoBaHbl, YTO6bl OLEHUTb ONTUManbHY UHANMBUAYANBHYO 403y ANS KOHKPETHOro nauueHTa.

Tabauua 2/A3. IIpaBuiia u 0co0eHHOCTH Ha3HAYeHHus Bepanamuiaa™* npu FKMII

HazHaueHne BepanaMuia** pekoMeHAYeTCs HauMHaTb B YC/OBMSIX CTauMoHapa € Manbix o3 — 20-40 Mr 3 pasa B AeHb C
MOCTEMNEHHbIM UX MOBbILIEHWNEM MPU XOPOLLIEN NEPEHOCMMOCTU O CHUXXEHMS YACTOTbl CEpPAEUYHbIX COKpaLLEHWNI B Nokoe Ao 55-65 B
MUHYTY

Bepanamun** obecneumBaetr cuMnToMaTMyeckun addekt y 65-80% naumeHToB, BKAKOYAsa cnyyam pedpakTepHOCTU K /e4YeHuto
6eTa-agpeHobnokaTopamu.

Monb3a BepanamMunia** orpaHWYyeHa ero cocygopacwupsowmmMmn sddekTammn, KOTOpble Yy OTAE/bHbIX MaUMEHTOB MOryT
nepeBelMBaTb €ro OTPULATENbHbIN MHOTPOMHLIN 3 heKT.

Bepanamun** npeanoytuteneH ANns Moa0AbIX NMaLMEHTOB C JIErKOW U yMepeHHon obcTpykumen (M4 B BT/IXK B nokoe <50 MM pT.
CT.)

MauneHTam ctapwe 65 net Heobxo0ANMMO HasHaYeHNe HU3KUX 03 U TUTpauuMsa npenaparta nog KoHTponem [ B BT/IK, HUCC (OKIM) n
KNMHWYECKNUX CUMNTOMOB.

Tabauua 3/A3. HauanbHbIe U HeJeBbie 103bI NPU MeAuKaMeHTo3Hoil Tepanuu ['KMII

Mpenapar HauvanbHasa po3sa LleneBas posa

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



- MeTonponon** 25-50 mr/cyTku 100-200 mr/cyTku
- ateHonon** 25-50 Mr/cyTku 150-200 mr/cyTku
- buconponon** 1,25-2,5 mMr/cyTkun 10 Mr/cyTkun

- coTanon** 80 Mr/cyTku 160-240 Mr/cyTkun
- Bepanamun** 60-120 Mr/cyTkmn 240-480 Mr/cyTku
- Bepanamun** (NpoNoHrMpoBaHHOro AENCTBUS) 120 Mr/cyTkm 240-480 mr/cyTku
- AMnTuasem 60-120 Mr/cyTkm 180-360 Mr/cyTku

Tabmuua 4/A3. PexkomeHayemble PpeKMMbl AHTHUKOATYJISIHTHOW Tepanuu mnpu [KMII vy

OepeMenHbIX ¢ PII u onacHocTH, CBSI3aHHbIE ¢ Tepanueii BapgapuHoOM**

Pe>xuMbl aHTUKOaryns HTHOM Tepanuum

Pexwum 1 MocTtosHHas Tepanusa BapdapuHOM** 3a ucka4veHneM cpoka 6-12 Hegenb (OTMeHa AOMXKHA
HayMHaTbCa C Hayana 5 Hefenu C y4yeToM rnepuoga MosyBbiIBEAEHUSA) C MEPEXOLOM Ha 3TOT CPOK Ha
renapuH Hatpua ** (Hu3KoMonekynsapHbii) (MUHUManNbHbIX PUCK TpoMb603a W BO3MOXHbIA PUCK
aMbpuonaTtun)

Pexum 2 [Mepexoq Ha nNapeHTepasnbHble MpsIMble aHTUKOarynsHTbl (renapuvH HaTpus**) Ha Becb CpoOK
6epeMeHHOCTM (MWHMMaNbHbLIA PpUCK 3M6pPMONATMK, HO TMOBbIWEHHbLIA MO CpPaBHEHUIO C Tepanuen
BapdapuHoM** puck TpoM6030B)

OnacHOCTH, CBSI3aHHblIEe C NPpUMeHeHneM BapdapuHa

Mepuoa nonyebiBeneHUs BapdapuvHa** npesbiwaeTr 60 4yacoB, YTO HEO6XOAMMO YyUUTbIBaTb MPU OnpeaesieHUU CPOKOB OTMEHbI
npenapara.

HekoTopble aBTOpbl OTMEYatoT A40303aBUCMMbIN dMBpUOTOKCHMYecknii apdekT BapdapuHa** — nosa MeHee 5 Mr pegko nMpmBoOAUT K
BO3HMKHOBEHMIO 3Mb6puonatum. OaHako Ha npakTuke po3a BapdapuHa onpegensetrcs BenndnHon MHO m He MoOXeT 6biTb
NPON3BOJIbHO YMEHbLLEHA UK YBENnYeHa.

Hanbonee KpuTUYecknuM nepuoaoM JelcTBus BapdapuHa** saenseTca cpok 6-12 Hegenb — MaKCuMManbHass BEpPOATHOCTb
aMbpunoTokcnyeckoro addekTa.

Bbi3biBass runokoarynsuuio y nnoga, BapdapuH** MOXeT npuBOAUTbL K HapyweHusMm dopMupoBaHusa LIHC, Bbi3biBas
BHYTpUYepenHble KPOBOU3NUSAHUS

YrHeTtaa cMHTE3 BUTaMUH-K 3aBUCUMbIX (hakTopoB, BapdapuH** cyuecTBEHHO BMUSIET Ha npouecc GopMMPOBaAHUSA U pocTa KoCcTel
nnoaa.

Pe3ynbTaToM 3M6PMOTOKCUUYHOCTU BapdapunHa** aBASOTCA rMNoniasmMs HOCOBbLIX KOCTEW, aTpodus 3pUTeNbLHOMO HEpBa, 3a4epXKa
YMCTBEHHOIO PasBMTUSI, @ TaKXKe 3aMeplume 6epeMeHHOCTH, CMOHTaHHbIE abopTbl U MEPTBOPOXAEHMS.

5/A3.
noruneprpoduyeckoii craauu 'KMII (amantuposano u3: Philipson DJ et al. [39])

Taﬁﬂnua Kiaununueckue HCCJICAOBaAHUA 41 HCIOJIB3YEMbIC npemnaparsbl Ha

Mpenapar MoTteHunanbHbIW 3¢ dekT KnnHunueckune
nccneanoBaHus
Ovntuasem YMeHblleHre runepTpodun KapaMoMmouunToB Y JoknnHnyeckne nccnenoBaHums
HocuTene MYBPC3 mMyTaumin
MYK-461 MpenoTepalleHne passuTnsa runeptpodumn ®aza II paHAOMW3NPOBAHHOIO
n dbnbposa KOHTPOIMPYyEMOro
nccnepnosaHns PIONEER-HCM
Auetun- M3MeHeHne UyBCTBUTENIbHOCTM K  KanbUMIO, ®asza I paHOOMM3MpPOBAHHOIO
LUCTENH** perpecc runeptpodum, dunbposa, ynydweHue KOHTPOJIMPpYEMOro
AVNAaCTONMMYECKON ANCHYHKLNN. nccnenosaHusa HALT
AHTaroHuCTbI CHMXaT NpoAayKumo Tpodunyecknx GakTopos PKW «INHERIT»
aHrnorteHsuHa II pPEHUH-aHITMOTEH3UH-aNbA0CTEPOHOBOIO MNyTU ®asa II PKN «VANISH»




Ipuiaoxkenue b. AJropurMbl BeieHUA MAIMEHTA

IIpuioxkenue b1. AIropuT™M TaKTHKH BeJeHUSA ACUMIITOMHBIX MAIUEHTOB C

I'KMII
AcumnTomMmHasn AcMMnNTOMHaA
AorunepTpodm- runeptpopuyeckan cragma
YyecKan cTagmna rKMn
Het o6cTpykuymm + obcTpykyua MKO***
BTAH BTNH NO NOKA3AHHAM
[cm. paspen
l anpodunarTHEa
v BCCH
OnutensHoe
HabnwogeHune berta-agpeHobnokaropsbl
l (NpW NMpoTHBONOHASAHMAN — BEPEHEMHH**}
\ ¥
Crpatndmkauma pmcka BCC (emerogHo)

[punoxenue b2. YnpoueHHbI aJrOpuTM JUATHOCTUKH U MOAX0A0B K

JICYEHHM IO MALMEHTOB ¢ 00cTpyKuued Ha yposHe BTJIK

3XOKT (rd e BT/IK)
MaHCHMaNbHBIE CNPOBOLMPOBAHHBIA [T MaKcHManbHblH cNPOBOLMPOBaHHEIA [,
(npoba BanecaneBkl Nexa, cToA) (npofa BanecanbBkl Nexa, cToa)
z 50 mm pT.CT. < 50 (30) mm pT.CT.
v £ 2
® | CvmnTomariea (+) | | CvmnTomaruea (-) |
apmaKoTepanMa
ocrpyKiym BI/IK ..;.------.i _____ l
Lonm smicowan
sbbexr () | [ 2bberr (+) Crpecc-3XOKI € e
v v ! 'l'
Mpogonseune [ & BT/ = 50 mm pT.cT.
TEepanHHi | [0 s BTMH
M1 8 B 30-50 mm pr.ct. | | <30 MM pT.CT.
Pegyrumna MHN
[CMB;" PM3; CAA)

v Vv

IXOKrI 1pazerop




Hpunoxenue b3. Auropurm papmakorepanuu o0cTpykTusHoi I'KMII

dapmakorepanua obctpyktueHoM FTKMIM
(T4 e BT/ 250 mm pr.ct.)
v

OTMEHWTE NpPENapaTthl ¢ BA30AMNATHRYIOWMM OEHCTEMEM

('i-\q v n MNpoTHECNOKAZAHKWA K
POTHEOMOKIZIHWA K
5 5 GeTa-agperobnokaTopam
EETH' ne — H EEpananiHTy
agpeHo6no- @ L4 @ L4
KaTopbl Bepanamwun** Ountnasem™*
l | l
v v v ¥
Y.FI"F-ILIJE'HHE CHMNTOMATHEM, Het YAYULWEHHA CAMNTOMATHEM,
[ s BTN < 50 mm pT.CT. I s BT/ =z 50 mm pT.cT.
MNpopgonieHue TepanuM Pegyruma MMM

Hpunoxenue b4. Aaropurm BpauedHoi TakTuku JedeHuss XCH npu I'KMII

XCH II-IV ®K (NYHA)

A e BTMAH 2 50 mm pT.CcT. Qe BTNAH < 50 mm pr.cT.
B MOKOE WNK NPH Harpysee B MOKOE WK NPH Harpysde
Neuenne oBCTRYELMA l
BTNH
+ &N
@B = 50% @B < 50% l
Eer penoBnoraropes Beta-agpenobnoraropsl HouTponb
= AKD murubuTopb, pUTMAa
HAK  Bepanamun
e m AHTAMOHHMCTEL ANbAOCTEPOHA. H 4aCcTOThI
Manble A03bl NETNEBLIX W + @HTH-
Manele g03bI NETASBLIX H
e THASHAHBIX AHYPETHHOEB HOArynAHTbI

¥

TpaucnnauTauma cepaua

IIpuioxkenue bS. AnropuT™m npenonepaumoHHOM JMATHOCTUKH VISl BbIOOpa
AOMOJHUTEIbHbIX BMemareabcTB HAa MK npu CMJ/PM?3 (agantupoBaHo u3

[398])



KM, pedpaKrepHan K dapmaKoTepanmm
+ MakKc. nposouupyembli I s BT/ 2 50 mm pT. CT.

+ aHomandH MHE, He cBA3aHHBIE + auomanuu M
© TEMI, kaneuMdHEanKa cTEopoK ‘P
* PacIUMpPEHHEA MHOIKTOMMA
CM3PM3 + BMEWETENLCTEO HA IV
+ npoTesdposadme MK
h 4

Toawuua MHN = 18 mm Toawuua MK > 18 mm Tonwuua MA > 18 mm

MCME = 30 pam (> 17 sam/ma®) || MCME > 30 mm (> 17 mm/m?) MCMKE = 30 mm
MP =2 cT. MP =2 cT. (= 17 mm/ma®)

v v v

MeHnee arpeccHeHan CM3 PacluMpeHHaA MHOIKTOMMA PacluMpeHHan MHOIETOMHA

+ nAavkKawAa NCVMK + naueawHa NCWK + HCCEYEHHE
+ HCCEUYEHHE + MCCEYEHHE AONOAHHTENBHBIX CTPYHTYR
AONOAHHTENEHBIX CTPYRTYR || ACNOAHHTEABHBIX CTRYHETYD NanMANAPHBIX MEBILLILL
NanHANAPHBIX MBILILY NaNHAAAPHEBIX MBILLILY +/- nnueanua MCVKE

Hpunoxenue b6. Aaropur™m Boi00opa merona penyxkuuu MIKII

1

e =d0 neT Bozpacr B0 NET  —

FHIHHMAEA COMYTCTEYHIUAR IKCTPAKAPEHANEHAR NATONOTHA
[EbICORMH XHMpPYpTHYECKHH pHOK)

—
—

HeobxogumocTs COMyTCTEYHILWLENO ONe paTHEHOND
emewaTenscTea (AHLL, onepaunk Ha ME])

+ reneprpodem B opegeil sacre ;4 ope gre-senygodasosan
ofcmpysgm |HeobeoqusmocT panUMpE HHOH SR0SKT osHH |

TomwmuHa NN 2 30 mm

cma HMoxogHere Gnokagel go
e EITHIT EMEWATENLCTER BIHMNT

pma {puck ABE Il cT.)

AHATOMMA CENTANLHLIX BETEEH KOPOHAPHLE APTERWA

nogxogHt gnA CAA [B0ZMOBHOCTE MEEHTHRHLMPOERTE ™=

CENTANEHYHY BETEL, CHIMREIDWYI MCKAKMHTEALHO G33aNEHY
4acTe MM & 06A3CTH MHTPANEHO-CENTANLHOM KOHTaKTa )

o

CAA

v

AHOMANWH NANWANAPHLX MBILLL, Y43CTEYHILWE B COIZAHHM
oBCTPYEUWKY, GONOAHWMTENEHBE XORgE!

A

BepemeHHOOTE + NOKaZAHWA K pegykuymd MK —+

MokazaHWA K XMpyprvHeckomy neseqwi @
[xMpypruvecku, nazep, KpUOBO3geHcTERE)

!

IHpuiaoxkenue b7. AnropurMm nepBuyHou U BropuuHoi npopuiaakrtuku BCCy
nanuenToB ¢ I'KMII



nEpBH‘-'IHEH I'Ide}HﬂEHTHHE BTI‘JPH‘-'IHEH ﬂde}HﬂEHTHHE
AHamnez, IX0OKI, XM3HKr J’
* *  OcTanwoBHa cepaua
MNepemeHHble no wkane HCM Risk-SCD: senegerene HT wnn OH
*  Boapact +  MarkcimaneHan .
*  (BMEHHBIA AHAMHES TONWMHHA MHorapaa JTH S
BCC *  HeycTroluwBsan T npw T, npusogawan
*  HeofbACHMMBIE KM3IKT obmoporam
oGMoporH = Nuametp NN reMogHHEMHAYECHEHM
* IO eBTH HAPYLWEHHAM
Bann no wkane HCM Risk-SCD 'l’
HH3EKHA MpoMesyTOUHBIH BbicoEMHA Ommpaeman
S-NETHHEH pHCH 5-NEeTHHIA pUCK S-NETHHH pHCE LRI s = DR
< 4% 4 6% » 6% HMIHK > 1 roga
FEE HHO*+* i
H}{ile D‘ﬁh:l-l:l L} NVHET :rm MR R "

Ipunoxenue b8. AJiropuT™M THArHOCTUKH U BPa4eOHOM TAKTUKH NPH
CHHKOMAJbHBIX COCTOSTHUAX

(npe)cuHkonanbHbie coctoauua npu TKMI

| Iar 1 | | Mogpofueid avamues + apyrve dawtopsl pucea BCC |
Bonee sepoATHD — I Bonee sepoATHO -
APUTMHUECKHE MPHYHHEI I remogHHaAMHYECHHE NMPHUHHEI

3KM-moHuTOpUpoEaHMe
(24,/48 XM3IHI: HApYHHBIA NETNEB0M PETHCTPATOR; PETMCTPATOP COBBITHMA;

HMNAGHTHPYEMBIA NETAEBOH PETHCTRATOR™**)

- CM3/CAA NpH NOETOPHLIX 0HMO PO
npH Harpysaxe ¥ [ 2 50 mm pr.cT,

ANTOPHTIY
War 3 HEL*** | | nevexua &0 JHCHF*

| | HeT susHeyrpodaommx HHP
NapoK-
HYHT ABBIN cT. I - Hagyas
T cu3m DI, - I B BT T P ——
¥YCT CBT CCCY I - IS0 AT AL - :‘:‘;:
- JOUK Rl
I + (K060 sanfwrt] | - OSauacomissm
- iz
I Bazo-earantHbIH
I omopoK
no I - Hoppekuus dapmakoTepanim
|
|

Hpunoxenue b9. AiiropuTM BpaueOHON TAKTUKHM B 3AaBUCUMOCTH OT CTaAMH
I'KMII u BapuaHTa KJIMHAYECKOI0 TeYeHUs



AcHMNTOMHERA Crpatndmrauna BelcoEMH
AoruneprpodUyeckan pucka BCC —> puce BCC > UKL
CcTamMA
* (exeroguo)

HDEPDI{EI'-IEI:‘TBEH HOE TEYEHHE

| Habnwgeune | * * 'A t CrafimneHoe
>

Ha doHe dapmaroTepan|M

ACHMNTOMMHERA }
runepTpodryeckan | T
CTaaMA
MCH -V cT.
DB = 50% NeueHwne
FON € CumnromHan | by, 6ooivin [ obcrpykumn BIIK
runeptpoduHyecKan BTMH PegyHuma NN
¢ cTagusa * (CM3/PM3I, CAA)
Mo anropuTmy + KCH M-IV cT.; B < 500
neveHua Il + CcHHgpOM cTeHo- HeT obcTpyrumm BT
+ aunatauMAa T w/vnu pectpueuma
HApOME W e
n HLIEMMA MHOKapAa |—>| Tepanua XCH |
AL L BhIABNEHHEA
Anammnuu:cu e HHCTPYMEHTANBHbIMM | PECcHHXPOHMIHMPYIOULEA TEPANMA |
NEYEHHA
e ﬁ-l TpaucnnauTawMa cepaua |

Ipuioxkenue b10. Ilokazanus k pexykunu MKII (CMI/PMJ/CAA)

Kputepun Moka3zaHuna

KnuHunyeckune XCH III-IV dyHKumoHanbHoro knacca NYHA ¢ ®BJIXX = 50 % wu/vnun Hannuue Apyrux TaxenbixX
cumntomoB  (06MOpoOKKM, NpenobMOpoYHbie COCTOSIHMS, CUHAPOM CTEHOKapAWMK), CyLLIeCTBEHHO
OrpaHM4YMBalOWMX MNOBCEAHEBHYI aKTMBHOCTb, HECMOTPS Ha OMNTUMalibHYl MeANKAMEHTO3HYI0
Tepanuto.

FemoanHaMmunueckne O6cTpykTnBHaa dopma N'KMIM (B nokoe wnu nHayumpyemas) ¢ ' 8 BT/IXX = 50 MM pT.CcT., KOTOpas
accoummpoBaHa cC runepTpoduerr MXIM un  nepesHe-CUCTONMYECKUM  ABUXEHUEM  CTBOPKMU
MUTPaNbHOrO KnamnaHa, ApyrMMu aHomanusamu annapata MK (xopabl, MM) wn, pedpakTepHasa K
NpoBOAMMOWN Tepanuu B NOSIHOM obbeMe.

AHaToMu4yeckune TonwmHa MXI, pocTtatouyHass ana 6e3onacHoro M 3¢PMEKTUBHOINO BbIMOJHEHUS onepaumn unu
npoueaypbl (MO MHEHWIO oOMepaTopa), CocTosiHMe annapata MK 1 noaknanaHHbIX CTPYKTYp,
coyeTaHHble aHOMaNIMM KOPOHapHbIX apTEPUNA.

Hpunoxenue b11. CpaBaenue CMI/PMI u CAA

(amantupoBano m3: Batzner A, Schifers HJ, Borisov KV, Seggewil3 H. Hypertrophic Obstructive
Cardiomyopathy. Dtsch Arztebl Int. 2019 [393])

Kputepun CM3/PM3 CAA
JNlokanusaumna  rmnepTpodrpoBaHHOIO CybaopTanbHas, cpenHexenyano4vkoBas, CybaopTanbHas
otaena MXTI anuKanbHasa CpeaHexenyaoykosas (B

oTAenbHbIX LleHTpax)

CreneHb runeptpodum OT >20 MM [0 aKcTpeManbHon runeptpodusa MXM M'mnepTtpodums MXM <30 MM

>30 MM
MexaHun3m MOBbIWEHUSA rg 7] He accouumpoaHHoe c MNCA MK AccouunmnpoBaHHoe ¢ NC MK
HefoCTaToYHOCTb MK 1 accoummpoBaHHoe c MNCA MK
KomopbugHass natonorus, Tpebytowas MoaknanaHHas MeMmbpaHa, aopTanbHbIA CTEHO3, MBC, oaHococyancroe
XUPYpPruyeckoro BMeLlaTenbCTBa MBC, MHOCOCYAMCTOE NOopaXxeHune rnopaxeHue

Bo3pacT nauueHTOB MoApoCTkM 1 Monoable B3poCsble B3pocnbie


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

Cno>XHOCTb Npoueaypbl

Hanbonee 4acto BCTpevaloLMecss OCIOXHEHUS
CM3: pedekt MXI, AB-6nokaga u octaTto4yHas
ob6cTpykumna BTIIK

MeHee arpeccuBHas

MocTnpoueaypHblii PUCK 3aBUCUMOCTHU
OT KapanocTuMmynaTopa

2-10 %
o 50% c ncxogHon BMNHMAM

10-20%
o 50% c ncxoagHon BJTHMT

KnnHnyeckas npaktuka

Bonee 50 net

Bonee 20 net

[JocTynHocTb

HepocTtaTouHas, HebonbLlIoe KONNMYecTBo LEHTPOB
C ONbITOM

[JocTtaToyHass, HO Hebosnbloe
KOJINYECTBO LEHTPOB C OMbITOM

ComnocTaBuMble 10KAa3aTean BbIKMBAEMOCTH U KIIMHUKO-reMoANHAaMUYecKoe yay4dieHme nocae CAA u CM3/PM3 6biau oslydyeHbl B
HepaHAOMU3NPOBaHHbIX 06CEPBAaLMOHHbIX NCCIEA0BaHMSIX.

IIpuioxkenue b12. BpaueOHasi TakTHKa BeeHUsI 0epeMEeHHOCTH U
poaopaspenieHus B 3aBUCUMOCTH OT cTeneHu o0cTpykuuu BTJIZK (o [428])

CteneHb 06¢cTpykunmn BTJIXK BpauebHas TaKkTUKa

HeobcTpykTueHaa FKMIM unm MponoHrnpoBaHne 6epeMeHHOCTM MoXeT ObiTb paspeleHo npu  YyCnoBuUMU
Hebonblas cteneHb o6¢cTpykuum BTJIX (4 NOCTOSAHHOrO HabntoaeHns kapanonorom (He pexe 1 pasa B mecsu,)
<30 MM pT.CT.) [ocnuTanusaumsa OCYLLeCTBASETCA B CPOKWM, peKoOMeHAOBaHHble A7 BCeX

NMauMeHToOK C CepAeyYHO-COCYAUCTbIMKU 3abosieBaHMAMM, MPU HEOBXOAUMOCTN —
yaue.
Poabl uepes ecTtecTBeHHblE POAOBbIE MyTH.

Bornpoc o BbiHawmnBaHum 6epeMeHHOCTM pellaeTcs MHAWBUAYanbHO: HeobXxoAaMMo
nocTosiHHoe HabnoaeHne kapanonora (TepanesTa) M akyllepa-rmHeKonora.

CpoKkK rocnuTanmsauum Te xe; Takxke B /1t060N CpoK Npu yXyALWEHUN COCTOSHUS U
pa3BUTUM OCNOXHEHWUN.

Poabl NpoBOAAT Yepes ecTeCTBEHHbIE POAOBbLIE MYTU C UCKOYEHNEM NOTYT.

CpenHsis cteneHb o6cTpykumn BTIIX (4
30-50 mMm pT.cT.)

Tsxenasa creneHb o6cTpykumn BTJIXK (4
>50 MM pT.CT.)

BblHaWvBaHne 6epeMeHHOCTU U poAbl KAaTErOpUYECKU NMPOTUBOMOKa3aHbl.

Mpy OTKase XeHLMHbl OT NpepbiBaHUs 6epeMeHHOCTV MokasaHa rocnuTanusauns
npakTUYeckn Ha Becb Cpok 6epeMeHHOCTW. PojopaspelleHue MpoBOAST MyTeM
onepaLumn Kecapesa CeyeHus.

Micnonb3oBaHMe 3MuAypanbHOM aHecTe3Mnm C OCTOPOXHOCTBIO M3-3@ OMacHOCTU
apTepuanbHO MMNOTEH3UN.

Hpunoxenue b13. Yupexaenue 15 Benenusi oepemennbix ¢ I'KMII

BO3 II
(6eccMMnTOMHbIE
MaJIOCUMIMNTOMHbIE MAaLUEHTKN)

BO3 III

uwnm (cmMmnTOMHbIE NauneHTkn ¢ FKMIM)

BeneHne 6epeMeHHbIX PernoHanbHbI NepuHaTanbHbIA LEHTP DKCNEepPTHbIN LEHTP.

MepuHaTanbHbIM LEHTP 3 YPOBHSA

YacToTa 0CMOTpOB 1 pas B 2 mecaua Kaablit Mecsil, unmn 2 pasa B Mecsl,

YupexaeHune ans

pozopaspeLleHmns

PernoHanbHbIli NnepuHaTanbHbIA LEHTP DKCNEepTHbIN LEHTP.

MepuHaTanbHbI LEHTP 3 ypOBHS

Aaroput™m Beenus namuenra ¢ 'KMII



MpogonxeHue
apmakoTepanum

MpodgunakTuka
OuHamnyeckoe
Ha6ntopeHve

KorcepBsaTuBHoe
neyeHve
(cbapmakoTepanus)

TNevenve acbdekTBHO?

MauneHt
C Nof03PEHNEM Ha
KM

[AnarHos nogreepxaeH?

Xupypruyeckoe
nedexne
(No nokasaHvsam)

®dapmakoTtepanus
Habnionenne
Mpodunaxtuka

Mpopomkexne
[IMarHoCTUYECKOro
novcka B pamkax
APYTUX BO3MOXHbIX
3abonesaHuit




IHpuiaoxenue B. Unopmanusa 1/ NAIMEHTOB

OO0mue pexoMeHIAUM 10 00pa3y KU3HM (ATANTHPOBAHO U3 [4])

O6nacTtb PekomeHgaunm

Harpysku MaureHTam cneapyeT nsberaTb COPpeBHOBATENIbLHOIO CMNOPTA, HO MO BO3MOXHOCTU MoAAEPXMBaTb OBObIUYHbIN
obpas xun3Hun. B oTCcyTCTBUM CMMATOMOB U (pakTopoB pucka BCC naumeHTbl ¢ TKMI MoryT yyacTtBoBaTth B
du3nyeckorn akTUBHOCTM OT Hebonblwor [0 CpeAHen CTeneHW WHTEHCUMBHOCTW, B COOTBETCTBUM C
pekoMeHAaunaMun Kapaunonora.

OveTa MauneHTam cnefyeTt cTapaTbCs NoAAepXUBaTb HOPMasbHbI BeC Tena.
Mpuvem 6onbworo obbemMa MUKW MOXET BbI3BaTb 607M B rpyaHO KNeTke, 0Co6eHHO Yy MnauMeHTOB C
obcTpykunen BTJTXK.
LlenecoobpasHo yacTtoe apobHoe nuTaHume.
3anopbl — 4YacTbll NO6OYHbLIN 3ddhekT Bepanamumna**, AOMXKHbI KOHTPONMPOBATLCA AWETONW W/uUnwn
cnabutenbHbIMM CpeacTBaMy.

Mpodeccus BonbwunHCcTBO naumeHToB ¢ FKMIT MoryT npozo/mkaTb OObl4HYH TpYAOBYH AeSTENbHOCTb. YPOBEHb
pusnyecknx ycunui Ha pabote fonXKeH COOTBETCTBOBATb KIMHUYECKOMY CTaTyCy nauueHTa.
Ona HekoTopbiIX BMAOB AesATeNbHOCTM (NUIOTMPOBaHWe, BOeHHas Ccnyxba) CyLlwecTByOT CcTporue
orpaHuyeHus npu npueMe Ha paborty.

KypeHune HeT gaHHbIX 0 cBA3W TabakokypeHunsa n F’KMM, HO nauneHTaM Heo6XoAUMO NpefoCcTaBUTb MHPOPMaLUIO O
pucKax Ans 340pOBbsl, CBA3AHHbIX C KYpPEHUEM.

CekcyanbHas Y naumeHToB A0/KHa ObiTb BO3MOXHOCTb 06CYAUTb MHTEpecylolwme UuxX BOMPOChbl CeKCyanbHOWN

aKTUBHOCTb aKTMBHOCTU. lMauneHTbl Noc/e yCTaHOBIEHUS AMarHo3a 4acTo UCMbITbIBAOT 6&CNOKONCTBO, AENpPeccuto 1
cTpax nepenatb 3abonieBaHne NOTOMCTBY.
MauneHTam cneayeT 3HaTb O BAUSHUWU MPUHUMAEMbIX JIEKAPCTBEHHbIX MpenapaTtoB Ha WX CEeKCyaslbHY
aKTUBHOCTb.
MauneHTam cneayet wusberatb npuema wuHrMbutopos docdoanscrtepasbl, OCOBEHHO NpuU  HanMumum
o6¢cTpykumn BTJDXK.

BoxxaeHwne BONbWKWHCTBO NauMeHToB MOryT MosyyYaTb BOAUTE/IbCKME MpaBa W NPOAO/IKaTb BOAUTb MALUWHY, €Cnn y

aBToMob6uUNA HUX HET MHBaANAU3NPYOLWNX CUMATOMOB.

BakunHaums Mpwn OTCYTCTBUM NPOTMBOMOKAa3aHUN peKOMeHA0BaHa exerogHas BakUuMHauuMs oT rpunna.

JlekapcTBeHHble
npenaparsbl

MauneHTam cneayet 3HaTb O NMPUHUMAEMbIX UMUK IeKapCTBEHHbIX Npenapartax, Ux NobouHbIX addekTax u
MeXieKapCTBEHHOM B3aMMoAencTBun. 1o BO3MOXHOCTM crieayeT usberaTb npuvema nepudepuyeckmx
Basoannatatopos, ocobeHHO npu obcTpykumn BTIDK.

CTanOBaHVIe XU3HN

OnarHo3 KMl MOXeT NpuBeCTU K 3aTPYAHEHUSAM MPU CTPaxXOBaHUU XU3HU.

ABunarnepenetsl

BonblWwKNHCTBO 6€CCMMNTOMHbBIX MAUMEHTOB WAW C HE3HAYMTEeNbHOM CUMMMNTOMATMKOW MOoryT 6e3onacHo
coBeplwaTb aBnanepeneThbl.




IHpuiaoxenue I.

Ipunoxenue I'l. IIpuyHIMNIBI M1 0COOEHHOCTH JUATHOCTUKHN M OLIEHKH
cepaeuHo-cocyaucrToro pucka npu I'KMII

Tabmuua I11/T'1. U3meHeHusi J1a0O0pPaTOPHBIX TECTOB, MO3BOJAKIINE 3aM0J03PUTH HEKOTOPbIE

¢penoxonun 'KMII (apanTupoBano us3 [4])

Tect

3a6oneBaHua (peHokonumn FrKMM)

[eMornobuH

Mpn aHeMun ycunmueatotca 60nM B rpyaHON KJeTKe U oAblliKka, U ee cneayeT UCK4aTtb
npyv M3MEHEeHUN CUMATOMATUKM

AHeMUs, BbI3blBaa TaXxnmkKapanto, MoxeT cnocobcTBoBaTth yBenuyenuto N 8 BT/IK.
CHMXEHMEe KUCOPOA-TPAHCMOPTHOM YHKUMM KPOBU MOXET ABNAETCS AOMOJHUTENbHbIM
dakTopoM nwemnumn Mmmokapaa.

OyHKUMA novek

Y naumeHToB C Taxenon nesoxenyaoukoBo XCH MoxeT 6biTb HapyweHa @yHKUMS
noyexk.

CHumxeHne CKO® wn npoTemHypusa MoryT HabnwogatbCca npu  amMuionaose,
AHgepcoHa-®abpun n MUTOXOHAPMaNbHbIX 6onesHax

6onesHun

MHYM w1 N-TepMuHanbHbIA  Npo- OvnarHoctuka XCH Ha paHHen ctaguu. MoHuTopuHr Tsxectn XCH n oTBeTa Ha Tepanuio
MHY (Nt-proBNP) npu dpeHokonusax F’KMI FKMIM (Hanp. kapAananbHOM aMuionaose).
CepAeyHblii TPOMOHUH MosblweH:
- y naunenToB ¢ KM, ocobeHHO npu nporpeccupoBaHum cumntomoB MKMI,
- npu passutum UM 2 nan 1 Tuna
- Npu HeKOTOopbIX heHokonuax TKMI (Hanp., KapAnanbHOM aMMnonao3se)
OnpepeneHne KOHLEeHTpaunmn Mpn nopo3peHnn Ha AL-ammnomnaos cepaua
CcBO6OAHbIX nerkunx uenen
UMMYHOr106y/TIMHOB (kanna "

nsaméaa) B KpoBM U MoYe

MccnepoBaHue KOCTHOro Mo3ra

[Mpy nogo3peHnn Ha amuaonaos cepaua

TpaHcaMuHasbl nevyeHu

lMeyeHoUHble TecTbl
6onesHn [aHoHa

MOoryT 6bITb  M3MEHEHHbIMU npn MUTOXOHAPWANbHbIX 6onesHsx,

KpeaTnHdochoknHaza

KpeaTuHdochoknHaza nnasmbl Bo3pacTtaeT npu 6ones3Hn [aHoHa M MUTOXOHAPUASbHbIX
60/1e3HAX, AECMUHOMNATUAX

AKTMBHOCTb ajbda-ranakro3maasbl
A B nnasme/nenkoumtax (y MyxXuyuH
>30 ner)

Y MyX4uuH c 6onesHbio AHAepcoHa-®abpu Hu3kasa (<10% OT HOpPManbHOro ypoBHS) WU
HeonpeaensemMas akTMBHOCTb anbda ranakrosnaasbl A.

Y XeHWMH c bonesHbto AHAepcoHa-Pabpu ypoBeHb depMeHTa B Ma3Me M nenkoumtax
YacTo B nNpegenax HOPMbl, MO3TOMY, MNpPU KIAMHUYECKOM MOAO3peHun TpebyeTtcs
reHeTn4yeckoe TeCTUpOBaHMe.

[noko3a HaTowak

MoXeT 6bITb MOBbILEHA NPU HEKOTOPbLIX MUTOXOHAPUAbHbIX 60NE3HAX

OueHka LMTOBUAHOWN

XXenesbl

pyHKUNN

JonxHa 6bITb onpeaeneHa B MOMEHT MOCTaHOBKM AMarHo3a U MOHUTOPMPOBATLCS KaXkable
6 MecsueB y nauymeHToB ¢ KM, nonyyatowmx aMmogapon**

JlakTaT nnasmbl

YBenu4yeH y HEKOTOPbIX NauueHTOB NpY MUTOXOHAPUASIbHbIX 6onesHsax

Tabmuua I12/T°1.
KOHKpeTHbIN 1uaruo3 ¢penoxkonuu I'KMII unu mopdosornyeckuii Bapuant I'KMII (nmo Rapezzi
Cetal., 2013 [164])

DJieKTpoKapauorpadgpuyeckue aHOMAJIUHU, TO3BOJISIIOIINE MPEANOJI0KUTH

Ocob6eHHOCTH KoMmMeHTapui

KopoTkuin PR-uHTepBan /
paHHee BO36yxaeHne

PaHHee BO36yxaeHMe XenyaoukoB — 4acTbii peHoMeH 6onesHer HakonneHus (6onesHu
Momne, PRKAG2 n [laHOHA) U MUTOXOHAPWanbHbiX 6one3Hen (MELAS, MERFF).

KopoTkuin PR-uHTepBan 6e3 paHHero BO36yXAeHUs >XenyAo4uyKOB BCTpevaeTcs npu
6onesHn AHgepcoHa-®abpu.

AB-6nokaga Mporpeccupytoliee 3ameasieHe aTproBEHTPUKY/IIPHOrO MPOBEAEHMST YacTo BCTpeyaeTcs

npn MUTOXOHAPWUANIbHbIX 3aboneBaHusx, HEKOTOPbIX 6onesHsax HakonneHus (BKJ'I}O‘-Iaﬂ




6onesHb AHAepcoHa-®abpu), amMunompose, AECMMHOMNATUAX, @ TakKXe Yy MNauMeHTOB C
MyTaumsamMmn B reHe PRKAGZ2.

HOPMasibHbIM BOJIbTaX HECMOTPS Ha
yBennyeHune ToNWMHbI CTeHKkKn J1XK)

BbipaxkeHHas K (nHpekc YpesBblyanHo 6onbLioi BonbTax QRS TununyeH ans 6onesHert Momne u JaHoHa, HO MOXeT
Cokonosa >50) 6bITb pe3ynbTaTOM TOSIbKO paHHEro Bo36yXAaeHNs Xenyao4yKoB.
Huskumin BOJIbTaX QRS (nnu Huskmin BonbTax QRS B OTCYTCTBME MepuKapAvanbHOro BbINOTa, OXUPeHUs u 6onesHu

nerknx peako Habnwpaetrcs npu TKMIT  (3a  MCKAIKOYEHMEM  CNyyaeB  CTaauu
JeKoMMeHcaumm), HO xapaKkTepeH Afns nauueHToB c AlL-aMmnonposom u pexe — npu
TPaHCTUPETUHOBOM aMuIoMa03e.

OvnddepeHumanbHbli  anarHo3 Mexay [KMIM u kapavanbHon ¢opMor amuiouaosa
BK/IlOYAET aHa/IM3 COOTHOLWEHMS BOSbTa)/Macca JIXK:

aHoManbHOe COOTHOWweHne (HWU3KMIN BOMbTaX Mpu  TOMWWMHE CTeHkn JDK =12mMMm)
xapa;<TepHo ANa KapavanbHOro amunomposa (4yBCTBUTENbHOCTb 75%, cneumdunyHOCTb
67%).

Bektop QRS ot -90°
Ao -150°

Habniopaetca y nauMeHTOB C CMHAPOMOM HyHaH, MMEeKWMX BblpaXeHHyl 6asasnbHyto
runepTpoduio, pacnpoCTPaHSIOLWYCS Ha BbIXOAHOM TpakT MXK.

[MraHTCKnii HeratmBHbIM 3ybeuy T
(>10 mm)

TMraHTCKMi HeraTuBHbIA 3y6ey T B npekopAuanbHbIX W/UAM  NepeAHenaTepasnbHbIX
OTBEAEHMAX CBUAETENbCTBYET O BOB/IEYEHWUM BepXYyLUKM JIXK.

MaTonornyeckunii 3ybey Q (>40 mc
n/mnn >25% rny6uHol

R-BonHbI u/vnn rnybuHa >3 MM
X0Ts 6bl B ABYX OTBEAEHMUSX, KpoMe
aVR

AHOManbHO rnybokun 3ybey Q B nepeaHenaTtepasnbHbiX OTBEAEHMSAX, OObIYHO C
NONOXNTENIbHON T-BOIHOM, aCCOLMMPOBAH C aCMMMETPUYHON runeptpoduen JIK.
AHOManbHas npoAoXuTenbHocTb 3ybua Q (=40 ms) accouumpoBaHa c obnacTamu
bnbpo3HOro 3ameLleHuns.

CBogyaTtasa aneBaums cermeHta ST
B nartepasbHbIX rpyaHbIX
oTBEeAEHUNAX

Y HeKOoTOpbIX MNaUMEHTOB C anuKaabHOW WAW AUCTanbHOW runepTpoduen pasBuMBaOTCH
anuvkanbHble aHeBpWu3Mbl, WMHOrAA accouuupoBaHHble C $u6po3oM Muokapga. Manbix
pa3MepoB  aHeBpU3Mbl  BbISBASAOTCA  Tonibko npu  MPT  cepaua, 2OXOKI ¢
KOHTpaAcTUpOBaHMEM WAN BeHTpUKynorpadum, 4acTto accouMmpoBaHbl C 3feBaunen
cerMeHTa ST B natepasnbHbIX FPYAHbIX OTBEAEHUSIX.

Ta6auna I13/T'1. Mapamerpsl npotokona TT-IXOKI-ucciaenoBanusi y manmenta ¢ I'KMII

(amanTupoBano us3 [216])

cermeHToB JIXK

MapameTpbl KommeHTapumn

TonwmHa wMuokapga JIXK (B 16 - N3MepeHune TONWMHBLI cTeHOK JIXK cnepgyeT npoBOAUTb B KOHEYHO-AMACTOSIMYECKYHO
cermeHTax J1X) ¢dasy, npeanoyTUTENbHO — B MapacTepHanbHOM MNO3MUMM MO KOPOTKOM ocu JIXK
Konnyectso rMnepTpodurpoBaHHbIX (>xkenatenbHO TOMWMHY MWOKapAa B rvnepTpodupoBaHHbIX CerMeHTax OLEeHWBaTb B

HECKONbKUX MPOEeKUMaX, HO W3MEpeHUs B anuKalbHbIX CKaHax MnepeoueHMBaoT
TOJILLMHY MUOKapAa U3-3a orpaHnyeHnin 60KOBOro paspeLueHuns).

- M3beraTb BKIOYEHUSA B TOJLWMHY MUOKapaa MX-Tpabekyn.

- KpuTnyHble nokasaTenu: MakcMMmanbHas TOMWMHA cTeHkn JIXK (cTpaTudukaums pucka
BCC) 1 TonwmMHa CTEHKN B MECTe MUTpasibHO-CeNTasibHOro KoHTakTa (Bblbop CM2-CAA).

Tun runeptpodumn JIXK
MatTrepH Mmopdgonornm MXII

AcMMMETpUYHas,
otaens JOK.
Mopdoorus MXI: aBosSIKOBbINyKNas, cMrMoBuAHas, runeptpodus scer MXI.

CMMMETpUYHasi, anukanbHasl, CpPeaAUHHO-XeNyao4ykoBasi, Apyrue

TonwuHa mmokapaa MK

OueHunBatoT B 6azasibHbIX, CPeAMHHbIX U annKanbHbIX cerMeHTax (HopMasibHble pasMepbl
<5 MM B wu306paxeHMn napacTtepHasbHOM MO JAJIMHHOMW OCM Ha YpOBHE XOpA
TPUKYCNMAAnbHOro ksanaHa). WM3beraTb BKAKOYEHUS 3NMKapAuanbHOro >Xupa B
n3mepeHmne mmokapaa Inx.

TekcTypa Mmmnokapga JIXK

«Bnectawun», rpaHynapHocTb (AN UckdeHns deHokonuii FKMIM).
Hanwnune kpunt mmokapaa (npu MPT 6onee ToyHas AnarHOCTUKa).

WccnepoBaHne pasmepoB M 06beMoB
K

KAP*, KCP, KOO n KCO

*MpumeyvaHune: npu S-obpasHon MXIM KAP cneayeT m3MepsTb B 2 BapMaHTax — Ha
ypoBHe 6a3anbHbix cermMeHToB JIDXK M 6navxe K CpeauHHbIM CerMeHTaMm, rAe OH
MakcuMmaneH (cM. pekoMmeHgauum ASE 2019)

WccneposaHue pasmepos MXK

B napactepHanbHOW U anukanbHOW No3uumm

WccnepoBaHne pa3mepoB U 06beMoOB
N wnn

YBenuuenue JII 0OTHOCUTCS K AONOSIHUTENbHbIM (hakTopaM pucka BCC

Muokapaa JIK n MX

OueHKa TOJLWMHBI  MexXnpeacepaHon Ona ncknoyeHns deHokonuin FKMIM (amunonpos)
neperopoaku
BusyanbHas oLeHka KUHETUKMU BbisBneHue 30H uweMumn /nepeHeceHHoro MM

BusyanbHasa oueHka knanaHoB (MK,
AK, TK, MK)

Ocoboe BHMMaHne — MK:

- Hanuuve nepeaHe-CUCTONMYECKOro ABMXEHUSA CcTBOpoK MK, Hanuume MuTpanbHO-
cenTanbHOro KOHTakTa (BaxxHas xapakTepuctuka FKMI, HO Takxe MOXxeT HabnaaTbcs
He npu TKMI y naumeHToB C ManeHbkuM JDK HezaBucumo oT Hanmuuma [TDK, npu
rMNOBONEMUMN, NOCE KapAMOTOpaKaibHbIX XMPYPruyeckmux BMeLaTenbCTB)




BT/K wmnu cpeanHHO-)Kenyao4KoBOMn
ob6CcTpyKLUMM

- eCcTb 1M yAanuHeHne (M36bITOYHOCTb) CTBOpPOK MK, Hanuume U  CTeneHb
nponabupoBaHusa ctBopok MK.

ManunnspHble MbILWLbI KonunyecTtBo, ecTb N Ancnokaums

Hanuune un creneHb 06CTPyKUUM - Peructpaumsa kposoToka 4epe3 AK/BTJ/IXK — natrepH AOMNNJEPOBCKOro crnektpa W

BennumnHa 4 s BT/DK.

- CnepyeT ucnonb3oBaTb crneaywowme dopmynbl ans pacdeta A B BT/IXK: ypaBHeHue
BepHynnm Ap = 4 x V max?, eCim MOXHO TOYHO U3MEPUTb CKOPOCTb KPOBOTOKA B MyTH
oTToka JIXK; dopmyna knuHukm Merio «Ap = [(4 X V max MP<) + p JI[] - cucrtemHoe
cuctonuyeckoe A[l», ecnv HanuMuvMe BbIpaXeHHOW MWUTpanbHOW peryprutauum He
NO3BO/IIET TOYHO U3MEPUTb CKOPOCTb KPOBOTOKA B NyTw oTToka JIX (pJ/1M — gasBneHue B
NIeBOM Npeacepamn, NCnofb3yeTcst KoHCTaHTa — 20 MM pT. CT.)

-  Heobxoaumo ybeamTbCs, 4YTO perucTpuvpyeTcsi TONIbKO KPOBOTOK B BTJIK un He
«3axBaTbIBAETCA» TOK MUTPasIbHOM peryprutaumu.

- Ecnu B nokoe I'A B BTJIXK <30 MM pT. CT., cneayeT NpoBeCTM MPOBOKALMOHHYIO Npoby
BanbcanbBbl.

- Y HeKkoTopbIX nMauneHToB BenunyuHa A B BT/IXK 6onblie B MOMOXEHUN cuas U CTos,
yeM siexa, nNo3Tomy HeobxoamMo namepeHue 'l 1 B NONIOXKEHUN NaLMeEHTa CUAS U CTOS.

Ectb nu  0o6CTpyKuMSA  BbIXOAHOIro Perunctpauuns ckopoctn kposoToka B BTIX 1 Ha ypoBHe cpeauHHbIX cerMeHToB XK
TpakTa MK
OueHka KnanaHHoOW peryprurtauum, Mpn MP, obycnosneHHon MCA MK, Tok, Kak NpaBuio, HanpasieH faTepanbHO U K3aau,
ocobeHHO MP. a creneHb MP nponopumoHanbHa BbipaxeHHocTM [CO wn MuTpanbHO-cenTasibHOMY
KOHTaKTy.
Ecnn HanpaBneHne Toka MP atunmyHO unum He nponopumoHanbHa [C[, BO3MOXHa
camocTosTenbHas natonorns MK; 3TO KpUTUYHO 418 Bblbopa XMPYpruyeckoro uam
3HAO0BACKYJ/ISIPHOr0 MEeToAa JleyeHus.
MccneposaHue CUCTONMYECKOM OB JIXK yacto cBepxHopManbHa, 0CO6eHHO npu MaseHbkoM JIXK, 4yTo MOXeT He
dyHKUnm JK 1 MK KOPPEKTHO OTpa)kaTb COKPATMMOCTb KapAWOMMOUMTOB. Bonee TOYHbI NMPOAONbHbIN 2D-
strain n TkaHeBasa pgonnneporpadus (s'<4 cm/c — npeamkTop passutnsa XCH n nnoxoro
MporHo3a).
Onsa MX: TAPSE, 2D-strain cteHkn MX.
NccneposaHune AMNaCTONMYeCcKomn CornacHo pekomeHgauusam ASE n EACVI (2016) npu 'KMIN cneayeT oueHMBaTb CTeNeHb
dyHKunm JIXK Anactonmyeckon amcdyHkumn. KnioyeBon napaMeTp AMacToNMYecKor AncdyHKuum JIK

- pasneHue HanonHenus JK (KOA 1XK). Ero HenHBa3sMBHas oueHKa MHOrodakTopHa.
Mo pekomeHgaumsam ASE un EACVI (2016) npwu T'KMM BbiBoA 0 nosbiweHun KOO JIK
crnepyeT, ecnu:

1. cp. E/e’ >14 cm/c,

2. pasHuLa AJUTENIbHOCTU pPEBEPCMBHONM BOJMIHbI A B NIEroYHbIX BeHax M BOJHbl A
TpaHCMUTpanbHOro kposoToka (Ar-A) =30 Mc,

3. uHAekc obbema JIM >34 mn Mn/m2,

4. NnKoBasi CKOPOCTb TPpUKycnuAaanbHOW peryprutaummn >2,8 m/c (COANA > 35-40 mMm

pT.CT.)

Bonee noapobHo 06 anropuytMax OLEHKM ANACTONIMYECKOW AUCHYHKUMM B PasHbIX
KIIMHMYECKUX cuUTyauusx — CM. pekomeHgaumm ASE/EACVI (2016) no wnccnenoBaHuio
AnacTonmyeckon pyHkunm JIK.

OueHka npoaonbHor aedopmaumm JIK
(2D-strain)

C noctpoeHneM cerMmeHTapHor cxeMbl-muweHn JIXK (bull"s eye). MatTtepHbl 2D-strain
pa3nuyHbl npy FKMIM n deHokonunax FKMI.

OueHKa Hannumns KMAKOCTM B MOOCTH
nepukapaa

NckntoveHne deHokonui FKMIM (xapakTepHo AN KapavaabHOro aMmaonaosa).

OueHka AvameTpa [ cTeneHmn
KONNabupoBaHMS HUXHEW NOMOWN BeHbl

Heobxoanma ansa pacuyeta CANA.

Taomuua I14/T'1. JonosanureabHbie onuuu npu IXOKT

onuusa

Llenb ncnosibzoBaHus

OueHka npoaonbHoi aedopmaumm JIXK (2D-strain) C

NOCTPOEHMEM CerMeHTapHor cxembl-muweHn JIK  (bull's
MaTtTepHbl 2D-strain pasnuyHbl npy FKMIM n deHokonuax FKMIM

eye).

3-D peKOHCTpyKuMS

OueHka mopdonorum MK ans Bbibopa xvpypruyeckon TakTUKM

Tab6auuna II5/T'1. Dxokapanorpapuueckue 0COOEHHOCTH, MO3BOJISIONIME NPEANOJI0KUTH THATHO3

(penoxonuu I'KMII (axanTupoBano us [4])

Oco6eHHOCTH

KomMmMeHTapui

YTonuweHe MexnpeacepaHoit Neperopoaku

AMnnongos




YTonweHune cteBopok MK

AMnnonpos, 6onesHb AHaepcoHa-d®abpu

M'mnepTpodus cBoboaHOM cTeHkun MK

AMunonaos, MmokapauT, 6onesHb AHgepcoHa-®abpu, cmHapoM HyHaH

MepukapananbHbli BbINOT

AMunonaos, MMokapanT

YBennyeHme aXoreHHoCcTu Mmokapaa JIK

AMnnongos

KoHueHTpuyeckas MK

MuToxoHApuanbHble 60ne3Hu,
ammnonao3s, 6onesHb AHgepcoHa-®abpu, MmyTaumm B reHe PRKAG2

JKCcTpeMasbHasd K

CcTeHOoK =30 MM)

KOHUEHTpN4YeCKan (TOJ'ILLI,MHa

BonesHb [laHoHa, 6one3Hb MNomne

nobanbHas runokuHesus JIXK
(C HanUumMem nnm OTCyTCTBMEM
avnataummn J1XK)

MuToxoHApuanbHble 60Me3HN, aMmnonaos, Mytauum B reHe PRKAGZ2,
bonesHb [aHOHa, MWOKapauT, no3gHsas cragmsa [KMM, 6onesHb
AHaepcoHa-®abpu

O6cTpyKUMA BbiIXoAHOrO TpakTa MX

CuvHApOM HyHaH 1 accounmpoBaHHble CUHAPOMbI

Tabmuua I16/T°1. IlapameTpsl, KoTOpPbIe He00X0HMMO oueHUTh Npu MPT cepana y nmanmueHTa ¢

I'KMII

CTpPYKTYpbI MapameTpbl

JIK KAP, KCP, ®B, macca Mnokapaa
Hannuyne HapylleHn cerMeHTapHOro cokpalweHus Mnmokapaa JIXK

BT/1IXK AHaToMuyeckmne ocobeHHocTn BT/, TMna n Mmecta obcTpykumm B JIXK
BennunHa nukoson ckopoctn/I'A B BT/IXK (dasoBo-koHTpacTHas MPT ¢ koagMpoBaHMeM CKOPOCTU)

MK KOP, KCP, ®B, pa3smepbl, Hannuune obcTpykunm B BTIMXK

Mwnokapa JIK - TonwuHa MpoKapha NeBOro >XenyAodyka B AMACTONy MO KOPOTKOM ocu JIXK cornacHo 17-Tm
CerMeHTapHon Moaenu
- Jlokanusaums/pacnpocTpaHeHHOCTb/KOIMYEeCTBO rMnepTpodmpoBaHHbIX cerMeHToB JIXK
- Mopdornornyeckunii Tun F’KMrM1 (acMmMmeTpuyHas, CMMMETPUYHas, annukanbHas, cpeHexenyao4ykosas)
- natrepH Mopdonornn MXIM (ABOSIKOBbINYKNas, cMrmoBuaHas, scsa MXIM)

[Mo3gHee HakonieHue Hanwnuwne, natrepH, pacnpoctpaHeHHoCcTb MNMHI B % oT obLwen Maccbl MMokapaa JIXK

rafosiMHnA

MP n TP Hanuume MUTpanbHOM U TPUKYCNUAANbHOM peryprutaummn, cteneHb, gpakumsa peryprutaunm

Annapat MK (cTBOpKM,

CTpoeHue, onucaHve aHoManumi (CMelleHue/«paclennieHme» rofoBOK W rMnepMobunbHOCTb

XOpAbl, NanunnapHble nanuNsipHbIX MbIWL), CBA3b € 06CTpyKumen BTIIXK n MuTpanbHoW peryprutaumen
MblILLLbI)
nnwvnn Pasmepbl

JononHuTenbHble
aHoManuu

Mpu nnannposaHum CMD/PM3 -

naeHTUdULMpoOBaHNE «KpuUNT» y naumeHToB ¢ TKMI ¢ ykasaHuem
KonunyecTtea v rnybuHbl gedexkTos

Ta6auua I17/T'1. BapuanTsl HArpy304HbIX TECTOB

Harpy3ouHbiii Tect Annapartypa ansa MokasaHua/uenb
Harpyskm
HarpysouHbIil TecT € perucrpaumen Tpeamun Crpatudukaumsa pucka BCC
3K v A4 BenospromeTtp (pexe)
CTtpecc-2XOKI Tpeamun - narHoctmka naTeHTHON 06CTpyKUnmM
«Jlexxaunin» - Ctpatudukaums pucka BCC (anHamuka AQ v I'A)
BEN03promMeTp - MHAyuupyeTca nn nwemMmna Mmokapaa
- OueHka a(pheKTMBHOCTM NPOBOAMMON Tepanuu
- TnaHupoBaHWe  AMArHOCTMYECKUX  MEPOMNpUATUR Yy
naumeHToB c 6onsmMm B obnactu cepaua (Heob6xoAMMOCTb
KAI)
SprocnupoMeTpus Tpeamunn Mpu NnnaHMpoBaHWUK TpaHCMAaHTauuK cepaua




Tabmuua I18/T'1. /lmarHocTuka y poACTBEeHHMKOB NpoOaHaa, HOcUTe el MyTamuil reHorun(+)/

(enorun(-) B roruneprpoduyeckoii craauu (agantuposano us [173))

ITHONATOrEHES MeToabl AWErHOCTHEN | HAXOAHK
MyTauma B reude,
HOAHPYHOWEM ) - 2 MeHETHYECHHH aHanns
capHOMEpPHBIA Genok
¢ i IXOKI S/ MPT:
Dledert capromeproro aHomaniu MHE ¥ nanuanapHbix
Genra E MblllL, HPWNTBl MUOKAPOE
& E IXOKT:
= J)s CHOpOCTHBIE NOKE3aTENM NpK
9 THAHEBOW Aonnaeporpadum
Hapyweunwne o ~d
cokparumocta  KIVILL E‘ ',.#" J- pedopmagna muokapaa JTH
-
=
Disarray - - E } MameHeHWa Ha KT
Dubpos % MPT: m.6. 3ousl MHI
R
MMneptpoduna

Tabauua I19/T'1. ®akTopsl pucka pa3sBuTus HHPapKTa MUOKapaa 2 Tuna y nauueHTos ¢ 'KMII

n
BasoBble YC/I0BUA: d}::::::fwmmue
CreHos KA dakTops! : :;l:;ap.qun
<50% XPOHWU4YECKOM . croece
(ocapuel | g | vwemun | P
mm";’ﬁ T * Harpyska
rpynne . daxrops
Komop6uga, npu kMR CHUMMKEHMA
ne MM
Hoae (INOCA) M:nt::.qa
UM 2 tTuna (MINOCA) /

OCTpOe NoBpeXxgeHue MMoKapaa

Taomuua I110/T'1. Cxema auddepennuanabnoro auardosa I'KMII u 6a3anbHoOil cenrajbHOM
runeprpoduu (axanTupoano us [437])



S-ofpasuan NN
TonwuHa nepegHe-GasansHoro cermendta MM > 12 mm
Otvowenwe TNHKI|{Gasaneubid cermenT) f TMHN|cpeauui cerment) > 1.5

HET CemelHbld avamues THMIN/BCC aa
HET KAMHWYECKEA CHMNTOMAaTHEA aa
HET Obcrpyrywa BT, NCO MK aa
HET TN = 1.5; 73CHH = 1.1 Aa
v v

«BbINYyKNOCTEY

HeonpepeneHuo rHM"

basansHor MMM

)

HEeT NYCr npn MPT aa
HET MpUUMHHAA MYTALKMA MPW FTEHETHYECHDOM TECTHPOBAHWH aa
HET ddisarray® KapauoMHUOLKTOE nNpW BMoncMM MHUOEapaa na

CnoptcmeH, [T, TonwmHa cTeHKM JIH > 13 mm

rKMn

CnoptueHasa MK

Cemelublii avamues THMI

Heuckmid non

IHT: narrepubr TEMI

IXOHKT, MPT: HAOP MH<45 mm;
acummeTprunan [JIK; OTC =0,5; waw
npasWno y cnoprcmedos Het MCO MK;
Aaunactonvueckas [Ad; ects oM MHI
(e B Havaneubx dazax);
Crpecc-tector: WV0; marc. < 50
mnfurfman wnmn < 120% ommaaemon;
m.b. HHP; m.b. LA wnn vegocr.
NPHPOCT HA NMHMKE HArPy3HA

HeT ymeHblIeHHA TOMWMHEl CTEHOH
JIH yepes HECKONBKO MECAWSE nocne
NPEKPAWEHHA HArPy3HH

HeT cemelivoro asamuesa THMN
3HI: sonbTaxHele npusHard [T
IXOHKT » MPT: HOP NA#=45 (55) nam;
acummeTpuunan [NH; OTC < 0,5;
wet NCA MK; cynpanopmansuan Jld
M [yeenmuenne cHOpOCTH paHHErD
wanonuenna fHK); s' > 10cm/c;

HeT 30H MHT;

Crpecc-tector: VO, marc. > 50
mnfurfmne wnm > 120%
ommpgaemon; Het HHP;
HOpManbHan peakuua Al
YmMmeubwene TonuwMHel cTedol JIH
Yepes HECHONBKD MECALes nocne
NpEEPaWEHHA HArPy3HH

Taoauua I111/T'1. Iuddpepennuanbuas quarnoctuka 'KMII u cnopruBnoii IVIK

Tab6auuna I112/T'1. OrpannyeHusi B MeTOAAX THATHOCTUKHU NMPHU OepeMEeHHOCTH

Meton OrpaHuuyeHus YYP yan
3KIr HeT orpaHunuyeHni 1 C
3nekTpo-dursnonornyeckoe MoXeT 6bITb BbIMOSIHEHO MO XWU3HEHHO BaXHbIM MOKa3aHUAM 3 C
nccnenoBsaHune
IXOKI TT-2XOKI — HeT orpaHu4yeHnn 1 C
Yr-2XOKIr — ecam  TT-2XOKI  HepocTtaToyHo  Ans
NOCTAHOBKW AMArHo3a Ui AeTanvsaunm HapyLueHUn.
MPT Be3 ncnonb3oBaHUs KoHTpacTa (rafofiMHUIA) MOXeT 6biTb 2 C

BblMOSIHEHa B cny4dae, ecan DXOKI HepocTtatoyHo Ans
MOCTaHOBKW AMarHosa

KT/MCKT MoXeT 6bITb BbIMOJIHEHA MO XU3HEHHO BaXXHbIM MOKa3aHUAM 3 C




PeHTreHorpacdvs opraHoB rpygHoi | MoxeT 6biTb BbiMoSIHEHA B Ciydyae, ecnv Apyrve metoabl | 3 @
KNeTKM 06cnefoBaHUsl He MOryT O6bACHUTb FEHE3 OAbILKN

Ta6muua I113/T'1. YnpoumeHHas Mmoaeib KJIMHUYECKUX BapuaHToB Tedyenust 'KMII

FeHeTHYSCHHA ACHMNTOMHAA ACHMNTOMHAR
aedent porunepTpoduuectan s runepTpoduuecian cragma
cTagmMa (+/- obcTpywiyMa BTIH)
e v Voo
HenynoyLosan
ST - CumnTomMHan Maneysemii
runepTpoduueckan = JIH + sbipaw.
CrabunesHoe cTagma obcrp. B
TeueHWe +/- obcrpyruyma BT

| wxnaccuaeckmnin mopdo-
SYHRLHOHANEHLIA eHoTHN S |
l / | BCC
+on el I
MM 2 Tuna > -
ronpUATHOE
& v v e

Ik
‘fm XCH 1I-IV cr. | | -
KanbHan — DBwz50% 5 OBaw<50% cragms)
avespusma K wypabensuan [ pedpantepHan

Hpunoxenue I'2. IIIkajbl OLEHKH PUCKA

Tabomuua II1/T'2. Illkaja NPOrHO3MPOBAHUA BEPOSATHOCTH OOHAPYKEHUSI TeHEeTHYECKHUX

BapuanToB npu I'KMII (aganTupoBano u3 [170])

Ha3zBanue Ha pycckom si3bike: [llkana mporHo3upoBaHusi BEPOSTHOCTH OOHAPYKEHUSI TEHETUUECKUX

BapuaHToB npu ['KMII
OpurnHajabHOe Ha3BaHUe (€CJIU €CTh): HET
HcTounuk (opuuuaJbHbIi caiiT pa3padoTYNKOB, MyOJIUKALMS ¢ BaJuaanueit):

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 (mogYepKHyThH):
— IIIKaJia OLCHKU

— UHJAEKC

— BOIIPOCHUK

— Jipyroe (YyTOUHHUTB):



Ha3Hayenme: KIMHUYECKUN HMHCTPYMEHT

reHeTndeckux BapuanToB npu ['KMII

Conep:xanue (madJi0H):

A1 IMIPOTHO3UPOBAHHA BCPOATHOCTHU O6H3,py>K€HI/IH

MNepemeHHasn Bannbl
BospacT, net 20 0
20-29 -1
30-39 -2
40-49 -3
50-59 -4
60-69 -5
70-79 -6
80 -7
XXeHWMmHbI -4
ApTepuanbHas runepTeH3uns -4
«[1BosikoBbINyknas» gopma MXI (aHrn. «reverse curve») 5
CooTHoLleHne TonwuHbl MXXM/3CIXK 1,46 0
1,47-1,70 1
1,71-1,92 2
1,93-2,26 3
2,27 4
Knrou (MHTepnpeTtauus):
CyMMa 6annoB <2 npeackasblBaeT HU3KYH BEPOSITHOCTb 06HapPYXEHUsI FTeHETUUYECKUX BapuaHTOB B MPUUUHHBIX FreHax, Haubonee
pacnpocTpaHeHHbIxX npu FKMI

Tabmmna I12/T2. HCM Risk-SCD. Illkana ouenkun pucka BCC y nammentoB ¢ I'KMII

(eBpomeiickas MojIeJIb)

HasBanue na pycckom si3bike: HCM Risk-SCD. Illkana onenku pucka BCC y mammentoB ¢ I'KMII

(eBpomeiickast MOJEb).

OpurnnajabHoe HazBaHue (ecau ectb): HCM Risk-SCD

HcTouHuk (opuuuaJabHbIH CaliT pa3padoTYMKOB, MYOJIUKALMS ¢ BaJuaanue):

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].



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

Tun (mox4epKHyTH):

— IIKaJia OIICHKH

— UHJAEKC

— BOIIPOCHUK

— Jipyroe (yTOUHHUTB):

Ha3nayenme: KIMHUYECKUN HHCTPYMEHT Juis iporaozuposanus pucka BCC y mamuentos ¢ I'KMII.

Conep:xanue (madJioH):

LWkana pucka BCC HCM Risk-SCD (eBponeiickasi MOaenb)

MokasbiBaeT nyywmne pesynbTaTbl y nauymeHTos NKMI1 ¢ BbicokuM puckom BCC

Kanbkynatop 5-netHero pucka BCC Ha ocHOBe MoAenu, B KOTOPOW YUMUTbIBAOTCS Crieayowme napamMeTpbl:
1.CemeinHas ncropus BCC
2.CuHKonMbI
3.HYXT
4.Makc. TonwmHa cTeHkn JIK
5.Bo3pacTt
6.OnameTp J1M
7.4 B BTJ/IXK

MapameTpbl BHOCATCS B «Kanbkynatop» Ha cante http://doc2do.com/hcm/webHCM.html

Kniou (MHTepnpeTtauus)

NKO*** nokasaH, ecnn puck = 6%;
NKO*** moxeT 6blTb paCCMOTPEH, ecnn puck = 4%, Ho < 6%;
NKO***  kak npaBuno, He nokasaH, ecim puck < 4%.

Lllkana HCM Risk-SCD 6bina BanuanpoBaHa A8 NauneHToB C npejlwecTtsytowen pegykumen MXIM metogom CAA.[175].

Taoauua I13/T°2. llIkanaa ouenkun pucka BCC y manuenTos ¢ I'KMII (amepukanckasi MoeJib)

Ha3Banue Ha pycckom si3bike: [llkana ouenku pucka BCC y mamuentoB ¢ 'KMII (amepukanckas

MOJICIIb).
OpurnHajgbHoe Ha3BaHue (€CJIU €CTh): HET
HcTouHuk (opuuuaJbHbIH CaliT pa3padoTYMKOB, MYyOJIHKALMS ¢ BaJuaanue):

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].

Tun (mox4epKHYTH):

— IIKaJia OIICHKH



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

— WHJEKC

— BOIIPOCHUK

— npyroe (YTOYHUTH):

Ha3nayenme: KTMHUYECKUI HHCTPYMEHT Juisl porao3upoBanus pucka BCC y mammentos ¢ 'KMIT.

Conep:xanue (11adiaoH):

Llkana pucka BCC (amepukaHcKkana Moaesnb)

dakTopbl pucka BCC

[Joka3aHHble

dakTopbl pucka BCC

. CnoHTaHHasa yctonumsas XT

. CemeiiHas ncropusa BCC Bcneacteme FKMI

. MakcumanbHaga TonwmHa crteHku JK =30 MM

. HeobbacHumas cmHkona B TeyeHue nocnegHnx 6 mec.
. HYXXT > 3 komnnekcos

. HeapgekBaTHas peakunsa Al Ha du3. Harpysky

. NMpepoTBpaleHHas BCC (BbhkMBLUME NOCNe OCTaHOBKM cepaua Bcneacteme OT unn ©X)

yv?f'KMad)BMEéTODbI . Bospact <30 net
. MHI npn MPT
. Hannuwne obctpykummn BTIIK
. HeobbacHMMbIe cMHKOMbI B TeYeHMe nocnegHnx 5 net
Egﬂ;g!,gg;' . AnnkanbHasa aHeBpusma JIK
BbICOKOIO pucka
BCC . ®B J1X <50%

Kuarwou (uaTepnperanms) k uMmuianranua UKJ***:

x0T 6bl 1 M3 akTopoB-MOAMMDUKATOPOB pUCKA MAM NALUMEHT BXOAWT B rpynny
BbICOKOIro npucka BCC

®dakTopbl pucka BCC(amepukaHckas Moaenb) UMmnnaHTaums Knacc no
UKQ* ** AHA/ACC
MpepoTtBpaweHHasa BCC (BbhkMBLUME MOCTe OCTaHOBKW cepaua Bcneacteme XT unu nokasaHa
DX I
CunHKONa, BbI3BaHHAsA CNOHTaHHOW ycTtonumsor XT MAnM reMoanHaMmMyecKn 3HauymMas rnokasaHa I
KT
Hannumne xotsa 6b1 1 n3 cneayowmx GpakTopos: rokasaHa IIa
1. CemeliHas uctopusa BCC Bcneactsue TKMM
2. HeobbacHMMas cMHKOMNa B TeYeHue nocnegHux 6 mec.
3. Makc. TonwmHa cteHkn JIXK =30 MM
CnoHTaHHas HYXT + rnokasaHa IIa
x0oTa 6bl 1 n3 dakTopoB-MOAMDUKATOPOB PUCKA WAM MNALMEHT BXOAUT B rpynny
BblCOKOro pucka BCC
HeapekBaTHasa peakumsa AL Ha du3. Harpysky + rnokasaHa IIa




CnoHTaHHas HYXT wunn  HeapekBaTHas peakums AL Ha du3. Harpysky 6e3 PaccmoTpeTtb IIb

LLONONHUTENbHbIX (aKTOPOB puUcka BO3MOXHOCTb
BbiiBNneHHasa MyTauuMsi accouuMpoBaHa C BbICOKMM puckom BCC, 6e3 pgpyrux | PaccMmoTpeTb III
dakTopoB pucka BCC BO3MOXHOCTb

Taomuua [14/T2. CHA2DS2-VASc. llIkajia oueHKn pucka TpoM0O03IMO0JIMYECKUX OCJI0KHEHUH Y

MALMEHTOB ¢ pudOpUILIsIUel/TpeneTaHueM npeacepaui

Ha3panue na pycckom si3bike: CHA2DS2-VASc. Illkana omeHku pucka TpoMO0IMOOINYECKUX

OCJIOKHEHHH y TTAIUEHTOB ¢ (pUOpMILIALMEe/TpereTaHneM peacepanit
OpurunajabHoe Ha3BaHue (ecam ectb): CHA2DS2-VASc

Hcrounnk (opuumanbHblii caliT paspadoTuukoB, myGaukanus ¢ Baauaanmeii): Olesen, Jonas
Bjerring, et al. Validation of risk stratification schemes for predicting stroke and thromboembolism in
patients with atrial fibrillation: nationwide cohort study. Bmj 342 (2011): d124 [438].

Tun (mox4epKHyTH):
— IIKaJa OLCHKU

— HMHJIEKC

— BONPOCHUK

— npyroe (YyTOYHHTH):

Ha3naueHue: KIMHUYECCKUM HHCTPYMCHT JId IPOTrHO3HMPOBAHUA PpHUCKA HMIICMHUYCCKOro HMHCYJIIbTAa M

CHUCTEMHOTO TPoMO03MO0IM3Ma 1pu GUOPUILISAIIUY TPEACEPAUii

Conep:xkanue (1adJioH):

dakKTop pUcKa Bannbi
WNHCynbT, TpaH3UTOpHas MweMmnyeckas ataka unmn aptepmasnabHas TPoOM603M601Mst B aHaMHe3e 2
Bospact =75 net 2
ApTepuasnbHasa runepTeH3ns 1
CaxapHblli gnaber 1
3acToliHaa cepAeYyHas HefoCTaToOuHOCTb/ ancdyHkums JIXK (B yacTHocTn, ®B <40%) 1
Cocyanctoe 3aboneBaHne (MHMapKT Muokapaa B aHaMHe3e, nepudepuyeckmin  aTepocksiepos, 1
aTepocknepoTmyeckme 6nswWKM B aopTe)

Bospact 65-74 roaa 1
XKeHckunin non 1

Kuarou (uaTepnperanus):

Cymma 6annoB no wkane O>kmaaeMas yacToTa MHCYJIbTOB 3a roa
CHA2DS2-VASc



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 %

Taomuua I15/12. HAS-BLED. IllkaJia oneHKH pUCKa KPOBOTEeYEHUSA

HaszBanue Ha pycckom sizbike: HAS-BLED. Illkana oueHku pucka OOJBIIOTO KPOBOTCUEHUS B
TedeHne | roma y mamueHTOB ¢ (GUOpWILISAUIMEN/TpeneTaHneM TPeICepaAnid, MOTyJaroIInX

AHTUKOATYJISTHTHYIO TEPAINIO B COYETAHUM C UHTUOMTOPaMU arperaiyy TpoMOOLMTOB WK O€3.
OpurnnansHoe HazBanue (ecju ectb): HAS-BLED
HUcTrounuk (opuumaabHbIi CAUT pa3padoTUNKOB, MyOJNKALNMS C BaJauJIanuen):

Pisters R, Lane DA, Nieuwlaat R, de Vos CB, Crijns HJ, 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. J Am Coll Cardiol. 2011 Jan 11;57(2):173-80 [439].

Tun (mogYepKHyTH):
— IIKaJia OLCHKU

— UHJAEKC

— BOIIPOCHUK

— npyroe (YTOYHUTH):

Ha3naueHnue: KJIMHUYECCKUM HHCTPYMCHT JIsI IIPOTHO3UPOBAHUA PHUCKA OOJIBIIIOTO KpOBOTCUCHH B

TeueHue | roma

Conep:xkanue (madJioH):




BbykBa daKkTop pUckKa Bannbi
H ApTepuanbHas runepTeH3us 1
A HapyleHne GyHKLUUM NeYeHU Unm noyexk 1wnnm 2
S MHCynbT B aHaMHese 1
B KpoBoTeueHust B aHamMHe3e 1
L NabunbHocTe MHO 1
E Bo3pacTt (=65 neT) 1
D 3noynotpebneHue ankorosieM WM - MpernapataMu, MOBbIAOWMMU  PUCK 1vnn 2
KpPOBOTEYEHUN

Kuarou (uHTEepniperanms):

CyMmmMa 6annoB no wkasne Puck 6onblioro kpoBoteueHus B TeyeHme 1 roga
HAS-BLED

1-2 HU3KMN puck KpoBOTEYEHMSA

>3 BbICOKMI pUCK KpOBOTEYEHUSA

Ipuioxxkenue I'3. Unbie

Taoauua I11/T°3. Mouaekyasipubiii natorene3 ¢penoxkonuii 'KMII

Ho3onorus (dpeHokonusa MonekynsapHbIii naToreHes
rkmn)
AL-amunonnos Mpn AlL-amuiiongose KJ/IOH MaJIMMHU3UPOBAHHBLIX [J1a3MaTUYECKMUX KIIETOK CUHTE3MpPYEeT B

60/1bLLIOM KONMMYECTBE fierkue uenu (Kanna wav naméaa) UMMYHOrno6ynvHOB. YBennueHue
KOHUEeHTpauun 6enka-npeiwecTBEHHMKA Bbllle HEKOTOPOro MOPOrOBOr0 3HAYEHUs MOXET
aBTOMaTUYeCKN NPUBOAUTL K Havyany dubpunsioreHesa n OTIOXKEHUIO aMuaonaa B TKaHsx. Mpu
3TOoM B 5% C/ly4aeB AMArHOCTUPYHOT NMPEUMYLLECTBEHHOE MOPaXKeHWe cepaua aMuIonao30M.

HeHacneacTtBeHHbI (WEATTP) B  ocHoBe MONEKYIAPHOIro natoreHesa HeHacneaCcTBEHHOro 7] HacneaCTBEHHOro
W HacneacTtBeHHbI (MtATTP) TPAHCTUPETMHOBOIO aMuioMao3a JexaT KOH(OPMaLUMOHHbIE U3MEHeHUs M aectabunusaums
TPAHCTUPETMHOBbIM aMUIOMA03 TeTpamMepa TpaHCTUMpeTMHa. [ectabunmsaums TpaHCTMpPETMHA MPUBOAUT K HENpaBWUSIbHOMY
donanHry 6enka M arperaumm BapWaHTHbIX MOHOMEPOB TpaHCTUPeTUHa C obpa3oBaHMEM
TOKCUYHBIX MPOMEXYTOUYHbIX aMUIOUAOTrEHHbIX NPOAYKTOB U aMUIonAHbIX dubpunn.

OTW MexXaHM3Mbl MOTYT HapyLlaTbCs C BO3PAcTOM, UYTO O6bSACHAET NOBbILEHWE PUCKA Pa3BUTUS
HEMYTaHTHOIrO TPaHCTMPETMHOBOro amunoupaosa (WtATTP) y Auu  MNOXWIOTO M CTapyeckoro
BO3pacTa.

HacnenctBeHHbln ATTR 4alle BCTpedaeTcss B SHAEMUYHbIX A9 3TOro 3aboneBaHus pernoHax.
Hanbonee yacTtble reHeTnyeckne BapuaHTbl: Val30Met-ATTR, CO CMeLlaHHOM CUMMTOMaTUKOM
(HeBponornyeckas u KapauonaTuyeckas) C no3gHuMm gebiotom n  He-Val30Met-ATTR,
KapAMoMMonaTuyeckuini BapuaHT 3abonesaHuns. MI3BECTHbI MyTauuu, Bbi3biBaloLne CEMeENHbIE U
cnopaguyeckme @opmMbl 3aboneBaHusi, KOTOpble acCoUMMpPOBaHbl C MNPEeUMYLLECTBEHHbIM
nopaxeHuem cepgua (Hanpumep, Vall22Ile, Ile68Leu, Thr60Ala, Leull1Met).

BonesHb AHAepcoHa-®abpu MyTauunsa B reHe GLA (onucaHo 6onee 400), koampytoweM depMeHT a-ranakto3maasy A (a-Gal
A) nNpuMBOAUT K 3HAYUTESIbHOMY CHMXXEHUIO QaKTUBHOCTM (epMeHTa, BOBJIEUEHHOrO B
MeTabonnsM COUHrOrMMKONUNMAOB. DTO MNPUBOAUT K HAKOMJEHUIO HEruaposM30BaHHOMO
cybcTtpata 6510KMpoOBaHHON (EPMEHTHOM peakuMnm W COMpPOBOXAAETCA YBEIUYEHMEM 4ucna
JIN30COM B KJIeTKax, HapylleHMeM HOpPManbHOro @GYHKUMOHUPOBAHUA 3TUX KIETOK M UX

rméensbto.
HacneancTBeHHble CUMHAPOMbI C PRKAG2 koaupyeT UAM®-akTMBUMpPYyeEMYI MpPOTEUMHKWMHA3y-y2. [JaHHbii 6enok onpepensier
KM BHYTPUKIETOYHYIO aKKYMY/IALUMIO FIMKOreHa W HapyleHUs ero @yHKUMU MOryT MpUBOAUTL K
y NMoApoOCTKOB ncesgormneptTpodun KapaMoMmMoLMTOB U 3a4epXKKe MHBOMOLMN 3MOPUOHANbHBIX NPOBOASALLNX
" MOJ104bIX B3pOC/IbIX, nyTen B MMoKapae.
CBSi3aHHble Mpn aTOM HabntogaeTcsa yactoe coyetaHme N'KMIM n cnHgpoma Bonbda-lNapkMHcoHa-YanTa.
C MyTauusMun B reHe
PRKAG2
BonesHb [laHoHa MonekysipHbI MexaHM3M pa3BuTus 6onesHn [JaHoHa ocHoBaH Ha gedekTte B LAMP-2 6enke,

KOTOpbI/A ~ OnMocpeayeT HaKOMJeHMe T[fIMKOreHa B KapAuvOoMMOUMTaX U MpUMBOAUT K
ncesgormnepTpodun Mmokapaa. Korga cywecTtByeT reHetudeckuin obycrnoBfieHHbIn aeduunt
6enka LAMP2. Habnwopaetcs HenpaBwibHas ayTodarmvyeckas gerpagaums  6enkos.
AyTodarmnyeckass akTUBHOCTb CBAi3aHa C naTtoreHe3oM pa3HoobpasHbix 6onesHen. CyuiecTByeT




MHeHWe, 4yTo 6one3Hb [aHOHa 06ycroBfeHa HacNeACTBEHHbIMW HapyLleHWsiMM npolecca
ayTodarunu.

ATakcus dpuaperixa

MoneKkynsipHblii NatoreHes atakcuu dOpuapeixa A0 CUX MOp SBNSETCS NPeAMETOM AUCKYCCUIA.
OAHaKo Ha HacTosILMIA MOMEHT YCTAHOB/IEHO ydacTue 6enka dpatakcvHa B MnojaepXaHuu
roMeocTasa >efie3a B KJIeTKe U TO, YTO ero HeLoCTaTOYHOCTb MPUBOAUT K MHOXECTBEHHOMY
bepMeHTHOMY AedUUNTY, MUTOXOHAPUANBHON ANCHDYHKLMN U OKUCAUTENBHOMY MOBPEXAEHMIO.

RASonaTtum
(cuHapoM HyHaH
n cuHapom LEOPARD)

MyTaunm B reHax, KOAVPYIOLWMX KOMMOHeHTbl n perynsatopbl RAS/MAPC curHanbHOro nytwu
(RAS/MUTOreH-akTMBMpyeMasl NpoOTEMHKMHA3a) BbI3bIBAOT MHOXECTBEHHble HacCeACTBEHHble
nopokn passutusa. RAS/MAPC curHanbHbIi NyTb OTBETCTBEHEH 3a nponudepaumto,
anddepeHUMPOBKY, CTapeHWe W anonTo3 K/AeToK W obecneyvBalowern 3TUM HOpMasibHOe
pa3BuTME KNETOK W TKaHeh opraHmsMa B LeAOM B 3MOPMOHANbHOM W MNOCTHaTa/lbHOM
nepuoaax.

Taomuua I12/1'3. Moppopynkuunonanabubie peHorunst npu 'KMII

MopdodyHKLUMOHANbHDbIN deHoTUN OnucaHue
M'MnepTpoduryeckmin («Knaccnyecknin») YMeHbLeHHbI JIXK, acummeTpudHaa K (runeptpodua MXIM), obcTpykums
BTJIK

CMelaHHbIN

(runepTtpodus + aunataums)

OvnataumoHHaa ctaams [KMM, yMeHbleHWe cTeneHu runepTpodum
(«BblropaHue»), yMeHblueHne/ncHesHoBeHne obcTpykummn BTIIXK.

B aunnataumoHHoln ctaamu npwm FKMI cTeneHb Avnataumun, Kak NpaBuio, He
6biBaeT 601bLLOMN.

CMellaHHbIN

(rnepTpodusa + pecTpukums)

BbipakeHHas Auvnataunsa npeacepavin, peCTpUKTUBHBIN TUN HanonHeHus JIK.
MoxeT 6bITb Npy ManeHbkoM JIK

CMeLlaHHbIN

OvnataumoHHaa cTtaams [KMI. BblpaxeHHass Awnataums npeacepavn,

(rvnepTpodus + pecTpukuma + aunataums) PECTPUKTUBHbIM TWUM HanosHeHus JIXK, yMeHblueHWe cTerneHu runeptpodun,

AUNaTUpoBaHHbIN JIXK

Oosmnna I13/T'3. OcHoBHBIE MePONIPUATHSA N0 NPOPUIAKTHKE 0CJI0KHeHnH y manueHToB ¢ 'KMII

CuMmnTtoM/ocnoxxHeHue FKMN MpodunakTnueckne MeponpuaTus

MporpeccuposaHue NJ1HK

ApnekBaTHoe neveHue KM, obcTpykuum BT/IK Bkatovas
(dapMakoTepanuio, 3HAOBACKYISIPHOE U XMPYypruyeckoe.
Mpu conyTcTBytowen Al — rMnoTeH3nBHasa Tepanus.
N36eratb BbICOKOMHTEHCUBHBLIX (U3NYECKMUX Harpysok u
cnoprTa.

BCC n xun3sHeyrpoxaiulme HapyLeHns putMa MepBnyHasa n BTopuyHasa npodunaktnka BCC — cMm. pasgen

«CTpaTndumkaumsa pucka BCC»

XCH, pa3BuTHe aAunatauuMoOHHOM CTaaun Uan ApekBaTHoe nedeHue NKMI, cBoeBpeMeHHOe BbIsIB/IEHME U
npucoeanHeHNss peCcTpUKTMBHOIO heHoTuna neyeHune obcTpykummn BTIIK.

Mpu conyTtcteytowen NBC n Al — agekBaTHOE fieveHue.

c on

TpoMmboaMmbonmyeckme OCAOXHEHUS Y MaUWEHTOB no obwmM npuHumnam TpombonpodunakTukn npu ®M (cm.

pekoMeHAaumu no nedyexHunto OI1)

MHMEKUNOHHBIV 3HAOKapAUT AHTMOMOTMKONPOMDUNAKTUKA PEKOMEHAYETCS TOSIbKO Mnepen

npoueanypamm BbICOKOro pucka naumeHtam ¢ KMl wu
npoTesamMn KjanaHoB cepAua, BPOXAEHHbIM MOPOKOM
cepaua nnm ecnm naumMeHT  paHee nepeHocun
WHOMEKUMOHHBbIA  3HAOKApAMT  (CM.  COOTBETCTByHOLME

pekoMmeHaaumn).
Yy nauMeHToB C MMMNNAHTUPOBAHHbIM NKO***
npodpunakTmka MUHMEKLMOHHOIro 3HAOKapAuTa — no

pekomeHaaumam ESC no anektpokapamoctumynsaumm 2013
r.




