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TepMHHBI U ONIPEACIICHUS

I'uneprpodpuueckas kapauomuonatuss (I’KMII) — renernuecku oO0yCIOBIEHHOE
3a00JIeBaHHE MUOKap/Ia, XapaKTepu3yromieecs runeprpopueii Muokapaa yiesoro (6omnee 1,5 cm)
W/WIA  TIPAaBOTO OKENYJOYKa, Yalle aCHMMETPUYECKOTO XapakTepa 3a CUeT YTOJIIEHHS
MEXOKEITYIOYKOBOW MEPErOpoAKH, YTO HE MOXKET OOBSCHATHCS MCKIIOUUTEIHHO TMOBBIIICHHEM
Harpy3Ku JaBJ€HHMEM, U BO3HMKAIOIIEE NPU OTCYTCTBUM JIPYTOr0 CEPAECYHOTO MM CUCTEMHOTO
3a00JieBaHUsl, META0OIMYECKOT0 WM TIOJUOPTaHHOTO CUHIpOMa, cBsizaHHoTO ¢ ['JDK.

OOcTpyxkTuBHasi runeprpopuueckas kapauomuonatusi (OI'KMII) — ¢dopma
I'KMII, conpoBoxaaromascss HapyLIEeHUEM BHYTPUCEPACYHOM TIE€MOJMHAMHUKM B BHJE
MPENsATCTBUS cucrtoianueckomy wu3rHanuto u3 JK w/unmm mpaBoro skemymouka (IDK), dyto
MPUBOJIUT K yBenuueHuto rpaaueHta nasieHus (I'JI) B BoixogHoM Tpakte sieBoro u/mian DK
xenynouka (BTJDK; BTIDK).

I'I’K BTOpHMYHOrO reHe3a — YyHUBEpCallbHas KOMIIEHCATOPHO-NPUCIIOCOOUTEIbHAS
peaxiusi B OTBET Ha U3BECTHBIN reMOIMHAMUYECKUI UITH IpYyroi (akTop.

Horuneprpoduueckas cragusa 'KMII — stan B pa3Butuu 3a00eBaHus, P KOTOPOM
OTCYTCTBYIOT  MpH3HaKd  runeprpopuu  MHUOKapjaa,  OmpeleisieMble € MOMOIIBIO
BU3YAJIM3UPYIOLINUX METOIUK.

Cyoxkaununueckasi cragusa 'KMII — stan B pa3BuTuu 3a00J€BaHus, TP KOTOPOM HET
KJIMHUYECKOW CUMIITOMATUKH, XapakTepHoul 1t ' KMIL.

I'enorun (+)/peHorun (-) — HOCUTEH MATOJOTHYECCKOM MyTaIlMH, ACCOIMHUPOBAHHOM C
I'KMII, noruneprpodudeckoit u cyoxkmuandeckon ctagusamu ['KMII.

Bo3pacTr3aBucMMasi NEHETPAHTHOCTb —  YBEJIMYEHHE  YaCTOThl  BBISBJICHUS
¢denorunuueckux npuzHakoB ['KMII, onpenensiemMbx ¢ momoupio pyruHHBIX MeToaoB (DKT,
OXOKI'), cpeau HocuUTenel MNAaTOreHHbIX TI'C€HETMYECKUX BAPMAHTOB IO MeEpE IOBBIIICHUS
BO3pacTa.

Bue3annasi cepaeunasi cmeptb (BCC) — HeHacunbCTBeHHas, OOYCIIOBJIEHHas
3a00JIeBaHUSMU Cep/lla CMepTh, MaHU(ECTUPYIOLIasi BHE3AMHOM MOTepell CO3HAaHUS B TEUEHUE
IIEPBOTrO Yaca C MOMEHTA MOSIBIIEHUS OCTPBIX CUMIITOMOB.

Crparupuxanna pucka BCC — onpeneneHue HE3aBUCHUMBIX —IPEIUKTOPOB,
ONpeneNsAoIuX BepoaTHOCTh pucka BCC y nanueHToB ¢ onpeneneHHoN cepaeuHO-COCYIUCTOM
narosioruedd. [lkana pucka BCC mpu 'KMIT (HCM Risk—SCD) pexomenayercst B KadecTBe
Metoja ouenku prucka BCC.

Ilepenne-cucronuyeckoe ABHAKEHHE CTBOPOK MHTPAJBLHOIO KJANAHA — JIBUKEHUE

ctBopok MK B cucromy k¥ MXII BmmoTh 10 KacaHusi (MUTPabHO-CENTANbHBIM KOHTAKT),
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yuyactBytomiee B cosganun ooctpykuuu BTJDK. Anrnmosiserunbiii Tepmua — Systolic anterior
motion syndrome (SAM-syndrome).

Bazaabnas o0crpykuus (o6crpykumsa B BTJIOK) — mnpensrcreue Ha ypoBHe BTJDK
CUCTOJIMYECKOMY M3rHaHuto u3 JOK.

Cpennesxeny10uKkoBasi 00CTPYKIUSI — TPEMIATCTBUE CUCTOJIMYECKOMY KpPOBOTOKY B
cpenneit yactu nojoctu JOK, Ha ypoBHe cpenmHHbIX cerMeHToB JDK.

«Knaccnueckmii penorum» 'KMIT — mopdodynkimonansheii Genorun I'KMII, mpu
koTopoM coueratorcsi acummerpuuHas [JDK (runeprpoduss MIKII), ymeHblIeHHBIN pa3zmep
nosoct JDK u o6ctpykims BTJDK.

JlatenTHast o0cTpykuusi — remoauHamuueckass (opma oOctpykrtuBHo ['KMII, npu
KOTOPOH MpENnsSTCTBHE CUCTONIMYECKOMY M3rHaHuio n3 JIK BO3HMKaeT TOJBKO MpHU HArpy3Ke WU
MIPOBOKALIMOHHBIX MPOOAX.

HeraruBHoe pemonesmpoBanme (anri adverse remodeling) — ¢wunanbpHas craaus
aJIalITUBHBIX U JI€33/IallITUBHBIX W3MEHEHHH B nopaxxeHHoM opraHe. [Ipu stom HabmromaroTcs
«cMenIaHHbie» MOphopyHKINOHANbHBIE (PEHOTUIIBI — TUMEPTPOPUUECKUN + AUIaTallMOHHBIN,
runepTpoduyeckuil + peCTpUKTUBHBIN, U, KaK MIPABUIIO, YMEHbILIEHUE CTETIEHU THUIIEPTPOdUn.

PacumiupeHHasi MHOIKTOMHUSI — oriepaius, Bkitodaromas pesekiuio MXKII B 6obiem
o0beMe, YeM TMpu CeNnTaJbHONH MHOdKTOMUU 10 A.MOIrow, MoOMIHM3aluI0 M PE3EKIHIO
rUnepTpoGUPOBaHHBIX MAMWUIAPHBIX MBI U THIEPTPO(OUPOBAHHBIX MBIIICYHBIX TPaOEKyI
(anukambHO-0a3a7IbHOTO MBIIICYHOTO TTyYKa).

Penykuuss MIKII — xupyprudeckoe (CMD, PMD) wmm sumoBackymsipaoe (CAA)
BO3JIEHCTBHUE 110 YMEHbIIEeHHIO ToIIHbI MOKII.

CexBeHNpPOBaHUE HOBOIO MOKOJEHHMSl pacuInppoBKa CTPYKTYpPhI JIECATKOB U COTEH
TeHOB Ompe/esaeMas OJHOMOMEHTHO.

CenrajibHAsi MHODKTOMUSI — OIEpalMsl Pe3eKIMH MHOKapAa B 0a3albHBIX CErMEHTax
MXII.

YpoBeHb 10cTOBepHOCTH J0Ka3aTebeTB (YJI) — crenenb yBepeHHOCTH B TOM, UTO
HaiiieHHbIH 2P PeKT OT MpUMEHEHHsI MEAULIMHCKOT'O BMEIIATENIbCTBA SIBJISIETCS] HCTHHHBIM.

YpoBenb yoOenureabHocTH pexkomenaauuii (YYP) — creneHb yBEpeHHOCTH B
JOCTOBEPHOCTH 3¢ deKTa BMEIIATEIbCTBA U B TOM, YTO CJIEZIOBAaHUE PEKOMEHIALUSAM MPUHECET
00JIb1IIE 1T0JIB3bI, YEM Bpesla B KOHKPETHOM CUTYaIUH.

®enoxonusi 'KMII — 3a6oeBaHue ¢ M3BECTHBIM THONATOTEHE30M, (PEHOTUITMYECKU

noxoxee Ha [ KMII.



®enomen «disarray» — OecrmopsI0OYHOE pACIOJOXKEHUE KapIUOMUOIIMUTOB U

MBIIICYHBIX BOJIOKOH.



1. Kparkas nHpopmanus no 3a00/1eBAaHUI0 WJIH COCTOAHMIO (TpyIme

3200J1eBaAHUI MJIA COCTOSTHUA)

1.1 Onpenejaenne 3a00/1eBaHUsl MW _COCTOSAHUS (Tpynmnbl_3a00JIeBAHUH _WJIN

COCTOSIHMA)

l'uneprpodmueckas kapauomuomatusi (’KMII) — reHermdecku o0O0yCIOBIEHHOE

3a00JeBaHNEe MHUOKap/a, XapakTepu3yroleecs runeprpodueit Mmuokapaa jgesoro (6omuee 1,5 cm)
W/WIHA  TIPAaBOTO OKENYJOYKa, Yalle aCHMMETPUYECKOTO XapakTepa 3a CUeT YTOJIICHHS
MeX(X(eHYHOqKOBOﬁ Neperopoaku, 4To HE MOXKET 00BSACHITHCSI UCKIIOYUTEIHLHO MOBBIIIEHUEM
Harpy3Kd JaBJICHHEM, ¥ BO3HHKAIOIICE IMPU OTCYTCTBHH JIPYTOrO CEPACYHOTO HIIU CUCTEMHOTO

3a00JieBaHUs, META0OIMYECKOTO HIIM IOJMOPTaHHOTO CHHIpOMa, cBsizanHoTo ¢ ['JDK.

1.2 DTHOJIOrMA M naTOoreHe3 3a00Ji1eBAHUA WJIH COCTOSAHHUA (rpyvinbl 3a00J1eBaHUM

HJIH COCTOSTHUI)

Itnoaorusa 'KMII

I'KMII siBnisieTcst reHeTHYEeCKH 00YCIIOBICHHOM MATOJIOTHEH; HACHTU(HUITMPOBaHBI 0oJiee
20 TpUYMHHBIX TEHOB, cBs3aHHBIX ¢ pa3zButreM ['KMII. ['enernueckuii ckpuHUHT 8 Hambosee
YaCThIX TPUYMHHBIX TEHOB, KOJUPYIOIIMX pa3dudyHble OC€IKH KapJIAOMHOIIUTOB, JacT
BO3MO’KHOCTh OTIPEICINTh MPHUKHY 3a00eBanus npumepHo B 60% cinyuaes [1, 2, 3, 4, 5, 6, 7,
8,9, 10, 11, 12, 13].

B ocnoBe pazButus 'KMII nambonee yacto jexar NMaToreHHbIC BapUaHTHI B I'€HaXx,
KOJMPYIOIIMX COKPAaTUTEIIbHBbIE OelKu capkomepa — MuO3uH (MYH7), MHO3UHCBSI3BIBAIOIIHIA
6eiok C (MYBPC3), aktun (ACTC), rpommornu (TNNI3, TNNT2, TNNC) [2, 3, 4,5, 6, 7, 8, 9, 10,
12,13, 14, 15, 16, 17].

Ha nmomro marorennsix BapuantoB B reHax MYH7 u MYBPC3 npuxoautcs 0KOJO
MOJIOBUHBI Beex ciydaeB pa3Butusi [ KMIIL. ManudecTanys KIMHUYECKUX MPOSBICHUMA MPH IBYX
cambIx pacrpoctpaHeHHbIX MyTanusix MYH u MYBP-C Bo3moskHa B mo6om Bo3pacte. JleGroT
3a00JieBaHUS B JETCKOM M TIOJPOCTKOBOM BO3PacTe, a TaKXKE y MOJOJBIX B3POCHBIX YACTO
aCCOILIMUPOBAH C ceMeiHoi (popmoii 3aboneBaHus U OoJiee TsDKETbIM TeueHueM [2, 3, 4, 6, 7, 8,
12, 16, 17, 18, 19].

Pazputue 'KMII Ha pone myraumii B rere TNNT2 acconuupoBaHO ¢ OOJIBIIMM PUCKOM
pasButus cuaapoma BCC Ha done ymepernoro yBenuuenus tomuasl MXKIT u 6onee HU3KUMU

nokaszaTensiMu Macchl Muokapna JIK [2, 3, 4, 5, 6,7, 9, 10, 11, 13, 15, 16, 20, 21, 22, 23, 24].
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B OonpmmHCTBE Ccly4aeB NAaTOTCHHBIE BapuaHThl, accommupoBanHsie ¢ ['KMII,
MPEJCTaBISAIOT COO0 YHUKAJIbHBIE 3aMEHBI, ONMMCAHHbIE OTHOKPATHO MJIA BCETO JUIS HECKOJIBKUX
CIIy4aeB; 4YacTOTa KaXIOW TakoM 3aMeHbl cpenu Bceex reHetudeckux npuuvH ['KMII ne
npessimaer 1% [5, 25, 26].

B psne cnyuaeB (5-7%) 3abosieBaHne MOXKET pa3BuBaTbcs Ha ¢one 2, 3 u Oomee
MATOreHHBIX BAapHaHTOB. YacTo BCTpEYarOTCS KOMOWHAIMM MYTAalMii B TE€HAX, KOIUPYIOUINX
capkoMmepHbie Oenku. B 3TOoM ciydae 3a0onieBaHue Xapakrepusyercs 0ojee paHHHM Je0I0TOM
(wacto B JeTckoM Bo3pacte), Oosbiiei crenenpto runeprpopuu MOKII m Gosiee BbICOKHM
puckom passurtus cuaapoma BCC [3, 4, 7, 16, 23, 27, 28].

PazButne I'KMII Ha QoHe mnaToreHHbIX BapHMaHTOB B TIeHaX LUTOCKEJIeTa 4YacTo
aCCOLIMMPOBAHO C couyeTaHHbIMU mMopokamu cepaua (AMIII, AMIXKII), a Takxe npusHakamu
HEKOMITAKTHOTO MUOKapaa [3, 4, 29, 30].

[TaToreHHbIe BapHaHTHl B T€HAX, KOJWUPYIOMIHUX OCIKH ITUTOCKENIeTa, HOHHBIX KaHAJIOB,
CTPYKTYPY Z-AWCKOB U JPYTH€ BHYTPUKIETOUHBIE CTPYKTYpPHI, onpeaenstoT passutue [ KMII B
15-20% [3, 4, 19, 27, 29, 30].

Mouekyasipabiii naroreses 'KMII

B ocnoBe monekynspHoro mnarorene3a ['KMII, accomuupoBaHHOW € MaTOr€HHBIMU
BapHaHTaMH B T'€HAX, KOJUPYIOUMX OEJIKU capKkoMmepa, 4acTo JISKUT HapylleHHE KalbLUEBOTO
rOMEOCTa3a, TOBBIIIEHHE YYBCTBUTEIBHOCTH MHOPHIAMEHTOB K HOHAM KalblUg. OTO
MIPOSIBIIIETCS. B YCHJIGHUU CHJIbI COKpPAILEHUSI cCapKOMepa B CUCTOJY, CHI)KEHHM CTEIIEHU €ro
paccnabiieHusi B 1UacToly Ha (OHE MOBBIIIEHHBIX MOTpeOHOCTEH KapauomuonuTta B AT®, uto
BJICYET HApylIEHWE BHYTPUKIECTOYHBIX  CUTHAJIBHBIX  IPOLECCOB M  PEAKTHUBALMIO
KOMIICHCATOPHBIX SMOPHOHAIIBHBIX ITPOrpamMM runeprpoduueckoro pocra [16, 31].

Ha ypoBHe KapAMOMHUOLIMTOB JAaHHBIE MPOLECCHl MPUBOAAT K TOBBIIICHUIO CHHTE3a
AMOpPUOHANIBHBIX (POPM CApKOMEPHBIX OENKOB M aKTUBALIMM KHHA3HBIX CUTHAIBHBIX KAcKa/OB,
obecreunBaronIux Mmpoiecchl coocrBeHHo runeprpoduun KMIL, npomudepanuu GudpodiacTtos,
tpanchopmanun pudpodiaacToB B MuouOpobdaacTel ¥ aucOagaHC B CHCTEME KOJUIAr€HOJM3a
[16, 31, 32, 33, 34, 35, 36].

Ha rucronorudyeckoM ypoBHE OTPaXEHHEM NPSIMOTO JEHCTBUS «IIPUYMHHOTOY
TeHEeTUYECKOTO BapHaHTa M MOJIEKYISIPHOTO TIaTOTeHe3a SIBISETCS JUCKOMILIEKCAIUs
KapJJMOMHIIUTOB W MBIIICUYHBIX BOJOKOH — (QeHoMeH «disarray», ¢GuOpo3 pasHoil cremeHu
BhIpaxkeHHocTH [3, 4, 16, 31, 32, 33, 34, 35, 37, 38, 39, 40, 41, 42].

ITHOJIOTHS U MOJICKYJISIPHBIN narorene3 ¢penoxonuiit 'KMII
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3a0oneBaHus TEHETUYECKON U HETeHETUYECKON MPHUPO/bl, IO MOPHOPYHKIMOHAIEHOMY
¢denotuny cxoxux ¢ 'KMII, HO umeromme OTINYHBINA OT HEe STHOMATOT€HE3 U, CIIE0BATENBHO,
MOJIXOMbI K Teparnuu, Ha3bBaloT Gpenokonusamu 'KMIIL.

Haubonee wacto Bcrpeuarommecs: ¢penokornu ['KMII u nx MoneKyIsipHBIA HaToTeHe3
npencrasieHsl B tabmuie I11, [Mpunoxenue '3 [37, 43, 44, 45, 46, 47, 48, 49, 50, 51, 52, 53,
54, 55, 56, 57, 58, 59, 60].

IIaTorenes cumnroMoB u cunapomos I'KMII
[Tatrorene3 I'KMII Ha opraHHOM ypOBHE 3aKIIOYAE€TCS B COBOKYITHOCTHM HECKOJBKHX
cuaapomoB: obctpykiuu BTJDK, umemMun muokapnia, CHCTOIUYECKOW U TUACTOJIMYECKOU

mucpynkuun JOK, aputmuueckom n XCH.

Cunpapom oocTpykuuu BTJIK
B co3manum ob6ctpykuuu BTJDK  y4acTBYIOT CTPYKTYpHBIE, KHHETHUECKHE H

reomerpudeckue akropsi [61]:
1. CTpyKTypHBIE aHOMAJIUU:

a) cyxenne BTJDK runeprpodupoBannoii  MIKII  (ymeHbIIEHHE CTEMEHH
ooctpykiuu BTJIK mocne muoskromun/CAA 00ycinoBieHO BO3ACHCTBHEM Ha

3TOT GaKkTop);
b) TIC]] (mepemHe-cucTONMYECKOE ABMKEHKE) CTBOPOK MK
C) ymenbineHHas moyocts JIK;

d) aHOMayiMM MANWUIAPHBIX MBI (M JpyrHe Majible aHOMAJIHU CEp/la)

(runeptpodus u quciokamnus, foodapounas [IM);
€) anmuKalbHO-0a3aIbHBIN MBIIICYHBIH MyYOK.

2. Kunernueckue daxtopsl - runepcokpatumocts JOK u yckopeHune KpoBOTOKa B

BTJIX;
3. I'eomerpuueckue GpakTopsl:

a) mepeanee cmemienne MK, Touka koamTtamuu cTBopok MK cmemiena Ommke K

MXII [62];
b) Maunblii aopTo-MuUTpanBbHEIHA yrou (<120°).

Uem Ooublie (I)aKTOPOB HMCECTCA y KOHKPCTHOI'O IanmueHTa, TEM Ooitee BBIPAXXCH

cupoM obctpykiuu BTJDK.
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[lepenne-cucronnueckoe ABmkeHHe cTBopok MK  00ycioBieHO — clenyromuMH
baxTopamu:

a) anomaiuu ctBopok MK (yanuHeHue, n30bITOYHOCTS);

b) Hapymienue koopauHanuu KpoBoToka B mosioctd JDK B paHHIOIO cucTOlly, B
pe3yabrate yero Ha ctBopku MK nmeiicTByeT cuia, caBuraromas UxX B CTOPOHY
BTJIX [63, 64];

c) anomamuu xopa MK;

d) MeHbIlee COOTHOIICHWE JUIMHBI TepenHei u 3amHeir ctBopok MK (<1,3), mpu
9TOM Touka Koamrtanuu cTBopok MK cmemaercs kmepenu 6mmke k BTJDK [65,
66, 67].

VY NmanueHToB € JATEHTHOM OOCTPYKIMEH MPOBOLUPYIOIIMMH €€ (pakTopamu SBISIOTCS
yBenmuueHue cokpatumoct JDK mnpm Harpyske, mpuBomsiiee K YMEHBIICHHIO KOHEYHO-
cucronmueckoro pazmepa JOK u nepennemy cmemennto MK; yckopenue kpootoka B BTJDK B
nepuo 1 cuctoutsl, yeyryoustomiee [1CJ] MK [68].

VYV mamuentoB ¢ 'KMII moxxer ObITh 7a0WIIbHAsE OOCTPYKIHS, XapaKTEPHU3YIOMIAsCS
3HAYUTENIBHBIMU CIIOHTAHHBIMH KOJeOaHUsIMH BHYTprokenynoukoBoro [/l Ge3 Buaumon

npuyrHbI [69].

Kpome obctpykmuu BTJDK, y mnamuwentoB ¢ I'KMII wmoxer HaOmomatbes
CpelHexenynoukoBasi o0cTpykiusi. CpemaHexenyqoukoBass OOCTPYKIMS —pa3BUBAeTCS Y
MaIMeHToB ¢ runeprpodueit cpeauaubix cermeHToB MIKII M, kak mpaBwiio, B COYETAaHHH C
runeprpodueit manuuisapusix Mo [ 70, 71, 72]

[Tpu komOuaMpoBanHO# runiepTpodun (MXKII + anvkaabHBIE CErMEHTBI) MOXKET OBITH 2-

ypOBHEBast 0OCTPYKIHS (CpeAMHHO-KeNy1049KoBas + Ha ypoBae BTJDK) [73].

Cunapom nmemuu Mmuokapaa JIK

V nampentoB ¢ ['KMII npu MHTaKTHBIX KOPOHApPHBIX apTEPHSX MOXKET pPa3BUBATHCS
UIeMusi MUOKap/a. B anrnoszeraHoit nuteparype ucnonb3ytor tepmun INOCA (ischemia and
no obstructive coronary artery) [74].

q)aKTOpLI, MpUBOAAIINNEC K HNIIIEMHUU MHUOKapJa:

a) OTHOCHUTCIIbHAsA KOpOHapHas HEAOCTATOYHOCTD (YMGHBH_IGHI/IG pe3cpBa

KOPOHApHOT'O KPOBOTOKA MPH BBIPAKEHHOI runepTpopun);

b) nmeMus CY63H,[[OKapI[I/IaJ'IBHBIX CJIOCB MHOKapJa 3a CYCT KOMIIPpECCUU

UHTPaMypajbHBIX KOPOHAPHBIX apTEPHIA;
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C) mNepuBacCKYJISpHBINA GUOPO3, MPHU ITOM HHTPaAMypaJIbHbIC KOPOHAPHBIC apTEPHUU HE
MOTYT paCIIUPHUTBCA BO BpeMsl (pu3HyecKol Harpy3ku, KOTJa BO3pacTaer
NOTPEeOHOCTh MHOKap/ia B KUCIOpojAe M TpeOyeTcsl yBeIWYeHHE KOPOHAPHOTO

KPOBOTOKA,

d) BpoXJeHHasi MATOJIOTHsI KOPOHAPHBIX apTePHil — «MUOKAPAUABbHBIC MBIIIICYHBIC
MOCTHKM» ¥ HMHTPaMypaJIbHOE PAacCIOJIOKEHHE BETBEH KPYIHBIX KOPOHAPHBIX
apTepui;

€) MOMHMO TEPEYUCICHHBIX mpH4MH, y 15-25% mnanueHToB HaOMIOAAIOT
COIMYTCTBYIOIIMN aTEPOCKIEPO3 B SMUKAPAUAIBHBIX KOPOHApHBIX apTepusix (B

CTapuieil BO3pacTHOM IpyIie MalueHTOoB).

VY nanmentoB ¢ 'KMII moxeT pa3BuBathcst mHbapkT muokapaa (M) kak 2 tuma, (6e3
aTepoTpomM603a), Tak 1 1 Thma. daxkTopsl prcKa paBUTUS HHPApKTa MUOKap/aa 2 TUMa y
narrienToB ¢ ' KMIT npexncrasnenst B Tabiuue 119, lpunoxkenune I'1. [75-90].

Cunapom qucpynkuun JIK

Juacmonuueckaa ¢ynxkyus JIZK Moxet ObITh HapyIIeHa YK€ y HOCUTEJICH MyTalluu, B
noruneprpoduyeckoii craguu [ KMIT — renorun (+)/benortum (-) [91].

I[Ipu I'KMII nHapymieHusi KacaroTCid JIBYX OCHOBHBIX JIETEPMHHAHT JUACTOIUYECKOTrO
HaronHeHus: JOK — akTUBHOM pelakcaliu M PacTsDKUMOCTH MuOKapaa. [umeptpodus
MHUOKap/ia per s€ BbI3bIBAaCT HApPYyLICHHE aKTUBHOTO pacciabiieHusi. XaoTUYECKOE PacIoIoKEeHHE
COKpaTUTENBHBIX 3JeMeHTOB (disarray) U MHTEPCTUIHAIBHBIA (UOPO3 MPUBOIAT K CHIKCHHUIO
noaatinuBoctd JOK, W, kak cineacTBue, K BO3pacCTaHMIO COMpOoTHBiIEeHUs HanonHeHuro JDK u
MOBBIIICHUIO JaBJICHUS HanojgHeHus. B HavanpHbix cragusx ['KMII wHapymeHo ToJbKO
aKTUBHOE pacciabieHne MuOKapaa, npu 3tom aasineHue B JIII ne yBenuyeno. [lo mepe
nporpeccupoBanust runepTpoduu, pa3Butus ¢GuOpo3a, HapacTaHUs CTEIEHU MUTPaIbHOU
perypruTaiuy, NpUCOCIUHEHUS UIIeMUH MHUOKap/Aa TUACTOJIUYECKHE HApYIIECHUS HapacTaioT,
npuBoJIs K yBenuueHuto nasieHus B JIII (coorBercTBeHHO, 1 K yBenuueHnuto KJIJ[ JIK). Takxke
BBIpOKEHHAsl JAMACTOJNIMYECKas AUCPYHKIUS MOXKET TMPUBOAUTH K Pa3BUTHIO JIETOYHOU
runepTeHsud y Hekotopeix nanueHtoB (JII'y 50% cumnromusix nanuentos) [91-96].

Cucmonuyeckan pynkyusa JIZK MoXeT OLIEHUBATHCS KaK 10 IMapaMeTpaM COKpPaTUMOCTH,

TaK U 110 00bEMHBIM ITOKA3aTEIISIM.

- I'mobGanbHas cucronmueckas ¢pynkuus JOK, oneHuBaemas mo mapamerpaM COKPaTHMOCTH, Y
nanueHToB ¢ I'KMII cBepxHopmaneHas, uto Beipaxaercst Bbicokot @BJDK. Cnenyer ydects,

yro nokazatenb @B npu I'JDK nm manenpkoM JDK MOXkeT HEKOPPEKTHO XapaKTEpH30BaTh
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COKPaTUMOCTb. Pernonanbnas CHUCTOJIMYECKAs byHKIUSA JDK reTepoOreHHa:
runeprpodupoBanusie cermMeHThl JIXK THNOKMHETHYHBI (CHMXKEHA CTENEHb CHUCTOIMYECKOTO
YTOJIILEHUS u nedopmanus), a HETUNEePTPOPHPOBAHBIE CETMEHTBI UMEIOT
HOPMAaJIbHYIO/CBEPXHOPMAIIBHYIO COKPATUMOCTb.
- OOBEeMHBIM MOKa3aTesieM cucroindeckoit ¢pynkiuu JOK sBnsercs BeanuuHa ynapHoro oobema
(YO). IIpu 'KMII u ymensmennom JDK (manerii KJIO) YO cHuxeH, HeCMOTpsi Ha BBICOKYIO
@®BJIK. Takxe cHUKEHA BO3MOKHOCTH IipupocTta YO npu pusmueckoii HarpyskKe.
- Cucronuueckas pynkuus JIK, ananusupyemasi mo CUCTOIHMYECKON AePOopMaIIiK, MOXKET OBITh
HapyuieHa yxxe y Hocuteneid [ KMII-myrauuu, Ha foruneptpoduyeckoi craau.
- [Ipu nporpeccupoBanuu 3a0osieBanus (HeraTuBHOE pemojenupoBanue, adverse remodeling) B
JUJIATAallMOHHOM CTaAuM HaOIIOJAaeTCs yMEHBUICHUE CTENeHU TUNepTpoduu («BBITOPAHHEY),
COMpPOBOXKIaeMoe CHImKeHreM o0miei cokparumoctu JIK (OB < 50%) [21, 24, 92-94, 97-101].
K npu I'KMII
VY 30-44% mnauuentoB ¢ 'KMII nabmiomaroTcsi CTpyKTypHble M (DYHKIMOHAJIbHBIE
nHapymenus B [DK. Kpurepuem runeprpoduu muokapnaa IDK cunrtaeTcs yBennueHue TOIIMHBI

crenku [TK > 5 mm. Tomuaa muokapaa IDK > 10 mm cunraetcs skctpemansaoi I'TDK [102].
I'uneprpodus DK B eqmHMYHBIX cydasx ObIBaeT n3oJmpoBanHoi, 6e3 ['JDK.

CrpykrypHoe pemonenupoBanve [DDK B 15-90% npuBoautr kK BHYTPUIKETYIOYKOBOM
0o0CTpYKLIMH, KOTOpash MOXKeT ObITh Ha ypoBHE cpeAuHHbIX cermeHToB IDK umm Ha ypoBHe
BoixogHOTO Tpakta [DK [103]. Kputepuem nanuuus ooctpykuuu BTIDK cunraercs yBenuuenue

rpaauenTa gasienus B BTIIDK >16 mum pr. cr. B okoe [104].

Cucmonuueckaa oOucynukyua IDK 10posBIseTCs  yMEHBIICHHEM  IPOJOJBHOU
nepopmaruu [DK; mpu stom apyrue mokaszarenu cucrosimdeckoit ¢ynkuuu [DK (TAPSE u
S’narepalibHOM YacTH TPUKYCHHAAIHHOTO KOJbIIA), KaK MPaBWIIO, B Mpeaeiax HOPMAalbHBIX

3HAYEHU.

Juacmonuueckan ouchynkyua IDDK B HauanbHbIX cTagusx xapakrtepusyercs E/A<I,
yBennuenneMm RV DecT (Bpems 3ame/ieHUs] KpOBOTOKa B (a3y panHero HanosnHenus [1K), E/e’

>6,0. ITokazaHo, yto Hanmuue auacronndeckoi muchynkuuu IDK sBasercs npeauktopom BCC

u XCH [96, 102-109].

BHe3annas cepaeyHas cMepTh
B ocnose narorenesa BCC nexat ¢aranabHble HapylIeHUs pUTMa, BbI3BaHHbIE HIIEMHEH

MHOKapa W JJieKTpuueckor HectabmwibHOCThIO. BCC wame oOycimosiena DX (62,4%),
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opamuaputmusmu (16,5%), KT Tuma «Torsades de pointes» (12,7%), XKT (8,3%) u acucroaueii
[79, 110 -121].

CHHKONBI

CHHKOIIAILHEIC COCTOSIHUS MOr'yT OBITH O6YCJIOBJIGHI)I KaK apuUTMHUYCCKHMH, TaK H

reMoJuHaMUYCCKUMU TPUYINHAMU. K TCMOJUHAMHUYCCKUM IPUYMHAM OTHOCAT CHUTYAaTUBHOC

yBemmueHue oocrpykunn BTJIK (pusnyeckas Harpyska), BhI3BIBAIOIIECE 3HAYUMOE YMCHBIIICHUE

ynapHoro oobeMa u mnajenue AJl, a Takke CHUKEHUE NepU(PEepUUecKOro CONPOTUBJICHUS B

pe3ysbTaTe HeaJeKBaTHON Ba30HIaTAllMK, B TOM YHCJIe Ba3oBarajibHbie 0OMopoku [122-125].

OudpuIIALUSA PeacepaAnii

@DakTophI:

a)

b)

c)

«TpesicepHas MUOMATUSA» - MO0Ka3aHo, uto (ynkuus JII1 Hapymena y HocuTenei

MYTaIlH B JOKIMHHYECKOM CTaJnu 10 pa3BuTHs runeptpoduu [126].

CTpYKTypHOE (mwmartamusi) W (QyHKOHOHAIbHOE pemojenupoBanue JIII,

MIPUBOIALIEE K JIEKTPHUUECKON HECTAOMIBHOCTH

HHTepCTHIHANBHBIH Huopo3 JIIT [127, 128].

XpoHuueckasi cepiedHasi HeIOCTATOYHOCTH

@DaKTOPBHI:

a)

9)
h)

ymenbineHnbiit JOK (mansnii KJ{O) u, HecmoTps Ha Beicokyto @BJIK, maneiii YO

JOK
HECITOCOOHOCTh YBEJIMUUTD B TOJDKHOU cTeneHr YO 1pu (pU3nYecKoil Harpy3ke;
obctpykuusa BTJDK, BHocsamas Bknaa B ymenbinenue YO,

cuctonuueckas auchynkius JOK npu nmporpeccupoBanuu I'KMII, ocobenno B

JTUIATAIIMOHHON cTaauu (MimeMus Muokapaa, nuccuaxponus JDK);

muactonnueckas nuchynkuus JOK (dubpo3 Muokapa, MOBBIILICHUE JABJICHUS B

JIT u K1)
MUTpaJIbHas perypruranus (BHOCUT BKJIa]l B MOBbIIeHNe AaBiaeHus B JII);
HapyuieHus purMma (PII);

JICTOYHAA TUICPTCH3UA.

[21, 92, 101, 127, 129-133].
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1.3 DnuaemMuoJgoruss 3a00JeBaHUs WA COCTOSAHNA (rpynnbl 3200JeBAHUI WU

COCTOSIHMIA)

I[Ipu T'KMII Her deTkoil reorpauueckoi, 3THUYECKON WIM TOJOBOH CTPYKTYpHI

pacnpeneneHusl.

I'KMII — mnpakTH4ecKu €IMHCTBEHHOE KapAHOBACKYJSIpHOE 3a00JieBaHUE, KOTOPOE
MOKeT MaHU(ECTHUPOBATH B JTFOOOM BO3pacTe YEJIOBEKa OT MIIAJICHUECTBA JI0 TIIyOOKOH CTapOCTH
(c mepBeIx auer mo 90 m Oosee JieT); IPU STOM CPEIHUIN BO3pACT MALMEHTOB NPH YCTAHOBKE
nuarHosa cocrasisier 3040 ner.

CornacHO TaHHBIM THIEMHOJIOTUYECKUX HCCIIEJOBAHNUHN, TIPOBOMMBIX B Pa3HBIX YaCTSIX
cBera, pacmpoctpaneHHocTh ['KMII cocraBiaser 1:500 B oOmeld momynsmuu. B pa3HbIX
BO3PACTHBIX KOTOPTax oHa Bapeupyetcs oT 1:500 mo 1:200.

[Ipn npuMenenun 6osee yyBCTBUTENbHBIX MeTO/I0B Busyanuzauuu (MPT, KT) u Gonee
IIUPOKOM  HICTIOJIb30BAaHUHM T'€HETHYECKOTO TECTHPOBAHUS M KACKAIHOTO CKPHHUHTA IS
POJICTBEHHUKOB TepBOM JMHUU pojacTBa pactpoctpaneHHocTh ['KMII coorBerctByer 0,6%
(1:167) .

YacToTa B 00I1ei nomyssiiuu nipeBbiniaeT BctpedyaemMocTs ' KMIT B kapanonorudeckoit
MpaKTHUKE, TaK KakK OoJbllas YacTb MNAIIEHTOB OCTAeTCS HEUJICHTHU(PHUIMPOBAHHOW BBUIY
6eccumnromMHocTu. [Ipu BeIsIBIEHHMU TUNepTpoduu cepala B CTapIIMX BO3PACTHBIX TPYIIMaX U

tommuuHe cteHkr JDK 12 MM 1 Gosiee HEOOX0IMMO YIUTHIBATh BO3MOXKHOCTE (heHokomnuii [ KMIT

u sropuunoi I'JIK [3, 4, 28, 31, 134, 135].

1.4 Oco0CHHOCTM KOAHUPOBAHMSA  3200JI€BAHUA WJIH _ COCTOSAHMSA (IrpyHIbI

3a200/1eBaHMl MM _COCTOSHUI) 10 MeXkIyHAPOIHON CTATHCTHYECKOH KJaaccupukamumu

00J1e3Hel M Mpo0JaeM, CBA3AHHBIX CO 3/I0POBLEM

142.1 — OGctpykTBHAs TunepTpoduveckas KapJUOMHOIATHSL.

142.2 — Jlpyras runepTtpodudeckasi KapJUOMHONATHSI.

1.5 Kaaccudukanus 3a00/1eBAHUS WM _COCTOSIHUS (Tpynnbl 3a00JeBaHMii WU

COCTOSIHMA)

B noBcenHEeBHOM KIMHHMYECKOM MMPAKTHUKEC NMPUMCHAIOT HECKOJILKO KJ'IaCCI/I(I)I/IKaI_[I/IOHHBIX

IoaX0J0B — KHHHHHGCKHﬁ, FeMOﬂHHaMquCKHﬁ, MOp(l)OHOFH‘ICCKHﬁ, TeHETUYECKHUIA.

Knunnueckue Bapuantel TeueHus ' KMII — cM. paznen 1.6.

I'emoamHaMu4ecKHil NPUHLIMI KJIACCH(PUKANNU
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B 3aBucumoctn oT Hammuus wiM otcyrctBus obctpykumu BTJDK B mokoe u mpum
Harpyske BBIICIAIOT cienytonue Bapuantel ' KMII:

- HeoOctpyktuBHas [ KMII: '/l 8 BTJIK <30 MM pT.CT. B IOKO€ U NIPH HAarpy3Ke

- oocrpykruHast [ KMIT: I'/] 8 BTJDK >30 (50) MM pT. CT. B IOKO€ U IPU HArpy3Ke.

- narentHas ooctpykumst: ['J] B BTJIK <30 B moxoe u >30 (50) MM pT. CT. Ipu Harpyske.

(moapobuee kputepun odcrpykuun BTJDK cMm. B paznene «/luarnoctukay)

Mopdpoaornyeckuii npuHumn Kiaccupuxkanuu I'KMII
1. Acummerpuunas popma ['KMII
a. Tumeptpodust MXKII (+/- BoBneuenue [1K):
I. Bazanpnoit wactu MKII (cybaopranbHas)
ii. Curmosumnras MOKIIT
iii. Tuneprpodus Beeit MIKIT
iv. JIBosikoBeimykiiass MOKIIT (aHrin. «reverse Curve») — MIperuMyIIeCTBEHHO
cpennexenynoukoBas runeprpodus MXKII 6e3 BoBimedeHUs: cBOOOIHOM
crenku JDK [136, 137]
V. KomOunuposannas (MXKII + apyroit ornen JIK umu 1K)
b. AnwukansHast runeptpodus (+/- cpeaunubie cermenTsl JIK)
c. CpennexenynoukoBass ' KMII (c BoBieueHHEeM CpeAMHHBIX OTHAEIOB HE TOJHKO
MIKII, Ho u cBo6oHO¥M cTenku JDK, JODK Tuna «mecounbie gachi»)
d. T'umeprpodus apyroii crenku JIK (6okoBast, 3aaHss1)

2. Cummerpuynas ¢popma ['KMII

B oreuectBeHHOW U 3apyOeKHOU JHUTepaType UWHOTJAa UCHOIB3YeTCd TEPMUH
«muddysnas runeprpodust JIXK», o KOTOPEIM MOXHO MOHUMATh KOMOMHUPOBAHHYIO (ITYHKT

l.a.v.) wim cummeTpruHyto runeprpoduro JDK [138].

Ilo cmenenu gvipasricennocmu cunepmpoguu

1. «YMepeHHast» (B aHTJIOS3BIYHON JIMTEPAType HCIOJIB3YeTCs TepMUH «Mild») —
(MakcumanbHas TonmuHa creHku JDK <18 mm).

2. IIpomexyTrouHasl.

3. DKcTpemalibHas (MakcuMalibHast TonmuHa creHku JODK >30 mm).
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[Mpemnoxena knaccudukarus kapauomuonaruit MOGE(S) (2013), koTopast BBIICISCT HE
TOJNIBKO  «KJIacCHMYeckue»  MoppodyHKUHOHATbHBIE  (PEeHOTUIBI  (THUIEPTPOPUUECKHIA,
JMJIaTAIlMOHHBINA, PECTPUKTUBHBINA, apUTMOI'CHHAs JUCILIa3Hsl, HEKOMIIAKTHBI MHOKapJ), HO U

cmerranubie perortunsl (pu ['KMIT — em. tabmury I1 2, Tpunoxenue I'3) [15, 43, 139].

1.6 Kaunuueckasi KapTHHA 3a00J1€eBaHMsI WU _COCTOsIHMS (IPVIIbLI_3200JeBaHUI

HJIH COCTOSTHMI)

I'KMII — 3a0oneBaHue, XapaKTepU3YIOLIeecs] BhIPAKEHHONW I'€T€POre€HHOCThIO KIMHUYECKHX
MIPOSIBJICHUM.
Kimmanueckue Bapuantsl Teuenus [' KMIT:

1. BCC - moxer otmeuaThcs ipu 1r06oM Bapuante TeueHus: [’ KMII, B Tom uucne 6e3
MpeIIeCTBYIOLEH CUMITOMAaTUKH (Haubojiee 4acTo BCTPEYAETCS Y MOJIOIBIX
ManueHToB < 35 JieT, BKIIIOYasi CIOPTCMEHOB).

2. bBbeccuMmnToMHOE T€YEHHE - BCTPEUYAETCS Y MALIUEHTOB C UCXOHO HEOOCTPYKTUBHOM
dhopmoit 'KMII (mebonpimas crenenp runepTpoun Muokapia, 6e3 CoOmyTCTBYIONUX
anomanuii MK). [Tpoao/nKuTeIbHOCTD )KU3HU Y ATUX MAIIMEHTOB KaK B 00
nonyysituu - 75 et u 6onee. Takxke 06CCUMITOMHBIMH MOTYT OBITH MAIUEHTHI C
HeOoubIIoN cTeneHbto 0ocTpykuuu BTJDK (B mokoe u/uiu mipu Harpyske).

3. CumnTomHOe cTabmibHOE (Ha (hOHE MEIMKAMEHTO3HOW Tepanuu) 100pOKauYeCTBEHHOE
TEUYEeHUE

a) y MaIMEeHTOB C KCXOAHO HeOOCTpyKTUBHOU hpopmoit ' KMIT

b)  mpu OTI'KMII ¢ Hebobiol cTenenbo ooctpykinun BTJDK.

4. Cumnromuoe ocioxueHHoe Teuenrne [ KMII nposiBrsiercs:

a)  QubpwuIsnMed mnpeacepaMid — TApOKCU3MabHAas, MEPCUCTUPYIOIIAs HIIH
nocrosiHHas (ot 25 mo 30%), acconuupoBaHHasi ¢ CEpJACYHOM HEIOCTATOYHOCTHIO
pa3Iu4HON CTEIICHU BBIPAKEHHOCTU u MOBBIILIEHHBIM pUCKOM
TPOMOOIMOOTIMUECKUX OCIOKHEHUH, BKIIIOYast UHCYJIbT

b)  XCH - nosiBneHue OABIINIKH, CTa00CTH, YTOMIIEMOCTH, B COYCTAHUH, TIPECUHKOIIBI
u cuHkombl, aputmun. Hapacranue tsokectu XCH mo -1V ®K (NYHA) npu
coxpaHeHHOH cuctonnueckort ¢pyHkimu JOK

c) CuHapoMm cTeHOKapauu (B TOM 4YHCJIE ATHIUYHBIA OOJEBOH  CHHIPOM) HIIH
6e300neBas umemus. Wmemus muokapaa npu I'KMII moxet ocnoxuarscs UM 2

THIIA.
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5. CUMITOMHOE TEYEHHE C HEraTUBHBIM PEMOJEINPOBAHUEM
a) «Koneunass cragus»: JalbHEWIIee IIPOTPECCUPOBAHUE SIBJICHUM 3aCTOMHOU
CEPIEYHON HENOCTATOYHOCTH, CBS3AHHOW C HEraTUBHBIM PEMOJCIMPOBAHUEM M
BBIPQKEHHOW CHCTOJIMYECKOM wW/mim auactroinuueckor mucdynkmuein JDK
(penoTunsr 'KMIT+IKMIT uau 'KMIT+PKMIT).
0) Pa3Butue BepxymeuHoil aneBpusMbl JOK — mpu oOcTpykumu cpenHed 4acTu

noJsioctu JOK (penkuii Bapuant teuenus: ' KMII).

dopmanr30BaHHBIA TOAX0I, MpepTokenHsii Rowin E.J., Maron M.S. u coast. [140], x
OIICHKE BapHMAHTOB KJIMHUYECKOTO T€YEHUs NpeJylaraeT yuYUThIBATh y MallMeHTa OJHOrO U OoJee
onHoro cunapoma (XCH+®II), (XCH+BCC), (®II+BCC), (XCH+®II+BCC) n ncnonas3zoBanue
TepMHUHA «Iporpeccupyroniee teduenue cumntomMHon ['KMIDy».

OcHOBHbBIE KITMHUKO-MOP(OJIOTHUECKHE BApUAHTHI TeUeHUs U Ucxo bl 3a0oneBanus npu I'KMIIT

npencrasiacHsl B Tabmuie 113, Tpunoxenune I'L [3, 4, 24, 29, 34, 97, 98, 116, 138, 140-151].

2. IlmarHocTuka 3a00/ieBaHUsl WIH COCTOSIHUS (TpPyninbl 3a00/1eBAHUNA MM
COCTOSTHMI1), METUIIMHCKHE OKA3AHUS U MPOTHUBONOKA3AHUS K IPUMEHEHUIO

METOA0B ITHAIr'HOCTUKH

Kpurepun nuarnoza I'KMII

Kputepuem nuarnoza I'KMII y B3pocibIX gBisieTCs yBeIuYeHUE TOMMMUHBI cTeHku JIK B
OJIHOM WM OoJjiee cerMeHTax > 15 MM (ompenensieMoe JIF0ObIM BU3YAJTU3UPYIOIIUM METOJIOM —
OXOKI'/MPT/KT), kotopas HE OOBICHIETCS HCKIIOUYUTEILHO YBEIUYCHHUEM HaArpy3KH
naBieHHeM. Y POACTBEHHHMKOB mpoOanma kpurtepuem auarHo3a ['KMII saBnsercs TtomnmuHa
crenku JDK, paBuas 13-14 mm [4].

JlnarHoctuka MOKeT ObITh 3aTpyaHeHa B cutyauusax coderanuss ['KMII u Al y
cnoptcmMeHoB U Ap. Taxke auarno3 'KMII tpeGyer uckmrouenus denoxonuit 'KMII (cm.
paznen «'KMIT u AT'»).

Kpurepuem Bosneuenus [DK npu I'KMII saBnsiercst yBenuuenue toaumHbel cteHkn [1DK
>5 MM, a TommuHa Muokapaa ITK >10 mm cuuraercs skctpemanbaoit ['TIK [134,152].

Kpurepuem  nuarHosa  ob6ctpyktuBHoi  I'KMII  GosbliMHCTBO — eBpomeicKux
uccneposareneit cuurtaetr ['Jl B BTJDK >30 MM prt. cT., B nokoe wim npoBouupyembid. I'J] > 50

MM PT. CT. CYUTACTCS KPUTEPHEM TeMOMHAMUYECKU 3HAYMMO# oOcTpykimu [4, 153].
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AMepHKaHCKUE HCCIeA0BaTeIN KpuTepueM auaruoza ooctpykruBHod 'KMII cumraror
I'T 8 BTJDK >50 MM pT. cT., B IOKOE€ MM IPOBOLMpPYEMbIN. {151 MpoBOKaluMu Mpeasaraercs
Harpy3ouHasi npo6a, a He nmpoba BanbcanbBbl, T.K. ObLUIO MOKa3aHO, 4TO Mpoda BanbcanbBel He
o0aaeT J0CTaTOYHOM YyBCTBUTEIBHOCTHIO [3, 4, 154].

IIpu T'KMII, xpome cybOaopTaJibHOW  OOCTPYKIMH, MOXET  HaOI0IaThCs
CPEIHEKENYyIOYKOBass OOCTpYKUUs (M30JMpPOBaHHAS WJIM B COYETAHUU C CyOaOPTaIbHOIN).
Kpurepus I'J] anst cpenexeny10uKoBOi 0OOCTPYKIIMK HE BEIPaOOTaHO.

Kpurepuem o6ctpykunn BTIDK cumraerca ysenuuenue I'JI 8 BTIDK > 16 mm pr.cT. B
nokoe [104].

2.1 ’Kaa00bI 1 aHAMHE3

° VY Bcex manMeHTOB PEKOMEH/IOBAH JCTAIbHBIN aHAIH3 jKaja00 u anamHesa [1, 3, 4,
79, 155, 156].
EOK Her (Y15 YYP C)

KommenTapmuii: mHocue nayuenmol ne umerom x#canod unu omu MAlO3HAYUMenvhvl. B
MAKUX CIYYasx OUazHO3 CMABUMCS CILYYANIHO UTU NO pe3YIbmamam CKPUHUHEA.

Honocen 6bimsb peuwien 6onpoc 06 OMAUYUU UCTUHHO20 OMCYMCMBUS CUMNIMOMOS8 OM
aoanmayuu 3a ciem oobpasa HCuzHu, nymem nposedeHus mecma ¢ MaKkCUMAIbHOU NepeHoCUMoll
Qusuueckoti Haspysxou u oyenxku ouomaprepos XCH 6 ounamuxe.

B pazeepnymoii cmaouu 3abonesanus npu I'KMII naubonee uacmvimu dicanobamu
ABAAIOMCA 00bIUKA, CHUMNCEHUe monepanmuocmu k @H, paznoobpasuvie bonesvie ougyujenus 6
2DYOHOU KlemKe KapOouanieuiecko2o u/ulu CmeHOKApOUmu4ecko20 Xapakmepd, HapyuleHus
pumma cepoedHol OesmenbHocmu (nepebou, yuawjeHHoe cepoyeduerue), 201080KPYICEHUE,
NPecUHKONbvl U CUHKONDL.

Baoicno nomnums, umo manugecmayusa xnunuveckux nposenenui I'KMII ¢ monooom u
NOJACUNIOM 803pACTNE UMEEeNn CYUeCBEHHbLE PA3TUYUSLL.

Monoootui 6o3pacm accoyuuposan ¢ cemeunol Gopmotl 3a001e6aHuUs U AGIAECMCS 6ANCHOL
O0emepMUHAHMOU MAAHCECMU MeYeHUs], PUCKA HeHCelameNlbHblX KapOUoSaCK)IAPHbIX COObIMUL,
ookazannwvim ¢hakmopom pucka BCC.

Heobxo0umo yyumvieams 6ce, 6 mom yucie 0onoIHumenbHvle «H08ble», PaKmopvl pucka
BCC, ocobenno y Hocumenell namoceHHbIX 6APUAHMOS8, 6 MOM HYUCLe ) POOCMEEHHUKOS

npobanoa — eenomun (+)/penomun(-) (cm. cooms. pazoensi)
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Ilpu cbope cemetinoco anamuesa obOpawjarom GHUMAHUE HA MO, ObLIU U Y
poocmeennuxos ykazanus va BCC, XCH, cunkonanvusie cocmosanus, umnianmuposannvie IKC,
UHCYIbIN 8 MOJIOOOM 803pacme u opyeue cucmemHule 3a001e8aHU.

THoowcunoti  6o3pacm  accoyuuposan ¢  Hecemelnou Gopmou  3ab01e6aHus U

komopouonocmoio (AL, UMT/ooxcupenue, ouciunudemus, U5C).

2.2 DusukajabHOe 00CJIeJ0BAHNE

J VY Bcex MalMeHTOB PEKOMEHIYEeTCSl CTaHAapTHOe (U3MKaIbHOE 00CaeNOBaHHE
CepJICUHO-COCYIUCTOM CHUCTEMBI, BKIIIOYAIOIIEE ayCKYNbTallMI0 cepaua, uzMepenue AJl (mpu
HE0OXO0JIMMOCTH — TMOBTOPHOE, a TAaKXKE JIeKa, CUAS, CTOsl), MajblalMi0 MYJbCca, U3MEPEHUE

YCC (pu ®IT — pedunut mynbca) [3, 4, 157-161].

YIUI5VYP C

KommenTapuii: ocrosnoti ouacnocmuueckuti npuznak oocmpykmusrnou [KMIT —
2pyoblll CUCMOIUYeCKUll WyM 8bl0pOCa, KOMOPbLL 8bIAGIAIOM HAO 8Cell NOBEPXHOCHb Cepoyd, C
MAKCUMYMOM HA 8epXyuiKe U 8 yemeepmom medcpebepve cieea om epyounsl. Cucmonudeckuti
WYM — HUZKOYACMOMHDBIU, HOCUM Xapakmep KpeujeHO00-0eKpeujeHoo, 8biCAYUUBAeMC s 8001b
J1e6020 Kpas 2pyoOuHvbl U YCUIUBAEMCs NOO0 B030elicmeueM QaKkmopos, Yeequdusanujux
BHYMPUNCETYOOUKOBDILL  2paAdueHm  O0agleHus: nepexoo 6 GepmUKalbHoe NOJodCeHue,
OuHamuyeckas uzudeckas Hazpy3ka, maxukapous, npuem nuwyu, npodoa Banvcanvevl, npuem
nepugpepuyeckux 8a300uLamMamopos.

Bonvwuncmeo nayuenmos ¢ oocmpykyueiu BTJDK maxoce umerom ayckyibmamusHbvie
npuzHaku mumpanvrou pecypeumayuu. Co cmopousl opyeux cucmem u opeanog npu I KMII
00bIYHO KIUHUYECKU 3HAYUMBIX omKioHenul em [3, 4, 157, 162].

YV nayuenmose ¢ obcmpykyueti BTJDK uyacmo e@viasnisemcs Heycmoudusocmo
apmepuanvHo2o nyvca (3HauumenvHule konebanus YCC 6 opmocmaze u KiuHocmase, 80 8pems

0600pcmeosanus u CHa).

o PekomeHnnyeTcss  oOpaTuTh BHHUMaHHWE Ha  BHECEpICUHBIE  MPOSBICHUS
3abosieBanus, ykasbiBaromue Ha Gpenoxkormu [KMII [37, 43, 44, 46, 47, 49-51, 58-60, 163-166].
EOK IB (Y4 YYP C)

2.3 JIabopaTopHbIe IMATHOCTHYECKHE UCCIEeI0BAHMS

. VYV Bcex mamueHtoB ¢ 'KMII s BbISBIGHHS CONMYTCTBYIOLIMX 3a00JieBaHUIA

pEKOMEHAyeTCsT PYTHHHOE J1abopaTopHOE OOCIeAOBaHME, BKIIOUAIONIEe KIMHUYECKUN aHaIu3
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KPOBH M OOLIMI aHamM3 MOYM, OMOXMMHMYECKHH aHAJM3 KPOBU (XOJECTEPUH, TPUTIIULEPUIbI,

kanwuii, Hatpuid, ACT, AJIT, MmoueBHHa, KpeaTUHUH, OMIIMPYOUH, Ir0K03a) [3, 4, 167].

YIUI5YYP C

Kommenrapmii:  pymunnoe nabopamopnoe obcredosanue  nomocaem — GblA8UMD
conymcemeyrowue 3a001€6aHUs, KOmopvle MO2YM 6bl36amb UNU YCy2yOUums MUOKAPOUATLHYIO
OUCYHKYUIO U COCOSIHUE NAYUEHMA.

Onpeoenenue ronyenmpayuu N-mepmunanbHo20 npo-mo3208020 HAMPULYPEMULECKO20
nenmuoda (Nt-proBNP) u ewvicokocneyugpuunozco cepoeurnoco mpononuna 6 niazme e 8xooum 6
pymunHoe J1abopamoproe o00cniedo8anue, O0OHAKO, UX BblCOKUE YPOGHU ACCOUYUUPOBAHBL C
svipaxcennocmoro JI/1, TJTDK, msscecmvio (yHKYUOHANbHBIX HApYWEHUN (UiemMuu MUoKkapod,

npoepeccuposanue XCH) u nebnaconpusmuuoim npocrnosom [4, 32, 34, 92, 96, 141, 168].

e [Ilpu nmonmo3penun Ha KoHKpeTHyro ¢eHokonuio ['KMII ¢ wmenpio  mpoBeneHHs
T GepeHINaTBFHOTO TUAarH03a PEKOMEH IyeTCs CIIeIUaIbHOE JIAbopaTopHOe o0cIeIoBaHue. |3,
4,44, 46, 47, 59, 60, 64, 92, 163, 169].

EOKIC(YAA1l YYPC)

KommenTapuii: Hekomopoble noxazamenu, no3gonsioujue npeonoilo#CUums KOHKPemubvlli OUASHO3

genoxonuu I'KMII, npusedenvt 6 madauye 111, [punosxcenue I'l.

I'KMII — »smo oOuaeno3 uckitouenus. @DeHoxkonuu, emopuuHvle U cneyuguuecxue

npuuunsl 1 JDK u I'TDK 0onocHbl Ob1mb UCKI0YEHb.

Crparterusi reHeTHYECKOr0 TeCTHPOBAHMS M CeMENiHOT0 CKPUHUHTIA

° Menuko-reHeTU4eckoe  KOHCYJIBTHPOBAaHHE  PEKOMEHIOBAaHO IIPOBOMTH
npodeccuoHaaMy, OOYYEHHBIMH B OTOH CHCNHMAIbHON o0O0NacTH © paboTaroIUMU B
MYJIbTHANCIUIUTHHAPHON Komarze [3, 4, 30].

EOK Il1aC (YL 5 YYP C)

° Menuko-reHeTHUeCKOe KOHCYIbTHPOBAHHE PEKOMEHIOBAHO TPOBOJUTH BCEM
naruenTam ¢ ['KMII ¢ nenbro BeisiBIeHus: mpuuuHHONW Myrtauuu [3, 4, 18, 17, 27, 30, 31, 116,
170-173].

EOK IB (Y5 YYP C)

KommenTapuii: 6ce nayuenmsi 00N4#CHbL ObIMb NOIHOYEHHO OCBEOOMIEHbL O CMbICIE U
SHAYUMOCIU CKPUHUH2A, BO3MONCHBIX €20 Pe3ylbmamax, ux KIUHU4ecKkOM 3HayeHuu, a maxice 8

yeiom o eonpocax HACIe0CmMBeHHOCMU cepde%o-cocyducmblx 3abonesanuil.
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PexomMeHnaanum no reHeTHYECKOMY TECTHPOBAHUIO MPOOAH/I0B

J Pexomennmyercsi, uTOOBI TI'€HETHYECKOE TECTHPOBAHWE  BBIMOJIHSIOCH B
CepTU(UIMPOBAHHBIX  JUATHOCTHYECKUX JAOOPAaTOpPHsIX C OKCIEPTHHIMH HABBIKAMHU B
MHTEpIpETAllMKA MYTaIlUi, CBA3aHHBIX ¢ Kapauomuonatusmu [17, 19, 27, 30, 31, 116, 171, 172].

EOK IC (Y1 5 YYP C)

. [Ipn nono3penun Ha KoHKpeTHyI (eHokonuto ['KMII ¢ uenbro nmpoBeneHus
maddepeHnnanbHOTO AUarHo3a peKOMEHIyeTcsl TeHeTHIecKkoe TectupoBanue [3, 4, 18, 27, 30,
31, 46, 51, 59, 60, 171].

EOK IB (YAA5, YYP C)

KommeHnTapmii: cenemuueckoe mecmupoganue y nayuenmos c¢ 1 /DK nescnozo ceneza u
moawunou cmeuku 13—14 mm pexomeHO08aHO NPOBOOUMb MOJLKO NOCKE O0emanlbHO20
oocnedosanus (exnouas MPT ¢ koumpacmuposanuem) u KOHCUTUYMA MYTbMUOUCYUNTUHAPHOUL

KOMAHOOU CReyuanucmos.

. [TocmepTHOE TeHeTHYECKOE HCCIe0BaHWE 00pa3lioB 3aKOHCEPBUPOBAHHBIX
TkaHed wmm  JJHK  pekoMeHmoBaHO  NPOBOAWTH Uil  YMEPIIMX  MMAIMEHTOB  C
naromopdosiornuecku noarBepkaeHHONH ['KMII, 49TroOB MMETh BO3MOXHOCTH BBITIOJIHUTH
KaCKaJHBIN NeHETHYECKUI CKPUHUHT PoACTBEHHHKOB [3, 4, 27, 30, 163].

EOK llaC (Y15 YYP C)

KommenTapuii: nposedenue ecenemuueckoeo ckpununea npu I'KMII moocem nHocume
OuazHocCmu4ecKuil U nPeOUKMmMUBHbLIL Xapaxmep.

B nepsom cayuae cenemuyeckas OuacHOCMUKA A81A€MCA 4ACMbIO UHCIMPYMEHMO8
OUAcHOCMUYECK020 NOUCKA U NPU38AHA NOMOYb 6 noomeepiycoenuu ouaznoza I'KMII npu
HAIUyuUu cCmepmoui uiu HenoaHOU KIUHUYEeCKOU KApmuHsl, a makice Npu HAIUYUU CUCTNeMHbIX
nposenenuil 3ab01eanus unu 01 uckuouenus gpenoxonuu I'KMIT [1-4, 14, 15].

Oyenka 6K1A0A KOHKPEMHO20 2eHemUYecKko20 BapuaHma OOJNCHA NPOBOOUMbCS 8
coomeemcmeuy ¢ peKoMeHOayusmMu AMepukaHckol Koanecuu MeOUYUHCKOU 2eHemuUKU
(American College of Medical Geneticsand  Genomics — ACMG) om 2015 2o0a,
0MeyecmeeHHbIMU PEKOMEHOAYUAMY, pPA3PAOOMAHHBIMU HA UX OCHO8e, a4 MAKdce pPAOOM UX
MoOupurayuil u OONOIHeHUl, pazpabomantvix 0 omoeavbro e3samulx 2enog [30].

Ilpu T'KMII, 6 OononmeHue K BblieNnepeyUcieHHbIM UCMOYHUKAM,  003amenbHbIM
OOKYMEHMOM Ol UHMepnpemayuy pe3yabmamos 2eHemui4ecko2o UCCie008anus ABNAemcs

PYK0800CcmeEo no oyenke sapuanmos 6 cene MYHT [8].
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Oyenka namoeenHol 3HAYUMOCHU BbIABIEHHBIX BAPUAHMOE OOJICHA NPOUCXOOUMb C
00513amenbHbIM UCHONb308AHUEM MENHCOYHAPOOHBIX 0A3 OAHHBIX O YACTOMeE U NAMOSEHHOU POIU
eenemuueckux sapuanmos, maxkux kax Clinvar, ClinGen, Varsome, Exac, and Gnomad [22, 23].

PexoMeHIalUM 1O TEHETHYECKOMY M KJIMHHYECKOMY TEeCTHPOBAHUIO B3POCIBIX
POICTBEHHHKOB

. KackagHbplii TIe€HEeTHYECKMH CKPUHUHI IIOCJIE€ IIPEABAPUTEIBHOIO  MEIHUKO-
TCHETHYECKOTO KOHCYIBTHPOBAHUS PEKOMEHIYETCS B3POCIBIM POJCTBEHHUKAM MIEPBOM CTEIICHU
POJICTBA MAI[HEHTOB, UMEIOIIUX SIBHYIO MATOTeHHYIO MyTanuio [3, 4, 8, 18, 27, 31, 174].

EOK IB (YA 5YYP C)

° Knunnueckoe oOcnemoBanue, Brimoudaromiee OKI, DXOKIT u amurenbHOE
JTMHAMHYECKOe HAONIOJCHHEe  PEKOMEHJIOBAHO POJICTBEHHUKAM IIEPBOM CTETICHH DPOJCTBA, Y
KOTOPBIX BEISBJICHA Ta K€ SIBHAS MATOTCHHAs MyTaIlus, 4To 1 'y ipobanma [3, 4, 18, 27, 149, 150,
172, 174].

EOK IC (YAA5YYPC)

o PoncTBeHHUKOB MEpBOM CTEMEHH POJCTBA, Y KOTOPHIX HE BBISBIIEHA Ta K€ sSBHAA
MaToreHHass MyTalus, 4YTo M Yy TMpoOaHAa, PEKOMEHAYEeTCs BBIBECTH U3 JalbHEUIIEro
JMHAMHYECKOro  HaOMIOJeHMs, HO C peKoMeHjaanued oOpaTUThCs 3a  MOBTOPHBIM
o0cie10BaHUEM, €CIIM Y HUX Pa30BBIOTCS CUMIITOMBI WJIH MOSIBATCS HOBBIE PEJICBAHTHBIC JAHHbBIE
[3, 4, 27, 28, 170, 174].

EOK |1aB (Y15 YYP C)

° Ecnu siBHOM maToreHHOW MyTanuu y MpoOaHAa HE BBISBICHO WJIM M€HETHYECKUN
CKpUHUHT HE TpoBoamics, kimHuueckoe obcinemoBanne ¢ DKIT m DXOKI pexomeHa0BaHO
MPEAIOKUTh POACTBEHHUKAM IEPBOM CTENEHH POJICTBAa Kakible 2—5 yer (unu 6—12 mecsues,
€CIIM MMEIOTCS IUarHOCTHYECKHM HEe3HaYMMble aHoManun) [3, 4, 27, 174].

EOK I1aC (Y15 YVYP C)

KommenrTapwmii: npeouxmuenutii 2enemuueckuii CKpUHUHZ OCHOBAH HA UCNOIb308AHUU
UHpOpMAYUU O KOHKDEMHOU 2eHemu4ecKou Npuyune 3a001e6aHusl, UOCHMUDUYUPOBAHHOU )
npobanoa, 01 onpeoeieHus HOCUMeIbCmea OaHHO20 8APUAHMA ) €20 POOCMBeHHUKO08. Llenvio
OAHHO20 CKPUHUH2A AGNAEMCs OnpeoesieHue HeoOX00UMOCmuU pe2yIsipHOU OUCNAHCcepu3ayuu u

npuYyelbHoOcO KIUHUYECKO2O0 HAOI0O0eHUs 6 carydae Hocumeilbemea namoceHHoco eapuanma, a
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maxoice UCKIIOYEHUe HeoOXO0OUMOCMU MAK020 CKPUHUH2A NpU OMCYMCMEUU HOCUMETbCMEd
namo2eHHo20 6apuaHma.

Ilpu nposedeHuu KackaoHO20 CKPUHUHA YJLEHO8 CeMblU NpoOaHOa peKoMeHOyemcs
couemamsv €20 ¢  KIUHUYECKOM  00CNed08aHuem  cepoedHO-CoCYOUCmOU  CUcmembl
(anamnecmuueckue oanuvle, oOvekmusuviii ocmomp, IKI' u DXOKI — cm. mabauyy 118,
Ipunoscenue I'l) Ona onpedenenus cezpecayuu 6biA6IEHHO20 BAPUAHMA C (DEHOMUNOM
3a601e8anus Ul 018 UCKTIIOUeHUs OaHHOU cezpecayuu. J{anHas ungopmayus modxcem Oblmb
8AJHCHA NPU OYEHKe CMEeNneHU NAmo2eHHOCMU BblA8NIeHHbIX 8APUAHMO8 U UX Klaccugukayuu 8
coomeemcmeue ¢ Kpumepuamu — AMEPUKAHCKOU  KOalecuu  MeOUYUHCKOU  2eHemuKu
(American College of Medical Genetics and Genomics — ACMG) [22].

Cywecmgyem «OanIbHAS MOOENbY NPOSHOZUPOBAHUS GEPOSIMHOCIU  OOHAPYIHCEHUS
2eHeMUYecKUx 6apuanmos 6 2eHax, Haubonee pacnpocmpanennvix npu I'KMII, xomopas
BKIIIOYAEM  803PACM NAYUEHMA, JHCEHCKUL NOJl, HAludue apmepuaibHoOu 2unepmensuu,
mopgonozuro MIKII no muny «reverse curvey u coomuouterue moawunol MXKI1/3CIDK. Cymma
bannos <2 npedckazviéaem HU3ZKYIO 8ePOSAMHOCIb OOHAPYIHCEHUs 2eHeMmU4ecKUx 8apuanmos 8

NPUYUHHBIX 2eHaX, Hauboree pacnpocmpanennvix npu I'KMII (mabnuya 111, punosicenue 12)

[8, 29, 93, 144, 170, 175].

2.4 IHCTpYMEHTAJIbLHbIE THATHOCTHYECKHE MCCJIeI0BAHUS BHCKTDOKaDHI/IOFDad}Hﬂ

1 MouuTopupoBanue JDKI'

. [IpoBenenne OKI' (B 12 oTBemeHUAX) PEKOMEHIYETCS TMPU TEPBUYHOM
oOcrnenoBaHuu Bcex mNanmueHToB ¢ mojo3penueM Ha ['KMII u B mpouecce JUHAMHYECKOTO
Habmronenus [3, 4, 160, 176-180].

EOK IB (Y15 YYP C)

° Bcem mnamuentam ¢ 'KMII npu yxXyamieHMM CHUMOTOMAaTHKU PEKOMEHAYETCS
noBropHass peructpauuss OKI' C 1enblo BBISBICHUS HApyUIEHUH CEpPACYHOIO pUTMA H
MPOBOAMMOCTH, UIIIeMUU MHOKapa [3, 4, 160, 176-179].

EOK IB (Y5 YYP C)

o Peructpanus OKI' pexomeHmyercs Kak KOMIOHEHT CKPUHUHT-aJTOPHUTMA Y
POJICTBEHHUKOB TEpBOil cTerneHu pojactBa manueHtoB ¢ [KMII [3, 4, 27, 135, 160, 170, 174,
177].

EOK IC (Y5 VVYP C)
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. XMDBKI pexomenayercs BceM namnuentam ¢ ['KMII, B ToM dnciie aCHMIITOMHBIM,
C uenblo  BbIABIEHMsS HapywmeHudl purMma cepaua (PII m XT) u npoBogumoctu ans
crpatudukanuu pucka BCC u otdopa kanauaaToB s umiutantanua UK*** [3, 4, 112, 114,
161, 181-183].

YII5 YYPC

J [Iposenenne XMOKI' (onTtuManbHO MPOJOIDKUTENBHOCThIO 48—72 daca)

PEKOMEHIyeTCs MPH MEPBUYHOM KIMHHYECKOM OOCIeI0BaHMU U Kaxjabie 12-24 wmecsues [4,

161, 176, 181, 184].

EOK l1aC (YII5 YYP C)

e PexoMeHII0BaHO MCIIOJIb30BAaHHE METIEBOTO PETHCTPATOPA C IENBIO BBISIBICHUS HApYIICHUH
CepAICYHOTO PHUTMA Y TMAIMEHTOB C JKal00aMU Ha YacThle cepaieOneHwus, Y KOTOPBIX MpH
amutenbHoM MoHuTOpupoBanuu JKI' mpuunHa ocranack HeyrouHeHHo [ 3, 4, 20, 185-187].

EOK I1aC (YIJI5YYP C)

KommenTapuii: adexsammuas oyenxka HapyuieHuii pumma u npo8oOUMOCMU KPUMU4ecKu
Heobxoouma ons cmpamugpuxayuu pucka BCC, nosmomy 6 HeKOmMOpuIX CIyyasx HeoOX0oum
onumenvuvii IKI-monumopune. Kpome pymunnoco cymounoco monumopuposanus IKI',
B03MOJCHBL  8apuanmol. 48/72-4acosoll MOHUMOPUHE, HAPYICHBIL NEeMmaesou pecucmpamop,
peaucmpamop coovimutl, UMNIAGHMUpyemulll nemiaesou pecucmpamop. IKI-ouacnocmuka
00JIJICHA NOBMOPSAMbCAL Kadicovie 12—24 mecsaya, onmumaibHO npo0oadICUmenbHocmoio 48 uacos.

Tokazanuem k XMOKI ssnsiemcs nosgienue y nayuenma jx#aiob Ha cepoyebuenue u/unu
2071080KpyJiceHUe.

Heobxooumo yuumvieamov, umo HapyuwieHus pumma u nposoouUMOCmU MO2Ym Oblmb
00yCl106/1eHbl NPOBOOUMOU mepanuetl.

OKT -npusnaku, nomoearowue 8 oughgepenyuanvroi ouacnocmuxe I KMIT u ¢penoxonuui I'KMIT,
npedcmasnenvt 6 madauye I12, Ipunoxcenue I'l [3, 4, 20, 49, 125, 141, 147, 163, 185, 188-
190].

JIxokapauorpapus

QXOKF-I/ICCHG,Z[OBE[HI/IC namgueHTaM HCO6XOI[I/IMO BBITIOJIHATE B COOTBETCTBHH C

pekoMeHaanusaMu 1o 3xokapauorpadguu AHA, ASE (American Society of Echocardiography) u
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EACVI (European Association of Cardiovascular Imaging) mo BbIxoma OTEYECTBEHHBIX
pekomennanuii [152, 191-196].

. Bcem mnanumenram ¢ nogo3pennem Ha ['KMII s BeisBaenus [JDK wu
BHYTPHKEITYJIOYKOBOW OOCTPYKIIMM TPU TEPBUIHOM OOCICIOBAaHUU pekomMeHaoBaHa TT-
DXOKTI ¢ npoBokannonHo# po6oit Banscansssr [3, 4, 98, 137, 149, 181, 197-201].

EOK IB (Y114 YYPC)

e Bcem nmammentam ¢ 'KMII usmepenne MakCMManbHOW JTMACTOJIMYECKOW TOJIIMHBI
muokapaa JIDK pekomenayeTcss mpoBOIUTH BO BCEX CETMEHTax, OT Oa3albHBIX 10

Bepxymku B 2D-pexxume no kopoTkoit ocu JIK [94, 149, 191, 193, 202-204].

EOK IB (VA1 4 YYP C)

. Bcem manmentam ¢ I'KMII pexoMeHnayeTcs TiarenabHast OLEHKA JHACTOINYECKON
¢yukun  JDK, BriItouas TpaHCMUTpaibHBIH KpPOBOTOK, B JIETOYHBIX BEHAX, TKAaHEBYIO
nommieporpaduio, usmepenue pasmepa u oowvema JIIT wis crpatudukanuu pucka BCC [91, 94,

95, 98, 108, 137, 195, 205].

EOK IB (Y114 YYP C)

. CumnTomMHbIM mareHTaM ¢ MakcuMaiabHeiM [/ B BTJDK (B mokoe winum
CIIPOBOIIMPOBAaHHBIM) <50 MM PT. CT. pekoMeHayercs mnpoBenaeHue crpecc-TT-DXOKID s
BBISIBJICHUS TTpoBoIpyeMoii ooctpykiuu BTJIXK u ctpecc-unmyrmpyemoir MP [68, 109, 116,
137, 152, 199, 206-212]

EOK IB (Y1/14 YYP C)
J ACHMITOMHBIM TallMEHTaM C MaKCUMaJIbHbIM I'pajueHToM naBieHus B BTJDK
(moxost uiaM MHAYHMpOBaHHbIM) < 50 MM pT.CT. PEKOMEHJIOBaHO MpoBeaeHHe crpecc-TT-

OXOKIT', ecnu Hanu4yue oOCTPYKIMK MMEET 3HaYeHHE Ul PEeKOMEHJAIMi 1Mo o0pa3y >KHU3HU U

Ha3HAYCHUs JIeKapCTBeHHOM Tepanuu [68, 199, 206, 208].

EOK I1bC (Y14 YYP C)
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. Y mnmauumeHToB ¢ CyOONTHMAaJbHBIM  KAueCTBOM H300paKeHHS WIH C
mpeanoiaraeMoi anukanbHoi runeprpodueit JOK wnm aneBpusmoit, pekomenayercs IXOKI ¢
KoHTpacTrpoBaHueM nosioct JIK, kak anerepaaruBa MPT cepana [115, 148, 213-216].

EOK llaC (YA 5VYYPC)

. WNuTpakoponapHoe koHTpactupoBanue Muokapzaa npu TT-DXOKI Bo Bpems
muarHoctuueckoir KAIDT pexomenayercs mnanueHTtaMm, y KOTOpbIX ruianupyercs CAA, ms
UACHTUHUKAIIMKA TIOIXOAAIICH /U abjgaluy CeNTalbHOW BETBH KOpOHapHOW aprepun  [196,
216-219].

EOK IB (YA 4 YYP C)

. [ToropHble DXOKI -nccnenoBanus pexomenayrorcs mnanueHtam ¢ ['KMII ¢
W3MEHEHUsSAMHM B KIMHUYECKOM CTAaTyC€ WM TNOSBICHUEM HOBOW CEPIEYHO-COCYIUCTOMN

CUMIITOMAaTUKN JIA CBOCBPEMCHHOI'O BBIABJICHUS OCJIOKHEHUH U JAWHAMHUKHU pEMOICINPOBAHNUA

cepaua [68, 149, 178, 184, 199].

EOK IB (V1 4 YYP C)

. OXOKI' pexoMeHAyeTCs KaK KOMIIOHEHT CKPUHHMHT-aJIrOPUTMa YICHOB CEMbH

ImanucHTa C FKMH, Y KOTOpPOI'O BBbIABJICHA ACCOLIMHUPOBAHHASA C 3a00J1eBaHUEM I'eHHas MyTalusa

[3, 4, 27, 135, 170, 174].

EOK IC (Y15 YYP C)

KommenTapuii: mpebyemcs ucnonvzosamo pacuupentuiii npomoxon IXOKT,
aoanmuposanuslii k ouacnocmuxe I'KMII. Ilepeuensv noxazamenei, 6xooawux ¢ npomokon T1-
OXOKT, npeocmasnenst 6 maonuye 113, Ipunoscenue I'l.

s oughgepernyuanvHoti OuaeHOCMuKy ¢ (heHOKONUAMU U Npu 8blO0pe Xupypeudeckou
maxmuxku npu TKMII mozym ucnonvzosamvca oononnumenvhvle onyuu npu IXOKIT,
npeocmasiervl 8 maonuye 114, Ipunooscenue I'l.

OXOKI-naxooku, noseonaowue oughgepenyuposamv I'KMII u ¢penoxonuu I'KMII,
npedcmasnensvt 6 maoauye 115, [punoscenue I'l [1, 4, 29, 144, 163].

Pexomenaanum no ypecnuieBoaHOM 3xokapauorpapuuu npu 'KMII
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. UII-DXOKI' pexkomeHzoBaHa Ui IALUEHTOB, y KOTOPBIX HESCEH MEXAaHU3M
oboctpykuuu BTJDK wmmu s ouenku cocrossuus MK nmo mpomenypst CAA, unm ecnu
peructpupyercs BblpaxkeHHass MP, mpennonoxurensHo He cBsazaHHas c¢ [ICJl crtBopok, a
oOycioBiieHHas: coOcTBeHHbIME aHOManusiMu MK [192, 220-223].

EOK IlaC (Y14 YYP C)

. [Manmentam ¢ I'KMII npu BeimonHenun CAA 1718 KOPPEKTHOTO OIpEAETICHUS
L[EIeBOM  30HBI  BO3JAEUCTBUS  peKOMeHJoBaHO HHTpaomnepanuonHoe YII-ODXOKID ¢
MHTPAKOPOHAPHBIM KOHTPAaCTHpOBaHWeM Muokapaa [196, 216-219].

EOK ll1aC (YJIJ1 4 YYP C)

Koncencyc s3xcneproB EACVI 2015

. Wutpa/mepuonepanmonnas UII-OXOKI npu CMD pexkomeHa0BaHa ManueHTam
Ui yrouHeHust Mexanusma ooctpykuuu BTJDK, koHTpons Xxupyprudeckoil cTpateruu, OleHKH
MOCTXUPYPTUUYECKUX OCIOXHEHUH W BBIABJICHHs ocTtatouHoi obOctpykimu BTJDK [192, 216,
217, 220-224].

EOK IC (YO 4 YYP C)

IIpoBeneHue NMpPoBOKAUMOHHOM NMPOObI BajbcajabBbl ISl TUATHOCTHKHU JIATEHTHOM
oocTpykuun BTJIK

[Ipo6y Banscanbeel npu TT-DXOKI' crnenyer mpoBOAWTh B MOJIOKEHUU MAIIMEHTA JIeKa
Ha JeBoM Ooky. IlamueHty ciemyer Hampsyb MBIIIIBI MEepeAHENd OpIOMIHONW CTEHKH, YTO
MOBBIIIAET BHYTPUOPIOIIHOE U BHYTPUTPYAHOE JaBiieHHe. KOHTpOdb YpOBHS HampsKEHHS
1enecooOpa3Ho  OCYHIECTBIATH C IOMOIIBIO YCTPOWCTBA, MPEJCTABIAIONIETO MaHOMETP,
COEIMHEHHBIA C MYHAIITYKOM; MIPH 3TOM MAI[MEHTa MPOCAT YACPKUBATh HAMPSHKEHHE, YTOObI
naBieHHe Ha MaHomeTpe cocTaBisuio 20-40 mm pr.ct. Bo Bpems mnpoObl Banbcanbsbl
perucTpupyercs MakcuMmainbHasi ckopocTh kpoBoToka B BTJDK ¢ ucnonb3oBaHreM MOCTOSIHHO-
BOJIHOBOTO Jjomiuiepa. Ecian B mMojokeHWHM ManmueHTa Jexka mnpoba OTpUllAaTeNbHAs, TO

PEKOMCHAYCTCA TPOBCCTU Hp06y B ITOJIOKCHHU CUAA U CTOS.

MarHuTHO-pe3oHaHCHAasA TOMorpadus

J MPT cepana ¢ KOHTPAaCTHMpPOBAHHEM (IIPU OTCYTCTBUHU IPOTHBOIOKA3aHHA)
PEKOMEHAYETCS BBIMOJIHUTh KAaK MMHMMYM OJIMH pa3 nocie nocraHoBku auarHosa ['KMII ans
yrounenus gaHHbix DXOKI' (aHatomun cepana, QyHKIUH JKEIyI0UKOB), @ TAKKE BBISIBICHUS U
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OIICHKH pacrpocTpaHeHHOCTH (prOpo3a MUOKapIa U UCKITIOYCHHS IpYyrux 3aboneBanuii [57, 189,

216, 225-231].

EOK IB (YI/14 YYP C)
Koncencyc s3xcneproB EACVI 2015

. [Iposenenue MPT poncrBeHHukam npoOaHaa MEpBOM  JIMHMM  POJCTBA
PEKOMEHYeTCsI, €CJIM IOCTaHOBKAa JMarHo3a 3HAa4yMMO BJMSET Ha o00pa3 KU3HU (Hamp.
3ampeleHne CcopeBHOBaTenbHOrO crnopra), a mnpu IXOKI wumeercs HU3KOE Ka4EeCTBO
n300pakeHus, WM JAaHHbIE MOIPaHUYHbIE/COMHUTENbHBIE, WM ecTh u3MeHeHus Ha OKI, a

DXOKI" — 6e3 oTKIIOHEHUH OT HOpMBI [3, 216, 226, 229, 233].

YAAS5YYPC
Koncencyc s3xcneproB EACVI 2015

. [TanmenTam C mpeamnosiaraéMbIM aMWIOHJIO30M cepana pekomenaoBaHo MPT
cep/lia ¢ KOHTPaCTUPOBAHKUEM C 1eNbio BhisiBiieHus 30u [THI [49, 53, 56, 57, 164, 234-236].
EOK ll1aC (Y12 YYP A)

. MPT cepana ¢ KOHTPACTUPOBAaHUEM  PEKOMEHAYETCS [0  OIepaluu
XUPypruyeckoil u Hexupyprudecko peaykinum MOKII s oueHku  xapakrepa W
pacrpocTpaneHHOCTH runeprpodun u Gubposa muokapaa [41, 189, 228, 230, 237].

EOK ll1aC (Y14 YYP C)

o MPT cepama W COCylOB JOJDKHA HHTEPIPETHPOBATHCS — CIICHUAIMCTAMH,
HUMEIOILIMMH OIBIT B BU3yaIn3alliK Ceplla M OlleHKe 3aboseBanuii Muokapaa [4, 54, 226, 231,
238].

EOK IC (Y15 YVP C)

Kommenrtapuii: MPT ne umeem npucywux IXOKI oepanuuenuti u a6nsiemcs «3010mvim
CMAanoapmom» OyeHKu Mmoawunbl Muokapoa u obvemos JIK u IDK (6orvwe mounocmo
usmMepeHuli. U BOCHPOU3BOOUMOCMb, MeHbUle ONepamopo3a8UCUMOCIY), HOIMOMY  HpU
OMCymcmeuu npomueonokazanuil, ecau nozeonaom pecypcvl u onwvim, MPT Oonicna

paccmampusamuvcs 0aa nayuenmog ¢ I' KMII ¢ kauecmee 6a306020 memooa ucciedosanus [216,

227, 231, 238, 239].
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MPT maxoce noseonsem ucciedo8ams mMeKCmypy MUokapod, m.e. Haiuyue u
PAcnpoCmpanenHoCms  MUOKAPOUAIbHO20 Gubdposza. Memoouxka ochosana Ha MOM, UMO 8
ceamenmax muoxapoa c >15% ¢ghubposa svissisemcs (hpeHomer no30He20 HAKONJIEHUSL 2A00TUHUSL
(IIHI') — 3adepocka svimvisanusi Gd-kommpacma. Hanuuue pacnpocmpanennoeo @uoposa
A61Aemcsi  NPeOUKMOPOM — HEe2AMUGHO20 — PeMOOeNUPOBANUs,  PA3BUMUS  CUCHOIUYECKOU
oucgynxyuu u XCH, a maxoce omnocumest k dononnumenvuvim pakmopam pucka BCC.

Ilpu MPT guvisisnsiromest 2 OCHOBHBIX nammepHa puoposa:

1. HUnmpamypanvnoiti  ¢pubpos 6 npedenax eunepmpo@phupo8anHvlx Ce2MeHmos,
KOMOpblll  HA  2UCMOJIO2UYECKOM YPOBHE ABIAEMCS  OMPANCeHUeM NpsaMo20  Oelicmeus
«NPUYUHHO20Y» 2eHEeMU4ecKo20 B8apuaHma U MOJNEKYIAPHO20 NamozeHe3d, NpOosAIAIOue2o
ouckomniekcayuel KapoOuoMuyumos u MoluleyHvlx 80J10KOH — (heHomen «disarrayy, ¢uopozom
PA3HOU CeneHu 8blpaiceHHOCmU.

2. 3onvl pudbpoza moeym oOvimv eviaenenvt 6 MIKII 6 nepeoweii u/unu 3aoueti
obnacmsx, epanuuawux co ceoboonou cmenxou IDK (m. nas. «right ventricular insertion
pointsy). Cuumaemcs, ymo 3mo uHMeEPCMUYUATLHBLIL GUOPO3 ULU NPOMENCYMOUHBLU (PeHOMUN
ITHT, nauanvnas cmaous [99, 216, 230].

Iapamempoi, komopwie Heobxooumo oyenums npu MPT cepoya y nayuenma ¢ I'KMII,

npeocmasnenvl 6 madbauye 116, Ipunosxcenue I'l.

Y Hocureneit myranmii B poruneprpoduueckoirt craguu ['KMII mpu MPT wmoxHO
BBISIBUTh «Mallble aHOMAJIMU Cepala» — KpPUNThl MUOKapna, anomanuu MK, anukaiabHOe
CMEIlICHHE MaNWUISPHBIX MBI, Ha AOKIMHUYECKONW CTaguu y HEKOTOPHIX MallMeHTOB C
reHoTunoM(+)/peHoTUnoM(-) MOryT OBbITh BbIsIBJIICHBI 30HBI [IHI. (cM. anropuT™M IUarHOCTUKH
Ha JTOKJIMHUYECKO# craaun) [239-241].

I[Ipu MPT cepaua Takke BbIABISIOTCA aHoMaimuu amnmapata MK (cMm. tabmumy I16,
IMpunoxenne I'1).

Kpome 3nauumoct B auarnoctuke 'KMII, MPT cepana urpaer posib B AMAarHOCTHKE
¢denoxormit 'KMII. Ilpu ammmounmose 3oubl I[THI' ompenensiroTcss B SHAOKapAHAIbHBIX U
CYOSHIOKapAHABbHBIX OT/EIaX M He 3aBUCHT OT 30H KpoBOCHaOeHust Muokapa [57, 236]. ITpu
6one3nn AmngepcoHa-®abpu — Hamuuyue uHTpamuokapauanbHoro ITHIT wame Bcero mo
3a71HeO0KOBOMY CETMEHTY Ha 0a3aabHOM W cpeaHeM ypoBHsx [171]. V cmoptemenor ¢ I'JIK,

oTcyrcTBYIOT 30HbI ITHT.
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KomnbrorepHas Tomorpagus / MyJbTucnUpaibHasi KOMIbIOTePHasi TOMorpadgus

e [lammentam ¢ 'KMII, y xoTopsix Hu3Koe kauecTBO DXOKI m3o0pakeHus, a mpoBeaeHUE
MPT npoTtuBONOKa3aHO Jisi OLEHKHA TOJIIMHBI MHOKapAa M pa3MepoB IMOJOCTEN cepaua
pekomenyercs BoinoiHsTe KT/MCKT cepaua ¢ kontpactupoBanuem [216, 242].

EOK llaC (Y15 YYP C)

KommenTapuii: KT cepoya, kpome anamomuueckux OaHHbIX cepoya, NO360.71em maKice
8U3YANUUPOBAMb KOPOHAPHbLIE aApmMepul, OYeHUBamsv UX NpoxXoouUMOCmsv U aHAMOMUYECKUe
ocobenHocmu, Hanuyue MUOKAPOUATIbHBIX KMbILUEYHBIX MOCIUKO8», YMO Uspaem 6aniCHyI0 pob
6 ouaenocmuxe UBC, 6 mom uucne npu I'KMII y nayuenmos cmapuieli 603pacmHoti 2pynnoi.

MCKT cepoya, umerowas 6vlcokoe NpOCMPAHCMEEHHOE pa3peuieHue, Hno360J5aem
obecneuums mouHoe usMepeHue moawunbl, MAccbl MUOKAPOa, 06vema Hcenyo0ouKkos u hpaxyuio
svlopoca. CpasHumenvHoe UCCIe008aHUe NOKA3AN0 6blCOKYI0 mounocms memooa MCKT,
conocmasumyio ¢ pesyromamamu memooa MPT cepoya [243, 244].

Ilo cpasnenuro ¢ MPT, munycom MCKT  saensemcs Oonee HU3Koe 6peMeHHOe
paspeuierue, Oonee HU3KOe KOHMPACMUPOBAHUE MASKUX MKAHeU U HAIUudue UOHUSUPYIOue20

usnyuenus [244].

Cuunrurpadus

. CumaTurpaduio  xocrer (¢ 99MTc-DPD  wumu 99mTc-mupodocdarom)

PEKOMEHJIyeTCSl BBINIOJIHATH IMAalMeHTaM, y KOTOphIX mojao3peBaercs AT TR-amumounmos [163,

164, 235, 245, 246].

EOK IlaB (Y12 YYP B)
KommenTapuii: no oannvim cyunmuepagpuu c¢ 99mTc-nupoghocghamom 6o3modicHa
mouHnasa oupgepenyuanvnaa ouacnocmuxa AL- u ATTR-amunoudosza cepoya (npu ycrosuu

UCKIIOYCHUSL MOHOKIIOHAILHOU 2amMmanamuu Heonpeoeienno2o snavenus) [45, 235].

ITo3uTpoHHast IMUCCMOHHAA TOMOTrpadust

I[I3T MoxeT HCHONB30BATBCA JUIS  HCCIENOBaHMs — MeTaboiu3Ma  MHOKapna
(panuogapmmpenapathi — F!8-nesokcurmokoza u C'l-anerar) m JMarHoCTMKM aBTOHOMHOI
TMCHYHKIMM cepra.

ITpu 'KMII MoeT BBISABIATHCS HapylleHHE OOpaTHOrO 3axBaTa HEHpOMEIUaTopoB U

yYMEHbIIIEHUE TUIOTHOCTH OeTa-aApeHOPEIENTOPOB.
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Koponapnas anruorpagus

KAI' sBasercss MerosoM BbIOOpa OUArHOCTUKM HAJIMYUS W BBIPAKCHHOCTHU

OOCTPYKTHBHOTO MOPAKECHHUS MUKAPIUATBHBIX KOPOHAPHBIX apTEPUH.

. B3pocasim nanmentam ¢ 'KMII ¢ npenotBpamiennoit BCC (mocne ycnemHbix
peaHMMAIIMOHHBIX MEPOMPUATHI), manueHTam ¢ yctoitunBoit KT M manueHtam co CTaOMIbHOU
cTeHoKapaueit >3 kimacca (o kinaccuduxanuu Kananckoro cepieqHo-coCyaucToro o0necTra —
CCS) pexomenayercsi naBazuBHass KAI' ¢ menpr0 JAMAarHOCTHKH OOCTPYKTHBHOTO IMOPAKEHUS
AMUKAPIUATIBHBIX KOPOHAPHBIX apTepuid [3, 4, 74, 113, 242, 247, 248].

EOK IC (VI 5 YVP C)

. [Manmentam ¢ 'KMII ¢ tunmyesiMu GomsiMu B TIpyaHOM KieTtke (<3 Kkiacc
CTeHOKapauu 1o kiaccupukanun Kanamckoro cepiaedno-cocyaucroro oodmectsa — CCS), y
KOTOPBIX  €CTh  TNPOMEXKYTOYHAsh  TPEATECTOBas  BEPOSTHOCTh  aTEPOCKICPOTHUECKOU
WIIEMUYECKON OOJIE3HH cepilia ¢ y4eToOM BO3pacTa, mosia U (aKTOpOB PHCKA aTepoCKIepO3a
pexkomenayetcs KAI' unu KT-anruorpadgus ¢ menpto TMarHoCTUKA OOCTPYKTUBHOTO TTOPAKECHHS

SMHMKAPANATbHBIX KOPOHAPHBIX apTepuii [4, 74, 242, 249].

EOK IlaC (Y15 YVYP C).

. Hns Bcex mauumentoB ¢ 'KMII crapme 40 ner pexkomenayercs KAI mmu KT-
anruorpacdus o peaykiuun MXKII, He3aBUCHMO OT HaIMYUs TUIHYHOTO CTEHOKAPAUTHUYECKOTO
00JIeBOr0 CHUHApPOMA C LEJbI0 JUArHOCTUKUA OOCTPYKTHUBHOTO MOPAXKEHUS SMUKApIHATbHBIX

KOpOHApHBIX apTepuii [4, 242, 248, 250].

EOK IlaC (YL 4 VYP C)

KommenTapuii: neobxooumocms KAIT oOuxkmyemcsi ocobeHHocmvio  6pauebHOU
maxmuxu. Ilpu INOCA y nayuenmos c I'KMII nosasnsiemca neob6xo0umocms 6 NOCMAHOGKe
CMeHmos8 npu Menvuiell, yem npunamo y nayuenmog c¢ HBC, cmenenvio cmenosza, m.e. npu
cmenozax <50%. (cm. pazoen «duacnocmuxa I'KMII y omoenvubix kamezopuil nayueHmosy u

pazoen «I[lamozenesy) [14, 76, 82, 85, 251].
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HNuBa3uBHOE HU3MEPEHUE NaBJICHUA B IOJOCTHX cepana

J Karerepuzanust cepama A OLEHKM (YHKIMH SKETYZOYKOB U JIABJICHUS
3aKIIMHUBAHMUS JIETOYHOW apTepHH PEKOMEHAYETCS Y NAalHMeHTOB, KOTOPBIM IUIAHUPYETCS
TpaHCIUIAHTAIMS CepJIlia WM MEXaHH4YeCKas TIoJIepKka KpoBooOpamienus [252-257].

EOK IB (YA 5YYP C)

. Y CHMNOTOMHBIX NAaIllMEHTOB C HEONPEICICHHBIMU PE3yJbTaTaMH HEWHBAa3UBHOMN
BU3yalIM3allMi CepAla PEKOMEHIOBAHO PAaCCMOTPETh BO3MOXKHOCTb KaTETEPHU3aLMU JIEBOTO H
MIPaBOTO >KENMyI0UKOB i oleHKU TsokecTH oOcTpykuuu BTJDK/BTIDK u nusmepenus nasnenus
nanoaaenus JOK/TIK [69].

EOK IIbC (YAZ 4 YYP C)

DIeKTPOPU3HO0T0THIeCKOe TECTUPOBAHUE

. BryTpucepaedHoe 3IIeKTPOPHU3UOJIOTHICCKOE HCCIEAOBAHUE PEKOMEHIYETCS
IIalfueHTaM C JOKYMCHTUPOBAHHBIMHU MNEPCUCTUPYIOLIUMHU niin NEPpUOANICCKNMHA
HA/PKETyJOYKOBBIMU TaxXHKapIUsAMU (TperleTaHue TpeACceparid, NpeacepaHas TaxHKapIus,
aTPUOBCHTPHUKYJISIpHASL ~ y3JIOBas PUCHTPU TaxXHKapIUs, TaxWKapJus, OINOCpeIOBaHHAs
N00AaBOYHBIMHU TPOBOISIIMMHU IYTSIMH) W TAIUCHTaM C CHHAPOMOM PAHHETO BO30YXKICHHS
KEIYI0UYKOB, T HAeHTUHUKAIMK cyOocTpara abmanuu u aeuenus [20, 113, 176, 185, 258-261].

EOK IC (YO 4 YYP C)

o Jis  OTHenbHBIX  MAUMEHTOB € JIOKYMEHTUPOBAHHBIMH, CHMTOMHBIMH,
MoHoMopdHBIME ycToWuMBBIMH (>30 ¢) JXT pekomMeHZOBaHO pPaccCMOTPETh BO3MOXKHOCTH
BHYTPHUCEPJICYHOTO 3IEKTPOPHUIUOIOTUIECKOTO MCCIEAOBAHUS sl UACHTH(PHUKAIMN CcyOcTpaTa
abmanuu u nedenus [176, 259, 260, 262, 263].

EOK I1bC (YA 4 YYP C)

Kommenrapmii: nayuenmam ¢ [IKMII ne pexomenoogano eHympucepoeunoe

NEeKMpohu3UoIO2UUECcKoe UCCIe008AHUE C NPOSPAMMUPYEMOLL HCELYOOUKOBOU CIMUMYIAYUEU 8

Kawecmee pymuHHOU npoyedypel 0 cmpamugpukayuu pucka BCC [4, 111, 176, 262].
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Harpy3ounsblie TecTbl

. Tpenmun-trect ¢ wmonutopupoBanueM OKI' m  AJl pekomeHayercs Ais
crparudukanuu pucka BCC mamuentoB ¢ KMII, npu HepoctymHOCTH 3prociuupomerpun  [4,
264, 265].

EOK llaB (YO4 5 YYP C)

. [Nanmentam ¢ 'KMII, y kotopsix B nokoe makcumanbhbiil I'J] B BTJDK <30 mm
pT.ct., ipu npode BanbcanbBsl I'J[ <50 MM pr.cT. pexkomenayetcs nposenenue TT-DXOKI B
ycinoBusix  Harpy3ku (ctpecc-OXOKI) st ompeneneHuss M KOJUYECTBEHHOW OIIEHKH
nuHaMudeckoi oocrpykiu BTJDK [152, 208, 211, 266, 267].

EOK llaB (Y15 YYP C)

KommenTapuii: sapuanmvi Hacpy3ounvix mecmos npeocmasieHvl 6 madauye 117,

Ilpunoscenue I'l.

Bonpocel, na xomopwvie Oonxcna omeemums cmpecc-OXOKI  (Oonocnvl  Ovimo
OmMpadiCceHvl 8 3aKN0UeHUU):

1. Benuuuna napacmanua /] 6 BTJDK na nuxe naspysku u 8 80cCmaHo8UumenbHoM
nepuooe.

2. Peaxyusa AJ[ na nazpysxy.

3. Hnoyyupyemces nu naepysrou uwemus muoxapoa JIK.
4. Veyeybnsemes au ouacmonuueckas oucgynxyus (EIA, Ele’).
5. CmeneHvb usmMeHeHuss MumpaivHou peypeumayuu Ha ¢Gone cmpecc-2XOKI

(Oounamuuecxkas MP).

Haubonee nooxooum onsn cmpecc-OXOKI' y nayuenmose ¢ [IKMII «nesxcauui
genoapzomempy, komopwiti nossoasiem nonyuamo IXOKI-uzobpadicenuss Ha pasnvlx CMYNeHsX
Haz2py30uHOlU NPobbl (PeKOMEHOYemcs pecucmpayus nokasameneu na cmyneHu Hazpysku 50 em.,
Ha nuKe HA2py3Ku U 68 80CCMAHOBUMENbHOM nepuode). Hcnonvzosanue mpeomuia u cuosiauezo
genoapzomempa ne noszgonsiem pezcucmpuposamo IXOKI -nokazamenu 6 npoyecce npogeoenus
Hazpy3Ku, NOIMOMY pe2UCmpayus. npo8oOUMCs HeMeONeHHO NOcle ee NPeKpaujenus u 8
soccmanogumenvHom nepuode. Iloxazano, ymo maxcumanvrwiil 1] 6 BTJDK na nuxe naepysxu u
cpasy nocie ee npekpaujerusi noumu cosnadaiom [208].

Ilpu  mpeomun-mecme npumensiom npomokon bpioca unu mooupuyuposanmvili

npomoxon bproca. Ilpu senospeomempuu cmynenu mecma — 50-100—150 em.
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YV nayuenmos ¢ 'KMII ne pexomenoyemcs nposooums cmpecc-2XOKI ¢ dobymamunom
u3z-3a 8vicokozo pucka uHoykyuu XXHP. Kpome moeo, dobymamun modcem cCnposoyuposams
veenuuenue 1]] ¢ BTJDK y nayuenmog 6e3 I'KMII.

Bo epemsa nposedenus nacpyzounoco mecma pecucmpupyemcs IKI' (nocmosanno), A/
(kadswcovle 2 MuH) u U3MEHeHUs: KIUHUYEeCKOU CUMNMOMAMUKU.

Peaxkuyua A/l na Hazpy3ky aensemca Gaj)cHeuuwiell  UACMbIO  HAZPY3OUHO20
mecmuposanusn. Heaodexkeamnaa peaxuyus A/l éxodum ¢ wikany cmpamugukayuu pucka
BCC y nayuenmoe c 'KMIL.

Heaoexeammnoii peaxyueti A/] cuumaemcs:

- eunomen3usHas (A/] Ha nuke Ha2py3Ku HUMNCE UCXOOHO20 UNU eCU HA NeP8bIX CIYNEHAX
Hacpy3ku AJ] neckonvko nosevluiaemcs, a Ha nuke Hazpysku — oOonee wem Ha 20 mm pm.cm.
HUdCe 9MO020 YPOBHS),

- HedocmamouHwlll npupocm AJ] nHa nuke nazpysxu (menee 20 mm pm.cm.).

Kpumepuu npexpawienusa nazpyzounozo mecma:

1. Jlocmuoicenue cyomaxcumanvrou YCC

2 Buipasicennasn ycmanocmo u 0oviuuka

3 bonu 6 obnacmu cepoya

4, T'unomensus (chusxcenue A/ >20 mm pm.cm. om ucxooHo2o)

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

JprocnupomMeTpus

o [Tanmentam ¢ 'KMII ¢ BbIpa)k€HHOW CHMIITOMAaTHKOW C CHCTOJIMYECKOW W/WIIH
nuactosimueckoi aucynknuenn JOK, ams onpenenenus moka3zaHuid K TpaHCIDIAHTAIlUU Cepria
WIM MEXaHUYEeCKOW TOJJIEP)KKE KpPOBOOOpAIICHHsS] PEKOMEHIYETCS  SProCHUpOMETPHUS
(KapIMOMyJIbMOHAIBHOE HArpy304HOE€ TECTHPOBAaHHE C OJHOBPEMEHHBIM H3MEpPEHUEM
pecrnupatopHsIx ras3os) [4, 252-254, 256,257, 268-271].

EOK IB (V113 YYP B)

° [MTanmentam ¢ I'KMII, He3aBUCMMO OT CHUMOTOMAaTHKH, PEKOMEHI0BAHA
3ProCuUpOMETPUS (MM CTaHIAPTHBIA TPEAMMI-TECT, WJIM BEIOIPTOMETPUS TIPHU €ro
OTCYTCTBHH) C LIENBIO OLIEHKH TSKECTH U MEXaHH3Ma HEeMEePEHOCUMOCTH (PU3MUecKOi Harpy3Kku

U u3MeHeHu# cuctoanueckoro AJl [4, 269, 272, 273].

EOK I1aB (Y14 YYP C)
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o OprocnupoMeTpust (UM CTaHAAPTHBIA TPEAMUI-TECT, UM BEJIOIPrOMETPUS MPU
€ro OTCYTCTBHH) PEKOMEHIOBAHO CHMITOMHBIM MallMeHTaM, KOTOpBIM Iutanupyercs CMO/PMD

JUIsL OTIpEJICIICHUs OrpaHrueHUI 1o Harpyske [4, 269, 272, 273, 274].

EOK IlaC (YJ14 VYP C)

2.5 Uuble AUATHOCTHYECCKHUEC UCCJICI0BAHUSA

2.5.1 Buoncuss MUOKapAa U a0IOMUHAJILHOL'Q KHUPA

o buornicuss Muokapaa pekoMeHJOBaHa IpH MOJO3PEHUHM Ha WH(UIBTPATUBHBIE,
BOCIAIUTEIbHBIE 3a00JIEBaHUS Cep/lla WM OOJIe3HH HAKOIUIEHUS KOTOpble HE MOTYT OBITh

MOJTBEPKACHBI Apyrumu Metoaamu [4, 50, 275, 276].

EOK IlaC (YIJI 4 VYP C)

L buoncus a6JIOMI/IHaJ'H)HOFO KUpa p€KOMCHJ0OBaHa IIpH IMOAO03PCHNH HAa aMUJION103

[4, 25, 37, 53, 276, 277].
EOK I1aB (YU 2 VYP C)

2.5.2 IMarHoCcTUKA 3200J1€BAHNSA V OTACJIbLHBIX KATErOpHii MAIMEHTOB

JAnddepennuanbuniii amarno3 'KMII u I'JIXK Bciencreue aprepuaibHoil

THIEePTECH3UU

Ha ecrectBennoe Tteuenne ['KMII okaseiBaeT BimsHHE Hanmuuue (HaKTOPOB
KapauomeTradonuueckoro pucka (Al, oxupeHue/m3ObITOUHAs Macca Tella), BCTPEUYaeMOCTh
KOTOPBIX YBEJIHUUBACTCS ¢ Bo3pacToM [278-282].

B crapueii Bo3pactHoi rpymnme nauueHToB ¢ jaokazaHHoM ['KMII Bctpeuaemocts Al
cocraBnsier 70-90%. Ilo ompemenennto mpu ['KMII runmeprpodus mmokapma JDK He
oOycnoBieHa Harpy3koil naBieHueM, HO A" — 3T0 Harpy3ka JaBJICHHEM, MOSTOMY B ciydae

couetanust [ KMII ¢ AT" tpebyercst moauduxarnus kpurepues ' KMIL.

BepostHocts 'KMII y nanuentos ¢ Al nmoBsiaeTcst mpu HAJIMYUK OJHOTO M Oojiee U3
CIIEIYIOLIUX KPUTEPUEB:
1. yka3zaHue Ha cemelinblii aHamHe3 ['KMII unu BHe3anHyro cepreunyio cmeptsh (BCC) B
MOJIOJIOM BO3pacTe Y POJCTBEHHUKOB IIEPBOM JINHUU POJICTBA,;
2. HECOOTBETCTBHE MEXIYy BbIpakeHHOM runeprpodueit JDK (MakcumanbHas TOJIIMHA

CTEHOK >15 MM) M HEJaBHO BO3HMKILIEH Jierko um ymepeHHOW Al mpu amekBaTHOM
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IIPUBEP)KEHHOCTU TAIlMEHTa TEpallui, a TAKKe JAPYrUX IMPHUYMH, CIOCOOHBIX BBI3BAaTh
noao6uyto crenenb [ JIK.
Bo3moxubim  Bapuantom kpurepus ['KMII npu conmyrctByromeir Al sBisiercs

tosmmuHa Muokapaa JOK >20 mMm; Tonmmaa muokapaa 15-20 mm npescTaBiser «cepyro 30HYy».

Bri6op xputepus ['KMII «rommuna crenkn JOK >20 mMm» mpu comyrctByromeit Al
00yCJIOBIICH TeM, YTO TMOKa3aHO: MpH neperpyske aasieHueM (Al, aOpTaabHBIN CTEHO3 WM UX
coueranue) tommmHa muokapia JIK, kak mpasmio, He mpeBbimaer 20 MM (B HEKOTOPBIX
uccieoBanusax npepbiniaer 20 MM JIHING Y €IMHUYHBIX TanueHnToB) [82, 212, 247, 278, 279,
283-288].

Ecnu BbIsSBJICHHAS TOJIIHMHA MHOKAapAa y MaideHta B «cepoil 30He» (15-20 mm), To
BeIBo O mguarHo3ze I'KMII mokHO craenaTk TOJBKO Ha OCHOBAHWHM TIIATEILHOTO aHaIM3a
OomnbIoro uucna (akTOpoB: CEeMEHHBIM aHaMHe3, AIUTEeNbHOCTh Al, ypoBeHb «Harpysku
naBiaeHueM»  (dnu3onuyeckue ToBbimieHWs AJl  wnam crabunbHO  moBbiieHHOE  AJl),
npuBep>keHHOCTh nanuenTa tepanuu Al', Hamuune n3menenuid DKI/9XOKI no pazsutus Al
JUHAMUKA pa3MepOB TMOJIOCTEH cepna U yBenudeHus: ToamuHbl cteHoK JIK mpu DXOKI/MPT
u 1p.).

Crnenyer Takke yduThIBaTh, 4To nipu Al' MoxkeT HabOmogaThesa acummerpuynas [JDK —

10 HEKOTOPBIM JaHHBIM, 10 20% (T.e. cooTHomenne TMXKIT/T3C >1,5) [247, 287].

I'KMII u 6a3as1ibHas cenTajibHas runepTpodus

(S-o6pasnass MIKII ¢ «BBINMYKJIOCTHI0» B 023aIbHOM CErMeHTe)

VY nmoxuibIx manueHToB ¢ S-o00pa3zHoit MIKIT MoKeT BBISABISITBCS «BBITYKIOCThY (QHTJI.
bulge) B 6a3anbHOI yacTH eperopoiku, kotopas He ooyciosiena 'KMII. Kak npaBusio, y 3Tux
MAlMEeHTOB MPUCYTCTBYET CcOMyTCTByIomas Al w/uiM mnaTojorus aopTaldbHOrO KiamaHa
(neOouplasi aopTalibHasg PErypruTalvs W/ WU HEBBIPAXKEHHBIN aopTaibHbid cTeHo3) [202, 203,
247, 286, 289].

bazanbHast cenTanmpHas runeprpodus MoxeT npuBoauTh K yBenuueHuto ['J[ B BTJDK,
KaK MpaBuio, He Beime 15-20 MM pT.CT. B IIOKOE M BO3pacTarb 10 35 MM pT.CT. IpH
Harpy304HbIX podax [212].

Cxema muddepenumanbaoro auarsosa 'KMIT n 6a3anbHoi cenTanbHOM runeptpoduu

npencrasiena B tadmuue I1 10, [Tpunoxenne I'1.

I'KMII u nudapkr muokapaa 1 u 2 Tunos
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Kiunndecku y narrentoB ¢ ' KMIT u nmemueit muokapaa (INOCA) mMosxeT pa3BuBaThCs
OCTpBIN KOPOHAPHBIH CUHpOM U nHpapkT muokapaa (UM) [74, 76, 88, 249].

VUM 1npu HEOOCTPYKTMBHOM MOPAKEHUH SHUKApAMATIBHBIX KOPOHAPHBIX apTEpui,
NUMBOKA (MINOCA) — o310 «pabouuii auarHo3», TPeOYIOIIUA YTOYHCHUS IPUYHHBI,
JeKalleld B OCHOBE y KOHKPETHOTO MAIUEHTA.

B reneze UM npu I'KMII Moryr o0cyxnaTbcs CIEAYIOIIME IaTOT€HETUYECKHE

MexaHu3MBbI (cM. Takke tadmuiy I19, [punoxenue I'1.

1. Nmemus npu HEOOCTPYKTUBHOM TMOPaKEHUU SIUKAPAUAIBHBIX KOPOHAPHBIX
aprepuii  (INOCA — Ischemia with Non-Obstructive Coronary Arteries) (cm. pasmen
«ITarorenesy).

2. Nmemus IpU OOCTPYKTUBHOM MOPAXEHUM SIUKAPAUAIbHBIX KOPOHAPHBIX

aprepuii — MBC B crapmeit Bo3pacTHo# rpyme nanueHTos ¢ ['KMII.

[Tpu I'KMII moxert pazsutsess UM 1 Tuna, [uarHocTyKa U JIeUEHNE KOTOPOTrO M3JI0KEHBI
B COOTBETCTBYIOIIUX KIMHUYECKUX PEKOMEHIAIHUSIX.

JUis  MCKITIOYEHHS/TOTBEPKICHUSI OOCTPYKTHUBHOTO TOPAXKEHUS JMHUKapIUaIbHBIX
KopoHapHbIx aptepuit narmentam ¢ [ KMII noxazana naBaszuBHas KAI' wim KT anruorpadus

OnmnoBpemenno ¢ KAI' nmamumentam ¢ I'KMII pekomennmyercss BbinodHATh JIK-
BEHTPHUKYJI0paduio, KOTOpask BBISBISIET y MalMeHTa JMOO «ANUKapAUalIbHBIA MaTTepH» (30HBI
HapyIIeHUs. COKPAaTUMOCTH B TIpeJesiax CTEHO3WPOBAHHBIX KOPOHAPHBIX apTepuii), IuO0
«MUKpPOBACKYJIPHBIM MaTTepH» (30HBI HApPYIIEHUS COKPATUMOCTH B OacceiHax pasHbIX
KOPOHApHBIX apTePHii, B TOM uuciie u 6e3 creno3on) [74, 76, 77, 85, 86, 88, 251, 290-295].

JlanHbIil (heHOMEH B OTedyecTBEeHHOU ymTeparype HazbiBaeTcss « MIMBOKA» — uHbapkT
MUOKapsa 0e3 oOCTpYKIMH KOpOHapHBIX aptepuil (aHriosseiunbii TepmMud — MINOCA) wu
UM 2 tuma. UM 2 tuma (MUMBOKA, MINOCA) — sto WM, pa3BuBatomnmiics 0e3
aTepoTpoM003a, M3-32 HECOOTBETCTBHS MEXAYy MOTPEOHOCTHIO MHUOKap/Aa B KUCIOPOJE U €ro
JIOCTaBKO.

Nmemus npu HEOOCTPYKTUBHOM MOPAXKEHUHM SIUKAPIUATBHBIX KOPOHAPHBIX apTepuid
(INOCA — Ischemia with Non-Obstructive Coronary Arteries) wumeer oOIuit
MATOTEHETUYEeCKU MEXaHM3M Kak MpU KapAUOMHOMaTusiX, Tak u mpu denoxonusx ['KMII,

Harpumep, IPH aMUIOUIHON KapauomMuonatu. [56].

I'mneprpoduyeckas kapauomuonartusi u I'JIK y cnoprecmenoB

Pexomenoayuu no 3anamuio cnopmom, Qu3KyIbmypoil, y4acmui) 6 CHOPMUBHBIX

COpeéBHOBAHUAX
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. [Tarmentam ¢ I'KMII He3aBuCUMO OT BO3pacTa, 1oJja, pacoBOM MPUHAJICKHOCTH,
Hanmuus oOctpykuuu BTJDK, mpoBenennbix panee omeparmun CMO/PMD wm CAA, unm
nMmiiantauun - UKJ***, He pekoMeHI0BaHO (IPOTHBOIOKA3aHO) Y4YacTHE€ B CHOPTUBHBIX
COPCBHOBAHUSX U YIIPAXKHEHUSIX BBICOKOM nHTeHCHBHOCTH [3, 4, 113, 158, 182, 258, 296-299].

EOK IC (VI 5 VYP C)

KommenTapmii: u3-3a 6vicoxoeo pucka BCC 3ansamus copesnosamenvbHuiMu 6uoamu
cnopma nayuenmam ¢ I KMII npomueonokazanbi.

s Hocumeneli sI8HLIX NAMO2EeHHbIX Mymayuil O6e3 nposeienutl 3abonesanusi no K1 u
OXOKI' pexomenOayuu no onmumanrbHOMY YPOGHIO (PU3UYECKOU aKMUBHOCMU U XAPAKMepy
Qusuueckux Hazcpy30K O00IHCHbL OblMb CHOPMYTUPOBANLI NOCAE KOHCUMUYMA C ydacmuem
MYTbMUOUCYUNTUHAPHOU KOMAHObL CREeYUAIUCmos (8pau-2eHemux, 8pay-Kapouonoz, epay no
CHOPMUBHOU MeOuyuHe, MeOUYUHCKULL NCUX0N02 U Op) HA OCHOBE PACCMOMPEHUs BblsA8NEHHOU
mMymayuu, pe3yibmamos pezyiapHblX U NOBMOPHLIX KIunuueckux ucciredosanui (MPT c
Kowmpacmuposanuem, npogeoenue cmpecc-TT-DXOKT), ¢ yuemom cmpamuguxkayuu pucka
BCC na ocnose esponetickotl u amepuxanckou mooenel.

Cnopmcemenswt 8vicokoeo knacca ¢ I'JDK u monyunou cmenku JDK >13 mum (13—15 mm)
cocmasnsaom auws Heboavuiyio yacme (1,5—1,7%). Kax npasuno, smo cnopmcmensvl ¢ 601buiou
maccou mena. Umenno y smoti epynnol mpedbyemcs ougpepenyuanvhviii ouacnos ¢ ' KMII [182,
297, 299].

Haubonee uacmo ucnonv3yemvie noxazamenu 0as OughghepeHyuanbHol OuacHOCmuKu
T'KMII u aoanmusnot I 7K y cnopmcemenos npeocmasnenvt 6 maonuye 11 11, [punosxcenue b.

Baoicnvim oughghepenyuanvro-ouacnocmuueckum npuznakom sensemcs eviagierue IHHIT
npu MPT c¢ kxoumpacmuposanuem. Omo ceudemenscmeyem 6 noav3y I'KMII, oouaxo
omcymcemeue ITHI ne uckniouaem 3abonesanusi.

Ananuzupys cnopmusnyio I'JDK, Heobxooumo maxoice npunumams 6 pacuem ciedyoujue
Gaxmopwl: 6uod cnopma u UHMEHCUBHOCMb MPEHUPOBOK, o3pacm, non (y myocuun ITDK
bonvute), pocm u gec cnopmemerna. Oxonuamenvusiii 661600 0 ouaznoze I’ KMII y cnopmcmena

oenaemcs Ha OCHO8e KOMNAEKCHOUL OYEHKU KAK MOJHCHO bonbue2o yucia noxasameneil

2.7. CrpaTudukanms puCKa U CTPaTerny NePBUYHON U BTOPUYHON NPOPUIAKTHKH

BCC

[TokazaTenu €XerojgHoil CMEPTHOCTH OT CEpACYHO-COCYAUCTBIX MPUYMH Y B3POCIBIX
narenToB ¢ I'KMII coctasmsitor 1-2%. BCC, XCH u TpomM0O03MO0OIHUECKHE OCIOKHEHUS

SABJISIFOTCA OCHOBHBIMU IIPUYHUHAMMU.
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Buesannas cepaeunas cmepth (BCC) — 31O cMepTh, HacTynaromiass HEOXKHAAHHO U
MT'HOBEHHO M3-3a KapIuajbHbIX MpU4KH (y naiueHTa 0e3 3a00JeBaHus cep/la Win ¢ TAKOBBIM)
B TeueHHe | 4 mociie MosABICHUS IEPBBIX CUMIITOMOB YXY/IIEHHUS OOIIEro COCTOSHHUSL.

K mnonstuio BCC He OTHOCAT cilydal HacWIbCTBEHHOM CMEpPTH WJIM CMEpPTH,
BO3HUKAIOIIEH B pe3ylbTaTe OTPABJICHUS, ACPHUKCHM, TPABMBl WM JPYroro Kakoro-imodo
HECYACTHOTO Cllyyasi.

Puck BCC y nammmentoB ¢ 'KMII 6e3 TpaauninoHHBIX (GaKTOPOB PUCKa cocTaBisieT 5,9%

3a 10 set [4, 118].

. S-netnuii puck BCC pexoMeHayeTcs: OlleHUBATh NP MEPBUYHOM 00CIIEIOBAHUU
nanuenTa ¢ 'KMII u B ganpHeliniem nepeoneHuBaTh KakJple 1—2 rojpa wiu nNpu U3MEHEHUU

KIMHMYECKoro craryca [4, 114,115, 117, 179, 180, 198, 199, 261, 262].

EOK IB (Y14 YYP C)

) [lIkara HCM Risk-SCD pekomeHayeTcss B KayecTBE METOJa OIICHKA PHCKa
BHE3aITHOM CMEpPTH B TEUYCHHE 5 JIET /IS MareHToB >16 yer 0e3 ciiyd4aeB peaHUMAIlUH TOCIe
smu3onoB  JKT/®X wmm crnontanHoit ycrowumBoit KT ¢ moTepedt co3HaHHWS — WIK

reMoAMHaMUYeCKUMU Hapymenusmu [4, 114,115, 117, 179, 180, 198, 199, 261, 262, 271].

EOK IB (V13 YYP B)

KommenTapuii:  pecucmpayus  ocusneyepoxcarowux KHP u  dpaouapummuti
ocywecmensgemcs ¢ nomowwto nosepxHocmuou IKI' 6 nokoe, npu XMOIKI, ¢ nomowwro
HAPYIHCHO20 UNU UMNIIAHIMUPYEMO20 3aNUCHI8AIOWe20 YCMpOLUCmed, maKice — Npu Haepy30YHOl
npooe [179].

Heszagucumo om Ho3on02uu, noodasiawujee OONLUUHCIBO ONACHLIX Ol JHCUSHU
JHCey0ouKo8ulX  HapyuieHuu cepoeynoeo pumma (83,4%) o0bycrosneno  2nekmpuueckou
Hecmabunohocmuio muokapoa. BCC uawe obOycnosnena @K (62,4%), 6paduapummuamu
(16,5%), KT muna «Torsades de pointes» (12,7%) u KT (8,3%).

KT neycmoituusaa (KT, cocmoawas kax Munumym u3 3 sHceny00uKo8biX KOMNIEKCO8, C
yacmomou >120 u npooomicumenvHocmvio He Oonee 30 cex, Komopas npekpaujaemcs
camocmosmenvho). KT moocem 6vimv MOHOMOPPHOU (HeuzMeneHHas MoppOono2usi KOMNIEKCA
QRS 6 12 omeeodenusix) u norumopgproii (6o epems KT 6 12 omeedenusx IKI' uzmensemcs

KoHueypayus xomniexca QRS;
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KT ycmoiuusan (monomopghuas, nonumopgpuan) — KT npooondxicumenbHoCmubio
bonee 30 cex, 3auacmyro ne KYRUpyIowasics CamocmosamenbHo,

Quopunnayus HceIy0OUKO8 — Hepe2yIApHbLU JHCeIYOOUKO8blL pumm (00bIYHO C
yacmomoiui oonee 300 yoapos 8 MuHymy) ¢ 8bIpANCEHHOU BAPUAOETbHOCMbIO OAUHbL YUKIA,

mopghonoeuu u amnaumyowvt komniekcos QRS.

CymectByet nBe Moaenu crparuukanun prcka BCC:
1. Ha ocHoBe TpaauioHHBIX (aKTOPOB prCKa (aMEpUKAHCKasT MOJIENb ).
2. Ha ocHoBe pacuera MHIUBUIYyalbHBIX OLEHOK pHCKa, NMEPCOHU(UIUPOBAHHBIN

moixo (eBpometickas mMojens) — mkaaa HCM Risk-SCD.

[Ixana onenku pucka BCC y manmentos ¢ 'KMII (eBpometickast Moielnb) npecTaBiIcHa
B Tabnuue 12, mpunoxenue 1'3.
«Kanskynsarop» pucka BCC npu 'KMII no eBponeiickoil MoJeNn MpeACTaBIEH Ha CalTe

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

[lkama omnenku pucka BCC y manmentoB ¢ ['KMII (amepukanckas Mojaenb)

npeacrapieHa B tTabmmne [13, npunoxenne 2.

EBpomneiickas wmomens mpornosupoBanus pucka BCC HCM  Risk-SCD  wumeer

OrpPaHUYEHUS:
1. HE NMpUMEHsETCS Y anueHToB crapiie 80 et u Mojoxe 16 Jer;
2. He puMeHseTcs y manueHToB ¢ peHokonusmu ['KMII, I'JIXK y cnopremeHoB

IMposenena Moaupukamnus GOpMyNIbl pacdyera ¢ HCIOJIL30BAHHEM TaKOTO (haKTOpa Kak
MakcumanbHas ToimuHa crenkd JDK (B HCM Risk-SCD Calculator — pekomenmoBaHo

yKa3bIBaTh He Oosiee 35 MMm) (mpogonkaeTcs anpoodaius HoBoi Moaenu) [181].

Anroput™m mnepBuyHOW u BTOpuuHOM mnpodmnaktukn BCC y mamumentoB ¢ ['KMII

npezctasieH B [Tpunoskennn B7).

3. .JqueHne, BRKJIKOYad MCAUKAMCHTO3ZHYI0O H HC MCIUKAMCHTO3HYIO TCpaIlliu,
AUETOTEPAIlNIO, 066360.]11/IB3HI/I€, ME¢IJUIIMHCKHE MTOKA3aHUA "

NPOTUBOIIOKA3aAHUA K IPHUMCHCHHUIO METO10B JICUCHUA

OO01mme NpUHIMIIBI JICYCHUS THNEPTPOPHUECKON KAPAMOMHONIATHH
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Jleuenne T'KMII  BxiaroyaeT MEIMKAaMEHTO3HYIO  TEpAlMiO, AHAOBACKYJSIPHBIE
BMEIIATEIbCTBA, XUPYPIrHUECKUE U HEXUPYPTHUECKHUE METOJIbI PEAYKIIMH TUIIEPTPO(HUPOBAHHOM
MXITI, MexaHU4eCKYIO MOAIEPKKY KPOBOOOPAIICHHS, TPAHCIIIAHTAINIO Cep/Iiia.

Pexomenpamun no seyenutro ['KMII ocHoBanbl Ha gaHHBIX 00 3(pdexTuBHOCTH H
0€30MaCHOCTH TPHUMEHSAEMBIX (PAPMAKOJOTHUECKHX CPEACTB, MOJYYEHHBIX B OCHOBHOM B
HAOJIOATENFHBIX ~ MCCICIOBAHMAX. PaHIOMHM3MpOBAaHHBIE  KIMHHYECKHE  HCCIIEIOBAHUS
MAJIOYHCIICHHBI U BKITFOUAIOT Majioe KoJim4ecTBo naruentos [89, 154, 137, 301-310].

®apmakorepanus npu ['KMII B OCHOBHOM ylIydIIaeT CUMITOMATHKY M IIPEAYIIPEKIAET
OCIIO’)KHEHUs1  (aHTUKoarynasHTHas Tepanuss npu DIl kopmapoH-(apmakonoruueckas
KapauoBepcuss U mnpoduiaktuka peunauBoB @DII, reueHue KemylOYKOBBIX HapyIIEHUN
cepaeynoro putMma u ap.) [129, 311-314]. EaunctBeHHbie BMernarenbctBa npu ['KMII,
KOTOpbIe, KakK [IOJIaraloT, BIIMAIOT HA JIOJTOCPOYHBIA MPOTHO3, TMPEICTABIAIOT COOOM
XUPYPTUUECKYI0  MHOSKTOMHIO W  HMIUIAHTAIlMI0O  KapauoBepTepa-nedudpumiaropa™ ™ *
(MKO***) [154, 181 300, 315-323].

ComnyrctBytomue 3aboneBanusi (apTepuanbHas THIEPTEH3Ws, CcaxXapHbIil Iuader,
TUCIUMUAEMHUST U JIp.) PEKOMEHJOBAHO JICYUTh B COOTBETCTBUU C CYIIECTBYIOLIUMU

HAI[MOHAILHBIMU KIMHUYECKUMHU pekoMeHaanusmu [3, 4, 175, 155, 324-327].

IMoaxoapl kK MeAMKAMEHTO3HOI Tepanuu Ha JOTHNEePTPOPUIecKoil cTaanu
runepTpopuyecko KapauoMHuoONaATUH
Pa3pabarbiBaroTcs nmoaxoasl K (papmMakoTepanuu HOCUTEIEH MyTalluK, aCCOLMUPOBAHHON
¢ 'KMII, na morumeprpoduyeckoit cramuu. KiMHHYECKHE HMCCIEIOBAHHMS M HCIOJIb3yeMbIe
npenaparsl Ha goruneprpoduueckoi craauu ['KMII npencraBinensl B Tabnuie 5, mpuiokeHue
A3 [328].

3.1 MeaukaMeHTO3HAH Tepanus

IMoaxoapl K MeTMKAMEHTO3HOMH Tepanuy HA rHNePTPOPHIECKOi CTaIUU
runeprpoduyeckoii KapAMOMUONATHU Y 0eCCHMITOMHBIX MAIHEHTOB
° He pexomenayercs HasHaueHue OeTa-aapeHOONIOKATOPOB U  OJIOKAaTOPOB
«MEJUICHHBIX» KallbI[MEBbIX KaHAIOB (Bepanmamui**) manueHTaMm ¢ O€CCUMITOMHBIM T€YEHHEM
I'KMII, Tak Kak HX [OJIE3HOE JAeCTBUE HE A0Ka3aHo. [3, 4, 329].

EOK I1IC (YL 5 YYP C)
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o PexomeHnoBaHO paccMoTpeTh BO3MOYXHOCTh HA3HAYCHHUS Oera-
aJpeHo0I0KATOPOB UM BepanaMuia™** acuMrntoMabIM B3pociibiM ¢ 00cTpykuuerd BTJDK (mokost
win uHaynupyemoi) ast cawkenus ] B JOK [3, 4, 329, 330].

EOK I1bC (VA5 YYP C)

KomMmeHnTapuwuii:

1. CumnmomHulil Uiy 6ecCUMnMOMHBIN NAYUeHM, pewaem 8pay nocie 0emaibHO20
06cnedosanus.

2. Honodicen 6vime peusen 60npoc 06 OMaAUNUU UCMUHHO20 OMCYMCMBUS CUMNIMOMO8
om adanmayuu 3a cuem oopasza HCU3HU, Nymem nPoGedeHUss mecma ¢ Qu3ULecKoU Haepy3KoUu U
oyenku ouomapxepos XCH 6 ounamuxe.

3. B pamxax eedenus 300p0o8oco 00pasza HCU3HU YenecooOPa3Ho NposedeHuUe
A2POOHBIX YNPANCHEHUU HUZKOU UHIMEHCUBHOCTIU.

4, Heobxoouma excecoonas nepeoyenxa pucka BCC, sxntouarowas IKI, XMOKT,
DXOKT.

5. Aneopumm maxkmuxu eedenus acumnmomuvix nayuenmos ¢ I'KMII npedcmasnen

6 Ilpunoosicenuu b1.

MeaukaMeHTO3Hasi Tepanus CAHMITOMHBIX MALMEHTOB ¢ THIEPTPOPUIECKOit
KapauoMuonaTuei

Oouue npunyunsl MeOUKAMEHMO3HOU mepanuu

1. JleyeHne TAIMEHTOB ¢ OOCTPYKTMBHOM W HEOOCTPYKTUBHOW opMaMu

3a00J1€BaHMs UMEET CYIICCTBCHHBIC pa3JIMYKs.

2. Jleuenne OKHO OBITE AAalTUpOBaHO K YHHKAJIIbHBIM XapaKTCPUCTHKAM

KaXXJ0Iro OTACJIIbHOI'O ITallMCHTA.

3. JlexkapcTBEeHHBIE MpenapaTsl, TPAAULMOHHO mpumeHsembie B Tepanuun ['KMII,
SBJIIIOTCSL  CPEICTBAMH C OTPULATEIBHBIM HWHOTPOMHBIM JEHCTBHEM U HampaBleHbl Ha

KYITUPpOBAHUC NN 00JIerYeHre CUMIITOMOB 3a00JICBaHMSI.

4. ITpaBoxenynoukoBast OI'KMII u 2-xenynoukoBas OI'KMII neuatcst mo tem xe

NpUHLMIAM, Kak U Tpu ooctpykiuu BTJDK.
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MeaukaMeHTO3HAas Tepanus OﬁCprKIII/II/I BBIXOAHOTI'0 TPAKTAa JIEBOI'0 KEJIYA0YKa

J Jleyenue nrOOBIMU JIEKAPCTBEHHBIMHU CPEJICTBAMH PEKOMEHIYETCS HAYUHATH C
MUHUMAJIBHBIX JI03 ¥ C OCTOPOKHBIM UX TUTPOBAHHEM B TEUCHHE JIOCTATOYHO JIOJTOTO BPEMEHHU
[3, 4, 11, 31, 39, 150, 175, 208, 266, 301, 329,331-335].

EOK IB (YA 5YYP C)

KomMmeHnTapuwuii:

Ynpowennwiii ancopumm ouacHocmuku u nooxo0o8 K aedenuro oocmpykmusnvix gopm I'KMIIT
npeocmasier ¢ Ilpunoocenuu b2.

Aneopumm papmaxomepanuu oocmpyxkmuenou I’ KMII npeocmasnen 6 Ilpunoscenuu b3.

. bera-anpenob6mokaropsl ¢ TOA00OPOM MAaKCUMAJIbHOM TIEPEHOCHMOW  JT03bI
PEKOMEH/IYIOTCS B KQ4eCTBE MEPBOU JIMHUU TEPANUH JUISI YMCHBIIICHUS CHMIITOMOB Y TIAITUCHTOB
¢ oocrpykmumeit BTJDK (mokost m mHIymmupyemoit) [3, 4, 11, 31, 39, 40, 150, 175, 266, 301, 329,
331, 333, 335, 336].

EOK IB (YA 2VYYPA)
KommenTapmii: npasuna u ocobenHocmu  HasHayeHus  Oema-aodpeHoOI0Kamopos

npeocmasnenvl 6 mabauye 1, [punoscenue A3.

. Bepamammr** ¢ mombopoM MaKCHMalIbHOW MEPEHOCUMOU 03Bl PEKOMEHTYyETCS

TeM manueHTam ¢ ooctpykimern BTJDK (mokost iy MHIYIUpyeMoii), KOTOpble HE MEePEHOCST

OeTa-apeHo0I0KaTOPBI WIIM UMEIOT MPOTUBOMOKA3aHMs K MX HazHadeHuio [3, 4, 11, 31, 39, 175,
301, 329, 332, 335, 337-341].
EOK IB (YAA2YYPA)

KommenTapuii: npasuna u ocobennocmu nasHauvenus eepanamuia™* npedcmaenenvl 6

Tabauye 2, Ilpunosicenue A3.

. Juntuazem ¢ moaOOpOM MaKCHUMAalbHOM MEPEeHOCHUMOW J03bl PEKOMEHIIOBaH
cumnmomHuim manueHtam ¢ obcrpykuuern BTJDK (mokost mnu umHAynHpyeMoi), KOTOpbIe He
MepeHocAT OeTa-apeHoONIOKaTOpsl M BepamamMuin™* WIM HMMEIT NPOTHUBOMOKA3aHHUS K UX
HasHauyenuio [3, 4, 31, 39, 150, 175, 301, 302, 329, 332, 335, 342].

EOK IIC (YA 2 YYPC)

Kommenrtapmii: pexomendyemvle nauanvHvle u yenesvie 003bl Npu MeOUKAMEHMO3IHOU

mepanuu I' KMII npeocmaenenvt 6 Tabauye 3, [lpunoscenue A3.

46



[Manmenter ¢ 'KMII u cpennexenynouxoBoil obOctpykuuenn JODK momxHbsl momydartsb
BBICOKHE JI03bI OeTa-anapeHobIokaTopoB (Oucomponon**), BepamamMuna** wiu nuiatuazema*, HO
OTBET Ha JICYEHHWE YaCTO HEONTUMANbHBIA. OTa KOTOpPTa MAalMEHTOB, KaK IPaBUJIO, HMEET
CUMITOMHBIN BapUaHT, XapaKTepU3YIOLIUICS MOBBIIIEHHBIM prckoM nporpeccupyrouieit XCH u

BCC. V 25% u3 Hux pa3zBuBaercs aneBpusMa Bepxymku JIK [71-73, 215, 294, 343, 344].

Jleuenne XCH ¢ ®B JI’K > 50% y nauuentos ¢ 'KMII

. bera-agpenoOnokaTopsl, BepanamMuiI**  peKOMEHIOBaHbl IS YIy4IICHUS
CUMIITOMOB CEpACYHOMN HEJOCTATOYHOCTU Yy nauueHToB ¢ o0cTpykTtuBHON ['KMIT u XCH II-1V
@K (NYHA) ¢ ®B >50% [3, 4, 11, 31, 39, 101, 132, 150, 175, 198, 302, 325, 326, 329, 340,
341, 345, 346].

EOK l1aC (YAJI3 YYP C)

. Manble [03bl TETIEBBIX M THA3UIHBIX JUYPETUKOB PEKOMEHIOBAHbBI JUIsS
nanueHToB ¢ HeoocTpykTuBHONH 'KMII 1 [I-1V ®K (NYHA) ¢ ®B JIXK >50% ans ynydmieHus
cumnromoB XCH [31, 132, 175, 198, 325, 326, 329, 345-347].

EOK IlaC (Y15 VYP C)

L4 PeKOMeHI[OBaHO paccMOTPETh BO3MOXKHOCTHh Ha3sHA4YCHUA (C OCTOpO}KHOCTBIO)
HHU3KHX 103 ICTJICBBIX WKW THA3UIHBIX JUYPETUKOB CHMIITOMHBIM ITalUCHTaAM C O6Cpr1(HI/I€I\/'I

BTJDK ms ymeHbIICHHS OABIIIKY TpH Harpyske [3, 4, 31, 51, 132, 175, 198, 329].

EOK IIb (YA/15VVYPC)

Kommenrtapuii: ancopumm  epauebnoti maxmuxu nevenus XCH npu I'KMII
npeocmasner 6 Ilpunosicenuu b4.

Iooknouenue Huskux 003 NemMaesviX UIU MUASUOHBIX OUYPEMUKO8  clledyem
ocywecmenams noo kowmponem YCC u I]], maxk xax ymeuvuienue odvema yupkyaupyoueu

kposu y nayuenmos ¢ OI'KMII moscem npusooums k yeeauuvenuio 1" /] ¢ BTJDK.

. IIpy runoTeH3sun M OTEKe JIETKUX, KOTOpble OOYCIOBIEHBI  TSDKEION
uHaynupyemoir oocrpykiuein BTJDK, pekomenmoBanbl Oeta-anpeHoOmokatopbl  (Per 0S wiu

BHYTPHUBEHHO) U go0yramuu** [3, 4, 348].

EOK I1aC (Y15 YVP C)
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KommenTapmii: 6 ciyuae pazsumus omeka neekux npu Huzkom A/l y nayuenma OI'KMII c
gvicokum 1]] 6 BTJDK neobxooumo ucknrouums OKC, mak kax ucnonivzosauue 8 3mou cumyayuu
OpeaHU4eCKUX HUMpamos8 u npenapamos ¢ NoJONCUMETbHbIM UHOMPONHLIM 3pdexmom aeisemcs

ONACHBIM OISl HCUSHUL.

. [MTanmentam ¢ 'KMII u oGcrpykumeit BTJDK (mokost unu uHmynupyemoi) He
PEKOMEH/yeTCs MPUMEHEHNE OPraHNIeCKUX HUTPATOB U MHTHOUTOPOB (ochonudcrepassl [3, 4,

348, 349].

EOK I1IC (Y5 VYP C))

. [MTammertam ¢ 'KMIT u oGctpyknueit BTJDK (mokost wim wHAyIupyeMon) He
PEKOMEHIyeTCsl TMPUMEHEHHE OJOKAaTOPOB «MEUICHHBIX» KaJbIIMEBBIX KAHAJIOB IMPOW3BOIHBIX

auruapormpuauaoB (Hudenunua**). [3, 4].

EOK IIIC (YAJA5YYP C)
KoMmMmeHTapuii: ocHo6HOlU  Hedicenamenvublii. MexaHuzm Oeucmeus OpeaHUu4ecKux

HUMPAmos u uHeuoumopos gocgoouscmepasvi, 00yciosneH yseaudvenuem oocmpykyuu BTIDK.

. [MTammentam ¢ TKMII u o6crpyknueir BTJDK (mokost u uHAymupyemoi) He

PEKOMEHIyeTCs AUrOKCHH** [3, 4].

EOK I1IC (Y15 YYP C)

. [Taunentam ¢ 'KMII u ycTOWYMBBIM CHUHYCOBBIM PUTMOM HE PEKOMEHAYETCS
IpPUMEHEHHE CepACUYHBIX TITUK03uI0B [3, 4, 329].

EOK IIIC (YAA5YYPC)

KomMmenTapuii: nonodicumenvhvie uHOmponuvie npenapamol, makue Kaxk Hanepcmsmkda,
NPOMUBONOKA3AHbL  BCNIEOCBUE  NOTONCUMENLHO20 UHOMPONHO20 U  NPOAPUMMOSEHHO20
aghghexmos.

. Bepanamun®* ne pexomenayercs nauueHtam ¢ ooctpyktuBHoi I'KMII B ciyuasix

HAJTMYUS CHCTEMHOM TMIIOTEH3UH U BBIPAKEHHO# 0IbIIIKH B TIOKoe [3, 4, 329, 350].

EOK I1IC (Y15 VVYP C)
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Jleuenne XCH ¢ ®B JI’K <50% y nanuenTos ¢ 'KMII

J [Manentam ¢ HeobcTpykTUBHOI ['KMIT 11 @B JDK<50% pexomenayrorcs Gera-
anpeHoOsokarop B fononHeHne kK AK® nuarudurtopy (wim aHTaroHucty anruoteHsusa ll, ecim
nanueHT He nepeHocuT AK® uMHruOuTOphI) 11 YMEHBUIEHHS CUMOTOMOB, CHM)KEHHS pHUCKA
rocrnutanuzauii o nosoay XCH u BCC (B oTcyTCTBHE paHIOMU3UPOBAHHBIX UCCIIEI0BaHUMN

no 'KMII, 3¢hexTuBHOCTD MO rocuTAIM3aUsAM, CUMIITOMaM M CMEPTHOCTH TPEAIIOIaraercs,

HO He joka3aHa) [3, 4, 132, 133, 155, 198, 325, 326, 345, 346, 351].

EOK IlaC (Y15 VYP C)

Kommenrtapuii: Bema-adpenobnrokamopul AGNAIOMCA Npenapamamyu nepeou JTUHUU,
npumensiemvimu 0ns cHuxcenus 1J] ¢ BT/DK u obneeuenus cumnmomos. Ompuyamenvhvie
unomponuvie d¢hpexmovl Oema-adpeHoOI0KAMopo8 ABNAMCA OMHOCUMENTbHO YMepPEeHHbLMU,

NO2MOMY OHU MO2YM UCNOb308ambcest oaxce y nayuenmos ¢ I KMIT u XCH ¢ @B JDK <50%.
bema-adpenobroxamopul ne gvizvisarom peszxoco uzsmenenus @B JDK 6 noxoe.

Buconponon** npeonoumumenvueit npu I'KMIT u XCH ¢ @B JDK <50% [329]

o [Manuentam ¢ HeooctpykTuBHOM ['KMIT u 1I-1V ®K (NYHA) ¢ ®B JDK <50%
PEKOMEHAYIOTCS Majyble J03bl METJIEBBIX WM THA3UIAHBIX JUYPETHKOB Ui YMEHBIICHUS
CUMIOTOMOB, CHIDKEHMS pucka rocnuTanum3zaumidi mno mnosogy XCH (B oTcyrctBue
pangomuszupoBaHHbIX wucciaenoBanuid 1mo ['KMII sddexktuBHOCT, 1O TroCHUTAIM3aLMIM,

CHUMIITOMaM W CMEPTHOCTH IPEIIoaracTcs, Ho He JokasaHna) [3, 4, 132, 133, 155, 175, 198, 325

,326, 345, 346].

EOK Il1aC (YA 5 YVYP C)

° [Manmentam ¢ HeoOcTpykTHBHON ['KMII ¢ ®B JDK <50% u mocTOSHHBIMU
cumntomamu XCH II-IV ®K (NYHA), necmotpss Ha neuenue AK®D wunrubutopamu (wiu
aHTaroHucramMu anruoTeHsuHa |Il, ecnm manment He nepeHocuT AK® wmHrHOuTOpH) M OcTa-
azpeHo0I0KaTopaMy, PEKOMEHIYIOTCS allbJJOCTePOHAa AaHTArOHMCTHI I CHIDKEHUS pHUCKa
rocnutanu3aimi no nosoxy XCH u BCC (B oTcyTcTBHE paHIOMHU3MPOBAHHBIX MCCIEIOBAaHUN

mo I'KMII BCI)CI)CKTI/IBHOCTB o rocuuTajIn3anusaM, CUMIITOMaM U CMCPTHOCTHU IMPEANOJIaracTcs,

HO He JokaszaHa) [4, 132, 133, 155, 175, 198, 325, 326, 345, 346].

EOK I1aC (Y15 YVP C)
Kommenrtapuii: aneopumm epaueonou maxmuxu nevenuss XCH npu [KMII

npeocmasenen 6 Ipunoscenuu b4.
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Taxmuka newenuss nayuenmos c¢ Heoocmpykmuenou [KMII ¢ cucmonuueckot
oucynxyueti bazupyemcs Ha NPUHYUNAX OOKA3AMENbHOU hapmakomepanuu, paspadomanHHbix
ona e3pocavix nayuenmos ¢ XCH co cuuocennou @BJDK, u exmouaem pexkomenHoayuu no
npumenenuio bema-aopenooioxamopos, AK® uneubumopos, anmazonucmog aneuomenzuna ll,
ouypemukos u op. [155, 175, 325, 326].

Jannvie, nonyuennvie Maron M.S. u  coaem. (2018) 6 npocnekmugHom
PAHOOMUZUPOBAHHOM OBOUHOM CIENOM UCCLe008AHUU, He NOOMBEPHCOAION UCNOIb308AHUE
cnupononakmona npu I'KMII ona ynyuwenus pemoodenuposanusi JIDK nymem ymeuvuuenus

Pubpoza muokapoa unu uzmenenust Kiunuvecko2o mevenusi [307].

Jleyenune cunapoma creHokapauu y nanueHTos ¢ 'KMII

. bera-anpenoOnokatopsl, BepanaMuia**, nuiaTna3zeM peKoMeH0BaHbl MallUeHTaM C
HeoOcTpykTuBHOM ['KMII 1 cTreHOKapauTHUeCKUMU OOJSIMU MPU OTCYTCTBHHM OOCTPYKTUBHOM
KOpOHapHoO# 6ose3nu cepana [3, 4, 74, 77, 251, 292, 329, 352, 353].

EOK llaC (Y15 YYP C)

Kommenrapmii: npasuna u ocobennocmu naznauenus eepanamuna™* npeocmasnensvi 6

mabnuye 2, Ipunoscenue A3 u mabauye 3, [lpunosicenue A3.

THayuenmuvr ¢ 'KMII yacmo npeowvsasisiom d#canobwl Ha 6016 6 2pYOHOU KllemKe, KOMopas
ModHcem umems WU He UMemb MUNuyHble NPUIHAKU CIMeHoKapouu. Imom cUMNmMoOM 803HUKAEm
U3-3a OUCOANAHCa mMexncoy NnoCmMasKoll U NOMPeOHOCMbIO KUCIOPOOd, NPUBOOUM K cunonepghy3uu
U umweMuu MUokapoda, KOmopas 6MmopuyHa NO OMHOWEHUIO K YMEHbUIeHUIO KPOBOMOKA uepe3
Manvle UHMpamypaibHvle KOpoHapHvle apmepuu (cm. paszoen «llamozenesy).

Ha smane nosenenus y nayuenma npucmynog cmeHokapouu Heodxooumo ymouHums, He
NOABUNLACH U Y He20 UHOVYUPYeMAsl Ha2PY3KOl IaMeHmMHAsl KOPOHAPO2EeHHas 00CMPYKYUs u/unu
uwemuss muokapoa. Pexomenoosana cmpecc-OXO-KI' ona onpedenenus noxazanuti k KAI' u
pesackyaapuzayuu, 6 mom uucie npu cmenozax KA <50%.

Bepanamun** cnocoben ymenvwiames uwemuro muoxapoa, 6 m.u. 0e3001e8yi0, U
VAyuuame e2o ouacmonudeckyio gyuxyuro JIK.

Panonazun npumensirom 0ns nevenus cmeHoKapouu y NayueHmos, nepeHecuiux ocmpblil
koponapuvii cunopom (PKH MERLIN TIMI). On uneubupyem no3onuii nampueewiti mox 6
cepOeuHblX MUOYUMAX, YMO YMeHbUlaem nepespy3Ky Kalbyuem 8 3mux KIemKax, mem camvlm
CHUdICcas ouacmonudeckoe Hanpsicenue cmenku JIDK u nompebnocmos muoxapoa 6 Kuciopooe.

Ilo oannvim Gentry J.L. u coasm. (2016), pecynaproe npumeHneHue paHONA3UHA 8

meuenue 2 mecsayes 6 0osuposke 500—-1000 me 2 pasza 6 OeHb npugeno K 3HAYUMETbHOMY
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0becueHul0 CMeHoKapouu U cumMnmomos cepoeunou nedocmamounocmu (CH), a maxoice
VIAYUUEHUIO KAYecmea Heuznu cumnmomuuix nayuenmos ¢ ' KMIT [304].

B myremuyenmposom  niayebo-xonmponupyemom ucciedosanuu RESTYLE-HCM
(Olivotto 1., Camici P.G. u coasm., 2018 2.) npumenenue panonrasuna 8 meueHue 5 meciyes He
npueeno K 3HAYUMOMY YIAVHULEHUIO NePeHOCUMOCMU (QU3UYecKol Hacpy3Ku, noKazameinel
ouacmonuyeckol Qyukyuu, ymeHovuienuro yposuetu MHYII uiu yryuwenuro kauecmea HcusHu y
nayuenmos Heoocmpykmuenou I’ KMII no cpasnenuto ¢ epynnoti, nonyuasuiux niayeoo. Ilpuem
PAHONA3UHA  OOCMOBEPHO  ACCOYUUPOBAH CO  CHUJCEHUEM  KOIUYECmBd  JHCelyOOUKOBbIX
9KCMPACUCMON ~ No  pe3yibmamam  cymouynoco  mouumopuposanus IKI.  Panonasum

nPOOeMOHCmMpUposan omaudnsie nokazamenu oezonacnocmu [309].

. PexomMeH0BaHO paccMOTPETh BO3MOXKHOCTH  HCIIOJB30BAHHUS  OPraHUYECKUX
HUTPATOB PEr 0S y mamueHToB ¢ HeoocTpykTuBHONW ['KMII co cTeHOkapauTudeckuMu OOJISIMU U
OTCYTCTBHEM OOCTPYKTHBHO 0OJI€3HM KOPOHAPHBIX apTepuit [3, 4].

EOK I1bC (VA5 YYP C)

Jleuenue aprepuajibHOi runepren3uu y nauuentos ¢ 'KMII

Jleuenue AI' y mnamueHtoB ¢ HeoOcTpyktuBHOM ['KMII npoBoautcs B MOTHOM
cooTBeTcTBUU ¢ Knunnueckumu Pekomenaanusamu no sedenunio Al' y B3pOCIbIX.

Ocob6enHoctu MenukameHTo3HO# Teparuu Al' ipu o6cTpykTuBHOI ['KMIT:

ar 1. [pexpatute npuem nepudepruuecKux Ba30MIIATATOPOB (E€CIM MALMEHT paHee

Pa30BO WM KypcaMu IPUHUMAJ Ba30AUIaTaToOPbl).

Hlar 2. Ha3HauuTh MaKCUMAJBHO IEPEHOCHMBIC 03Bl OeTa-aapeHOo0I0OKaTOPA,
Bepanamiia uin komMOuHanuu oboux mpemnapatoB noj kKonrpojem YCC u mpoBoaute OKI'-
MOHHUTOPHHT QT/QTc u AB-nposenenus). [IpeamnoyrurenbHO HCIT0JIH30BaTh

[IPOJIOHTHPOBAHHBIE M CEIEKTUBHBIE OeTa-aapeHo010KaTopsl (OUCOIpoIoT™*, areHom0I**).

Hlar 3. Ha ¢one mpoBoaumoi Tepanuu Oera-anpeHobaokaTopoM (Oucomponon™* wmm
areHoson**) mpu yciosuu s¢dextuBHoro kontpons I'J[ B BTJDK ¢ momompio DXO-KT,
HApYIICHUI pUTMa W MPOBOAMMOCTH, MPOAOJLKHTeNbHOCTH uHTepBana QT/QTC mo DKL wu
XMOKI' m OTCYICTBMM NOSIBICHMSI JONOJHUTEIBHON  KIMHMYECKOM CHUMITOMATUKU
paccMOTpeTb BO3MOXHOCTh OCTOPOKHO J00aBUTh HM3KYIO JI03y THApPOXJIOpTHAzuaa™™* c

TpuamTepeHoM** o kouTposiem ['J[ B BTJIK [327, 329, 332, 354].
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Ompit neuenus no Sherrid M.V. [332]: npu Tspxenoii ooctpykimu B BTJIK y manuentos
¢ OI'KMII+AI, He koHTpoJHpyeMmoil (apMakoTepanueid, MpoOBOJUMON B IOJHOM OO0BEME,
NpUOIU3UTENBHO dYeTBEPTH manueHToB (22%) morpeboBamack penykius MXKII ¢ 1menbro
camkenus I'JI B BTJDK, u 16% notpeboancs JIDKC*** ¢ xoporkoil 3amepxxkkoir AB s
ymenbiienus ['JIl B BTJDK y nanueHToB ¢ HCXOQHBIMU (WM STPOTEHHBIMM Ha (hOHE
KOMOWHUPOBAaHHOM Tepanuu) HapymeHussMu AB mpoBeseHHSs W BHYTPHIKEIYIOYKOBBIMH

OJI0KaIaMHu.

Jleuenne pudpuisauuu npeacepaunii y nanuentos ¢ FKMII

®II sBnsercs Hanbosiee yactoil apurmued npu I'KMII, pacnpocTpaHeHHOCTh KOTOpOi
3aBUCHUT OT TsDKecTH 3aboisieBaHus: 22% B oOmieil koropte u 10 32% B KOTOpTE MAlIUEHTOB C
nokazaHusMu Uit umiutanTanun UK*** u QKC***/[[DOKC*** [11, 31, 129, 134, 150, 184,
197, 314, 355-358]. YactoTa Bctpeuaemoctu DIT de novo B o6meit koropre IKMII cocrasnser
okoJio 2% B rox [129, 314, 357].

3amauamu ¢apmakotepanuu npu ['KMII, ocnoxaenHoit @I, sBistoTcs KymupoBaHUE

MpHCTyNa, NPOoQUIAKTHKA PEIUANBOB aPUTMUU U TPOMOOAIMOOIMUYECKUX OCIOKHEHUH.

BoccTraHoB/ieHMe CHHYCOBOIO pUTMA M NMPOPUIAKTHKA PeunaAuBoOB GUOPUILIAMH
npeacepani

o PexomennoBano kaxaple 6—12 wMecsameB npoBoauTh 48-uacoBoe XMOKI ms
BBISIBJICHHsI O€C- MM MaJOCUMNTOMHBIX mapokcu3MoB DII u onpenenenus pucka BCC B xoropre
narrienToB ¢ I'KMII u pazmepom JIIT >45 MM, HaxXOAsIIUXCSA HA CHHYCOBOM putme [3, 4, 112, 128,
131, 179, 183, 314, 359-364]

EOK IlaC (YJJ14 VYP C)

Kommenrtapuii: ob6uapyscenue @I ¢ nomowspro uUMHIAGHMUPYEMO20 NEMIe8020
peaucmpamopa npeocmasisem coOou YHUKATbHYIO B03MONCHOCMb Ol ObICMPO2O BblAGIeHUs.
bec- unu MarocumMnmomusvix napokcuzmos PII ¢ yenvto npoghunaxmuxu mpombos3mMO0IUYEeCKUX
oCnodCHeHull 00 mo2o, Kak cayyuica uucyasm. Ilpeoukmopamu u gaxkmopamu pucka
so3HukHosenuss DI npu I'KMII aenaromca: npedcepOHas muonamus, yeeiuueHue pasmepa u
oovema JIII, nosviwenue ypogueti NT-proBNP 6 xkpoeu, XCH III-1V @K (NYHA), noowcunou

gozpacm, oocmpykyusa BTJDK, eoseneuenue npasvix omoenog cepoya, 2enemuyeckue Qakxmopbl.

L4 BoccranoBnenue CHHYCOBOI'0O pUTMa NYTCM HpHMOﬁ BHCKTquCCKOﬁ NI

(apMakoJIOTHYECKOH  KapIMOBEPCHMM C  BHYTPUBEHHBIM  BBEJEHHEM  aMHOJapoHa™*
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PEKOMEHI0BAHO y MAIIMEHTOB ¢ HeJaBHO Bo3HUKIIeH (<48 wacor) @IT [113, 131, 183, 314, 359,

364].

EOK llaC (YA 5, YYP C)

KomMmeHnTapuii: 6e3 npedwecmasyoweiic anmukoazyisitHmuol n0020Mo8KU KapoOuo8epCus.
Modcem Oblmb NPoBeOeHa MONbKO 6 Clydae, eciu ONUMENbHOCHb MeKyuie2o0 Napokcusma He
npesviwiaem 48 uacos. Y nayuenmog c beccumnmomuvimu napokcusmamu PII, a maxoce 6
cumyayuax, Ko20a nayuenm 3ampyoHsemcs Ha36amov OIUMeENbHOCMb MeKYue20 NapoKcuzma u
He nonyuaem aHmuKodzyISAHMHYIO Mepanuio NOCMOSHHO, PEKOMEHOYEemcs 8030€PHCAMbC Om
He3aMeO0nUmenbHO20 80CCMAHOBIEHUSL CUHYCOB020 PUMMA.

B amou cumyayuu 603moorcno npumenenue 2 cmpame2uti 6e0eHUs.

Ilepsas cmpameeusi: npoeedenue paunei Kapouosepcuu nocie YII-DXOKI, ne
8blABUGULEL MPOMObL 8 NOAOCMAX NpedcepOull. AHMUKOAYIAHMHAS NOOO0EPHCKA 80 B8peMs
npoyedypvl 60CCMAHOBIEHUsL CUHYCOB020 PUMMA 003amenbHA.

Bmopas cmpameeus: npu nesoszmoocnocmu nposedenuss YII-OXOKI unu eviasnienuu
mpombos 6 noaocmsax npeocepoui npu HI-ODXOKI cnedyem npogooums no30HIO0
Kapouogepcuro nocie 3 nHedelb AaHMUKoazyIsHmHoU mepanuu (nocie koumponvnot 9I1-2DXOKT,

0053ameNbHOl 8 CyYae HATUYUSL MPOMOO8 8 NOTOCISAX Npedcepoull npu nepeom 00C1e008aHUlL).

o Amuopmapon™** pekomenzoBaHn g npoduiakTuku peuuauBoB OII mocie mpsamoit
anexTpuueckoi kapauosepcun [301, 314, 356, 359, 364, 365].

EOK |1aB (VI 4 YYP C)

. bera-anpenob6mokarop, BepamamMmwiI** WM auiITHazeM**  pEeKOMEHAYIOTCS IS
KOHTPOJISI 4YacTOThl COKpalleHu#l sxemynoukoB y mnamueHToB ¢ ['KMII ¢ mocrosHHON wim
nepcuctupyrorieit OIT [3, 4, 111, 131, 301, 314, 359, 364, 365].

EOK IC (Y15 YYP C)

. PekoMeHOBaHO  paccMOTpPETh  BO3MOXKHOCTh ~ HAa3HAU€HUsS  HU3KHX 103
JIUroKCHMHa™** manuenTam ¢ HeoOocTpykTuBHOU ['KMII, ctpanaromum nocrostHHoM hopmoit DI u
XCH II-1IV ®K NYHA, ¢ ®B <50%, s KOHTPOJIS 4acTOThI COKPAIICHHUS JKENTyI0ukoB [3, 4,
131, 132, 155, 175, 198, 314, 325, 326, 329, 345, 346, 366].

EOK IIbC (YA4 5 YYP C)

KommenTapuii: avuooapon™* cuumaemces nyuwum npenapamom 0Jisk KOHMpPOJisi pumma,

oH bezonacen u appexmusen y nayuenmos ¢ I' KMII, ocrnoocnennon @I1
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Comanon™* ModHcem UCNONIL308AMbCA 8 Kavecmee anbMEPHAMUBHO20
anmuapummudeckoeo azenma 6 nevenuu nayuenmoeg I KMII, ocobenno 6 cayuae umnianmayuu
UK/[***, xoma Kiunuyeckuii Onvim e20 npuMeHeHus. 02paHu4eH.

Hauanvnvie u yenegvie 003wt npu nexapcmeennou mepanuu I'KMII npedcmasnenvt 6

Tabnuye 3, Ipunoscenue A3

Ipodunakruka TpoM003MO0INIECKHX 0CT0KHEeHUI y manueHToB ¢ ['KMII

e FEciu HET NpOTHUBOIOKa3aHWM, aHTaroHUCThl BUTamuHa K (Bapdapun™*, ueneBoe
MHO 2,0-3,0) wmm pgaburatpaHa OdTekcwiaT** wim puBapokcaban™*  wumm
anukcabaH™*  peKOMEHAYIOTCS BCEeM NAalMeHTaM, Y KOTOPBIX pa3BUJIACh
MEepPCUCTUPYIOIIAsi, TMIOCTOSIHHAas WM napokcusmanbHas ¢opma ODII, s
MPOQHIAKTUKH TPOMOOIMOOIMUecKuX ocioxHenmid [3, 4, 131, 150, 184, 311-314,
357, 359, 360, 364, 367-373].

EOKIC (YA 2 YYP B)

KommenTapmuii: Heobxooumo nomuumes 06 smOpuomoxcuuHocmu eapghapuna (cm.
pazoen «['KMII y bepementpix»).

Menbue OanHbiX NO AHMUKOGZYTAHMHOU Mepanuu npu mpenemanuu npeocepouti u
Opyaux npeocepoHbIX apUMMUSX, HO PUCK MPOMOOIMOOUL NPU HUX CYUMAETC MAKUM Jice, KAK

npu @I1.

. Ouenka pucka kpoBoTeueHui mpu nomoniu mkaisl HAS-BLED pekomenayercs npu
Ha3HaYeHUHW BapdapuHa** 0e3 WM B COUYCTAHHU C MHTHOUTOpPAMHM arperaiud TpoMoounuTos. [3, 4,
131, 314, 359, 360, 364, 368, 311, 313, 369-374]

EOK llaD (YA 4 YYP C)

KomMmenTapwmii:

UlIxana HAS-BLED (ne éanuouposana ona nayuenmog ¢ I'KMII): 6annwt > 3 ykasvigarom
HA BbICOKUL PUCK KPOBOMEYEeHULl U OOJICHbL OblMb NPUHAMbL MepPbl NPedo0CMOPONCHOCIU C
aOOpaAMoOpHbIM U KIUHUKO-UHCMpPYMeHmanvHeim — KoHmponem. [llkana HAS-BLED —

em.mabnuyy 115, [punoscenue 172.

. Ecmu mamment ¢ 'KMII, ocnoxxuennoit ®@II, He MoXeT nmpuHUMATH MOI0OpaHHYIO
no3y BapdpapuHa** u3-3a MOOOYHBIX JAEHCTBUI MM  HEBO3MOXKHOCTH  IOJAJEPKHUBAThH
TepaneBTUYecKuil ypoBeHb antukoarymsuuu (MHO 2,0-3,0), uin HEBO3MOKHOCTH OCYIIECTBISTh

MOHHUTOPHUHT MHO, PCKOMCHAYCTCA HCIIOJb30BaTh L[a61/1ranaHa TEKCUIAT** niIn
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puBapokcaban**, win anukcaban**. [3, 4, 131, 314, 359, 360, 364, 368, 375, 376, 311, 313, 369-
374, 377].

EOK IB (Y//1 1 YYP B)

KommenTapmuii:

Bapgapun** unu oabueampana smexcunam™* unu pusapoxcaban** unu anuxcaban™*

cnedyem naznawamv Hezagucumo om wxanvt CHA2DS9-VASc daswce nocne oonozo snuzooa

@I lIxana CHA92DS>-VASc — cm.mabauyy 114, Hpunooscenue 12.

. Bo Bcex cnyuasx I'KMII, ocnoxuennoit @II, pekomenayercs noxu3HEeHHas
tepanus BapdapuHom** (MHO 2,0-3,0) unu naburarpana stekcuaaToM™* wiu
puBapokcabanoM** min anmkcabaHoOM** qaXke €CITi CHHYCOBBIM PUTM OBLIT BOCCTAHOBJICH [3, 4,
111, 113, 131, 150, 175, 314, 329, 357, 359, 360, 364, 368, 311, 313, 369-374, 377].

EOKIC (Y4 YYPO)

° Tepanust aneTWICAIMIIWIOBOM KHUCIOTOM B J03upoBke 75—-100 Mr miroc
kionuaorpen** 75 mr B neHb (IpW HHU3KOM PHCKE KPOBOTEUYCHHI) PEKOMEHIYETCs, €CId
nanueHt ¢ ['KMII, ocnoxxuennoi ®I1, oTkaspiBaercst npuHUMaTh Bappapun™* wim naburatpana

ATEKCHIAT™* WK puBapokcaban™*, wiu anukcaban™*. [4, 378]

EOK IlaB (Y15 YYP C)

. [Tanmentam ¢ I'KMII, ocnoxxnenHorr PII 6e3 BeipakeHHoro ysenuueHus JIII B
ciydasx pedpakrepHoil K (papMakoTepanuu CUMITOMAaTUKA UM HEBO3MOXXHOCTU HCMOJIb30BaHUS
AHTHAPUTMUYECKHX IPEapaToB PEKOMEHI0BAHO MIPOBEACHUE KaTeTepHbIX mporenyp [4, 111, 131,
359, 360, 364, 379].

EOK I1aB (Y15 YYP C)

KommenTapmii: Husazusnvie memoowt neuernuss @I — cm. pazoen 3.2

3.2. Xupyprudeckoe v nurepseHnunonnoe jgeuenue 'KMII

Penyxuusa MOKII

IIpu oO6ctpyktuBHOit I'KMII Xupypruueckuil MeTonx JedeHUs SIBJISETCS «30J0THIM
cTaHgapToM» (CpefHHEe TMoKa3aTelu cMepTHOoCcTH <2%, 3ddekTuBHOCTH Oosee ueM y 90%

MAIMEHTOB, YacToTa OCIoKHeHHH <5%).
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B nexoropsix mMemunuHckux lLlentpax penykuuro MIKII pekOMEHIyrOT BBINIOIHATH
HalyeHTam ¢ 0osee MATKOM CUMIITOMAaTHKON B CIIy4asX 3HAYMTEIbHOMN JaTEHTHOH 0OCTpYyKLIUH,
y KOTOPbIX MaKCUMaJIbHBIA 1 uHAynupyemslii I'/] > 50 MM pr.cT.

OmnpenpensiroruM (pakTopoM At JOCTIKEHUS Xopomux pe3ynsratoB CMD/PMD u CAA
ABIISICTCS OMBIT L[eHTpOB, KOTOPBIM MJOJDKEH wu3MepsAThcs Oonee yem S50 mporemypamu,
BBINIOJIHAEMBIMU B roj, W Oosiee uyem 20 mpoluexypaMu, BBIIOJHAEMBIMH XHUPYPrOM HIIU
WHTEPBEHIHOHHBIM  KapauosioroM. Peagykuus MIKII gomkHa  BBITOJMHATHCS — ONBITHBIM

CIICIUaJINCTOM, pa60Ta}01111/1M B MYJIBTI/IJII/ICHI/IHJIHHapHOﬁ KOMaHAC OKCICPTOB B JICUCHUU

TKMII [3, 4, 106, 213, 321, 320, 380-388].

. Penyxuus MOKII pexomennyercss nanuentam ['KMII ¢ I'/] 8 BTJIX (B nokoe nnu
MaKCUMaJIbHBIM TpoBolpyeMbiM) > 50 mm pt. c1., ¢ XCH -1V ®K (NYHA), HecmoTps Ha
MaKCHUMaJIbHYIO IlepeHocuMyto Tepanuio [3, 4, 73,105, 106, 316-321, 380-384, 388-394].

EOK IB (YA 2 YYP A)

KomMmenTapwmii:

Peoyxyuss MPKII ocywecmensemca ¢ nomowwpto cenmanvHoti muosxmomuu (CMD),
pacuupennou CM3 (PM3) u cenmanvrou cnupmosoii abrayuu (CAA).

Toxazanus k pedyxyuu MIKTI (CMO/PM3/CAA) npeocmasnenwvt 6 Ipunosxcenuu b 10.

o Penyknus MOKII pekomenmoBana s mamueHtoB ¢ ['KMII u mnoBTOpHBIMH
obMopokamMu mpH Harpyske, Bbi3biBaeMbiMH 1J[ B BTJDK (B mokoe wWiM MaKCHMabHBIM

MIPOBOLIMPYEMBIM) > 50 MM PT.CT., HECMOTPSI Ha ONTUMAaIIbHYIO Tepanwio [3, 4, 123-125].
EOK I[1aC (Y14 YVP C)

Kommenmapuii:

- Aneopumm OueHOCmMuKU U 6pAYEOHOU MAKMUKU NPU CUHKONATbHBIX COCMOSHUSX
npeocmasiet 6 llpunoscenuu b8.

- Tlokazanusa k peoykyuu MXKII (CMO/PM3/CAA) npeocmasnenvt ¢ Ipunoscenuu 5 10.

- Aneopumm  npeoonepayuoHHou  OuacHOCMuxku  Oisi  @blOOpa  OONOJIHUMENbHbIX
emewamenvcms na MK npu CM3O/PM3 npeocmaenen 6 Ilpunoscenue bS. ) (cm. maxoice
pexomenoayuu k MPT).

- Aneopumm evioopa memooa peoykyuu MIKII npu I'KMII npeocmasnen 6 [lpunosicenuu
F6.

- Cpasuenue CMO/PMO u CAA npeocmaeneno Ilpunoscenuu b 11.

56



. CM3/PMD mpennouturensaee, yemM CAA, W peKOMEHIyeTcsl MaIleHTaM C
nokasaHusMu K peaykuuu MOKII, wmMmerommM 1nokasaHus I APYTHX XUPYPrUYECKUX
BMeEIIATEIbCTB (HA MANMUIIPHBIX MBIIIIAX, IPOTE3UPOBaHNE MUTpaibHOro Kianada, AKII) [3,
4,217, 224, 317, 318, 381, 382, 385-387, 391, 398-402].

EOK IC (Y1 2 YYP B)

KommenTapmuii:

CMD — «muosxmomuss no MOrrowy mpancaopmanbhbim 00Cmynom (nepeas onepayus
ovina npogeoena 6 1958 2.) 6 Oonvwuncmee ciayuaes ycmpausem oocmpyxkyuro BTIDK,
eviz6annylo eunepmpoguposannou MIKII, oonaxo ne ycmpansem anomaruu MK, enocawue
eknao 6 oocmpyxkyuro BTIDK.

Messmer B.J. ¢ coasm. (1994) ycosepuiencmeosanu muskmomuro no Morrow, pacuiupus
obnacms pezekyuu eunepmpoguposannou MIKII 6 anuxanvnom nanpasienuu k ocnosanuio 1M
(PM3). HUnoeoa 6 anenoszviunou aumepamype PMO nazviearom npoyedypoti RPR (cokp. om
resection - pesexyusi cunepmpoguposannoeo yuacmxka MIKII, plication - yxopouenue nepeoneii
cmeopku MK nymem coz0anusi 2opuzonmanvHou cklaoku 6 ee ocHosanuu, release —
oceobodicoenuelucceuenue AHOMANBHBIX NPUKPENTICHUU 2UNEePMPOPUPOSAHHBIX NANULISPHBIX
Mbly).

Ilpu eviasnenuu 2-yposuesoii oocmpykyuu (yeenuuennwvii 1] ¢ BTJDK u na yposue
cpeoneti yacmu nonocmu JDK) muosxkmomusi moscem 6vimv pacuiupena 00 cepeounvl noiocmu
JDK u eoxpye ocnosanus IIM, oounaxo oarHble 0 00120CPOUHOM 3¢hghekme maxkoco nooxood
02PaHU4eHbl.

B cneyuanuzuposannvix yenmpax, umeroujux HauboIbLWULL ONbIM NO JIeYeHUI0 NAYUEHMO8
¢ I'KMII, ucnonv3yemcss mpaHCanukaibHuli O00CMYN, HANpAGNeHHull Ha cHudiceHue [J] u
VMeHbUleHUe CUMMOMO8 Y nayueHmos cpeorexcenyoouxosou OI'KMII. B peokux cnyuasx npu 2-
VPOBHEBO obcmpyKyuu JDK UCNONIL3YIOM KOMOUHUPOBAHHBILL
MPAHCANUKATbHBIL+MPAHCAOPMATIbHLIL — OOCMYR U NpasodcenyoouKkosuili U
mpancaopmanviuwsiti oocmynwt [11, 343, 403].

Ilpu cpeonexcenyooukosou OI'KMII, npu omcymcmeuu 6bipadceHHvix aHOMAnUll
MUMPATILHO20 KIANAHA MOdcem OblMb  BbINOJHEHA MUOIKMOMUS U3 NPABO20 HCEAYOOUKA
MPAHCEEHMPUKVIAPHLIM ULU MPAHCAPEOCEPOHbIM 00CMYNOM. DMOm Xupypauyeckuti 00Cmyn
uUMeem npeumyuecmeo neped mpaHcaopmaibHblM O0CMYNOM Y NAYUEHMO8 MOL00020 803PAcma

¢ svipadicennoll eunepmpoguett MIKTI ecnedcmeue bonee nuzkozo pucka pazsumus ABS [404,

405].
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Ilpu evissnenuu 08yxoicenyooukogol oocmpykyuu (veeauuennviti 17 ¢ BTIDK > 50mm
pm. cm. u yeemuuennviti 1) 6 BTIDK > 16mm pm. cm.) modxcem npumeHsmuscs
Komounuposaunwiti docmyn: CMD mpancaopmanvuvim docmynom u PMDO oocmynom co
cmoponwl 1DK.

B cneyuanuzuposannvix yenmpax, umeowux HaubOILUIUL ONBIM NO Ne4EeHUI0 NAYUEHIO8
¢ I'KMII, npu ewisagieHuu 08yXi#ceay00uKo8OU OOCMPYKYUY, NpU OMCYMCMEUU AHOMATUL
NOOKNANAHHBIX CMPYKMYP MUMPATbHO20 KIANAHA MUOIKMOMUSL MOdcem Oblmb 6bINOJIHEeHA
oocmynom uz IDK mpanceenmpuxynispuvim uiu mpancnpeoceponvim oocmynom [106, 321, 406-
408].

Anomanuu cmpykmyp annapama MK, accoyuuposannvie ¢ I'KMII, mocym u oondxchoi
Ovimb ycmpanenvl 860 8pems onepayuu ¢ yeavto cHuzums 1] 6 BT/DK, ne npubecas x 3amene
MUMPATILHO20 KIANAHA.

THoxazamensamu 3¢pgpexkmusrnocmu npoyedypvr PMO npu XOKI aensromces:
1) xoumaxm nepeoneii cmeopku MK u MJKIT (SAM-syndrome) omcymcmeyem,

2) ocmamounwiii IJ] 6 BT/DK npu nposokayuu donxcen 6oims ne 6onee 20 mm pm. cm.

YPOGQHZ) ycnexa u dacmoma OCTIOJNCHEHULL 2/1A8HbIM 06pa30M 3aesucim om onslma xupypea uiu

UHMEPEEHUUOHRHO20 K‘CZPOMOJZOZG.

Tooicenanusn nayuenma (nocie noOpoOHO20 0OCYHCOEHUS. BAPUAHMOB JIeYeHUsL) UMEIOm 3HAYeHUe

ons NPUHAMUA OKORYamenabHo2c0 peUuLeHUsl.

Bviobop memooa peoykyuu MKII (CMO/PM3D unu CAA) Oondicen ocHoBvlBamvbCsi HaA
MwamenbHoM 00C1e008aHUU NAYUEHMA U O0OCYICOeHUU MYTbMUOUCYUNIUHAPHOU KOMAHOOU

cneyuaitucmoe.

. [IpoTtezupoBanue MK pekomennoBano y cumntoMHbIx nanueHTos ¢ '/ B BTJDK
(B TIOKO€ MM MaKCHMAaJIbHBIM MPOBOIUPYEMBIM) > 50 MM PT.CT. U MUTPAJIbHOM peryprutaiuei

OT CpeIHel 10 TSHKEIIOM CTeleH , He BhI3BaHHbIX m3ompoBanHoi [ICJ] ctBopku MK [3, 4, 321].

EOK I1aC (Y15 YVP C)

KommenTapuii: dononrnumensHvle 6podicoenHvle unu npuobpementvle anomanuu MK
MO2YM  B8bl3bl8AMb  GBIPANCEHHYIO MUMPATbHYIO Pe2ypeumayuio, Komopdsi He 00YClo61eHd
ucxkmouumenvro IIC/] MK. B smot cumyayuu niacmuxa MK (nauxayus), xax npaeuio, He

CHUJCaen cmeneHsb pecypeumayuul, U yCmpanenHue ee 603MONCHO JIUUb npome3uposaHuem MK.
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. Pexomennyercs paccMOTPETh BO3MOKHOCTB IpoTe3upoBanus MK y manueHTos ¢
I'1 8 BTJIK (B nokoe uix MakCUMalbHBIM IPOBOLIUPYEMbIM) > 50 MM PT.CT. 1 MaKCUMaJIbHON
TOJILIMHONW MEXOKEIYJOYKOBON Tmeperopoaku <16 MM B MecTe MMTPaIbHO-CENTAIbLHOIO
KOHTAKTa, €CJIM MMEETCs MUTpaJbHAas PErypruTanus OT CPEIHEH N0 TSHKEIOW CTENEHH IOCIIEe

M30JMPOBaHHOI MuoskTOoMuH [4, 409, 410].

EOK |IbC (VA4 4 YVYP C)

KommenTapmuii: nodobnvle cnyuau onucanvl y nayuenmos, Onepupo8antsvix 6 nepsvie 2
Oecsimusiemust nocjie npumerenusi npoyedypvl «muskmomuu no Morrow» (uzoruposannot
muosxkmomuu, 1958) [411].

Onucanvl makace Memoouxku ycneuwtnou xoppexyuu oocmpykyuu BTIDK u mumpanvrou
HEeOOCmamouyHoCmu nymem 6vlnojaHenuss mpancmumpanviot CMD ¢ omceuenuem nepeouetl
cmeopku MK u evinoanenus CMO uz BTJDK ¢ nocrnedyowei niacmuxoi uiu npome3uposaruem
MK [405 412].

s evinonnenuss adexksamuoti  pedykyuu MKII npu PMD psdom asmopos
PEKOMEHO08AHO NPUMEHAMb  pa3iuyHble MexXHuyecKue npuemvl: MoOumuzayus cepoya,
npumenenue mopaxockonuu [388].

Cneyughuueckozo 0b6e3001u8aHUA NPU XUPYPSUYECKUX U UHBAZUBHBIX BMEULAMENbCmEax

nayuenmam ¢ I' KMII ne mpebyemcs.

Pexomenaanuu no IKC y naunentos ¢ oocrpyktuBHoii 'KMII

. Pexomenayercs  paccMOTpPeTh  BO3MOXXHOCTh  mocTtosiHHOM — DKC*** ¢
ontuMaibHbIM  AB-untepBasiom mis cHwkenus ['JI B BTJDK wim s pacumpenus
BO3MOHOCTH JIEKAPCTBEHHOW Tepamuu OeTa-aJpeHOOIOKaTOpOM H/WIM BepamaMuioM™* 'y
otaenbHbIX maiuenToB ¢ I'J[ B BTJIXK (B mokoe wix MakCUMAaJIbHBIM [TPOBOIMPYEMbIM) > 50 MM
pPT.CT., CHHYCOBBIM PUTMOM, CHUMITOMaMH, pedpakTEepHBIMU K JIEKAPCTBEHHOW Tepamuu,
uMeromuMu npotuBonokazanus kK CAA win CM3/PMD, unu Bbicokuil puck pa3Butusi AB-

6s0kazbl B pesyabrate CAA i CMD/PMD [4, 214, 232, 305, 306, 308, 310, 413-415].

EOK IIbC (YU 2 YYP B)

Kommenrapmii: cyms memooa cocmoum 6 u3MeHeHUUu NOCIe008AMENbHOCHU
PACNPOCMPAHeHUsi B0HbL  B030VIHCOeHUT — COKPAWEHUe 0X8amvleaem 6HAUALe BEPXYUIKY
arcenyoouros, a zamem MIKII, umo npueooum k ymeHvuieHuro cybaopmanvrozo 1] 6nacooaps
3anazo0bl8aHUI0 U CHUICEHUIO pecuoHapHou cokpamumocmu MIKII u, kax creocmeue,

pacwupenuto  BTIDK.  Dmomy cnocobcmeyem maxoice 3anazoviéanue  CUCMOIUYECKO20
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osudiceHus: knepeou nepeoreti cmeopku MK u ymenvuenue eco amnaumyowl. Basicnoe 3nauenue
umeem nooOOp HAUMEHbUIEU GETUYUHbL BDEMEHU 3A0EPHCKU HAHECeHUs JHCey00UK08020
UMNYIbCa nocie npedcepoHo20, KOMopas obecnedusaem npedcoespemMeHHy0 Oenoiapu3ayuo
BepXYWKU cepoya, He NPU8oOsi NpU dMOM K YXYOULEHUIO BHYMPUCEPOEYHOU U YEeHMPALbHOU
2eMOOUHAMUKU (cepOeuno20 evibopoca u AJ]).

B psaoe cnyuaes npuxooumcs npubecamv K YOIUHEHUO BpeMeHu CnoHmauHou AB-
NPOBOOUMOCMU C NOMOWbIO mepanuu 6ema-aopeHobIOKamopoM UIU 8epanamuiom™™ u oasce

abnayuu AB-y3na.

HNuBa3uBubie MeToabl JeueHuss @II nanuenton ¢ I'KMII

J PekoMeHI0OBaHO  paccMOTpPeTh BO3MOXKHOCTb  IPOBEICHHUS  paglMO4YacTOTHOM
abmaruu ovara @I nmammentam c¢ ['KMII, ecniu @Il He MoxeT OBITh NpeaOTBpalieHa
AHTHAPUTMUYECKOW Tepamnuei, WM 4acToTa >KEeTyIOYKOBBIX COKpAIIeHHH HE KOHTPOJIUPYETCS
JIEKapCTBEHHBIMU IpenaparaMy, WM acCOLMUPOBAHA C HENEPEHOCHUMBIMU IOOOYHBIMU
JEWCTBUSAMU JIEKapCTBEHHBIX npenapatos [4, 111, 131, 314, 329, 359, 360, 364].

EOK |IbC (YA 5YVYP C)

. WNmmtantanus — asyxkamepaoro  (DDD)  snekrpokapawocTumymsitopa*** ¢
¢dbyHKIMeH nepekiodeHus pexuma (rocie adinanuu AB-y3na y nanuento I'KMIT ¢ @B >50%),
pPEKOMEHIyeTCs pH Hanmnuuu napokcusmanbHoit OII, u ogrHokameproro (VVIR) — npu Hannunn
MEPCUCTHPYIONIEH K moctostHHoM (opmsr [4, 232, 305, 314, 359, 360, 364, 41].

EOK IC (YO 5YYPC)

. [Manmentam ¢ 'KMII, ocnoxxnennoit nro6oit gopmoit @I, u ®B <50% mnocne
abmanuu AB-y3ma W Nmpu HaTWYMKM TOKa3aHUW K CEPACUYHONM PECHHXPOHHM3UPYIOIICH Tepanmuu
PEKOMEHI0BAHO paccMOTpPETh BO3MO>KHOCTh UMIUTaHTAuU TpPEXKaMepHOTO
(obuBentpukyssipHoro) DKC*** [4, 20, 130, 359, 364].

EOK |IbC (YA 5YVYP C)

. PekomeHnmoBaHo paccMOTpeTh BO3MOXXKHOCTH aOmanuu ouara DIl Bo Bpems
CMD/PM?D y nauuentos ¢ I'KMII, ocnoxuenHoi cumntomHoi ®OIT npy Hanvuuu nokazaHuil U
OTCYTCTBHH MpOTHBONOKa3anuii [3, 4, 359, 364, 417-420].

EOK IIbC (YA 5YYP C)

KommenTapnii:

Paououacmomnas abnayus @I y nayuenmos ¢ ' KMII menee ycnewna, uem 6e3 I'KMII
- Ilpeouxmopamu nesgppexmusrnocmu nevenus @I npu I'KMII aenaromes: ounamayus JI1,

oocmpyxyust BTJDK, onumensnocms u mun @I1.
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- llayuenmam ¢ I'KMII u DIl uyawe mpebyromcs nposedeHue NOBMOPHLIX NPOYEOYVP.
Pemooenuposanue npeocepouti, sasucumoe om I'KMII, moocem nogiusme Ha ucxoo,

oaoice eciu npoyedypa UHAYAIbHO YCHEUHA.

Onepayuss  Cox-Maze («/labupunmy) 1ubo ee moougpuxkayuu ¢  NPUMEHEHUEM
Paouoyacmomuol u Kpuo-abiayuu npeocmasisiemcs yeiecooopasHou” KaKk COnymcmeyouast
npu CMD/PMD wunu npomesuposanuu mumpanvbHo2o kianawa y nayuenmos c¢ [ KMII,
ocnoxcnennou DII, peppakmeprou k hapmaxomepanuu.

ACCF/AHA (2011) pexomenoyrom onepayuto «Jlabupunmy y omoenvHulX NayueHmos ¢
@Il xax conymcmeyrowyro npu CMIO/PMO unu npomeszuposanuu MK (yposens llaC). B
pexomenoayusx ESC maxou pexomenoayuu nem.

Ecnu  onepayusa «Jlabupunm» noxazana, mo 6bINOIHAMbCA OHA  OOMNCHA KAK
CONYymcmeyowas, nocjie KOHCUIUymMa My1bmuoUCYUNIUHAPHOU KOMAHOOU, XUPYD2OM, UMEIOWUM
ONbIM 8bINOIHEHUsL NOOOOHO20 Meuamebcmad.

B yenmpax, ucnoavzyrowux onepayuro «iabupunmy (moougpuxayus Wl u V), ommeuarom,
umo y nayuenmos ¢ I'KMII smo oonoanumenvrnoe npu CMO/PMD emewamenscmeo saeisemcs

be3onacHvim u dQhekmusHvim.

PexomeHnaanuu no cepaevdHoil peCHHXPOHM3UPYIOLIEHd Tepanuu y NAUEeHTOB ¢

I'KMII

° [Tanmentam ¢ I'KMII, makcumansubim '] B BTJDK <30 mMm pt. c1., XCH -1V
O®OK nmo NYHA, ®BJDK <50% u BJIHII' ¢ mmutensHOocThi0 QRS >120 Mc pexkomMeHI0BaHO

paccMOTpeTh BO3MOXHOCTh CEPJICYHONW PECHHXPOHHU3UPYIOIICH Tepamus A YIydlleHus

cumnromaruku [3, 4, 20, 130].

EOK I1bC (YA 4 YYP C)

Pexomenganuy mo NpakTHYeCKUM aCNEeKTaM HMILIAHTALMU KapAuoOBepTepa-
AepuOpuIATOpa™**
Anroput™m mnepBuuHOW W BTopuuHOW mpodunaktuku BCC y mnanumentoB ¢ 'KMII
npeacrasieH B Tabmuie [Tpunoxenue b7.

[Ikana onenku pucka BCC y maunentos ¢ 'KMII (eBponeiickast MoJienb) MpeAcTaBiIeHa

B Tabnuue [12, mpunoxenue ['2.
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[kana ouenku pucka BCC y mnanmumentoB ¢ ['KMII (amepukaHckas MOJIEib)

npeacrasieHa B Tabnuue [13, npunoxenne ['2.

. Pexomennyercs ummmantauus UKI*** y mammentoB ¢ I'KMII, nepenecmnx
octaHoBKy cepaua no npuurHe KT wim @XK, mim y nauMeHToB CO CIIOHTAHHOM YCTOMYMBOW
KT, npuBojsamiel K morepe CO3HAHWS WIM HApPYLICHHs T'€MOJMHAMMKH, IIPU OKHMJIAeMOH
MPOJIOJDKUTENbHOCTH Xu3Hu >1 roma [3, 4, 112, 113, 115-121, 125, 189, 207, 210, 259,
260, 265, 300, 323, 421-423].

EOK I B (Y45 YYPC)
KommenrTapuii: /{na eepuguxayuu apummuu 6 OMOENbHLIX CAYYAAX — MOACEm

BblNOJIHAMbCA UHBA3UBHOE aﬂekmpoqbu:«:uOJzoeuquKoe uccneoosanue.

. [latunerHnii puUCK  BHE3AaMHOM CMEpPTH HEOOXOAMMO  OLIEHHMBATh P
MepBOHAYAITHPHOM OOCJIEIOBAaHUM TAIMEHTa, a TaKKe Kaxiple 1—2 roja Wik Tpu U3MEHEHUH
KIMHHYECKOoro cTaryca [3, 4, 115, 171, 181, 300, 323, 424].

EOK | B (Y414 VYYP C)

) Nmvmmanramms UKJ[***  pekomeHmyeTcss manmwieHTaM ¢ MPEanojiaraeMbiM  S-
JISTHUM PUCKOM BHE3AITHOM CMEpTH >6% U 0XUAAEMON MPOAOJIKUTEIBHOCTBIO KU3HU >1 roaa
MocJIe OAPOOHOTO KIMHUYECKOTO 00CIICIOBAHUS C OIICHKON PHCKA MOCISAYIONTUX OCIOKHEHUN
u BimsiHUs UKJ[*** Ha 0Opa3 »KWM3HHM, COIMATbHO-IKOHOMUYECKUN CTATyC U ICHXOJIOTMYECKOE
smopoBbe [115, 181, 189, 200, 201, 300, 323, 421, 424].

EOK IlaB (YA 3 YYP A)

° PexomeHnnoBaHO  paccMOTpeTh BO3MOXHOCTh  HMIUTaHTamuu MK *** B
OT/AENBHBIX Ipynnax nauueHToB ¢ S-netHUM puckoMm BCC ot >4 no <6% u oxupaeMoi
MPOJIOJDKUTEIIBHOCTRIO KU3HM >1 roaa mociie moJpoOHOTO KIMHHUYECKOTO OOCIIEeIOBAaHHS C
OIICHKOM pHCKa MOCIEAYIOUINX ocnokHeHud u BiaustHus UKJ[*** na oOpa3 »ku3HH, coluanbHO-
AKOHOMHUYECKHUH CTaTyC M Ncuxosorndeckoe 3aoposbe [115, 171, 189, 181, 323, 424].

EOK IIb B (Y1 4 YYP C)

° PexomenyeTcst paccMOTpeTh BO3MOXKHOCTh uMIiantanuu UKJ*** y ornenpHbIX
nauueHToB ¢ S-netHuM puckom BCC <4% npu HalIWuuMy KIMHUYECKUX XapaKTEPUCTHK C
JIOKa3aHHBIM MPOTHOCTUYECKUM 3HAYEHHEM, M B CIIy4asX, KOrJa B Pe3yJbTaTe OLUEHKH pUCKA
MOCJIEYIONUX OCIIOKHeHUH U BnusiHus MKJ[*** Ha o6pa3 xu3HH, COLMaTbHO-YKOHOMHYECKUN

CTaTyC " IMCHUXOJIOTHYECKOC 30pPOBLEC MPCAIIOIaracTtcs o6mee MOJIOKHUTCIBbHOC BJIIMAHUC

ummantamun UK*** [3, 4, 84, 115, 181, 189, 200, 201, 228, 323, 424].
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EOK IIb B (Y1 4 YYP C)

Kommenrapmii: avepuxanckas mooens nozgonsiem oyenusams puck BCC y nayuenmog
C HUBKUM/CPEOHUM PUCKOM.

Ilocneonue rumepamypHuvle OaHHbLE NOKA3BIEAIOM, YMO HAAUYUE PACHPOCMPAHEHHO2O0
@ubposa, oyenusaemozo no ITHI npu MPT (>15% ) siensemcs npeduxmopom pucka BCC npu
T'KMII. Dmom noxazamenb He 6X00UM 8 €8PONEUCKYI0 MOOelb CIMPAmuuKkayuy pucka, 0OHAKo
ecnu y nayuenma Huskuul unu cpeonutl puck BCC (<6%), a npu MPT niowaow ¢pubposa >15%

- 9MO A615eMCs OONOTHUMETbHBIM APZYMEHMOM 8 noab3y umnianmayuu MK/[*** [115, 228,

231].

PexoMeHgauuu no MMILUIAHTAMH BCIOMOTaTeJIbHBIX JIEBOXKETY104YKOBBIX
yCTpOiicTB

J Pexomenayercs paccMOTpEeTh BO3MOXKHOCTh TEpaluH IyTeM HMIUIaHTAI[IH
YCTPOWCTB MEXaHMYECKOW TMOJACPKKH KPOBOOOpaIlleHHWs Ha TEPHOJ] HAXOXICHUS B JIUCTE
OXXKUJAHUS JUIsi HEKOTOPBIX MalueHTOB ¢ TepMuHaibHOU craauer XCH, koTtopeie moryr
paccMaTpUBAaTHCS KaK KaHAWAAThI JUTs TpaHCIUTaHTauu cepana [211, 253, 425, 426].

EOK IIbC (YO4 4 YYP C)

KommenTapuii: 6 wmuposoii npaxmuxe 50% onepayuii no nepecadke cepoya
8LINOHAIOMCS  HA (OHe npedulecmsyrowell UMNIAHMAYUY  YCMPOUCME  MeXAHU4ecKou

noooepacku kposooopawenus [253].

Tpancnianranus cepana y namueHTon ¢ FKMII

o OproTonmueckas TpPaHCIUTAHTAIMS CEpIla PEKOMEHJOBaHA Ui TAIMEHTOB C
I'KMII, umeronux ®BIDK <50% u cumnromsr [HI-IV ®K no NYHA, unu HeycTtpaHnumbie
KEIyJJOYKOBBIC aPUTMHUU, HECMOTPSl HA ONTUMAIBHYIO TEPAIMI0O NPU HAIMYUHM TIOKAa3aHUU |
OTCYTCTBHE NMPOTHBOTIOKA3aHMi 1JIst TpaHciuianTanuu [97, 98, 168, 253, 255, 257, 425, 427].

EOK llaB (Y14 YYP C)

Kommenrapmii: onucana mpancgpopmayua I'KMII ¢ cmewannwiii penomun (I'KMIT +
HKMII), coenacno knaccemgpurxayuu MOGE(S), max Hasvieaemas OuramayuonHas cmaous

TKMIT [43].

TpchngaHmauzm cepdua Modicem Obimb HCUSHEHHO BANCHOU cmpameeued JleyeHusl npu

T'KMII 6 koneunou cmaouu 3abonesamusi.

1Inoxoii Kpamxocpouuslii npocHo3 y nayueHmos ¢ ouramayuourou cmaoueti I'KMII

npeOnOﬂazaem 14€]Z€C006pa3HOCmb bonee PAHHECO pPACCMOMPEHU dacpecCUuBHblx Memooos

63



Jle4eHusl, NOCKOJbKY «OKHO 603MOJICHOCME) MOdCem Obimb H€60ﬂbwuﬂ/l, 0cobeHHo y nayueHmoes

C ceMeliHbIM aHamHe30M paseumusi ounamayuonno cmaouu I'KMII.

3axnouenue, umo y nayuenma paszsueaemcs ounamayus JDK, cneoyem ocnosvieamo na
ounamuxe pazmepos JDK. [axce «Hnopmanvuviey pasmepvr  JDK  mocym  o3nauamo
«OUNAMAayUoOHHY0 cmaoutoy, Hanpumep, 6 ounamuke K/[Pnoc 35 mm — 55 mm (npu ycrosuu
KOPPEKMHO20 UMEPEHUsL).

Ilocmmpancnaanmayuonnasn evicusaemocms y nayuenmos ¢ I'KMII cxoona ¢ maxosou

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

J PekoMeH10BaHO paccMOTpPETh BO3MOXHOCTh OPTOTONMYECKON TpaHCIUIAHTAL[UU
cepaua s nauueHto ¢ @B JIK > 50% u cumntomamu XCH -1V ©K (NYHA), Bei3BanHON
MACTOMYECKOM JUCQYHKUMEH, PE3UCTEHTHOM K JIEKAPCTBEHHOW Tepanmuu MpH HaJIUYUH
MMOKa3aHMi U OTCYTCTBUU MPOTHBOIOKA3aHUM 1yis TpaHciutanTamu [97, 98, 168, 253, 425, 427].

EOK IIIB (YA4 4 YYP C)

KommenTapmii: kpome ounamayuonnou cmaouu, npu I'KMII msaxcenas cmeneno XCH
Modcem Habnooamvcs npu OpyeoM 8apuanme He2amusHo20 pemooeupo8anus — CMEUaHHOM
¢enomune (I'KMII+PKMII).

Hmozoswtii anzopumm spauebroi makmuxu 6 3asucumocmu om cmaouu [ KMII u

sapuanma KiuHuyecko2o mevenus npeocmaenen ¢ Ilpunoscenuu b9.

3.3. bepeMeHHOCTh M poabl vV nanuenTox ¢ 'KMII

HN3MeHeHUs rTeMOAUHAMHUKH NPU OepeMeHHOCTH

bepeMeHHOCTh, Kak HpaBWJIO, CYLIECTBEHHO HE YyCyryOiseT TIeMOAMHAMUYECKue
paccrpoiictBa npu ['KMII, nostomy ucxoHo 6€CCUMITOMHbBIE U MAJIOCUMIITOMHBIE MAllUEHTKH
c¢ I'KMII nepeHocar OepemeHHOCTh Xopomio. OJHakKO y HEKOTOPBIX MAIMEHTOK
reMOJIMHAMUYECKUe M HelporymopaibHble (akTOpbl TECTAllMOHHOTO IEpHOAa MOTYT
IIPOBOLIMPOBATh pa3BuTUE HapynieHuii putma u XCH.

VY 6epemenHsbIx ¢ o06cTpykTHBHOU (hopmoit 'KMII crenens obctpykumuu BTJDK moxer
KaK yBeIMUYUTbCA (M3-3a 00bIYHOro aisi GepemeHHoctu yBenuueHus YO, UCC, Hebomblioro
cHikeHust AJl BcieAcTBHE CHIKEHHMsS 0OLIero mnepudepuyeckoro CONMpPOTUBIECHUS), TaK M
CHM3UTbCA (M3-3a HEOOJBIIOrO YBENWYEeHHs auactoinueckoro pasmepa JDK u yBenmuenus
muametpa BTJIXK) [3, 4, 428-430].

Pexomenaanum npyu nJaHUPOBAHUHN OepeMEHHOCTH
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. [Ipu nmanupoBannu OepemenHoctn U Hamumuun [KMII B cembe onxHOro u3
pOAMTENIEH PEKOMEHIOBAHA KOHCYJbTAallMs Bpada-T€HETHKa Ul OLICHKM pHUCKA Ieperadyu
3aboneBanus noromcty [29, 30, 174, 428-431].

EOK IC (YA45YYPC)

. [Ipu mnanupoBanmm OepemenHoctn namueHTKam ¢ [KMII u obGcrpykimeit
BbIHOCsIIEero Tpakra JOK ¢ HanmumeM CHHKONAIBHBIX COCTOSIHUH W/WIIH JKH3HEYIPOYKAIOIIUX
HapylIEHUH pUTMA PEKOMEHIOBAHO PELIMTh BOMNPOC O IIPEABAPUTEIBHON XHUPYPrUYECKOU
koppekiuu [’ KMII [3, 4, 366, 428, 432].

EOK IC (YA 5YVYP C)

J DKCTpaKkoprnopaibHOE OIJIOJOTBOPEHHE HE PEKOMEHI0BAHO (MPOTHBOIIOKA3aHO)
xeHmuHaM, y kKotopbix 'KMII ocnoxuamnace XCH, ®II, pecTpUKTHBHBIM THUIIOM HAIIOJIHEHUS
JIK, a Taxxke ¢ BeipaxenHo# runeprpodueii JIK [4, 428, 430-433].

EOK IC (YA 5YVYP C)

TaxkTuka Benenus 6epemennoctu npu 'KMII

o Ecmu 'KMII gunarsoctupoBaHa 10 OEpeMEHHOCTH WJIM B CpOKH 110 12 Henenb, a
Takxke Tnpu mnoao3peHun Ha [KMII, pexoMeHmoBaHa rocnuTaau3alus KEHIIMHBI B
KapAMOJOTHYECKOE OTHECJIEeHWE C 1EeNbl0 YTOYHEHMsS JHarHos3a, pelieHds Bompoca o
[IPOJIOHTHPOBAHKK OEPEMEHHOCTH H, B Cilydae He0OX0quMOCTH, jteuenus [3, 4, 30, 429, 432].

EOK IC (YA45YYPC)

. [Ipu 6epemennocTu manuentkam ¢ I'KMII crpatudukanmuio MaTepUHCKOTO prcKa
PEKOMEHJIOBAHO  IPOBOJUTb, HUCHONB3YyS MoAMPUIMPOBaHHYIO Kiaccudukanuioo BO3
MaTepUHCKOro pucka [3, 4, 429, 430-433].

EOK IC (YA 5 VYP C)

KomMmMmeHnTapumii: 6 udeane oyenka pucka 00axcHa nposooumscsi 00 3a4amuisl.

. VY mnaumentok ¢ I'KMII Tepanuio OGera-anpeHOOIOKATOPOM PpPEKOMEHOBAHO
MPOJIOJKUTh, €CJIM OHU MPUHUMAJIH UX J10 Oepemennoctu [3, 4, 366, 428, 432, 433].

EOK IIC (YA4 3 YYP B)

. Tepanuto OeTa-agpeHOOIOKATOPOM  PEKOMEHJIOBAHO HauyaThb OepeMEeHHOMH
xenuae ¢ ['KMII u cumnromamu o6ctpykimnu BTJDK unu Hapymenusmu putma cepaua [ 3, 4,
366, 428, 432, 433].

EOK IC (YA45YYPC)
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J I[Ipu Tepamuu Gera-aAPeHOOIOKATOPOM  PEKOMEHJIOBAHO  KOHTPOJIHMPOBATH
COCTOSIHME M TeMIT pocTa 1ioza [3, 4, 366, 428-433].

EOK IC (Y15 YYP C)

. bepemennsiv ¢ I'KMII npu pasButum DI peKOMEHIOBAHO IIPOBEICHHE
KapauoBepcui [3, 4, 428, 434].

EOK IIC (YAO 4 YYPC)

. bepemennsiv ¢ I'KMII u ®II pekoMmeHIOBaHAa aHTUKOAryJISHTHAas Tepanus
(BpIOOp mpemapara — renapuH HaTpus (HEQPAKIMOHWPOBAHHBIN MM HU3KOMOJEKYJISPHBIN)
win  BappapuH** — 3aBUCHUT OT cpoka OepemeHHocTH). Mcnonb3oBaHue naOurarpaHa

aTekcuaata** wim puBapokcabana**, wnm anmkcabana** He pexomenayercs [3, 4, 366, 428,
430, 432].

EOK IC (VI 5 YVP C)

. Tepamnuto BapdapuHoM™™* npu @I y 6epeMeHHBIX PEKOMEHIOBAaHO HAaYMHATDH CO 2
TpuMecTpa (B IEPBOM TPUMECTPE BO3MOXKEH TepaTOreHHbIN 3 (deKT) U 3aKOHUYUTH 3a 1 Mecsl A0
ponoB [3, 4, 428, 430, 432].

EOK IB (YJ15 YYP C)

KommenTapmii: pexomenoyemvie pesxcumvt anmuxoayiaumuou mepanuu npu I'KMII y
bepemennvix ¢ @I u onachocmu, ceazamnuvie ¢ mepanuel sapgapunom™**, npedcmasnenvl 6

mabnuye 4, Ipunoscenue A3.
. bomemuucTBY OepemenHbix ¢ ['KMII pexkomeHmoBaHO —MporpaMMupyeMoe
poIopaspelicHre Yepe3 eCTeCTBEHHbIE poIoBhIe myTH [3, 4, 428, 429, 430, 432].

EOK IC (Y15 YVP C)

KomMmenTapmii:

- Bpauebnas maxmuxa e6edenus OepemeHHOCMU U POOOPA3PEUleHUs. NPeOCmasileHd 6

Ipunoscenuu b 12

- Bwibop MmeouyuHcko2o yupedcOeHus O 6edeHusi OepeMeHHbIX U pooopaspeuleHus

npeocmasiet 6 Ilpunoscenuu b 13.

- Ocpanuuenusi 8 blOOpe Memo0o08 OUACHOCMUKU Y OepeMeHHbIX npedcmagiensvt 8 maobauye 11
12, Ilpunoscenue I'l.

- Ilpu 6edenuu bepemernHocmu 1 pooo8 uHmepecvl Mamepu 00IHCHbL OOMUHUPOBAMb.

66



- Boavuwuncmeo ocenwun ¢ Heocnodxcuennou I'KMII omuocamcs no moouguyuposannou
kraccugpuxayuu BO3 mamepunckoeo pucka x xnaccy I (BO3 ). Yacmov cumnmommvix
nayuenmox omuocumcss ¥ BO3 ll; onu Oondcuer nabriodamvcsa 6 cneyuanu3upo8aHubix
yupeosicoenusix (cm. Ipunoscenue b 13).

- Kenwunwr ¢ 'KMII, ocnoocnennou XCH u oucghynukyueti JDK (Ounamayuonnas cmaous unu
npucoeouneHue pecmpukmueno2o ghenomuna), omumocames k kuaccy |\ mamepuncxozo pucka, u
um bepemeHHOCmb NPOMUBONOKA3AHA.

- Ilpu swipasicennoti cumnmomuou oocmpykyuu BTIDK (makowce omuocamesn k kiaccy IV BO3)
OepeMeHHOCIb MOodHcem Cmams 803MONCHOU NOCTe NPeosapumenbHOU KOppeKyuu oOCmpyKyuu
BTJDK.

- Tepanuto bema-adpenobrokamopom (memonponon™*, pesepsnviti — Ouconponon™*)
oepemennvim ¢ I'KMII neobxooumo ocywecmensmos noo xoumporem HYCC u AN, m.k.
ypesmepHoe cHudxcenue AJ] modxcem npusecmu K YMEHbUEHUIO MAMOYHO-NIAYEHMAPHO2O
KDPOBOMOKA U 3A0epiicKe 6HYympuympoono2o passumus niooa [3, 4, 428].

- Konmpayenyus y socenwyun ¢ beccumnmommou unu marocumnmomuou I' KMII ne umeem xaxux-
aU60 ocobeHHocmell N0 CPABHEHUIO CO 300POBLIMIUL.

- Ecnu I'KMII ocnoscnunace XCH u @II, mo ciedyem ¢ 0CMOPOICHOCMbIO UCHONB308AMD
nepopanbHvle KOHMPAyenmuesbl U3-3a pucka mpomb6oambonuu. HIx ucnonvzosanue 803MONCHO

npu adeksammuou aumuxoa2yisumuou mepanuu [3, 4, 428-430].

4. MeauuuHCKAasi peaﬁnﬂnTaunﬂ, MCIUIHNHCKHE ITOKA3aHUA "

NMPOTUBONOKA3AHUA K IPUMECHCHUI0O METOA0B peaﬁn.ﬂnTauml
CrnenyayibHBIX peKOoMeHaanui 1mo peadbunutanuu narueHtoB ¢ ['KMII He cymiecTByer.
[locne Xupypruueckoro WM OSHIOBACKYJISPHOrOo BMemaTenbcTBa mnaruentam ¢ [KMII
MIPOBOJIATCS TAKHUE K€ peabUIUTAIIMIOHHBIE MEPOTIPHUATHS, KaK U MalUeHTaM C IpYroi cepedHo-

COCYHHCTOﬁ HaTOHOFHeﬁ, MEPCHCCIINM XUPYPIUUICCKHUE HUIJIN DHAOBACKYIIAPHBIC BMCIIATCIILCTBA.

5. llpodpunakTrka U AUCNaHCEPHOE HADJIIeHHe, MeIUIIUHCKHE MIOKA3AHUS H

NMPOTHBOMOKA3aHUA K NIPMMEHECHUIO METOA0B NMPOPUIAKTUKH
IIpopunakruku 'KMII kak 3a6oneBaHus He CyIIECTBYET.
IIpodunakruyeckue wmeponpustus y nangueHtoB ¢ [KMII 3axmowarores B
npo(UIIaKTHKE OCHOBHBIX OCIIOKHEHHH 3a00sieBaHUs, KOTOpble IpezcTaBieHbl B Tabmune 113,

[Tpunoxenne I'3.
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O6mue pexomeHmanuu 1Mo obpa3y xwu3Hu mnamuenty ¢ [KMII npencraBieHbl B
IIpunoxxenuu B.

Jlucnancepnoe naonrwoenue nayuenmoe ¢ '’KMII

[MarmenTer ¢ KMII HyXpmamTcs B TOXWU3HEHHOM HAOMIOACHUM IS BBISBICHHS
M3MEHEHUI B CUMIITOMATUKE U IPEIYIPEKICHUS OCTIOKHEHUI.

Ha HawanpHOM 3Tame MeIMKAaMEHTO3HOTO JIEUEHHs IUIAHOBbIE IOBTOPHBIE BU3HUTHI K
Bpauy JKeJIaTeIbHO MPOBOIUTH uepes 6, 9, 12 mecsiieB (mpu HEOOXOIUMOCTH Yallle) I OL[CHKH
MEPEeHOCUMOCTH, 3((HEKTUBHOCTU U 0€30IaCHOCTH JIEUEHUS, a TaKXKe KOHTPOJIS BBINOJHEHUS
BpaueOHbIX pexomeHnanui. [Ipu HemocTtaTOuHON 3(D(PEKTUBHOCTH M IUIOXON MEPEHOCUMOCTHU
MPOBOJMMOIO  MEIMKaMEHTO3HOTO JIEYEHMs] PpPEKOMEHJOBaHa 3aMEHa  HCIOJIb3YyeMOro

JICKApCTBCHHOTO IMperiapara € nNoCJICAYIOIIMM KOHTPOJIEM IMPOBOJUMOTO JICYCHH.

e Bcem mammentam ¢ ['KMII, Bkimtouas HoOcHWTeNneld NATOJOTHYECKUX MyTamuil 0e3
(heHOTUTIMYECKUX TPOSBJICHUA OOJIE3HHM W TMAIMEHTOB C OECCHMNTOMHBIM TEYCHUEM
3a00J7€BaHMs, PEKOMEHJIOBAHO JAWHAMHYECKOE HaOMI0/IeHHe, B X0J€ KOTOPOTO
OIIEHUBACTCA XapakTep MW BBIPAKCHHOCTh KIMHUYECKUX, MOp(]oJornueckux u
reMOJIMHAMUYCCKUX HapyIIeHUH W omnpenensercs gedeOnas crparerus [3, 4, 116, 145,
146, 332, 356, 358].

EOK IB (Y15 YYP C)

. VY KIMHUYECKU CTaOWJIBHBIX MAIMEHTOB peKOMEHIytoTCs moBTopHbIe TT-DXOKI
kaxasie 1-2 rona [3, 4, 116, 145, 146, 178, 184, 200, 216, 356, 332, 358, 435].

EOK IC (Y15 YYP C)

Koncencyc s3xcneproB EACVI 2015

° [ToBropHbie DXOKI -uccinenoBanus pexomenayrorcs mnauueHtram ¢ ['KMII ¢

HU3MCHCHUSMU B KIIMHUYCCKOM CTAaTyCC€ WM TMOSABJICHUCM HOBBIX CEPACHYHO-COCYAUCTBIX

nposiienuii [3, 4, 116, 145, 146, 178, 184, 200, 356, 332, 358, 435].

EOK IB (YAA5YYPC)

. 48-yacooe  XMDOKI' pekomenayercs kKaxiasle 12-24 wecana KIMHUYECKU
CTaOMJIBHBIM TMallMeHTaM, Kaxzable 6—12 — MecsleB MalMeHTaM C CHHYCOBBIM PUTMOM U

pazmepom JIIT >45 MM unu npu NOSIBJICHUH HOBBIX Kajlo0 Ha cepaueOuenus [3, 4, 112, 181, 184,

314, 421].
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EOK IC (Y15 YYP C)

. PexomennoBaHO  paccMOTpeTh  BO3MOXKHOCTH  IPOBEACHHS  Harpy304HOTO
TECTUPOBAHUS Kaxable 2—3 roja JUisl KIMHUYCCKH CTAOMIBHBIX MAIMEHTOB W KaXKIBIA TOJ —

IpH TIporpeccupoBanuu cumntoMoB [3, 4, 209, 216, 269].

EOK 11bC (YL 5, YYP C)

. PexoMeHI0BaHO paccMOTPETh BO3MOXKHOCTH npoBeaeHuss MPT cepana kaxasie S
JET JId KIMHHUYCECKHU CTAaOMJILHBIX INaIMUEHTOB MW KaXJbIC 2-3 roga — IIaqueHTaM C

nporpeccupoBanuem 3abosesanus [4, 216, 237].

EOK I1bC (YA 5 YYP C)
Koncencyc 3xcneproB EACVI 2015

o Ilonnoe o6caemoBanme, Brmouaromee OKIT u TT-DXOKIT u XMOKIT,

pekomeHyeTcs B TeueHue 1-3 mecsneB u 6—12 mecsueB nocie nposeaeHus penykuuun MIOKII

[4].

EOK (Y 5 VVP C)

KoMmMmeHnTapuii: neomvemnemoti uacmoio mMeponpusmutl npu ie4eHuu U OUHAMUYECKOM
Habarooenuu 3a nayuenmamu ¢ I'KMII Oondxcno 6vimeb nosviuienue ux 00pazos8amenbHO2O
yposus. Ecnu oaoice epau paspabomaem onmumanvHyo HpocpaMMy JleueHus: Ol Kadcoo20
KOHKPEemHO020 NAyueHma, npogecmu ee 8 JiCU3Hb Oy0em 8ecbMd CLONCHO NPU HAIUYUU HUKOU
Momusayuu K neyeHuro. Bce npumernsemvie Memoosl neuenus u npohuiaKxmuxu O0IHCHbl OblMb
06cydcoenvl U coenacoganvl ¢ nayuenmom. Ilpu ewvibope pedicuma HazHaueHus npenapama
HeobXo0uMo yuumeleams 00pa3s dHcu3Hu nayuenma. Bce pexomenoayuu, dasaemvie nayueHmy,

00J1ICHbL ObIMb ACHbIMU, YeMKUMU U COOMBEMCMB0BANTb €20 UHMEJIEKMYAJIbHOM) YPOBHIO.

s Hekomopwbix nAYUEHMO8, KOMOPbIM YCMHLIX DPEKOMEHOAYUll He0OCmAamoyHo,
cledyem paccmMompems B803MONCHOCHb NPOoOYOIUposams UX 6 NUCbMEHHOM 8ude 0
obecneueHuss OCO3ZHAHHO2O YHACMUSL NAYUEHMA 8 1eYeOHO-NPOPUIAKMULECKOM npoyecce U

nosviutenus sppexmuenocmu aevenus [3, 4].
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6. Opranuzaumus oxka3aHusi MeJIUIUHCKON MOMOIIHN

e [lanmieHTaM ¢ HEOUYEBUIAHBIM JUATHO30M, TSHKEIBIMA CUMIITOMAMHF HJIH TTOBBIIICHHBIM
PHUCKOM CBSI3aHHBIX C 3200JI€BaHUEM OCIIOKHEHHI PEKOMEH IyeTCsl 00CIeI0BaHIE U
JICYCHHE Y CIEIUATUCTOB MYJIbTUIUCIUILIMHAPHON KOMaH/IbI, SKCIIEPTOB B BEICHUU
I'KMII [3, 4, 436].

EOK IIbC (YYP C, Y/ 5)

e He3aBucuMo OT BBIPAKEHHOCTH CUMIITOMOB PEKOMEHIYeTCsl PEryIsipHOe 00CeI0BaHKe
MAIUEHTOB U, IPU BO3MOYKHOCTH, POJICTBEHHUKOB IEPBOi cTereHu poacTsa [ 3, 4, 11, 27,
116, 145, 146, 178, 184, 200, 332, 356, 43].

EOK IC (YO4 4 YYPC)

e PexomennoBaHo Bo Beex ciaydasx ['KMII knuaunycram mianupoBats o0cie0BaHuE U
JIeYeHHE MAIMEHTOB B IEHTPAX C MYJbTUAUCIMILUIMHAPHON KOMaH/I01 CIIeHaIiCTOB, C
OTILITOM JTHArHOCTUKH M JICUeHUs 3a00eBanuii Muokapaa [3, 4, 436].

EOK Il1aC (Y15 VYP C)

Iloka3aHus K MUIIAHOBOW rOCMUTAIN3ANMU B MEJUIIUHCKYIO OPTraHU3ALMIO

1) VYrounenue npuunnsl ['JIK HescHOro renesa u HEOOXOAMMOCTD B CIICIMATIBHBIX METOAAX
uccnenaoanus (uckimouenue penoxormii ['KMIT).

2) Hcnonb3oBaHMEe AMATHOCTHYECKUX MPOIEAYpP, MPOBEACHHE KOTOPHIX HEBO3MOYKHO HIIH
HenenecooOpa3Ho B YCIOBUSX MOTUKIMHUKH.

3) TpymHOoCTH B MOAOOPE MEIMKAMEHTO3HON Tepamnuu Ui KOPPEKIMH CHHAPOMOB (HM3-3a
coueranuss mnartosoruii ['KMII/OI'KMIT + AI, TKMII + CJI 2 Ttuna, cuHIpoM
CTCHOKAP/IHH).

4) Hasnauenue Oera-aapeHOOIOKATOPOB, BepanmaMmia**: X KOMOUHAIMH PEKOMEHIYCeTCS
HAYMHATh B YCJIOBMSIX CTallMOHapa C MajblX J03, MPOBOIAWTH TUTPOBAHUE [0
MaKCUMaJbHO MEPEHOCUMBIX /103 MO KOHTpojeM camouyBcTBuUs U OKI'.

5) PedpaktepHOCTh K MPOBOJAMMON B MOJHOM OObeMe (apMaKOTEpaliiid U HaTUYHe

nokasanuit Kk CMO/PMD, CAA, DKC.

IToka3aHus K SJKCTPEHHON I OCIUTAJIU3ALUYN B MEIUIMHCKYI0 OPraHU3alHI0
1) IIporpeccus XCH, TpeOyrorias HHTEHCUBHON TEPAIIHH.

2) OTeK JIerKux.
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3) UncynbT.

4) OmacHble IS KU3HH HApYIICHHS CEpACYHOTO PUTMA W TPOBOJUMOCTH, TPEOYIOIIUE
MHTEHCUBHOW Tepalluu.

5) CuHKOMaIbHBIC COCTOSHHSL.

6) OKC.

7) Tlpenotepamiennas BCC.

IMoka3aHusi K BHINUCKE NMANMEHTA U3 MeTUIMHCKON OpraHu3aumnu

1) Tlpu miaHOBO# TOCHUTAIM3alMK TOKa3aHHeM K Bbimucke manuenta ¢ ['KMIT sBnsercs
YIIY4IIeHUE KIUHUYECKOW CHMIITOMAaTUKH Ha (OHE MPOBOAUMON dapMaKOoTEparuH,
ummantaimn - UKA***,  DKC***/[IDKC***, s110BacKyISIpHOTO/XUPYPIHIECKOTO
nedenus (CMO/PMD, CAA)

2) Tlpu OSKCTpeHHOW TOCHHMTATU3AIlMK TOKa3aHWeM K Bbimucke manmenta ¢ [KMII
SBJISICTCS] KOPPEKIMsl HApYIICHUH pUTMAa W MPOBOJUMOCTH, B TOM 4HCIE (haTaabHBIX,
OTCYTCTBHE OCJIO)KHEHHI TPEOYIONINX, MHTEHCUBHOM Tepanuu U crabunuzarus XCH.

3) Hopwmanuzamnus mokasateneii (1ienessie ypoBHH AJl, TIUKEMHUH, JMIHIOTPAMMBI) IIPH,
cootBercTBeHHO Al', C/] Tvin 1 Winu IO 2, TUCIUNIUIEMUH, €CJIA YXYAILICHUE B TCUCHUE
9TUX 3a00J€BaHM  SBWJIOCH OCHOBAaHMEM JUIA  IJJAHOBOM WM  OKCTPEHHOU
rocnuTaym3anuu nanueHToB ¢ ['KMII B couerannn ¢ KOMOpOMIHON TATOJIOTHEH

4) Tlpu cuHApPOME CTEHOKApAWHU IOKa3aHWeM JuIsd Bhimucku nammenTa ¢ TKMII sBisercs
JTOCTIOKeHHE cTabunusanuu cocrosinusa nanuenta ¢ ['KMII Ha done dpapmakoTepanuu,
SHJOBACKYJSIPHOTO / XUpyprudeckoro jgeuenus (AKII)

5) VcranoBnenwe guarHo3a (enoxkonmit ['KMII, BbIIUCKa/lEpeBO] MMAallMCHTA B
CHEIMaTU3UPOBAHHBIE OTHEICHUS ISl 3THONATOTCHETHYECKOTO JICUCHUs (HarpuMmep, B
reMaToJIOTHYECKOE OT/ACICHUE npu AL-amuionose c W30JIUPOBAHHBIM/

NMPpEUMYLICCTBECHHBIM IMOPAKCHHUEM cepz[ua)

Hub1e OPraHU3allMOHHbLIC TEXHOJOIHH

Ienecoobpa3Ho co31aHue TepPUTOPUATBHBIX perucTpoB nanueHToB ¢ 'KMIIL.
ITpu ananuze pa6otel JIIIY ¢ nanmentamu ¢ I'KMII nenecooOpa3HO OLEHMBATH CIEAyHOIINE
IOKa3aTesu:

- cootHomenne 'KMII u ¢enoxonuit 'KMII, stronoruyeckuii crnekrp ¢peHOKOmUn

I'KMIT,
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- COOTHOIICHHE OOCTPYKTUBHBIX U HEOOCTPYKTUBHBIX (popm ['KMII;

COOTHOILIEHUE CEMEHHBIX U CIIOPAANYECKUX CydaeB 3a00JIeBaHUS,

- 4aCTOTY TOCNUTaIu3anuii B cBsi3u ¢ nporpeccupoBanneM XCH, ®II, OKC, ciyuan
BCC;

- norpebHocts B OKI', OXOKI, MPT, KT, xoponaporpaguu i BBIIOJHEHUS
PEKOMEHIAalUi 0 JUHAMUYECKOMY HAONIOJACHHUIO W OO0CJIEeNOBAaHUIO MpoOaHIa U
POJICTBEHHUKOB MAI[IEHTOB MEPBOM JIMHUU POJICTBA,;

- cmeptHOCTH (%), ocnoxkaenus (%) 3a rof, 3 rona, 5 ner;

- 4acToTy BbIsBI€HHUS (AKTOpPOB  Kapauomerabonmdeckoro pucka (AT,
TUCIUIIUAEMHUs, O)KupeHne/n30bTounbiii Bec, CJ1 1 u 2 Thna) B pa3HbIX BO3PACTHBIX
rpynnax ['KMII;

- pe3yapTaThl MOHHMTOPHPOBAHHS TMOTEHIMAIBLHO MOAUDUIHPYEMBIX (QAKTOPOB:
anTponomerpuueckux naHHeix (MMT, OT), nokxazateneit nunuaHoro mnpogus,

YpOBHS INIMKEMHH) B Pa3HbIX BO3PACTHBIX IPYIIax MallMeHTOB.

6. JlononnurteabHass nHpopManus (B TOM 4ucie GakTopbl, BIUSIOIINE HA

HUCXO0/1 3a00/1eBaHMSI MJIH COCTOSIHHS)

Hpyrumu BaxkabiMu 1essMu nipu Jieuennn ['KMIT sBasiroTcs:

- KOppeKlUMsl BCeX MOTEHIHAIbHO MOAUPUIHMPYEMBbIX (PaKTOpPOB pHUCKa (KypeHHe,

JAUCIIUIIUACMUSA, TUIICPITIMKECMUS, omeeHHe);

- JICYCHHUEC COIIYTCTBYIOIIUX 3a00J€BaHMil B COOTBETCTBHUEC C HallMOHAJIbHBIMH

kanHrYeckuMu pekomenaamusamu (UBC, AT', CI, XBIT).

Kpurepun oneHkH KayecTBa MEAMIMHCKON IOMOIIH

Kpurepunii kayecTBa EOK YOO | YYP | da\uer
Kaace n
YPOBEHb
Brmmomaens: OKI' u TT-DXOKT IB 1 B Ja/Hert
Bemmonneno MPT cepana ¢ KoHTpacTUpOBaHUEM IC 5 C Ha/Her
w KT cepania ¢ KOHTpacCTUPOBaHUEM NPU
HAIMYUM MEIUIUHCKHUX MOKa3aHUuH U Ipu
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OTCYTCTBHUHM IIPOTUBONIOKA3aHUM. B ciydae
OTCYTCTBHSI BO3MOKHOCTH BBIIIOJTHEHUS ITUX
METOJI0B UCCIIEIOBAHUS B MEIUIIMHCKOM
yYUpeXKACHHE MALlUEHT HAIIPaBJICH B
CIELUAIU3UPOBAHHBIN KapAUOJIOTHYECKUI LIEHTP

JJIs BBIIIOJTHEHUA JAHHBIX I/ICCJ'ICIIOBaHI/If/'I.

Brimomaeno XMOKT

1B

Ja/Her

BrITioIHEHBI aHATU3BI;

KJIIMHWUYECKUI aHaIN3 KPOBU U OOLITUI aHATN3
MOYH, OMOXUMHUYECKUN aHaN3 KPOBU (BKITIOYAs
XOJIECTEpPUH, TPUTIUICPUIbI, Kanuil, Hatpuid, ACT,
AJIT, MoueBHHY, KpeaTUHUH, OUIUPYOUH,

TJTIOKO3Y)

IC

Ja/Het

[TpoBenena cTpaTuuKaIKs PUCKa y MAIIMEHTOB C
I'KMII co cpenanm u Hu3kum puckom BCC, a
take y nanueHToB ¢ OI'KMII, nepenecmmx
CMD/PMD (amepukaHCKasi MOJIETB).

Omnpenenensl nokazanus kK UKI*** B 3aBucumoctu
OT MEIMIIMHCKUX TIOKA3aHWH U MPU OTCYTCTBUU

MCIULMHCKUX HpOTI/IBOHOKaSaHI/Iﬁ

Ja/Het

[IpoBenena crparudukanms pucka y HalueHToB ¢
I'KMITI u BeicokuMm puckom BCC, a Takxke y
nanuentoB ¢ OI'KMII, nepenecmx CAA
(eBpomeiickas moensb, mkaita HCM Risk-SCD).
Omnpenenensl nokazanus k UKJ[*** B 3aBucumoctu
OT MEUIIMHCKUX MMOKA3aHUN U MPU OTCYTCTBUU

MCAHMIIMHCKHUX HpOTI/IBOHOKaBaHI/Iﬁ

Ja/Het

[IpoBenena Tepamnus 6era- aApeHOOIOKATOPOM,
W/unm 6JI0KaTOpaMH «MEAJICHHBIX)» KaTbIIUEBbIX
kaHanoB, u/unu AK® uHruéuropamu, u/uiam
O6mokaTopaMu pertentTopoB anruorensuna ll, u/umm
IUypeTUKaMHu (B peKUMe MOHOTEpAIH WU B
pexruMe KOMOMHUPOBAHHOW Tepanuu) B

3aBHUCUMOCTH OT MEIUIIMHCKUX IMOKa3aHUH U npu

Ja/Her

73




OTCYTCTBUU MCIUINHCKUX HpOTHBOHOK%aHI/Iﬁ

[IpoBenena crparudukarus marepunckoro pucka | IC 5 C Ha/Her
oepemenHoit nmanuentku ¢ ['KMII, ¢
HCII0JIb30BAHNEM MOIU(DULIPOBAHHON

knaccuukanun BO3 mareprHCKOTO prcKa

[Tarment ¢ I'KMII HaxoauTcs noa AUCIIaHCEPHBIM IB Ja/Her

HAOIIOIEHUEM B ITOJIMKIIMHAKE
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[Tpunoxenne Al. CoctaB paboueil rpynmsl o pazpaboTKe U NEPECMOTPY

KIIMHUYECKUX PEKOMEHIALINI

IIpe3unanym padoyeii rpynmnsl

1. lNabpycenko C.A.
2. IN'ynkosa A.4L.
3. Ko3sunonosa H.A.

Jpyrue wieHbl padoueil rpynnbl

AnekcannpoBa C.A.
bepcenera M.1.
l'opnees MLJIL
Jzememkeuy C.JI.
3aknaspmuHckas E.B.
Kamtynosa B.1O.
Kocrapesa A.A.
Kpyrukos A.H.
Manenkos JI.A.
Hosuxosa T.H.
CaugoBa M.A.
CanaxoeB M.K.
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Crykanosa O.B.

Unenbt Paboueil rpymnmbl MOATBEPAMIA OTCYTCTBHE (DHHAHCOBOW MOIICPKKH /[
KoH(puKTa HHTEpecoB. B ciydae coolmieHuss 0 HaIM4YUKM KOH(MIMKTA HHTEPECOB UiieH(bI)
pabouyeil rpymnmnbel ObUI(M) UCKIIOYEH(bI) M3 OOCYXICHHUS pPa3felioB, CBA3AHHBIX C OO0JACTBHIO

KOH(IUKTa UHTEPECOB.
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[Tpunoxenue A2. Meronosnorus pa3padOTK1 KIMHUYECKUX PEKOMEHJalui

BcenencrBue Toro, 4to uieHbl POCCHHCKOTO KapIuMOJIOTUYECKOTO OOINEeCTBa BXOAST B
coctaB EBpormeiickoro o0mecTBa KapAuOJOrOB U TakKKe SBISIOTCS €ro 4jeHaMHu, BCE
pexomenaauuu EBpomneiickoro oOmiectBa kapauonoros (EOK) ¢opmupyrorcs ¢ yuyactuem
POCCUICKHX KCIEPTOB, KOTOPBIE SABIISIOTCS COABTOPAMHU €BPOIEHCKUX peKoMeHAaui. Takum
obOpa3om, cymectBytone pekoMeHganuun EOK orpaxkamr o0mee MHEHHE BEAYIIHX
POCCHIMCKHX M €BpONEHCKUX Kapaunosioros. B cBs3u ¢ atum ¢opmupoBanrne HarmoHanmpHBIX
pEeKOMEHIalMi TPOBOAMWIOCH Ha ocHoBe pexomenmanuii EOK, c¢ ydetom HanmoHampHOM
cnenuuky, OCOOCHHOCTEW  O0OCIeOBaHUS, JICUCHUS, YYUTHIBAIOIMIME  JOCTYITHOCTH
MEIMUIMHCKON nmoMoiu. 1o 3Toil mpuurHe B TEKCTE HACTOSAIIMX KIMHUYECKUX PEKOMEHIAIUMI,
OJITHOBPEMEHHO HCIIOJIb30BAaHbI JIBE IIKAJIbl OIEHKH JOCTOBEPHOCTH JI0KA3aTEIbCTB TE3HCOB
peKOMeHIanuii: ypoBHU AocTtoBepHOCTH aokazatenbcTB EOK ¢ YVP u V]IJI. HoGaBieHbr
kiaccel pekomernanuii EOK, mo3Bosstonue oneHnTh HEOOXOIMMOCTh BBITIOJHEHUS Te3Hca
pexomermanmii (Tabmumes! 1, 2, 3, 4).

[IpencraBnennsie Pexomenaanuu pa3paboTaHbl Ha OCHOBE Poccuiickux pekomeHaarui
M0 JIMarHOCTHKE U JICUYEHUI0 TunepTpodudeckor kapauomuornarun 2016 roma, peKoOMeHaamii
10 JUArHOCTHKE W JICYCHHUIO THIEepTpoduueckoil kapauomuonaTuu EBporeiickoro oomecTa
kapauosioroB 2014 roga, co3maHHBIX HA OCHOBE MHOTOJIETHETO OIBITa M OOJIBIIIOTO KOJIMYECTBA
KCCIICIOBAaHUM MO Pa3IMYHBbIM acriektaM auarHoctuku u jiedenust ' KMII. B Pexomennanusix
W3JI0KEHbl OCHOBHBIE ACIEKTHI MMATOr€HE3a, KIMHUYECKOTO TE€YEHUs, METOJbl TUATHOCTUKU U
NpUHIUIBL JiedeHuss marueHToB ¢ ['KMII ¢ yderoM WMHIWBHIYyaJIBHBIX OCOOEHHOCTEH

IIannucHTa.

ge.neBaﬂ AVAUTOPUSA JTAHHLIX KIMHHYECCKUX [!EKOMEHg!a!!Hﬁ:

Bpau-kapauomnor

Bpau-TepaneBt

Bpau oOmieii npakTuku

Bpau cepreyno-cocyaucTsii Xupypr

Bpau ¢pyHKIMOHATBEHON AUAarHOCTUKH

o gk~ w N PF

Bpau ny4eBoi JMarHoCTUKHU
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Tao6auna 1.111kana oreHKH ypoBHEH q0ocTOBepHOCTH JoKazarenbets (Y1) ans MetonoB

JIMAarHOCTUKH (JIMarHOCTUYECKUX BMEIIATEIIHCTB)

YA Pacuugposka

1 Cucrematndeckue 0030pbI MCCIEAOBAHUNA C KOHTPOJEM pedepeHCHBIM METOJIOM WIIH
CUCTEeMAaTU4YeCKui 0030p paHIOMU3UPOBAHHBIX KIMHUYECKUX HCCIEAOBaHUM ¢
INPUMCHCHUCM MCTa-aHalln3a

2 OTtnenbHBIE MCCIEAOBAHUSA C KOHTPOJEM pPEPEPEHCHBIM METOAOM WM OT/AEIbHbIE
PaHJIOMHU3UPOBAHHbIE KJIMHUYECKUE MCCIEA0BAHUS M CHUCTEMaTH4YEeCKHE 0030pbl
HCCIEeI0OBAaHUM JII000T0 Tu3aiiHa, 3a UCKIIOYEHUEM PaHAOMU3UPOBAHHBIX KIMHUYECKUX
HCCIIEeIOBaHUM, C IPUMEHEHNEM MeTa-aHalu3a

3 HccnenoBanuss 0e3 MOCIENIOBATEIbHOTO KOHTPOJS pPEPEPEHCHBIM METOAOM WU
UCCIEIOBaHUSl € pe(epeHCHbBIM METOJOM, HE SBJSIONIMMCS HE3aBUCHMBIM  OT
HCCIIEyeMOr0 METOJla WM HEPaHJOMM3UPOBAHHBIE CPABHUTEIbHBIE HCCIIEIOBAHUS, B
TOM YHCJIe KOTOPTHBIE UCCIIEA0BAHUS

4 HeCpaBHI/ITeJ'IBHble HCCIICO0BaHMs, OITMCAHNUE KIIMHUYCCKOTO CiIydasd

5 Nwmeercs nuis 000CHOBaHME MeXaHU3Ma JEMCTBHS UM MHEHHE HKCIIEPTOB

Ta6auna 2.111kana oleHKH ypOBHEH JOCTOBEPHOCTH J0Ka3atenbeTB (Y 1 J1)uiss MmeTonoB
npodUIAKTUKH, JICYCHUS U peadbunuTanud (MpoPUIaKTHIECKUX, JTeUeOHBIX, PeaOMIUTAIIMOHHBIX

BMeIIIATEIbCTB)

Y1 Pacumdposka

1 | Cucremarnuecknii 0030p PKU ¢ npuMenennem mera-aHaimsa

2 Otnenpapie PKU u cucremarnueckne 0030pbl MCCIIENOBaHHWMA J0OOOTO 1W3aiiHa, 3a
uckimoueHnem PKU, ¢ npumenennem mera-aHanmnsa

w

HepaHI[OMI/I?)I/IpOBaHHI)IC CPaBHUTECJIbHBIC UCCIICAOBAHN, B T.4. KOTOPTHBIC UCCIICAOBaHMA

4 HeCpaBHI/ITCJ'IBHBIC HCCIICA0BAaHNs, OIMMMCAHUEC KIIMHHUYCCKOI'O Ciydasa HJIW CEpHUH CIydacB,
ucciacago0BaHUA «CJ'Iy‘I&fI-KOHTpOJ'IB»

5 Hmeerca nuimb 00OCHOBaHHME MeEXaHH3Ma ,Z[eﬁCTBPIﬂ BMEIIATCJILCTBA (I[OKJ'II/IHI/I‘ICCKI/IG
I/ICCJ'ICI[OBaHI/ISI) NI MHCHUC DKCIICPTOB

Taommua 3. Illkama oreHkH ypoBHeW yOeauTenbHOCTH pekomenmaiuit (YYP) mis
METOJIOB TMPOQPUIAKTUKK, JAHUATHOCTUKH, JICUCHHUS U peadwmmtanu (TIpoHuIakTHIeCKuX,

JNAarHoCTH4YCCKHX, J'IC‘IC6HLIX, pea6I/IHI/ITaHI/IOHHLIX BMCI_HaTeJ'IBCTB)

YYP Pacuugposka

A CunbHas pekoMmMeHaanus (Bce paccMaTpuBaemble KpuTepuu 3(dekTuBHOCTH
(Mcxopl) SIBISIOTCS BaXKHBIMH, BCE MCCIEIOBAHUS MMEIOT BBICOKOE WU
YIOBJIETBOPUTEIBHOE  METOAOJIOIMYECKOE  KauecTBO, WX  BBIBOABI IO
MHTEPECYIOIINUM UCX0JIaM SIBJISIIOTCS] COTJIACOBAaHHBIMMU )

B VYcnoBHas pekoMeHaanus (He Bce paccMarpuBaeMble Kputepuu 3¢(dekTuBHOCTH
(McxXopl) SBIAIOTCS BaXKHBIMHM, HE BCE HCCIIEOBAHHUS HMMEIOT BBICOKOE HIIU
YIOBJIETBOPUTEIBHOE METOJIOJIOTHYECKOE KAauecTBO W/MIM HX BBIBOJBI IO
MHTEPECYIOIIHUM UCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMU)
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C Cnabast pexkoMeHaanus (OTCYTCTBUE JOKA3aTEIbCTB HAJICKAIIETO KadecTBa (BCe
paccMmarpuBaeMble KpUTEpUU dIPPEKTUBHOCTH (HUCXOMbI) SBISIOTCS HEBAKHBIMU,
BCE MCCJICJIOBAaHUS UMEIOT HU3KOE METOJIOJIOTHYECKOE KaUueCTBO U UX BBIBOJIBI 110
HHTCPCCYIOIINM HMCXOAaM HC SBJIAIOTCSA COI‘JIaCOBaHHBIMI/I)

Iopsiiok 00HOBIEHNS KINHUYECKHX PEKOMEH AN,

Mexanusm  OOHOBJIGHHMSI ~ KJIMHUYECKUX  PEKOMEHJALUWA  MpeIycMaTpuBaeT  UX
CHUCTEMATHUYECKYIO aKTyaJIM3aIMI0 — HE PEKEe YeM OJIMH pa3 B TPU Iojia, a TAaKXKe MPH MOSBICHUN
HOBBIX JAHHBIX C TMO3WIIMU JOKA3aTeIbHOW MEIUIIMHBI 10 BOMPOCAM JUATHOCTHKHU, JICUCHUS,
npodUIAKTUKKM W peadWIUTallMi KOHKPETHBIX 3a00JieBaHMM, HaIUYMUd O0OOCHOBAHHBIX

JIOTIOJTHEHUI/3aMeuanuil Kk panee yrBepk1€HHBIM KP, HO He ydamie 1 pa3a B 6 mecsies.
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IIpunoxenne A3. CripaBoYHbBIE MaTe€pUabl, BKIIOYAsi COOTBETCTBUE IMOKa3aHUM K
MPUMEHEHUIO U TPOTHUBOIIOKA3aHUM, CIOCOOOB MPUMEHEHHUS U 103 JIEKaPCTBEHHBIX

IIpernapaToB, HHCTPYKIUU 10 IPUMEHEHHUIO JICKapPCTBEHHOI'O IIpenapara

1. TIpuka3 Munucrepctsa 3apaBooxpanenus Poccuiickoit @enepanuu ot 15 HosiOpst 2012 .
Ne 918n «O0 yrBepxkaenuu [lopsaka okazaHus MEIUIIMHCKOW TOMOIIH OOJILHBIM C
CepACYHO-COCYUCTHIMH 3a00JICBAaHUSMI)

2. CranmapT MEIUITUHCKOHN TTOMOIIN OOJHHBIM C OOCTPYKTHBHOU TUIEPTPOOUUISCKOM, Ipyroit
runeprpoduueckoit kapauomuonatueit. MUUHUCTEPCTBO 3/IPABOOXPAHEHU A 1
COLIMAJIBHOI'O PA3BUTUS POCCUNICKOM ®EIEPAIIAH ot 24 mast 2006 rona Ne
380. O6 yTBepKI€HUH CTaHAapTa MEAUIIUHCKON TOMOIIX OOJILHBIM C OOCTPYKTUBHOM
runeprpoduueckoil, Ipyroi runeprpopuueckoit kapauomuonarueit. URL:
http://docs.cntd.ru/document/901984540

3. Tpuxa3z MunucrepctBa 3npaBooxpanenus Poccuiickoit @enepanuu ot 15 utomst 2016 1. Ne
520 «O0 yTBEp)KIEHNN KPUTEPUEB OIEHKH KAa4eCTBA MEIUITUHCKON TTOMOIIM»

4. Tlpuka3z MunucrepcTBa 3apaBooxpaneHust Poccutickoit @enepanmu ot 15 uronst 2016 r. Ne
520H «O0 yTBEp)KIEHUH KPUTEPUEB OLICHKH KaYECTBA METUITMHCKOU TOMOIIIH))

5. 4. Ilpuka3z MunucrepcTBa 3apaBooxpanenus Poccutickoit @enepamuu ot 28.02.2019 Ne
1031 «O0 yTBEp)KICHUH MOPSIKA U CPOKOB Pa3pabOTKH KIMHHYECKUX PEKOMEH AN, UX
nepecMoTpa, TUOBON (OPMBbI KIMHUYECKUX PEKOMEHIAINI 1 TpeOOBaHUN K UX
CTPYKTYpE, COCTaBY U HAy4YHOU 0OOCHOBAaHHOCTHU BKJIIOYA€MOM B KIIMHUYECKHE

pexkoMmenpanuu nHpopManumn» (3apeructpuponan 08.05.2019 Ne 54588)

Tab6auua 1/A3. IlpaBuia u ocodeHHOCTH Ha3HaAYeHHs OeTa-aapeHoba0kaTopoB npu 'KMII

Bbera-agpenobnokaTopsl octaioTrcs Hanbosiee 3(hPEKTUBHON TPYIION JIEKApCTBEHHBIX CPEICTB,
npuMmeHseMbIx B ieueHnun ['KMII.

B cBsi3u ¢ Ooubliell KOMIUIAGHTHOCTBIO y MAlMCHTOB PEKOMEHIYETCS OTIaBaTh MPEANOYTCHUE
CEJICKTHBHBIM  0€Ta-apeHO0IOKaTOpaM  HPOJOHIMPOBAHHOTO  JICWCTBUS, B  YAaCTHOCTH,
Ouconposoay**, MeTonpoaomy**.

Jlo3y Gera-anpeHobia0kaTopa peKoMeHayeTcss TuTpoBath 10 poctumxenuss YCC 55-65 B MuHyTy
1o KOHTposeM AJl ¥ cCHMIITOMOB.

Crnenyer NHOMHUTb O JPYTHX M3BECTHBIX NOOOYHBIX JddekTax OeTa-aIpeH0OI0KaTOPOB!
HapyleHHe MPOBOJUMOCTH BIUIOTH JI0 MOJHOM AB-0610kanel, OpoHXOCHa3M, Ba30KOHCTPUKIUS
nepudepuyeckux COCyJ10B, HapyIIEHUE TOJEPAHTHOCTH K TIIIOKO3€, SPEKTHIIbHAs AUCHYHKUIUS U

IpYTUX.

Bricokue n03p1 00b4HO XOpomio mepeHocsTes. [Tobounsie 3pdexTsl (3kamo0bl B OCHOBHOM Ha
yCTajoCTh) JIOJDKHBI OBITH TIIATENBHO HWCCIEAOBAaHBL, YTOOBI OIEHUTh ONTHMAILHYIO
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HHAUBUAYAJIBbHYIO OO3Y JJII KOHKPCTHOI'O IMMAallMCHTA.

Taoauna 2/A3. IIpaBuiia u 0cO0eHHOCTH Ha3HAYeHUs Bepanamuiaa** nmpu I'KMII

Haznauenue Bepanamuna™* pekoMeHAyeTCsl HAUMHATh B YCIOBMSX CTallMOHApa C MaJbIX 103 —
20-40 mr 3 pa3a B JEHb C MOCTENEHHBIM HMX MOBBIIICHUEM IPH XOPOIIEH MEPEHOCHMOCTH [0

CHMDKEHHUSI YaCTOThI CEPJICYHBIX COKpAILEHNH B IIOKOE 10 55—65 B MUHYTY

Bepanamwr** obecnieunBaer cumnroMarudeckuit agdext y 65-80% mnanueHToB, BKIIIOYAs CIydan

pedpakTepHOCTH K JISYCHHUIO OeTa-aapeH00I0KaTOpaMHu.

[lonb3a Bepanmammiia®™* orpaHuyeHa €ro cocyJOpacIIUpSOUUMH 3¢ ¢deKTaMu, KOTOpble Yy

OTJIEIbHBIX MMAIIMEHTOB MOT'YT MEPEBEUINBATh €r0 OTPULIATENbHBIN HHOTPOIHBINA 3P (EKT.

Bepamamun®** mpennodruteneH A MOJIOABIX MAIMEHTOB C JIETKOM W yMEPEHHOW OOCTPYKIIHEH

('] 8 BTJI)K B mokoe <50 mm pr. CT.)

[Tanimentam crapmie 65 et HE0OXOAMMO Ha3HAYCHHE HU3KWX 103 W TUTpAIMS TMperapaTta IO

kouTposem ['J[ B BTJDK, UCC (OKT') u KTuHUYEeCKMX CUMITOMOB.

Tabauna 3/A3. HauanbHble U 1eJIeBbIe 103bl PU MeanKkaMeHTo3Ho# Tepanun I'KMIT

Ipenapar HavannHuas no3a IeneBas n03a

- TIporpaHoJIoT** 40-80 mr/cyTku 240 Mr/cyTKu

- METOTPOIOT** 25-50 Mr/cyTKu 100-200 mr/cyTku
- aTeHoJor** 25-50 Mr/cyTKu 150-200 mr/cyTku
- bucomposor** 1,25-2,5 mr/cytkn | 10 Mr/cyTku

- coTason** 80 mr/cyTku 160-240 mr/cytku
- BeparmaMuir** 60—-120 mr/cyTku 240-480 mr/cyTku
- BepanmaMmr** (IpOJOHIMPOBAHHOTO JICHCTBHU) 120 mr/cyTku 240-480 mr/cyTku
- IWITHA3EeM 60—-120 mr/cyTku 180-360 mr/cyTku

Taoauna 4/A3. PexoMeHayeMble peXHMMbl AHTHKOATYJSIHTHOH Tepanuu npu 'KMII y

O0epemennbix ¢ PII n onacHocTH, cBsI3aHHbIE ¢ Tepanueld Bappapunom™*

PexxuMbl aHTHKOATYJISIHTHOHM Tepanuu

Pexum 1 ITocrostnnas Tepamusi BapdapuHOM™** 3a UCKIIOYeHHEM cpoka 6—12 Henenb

(OTMeHa JOJDKHA HAYMHATBCI C Hadajga S5 HEOeln Y4€TOM IICpUOda

116



IIOJIYBBIBE/ICHUSI) C IIEPEXOJOM Ha O3TOT CpPOK Ha TemapuH Harpus **
(HU3KOMOJICKYJISIPHBII) (MUHUMAIBHBIA PHCK TPOMOO3a M BO3MOXHBIH PUCK

SMOPHOTIATHH)

Pexum 2 [Mepexon Ha mapeHTEpaIbHbIC MPSMbIC aHTHKOATYJISIHTBI (TEHaphH HATPHI**)
Ha BECh CpPOK OEpeMEeHHOCTH (MHUHHUMAIBHBIA pHUCK AMOpHONaTuu, HO

MIOBBIIIICHHBIN TI0 CPABHEHHIO C Tepanuel BappapuHoM™** pruck TpoMO030B)

OnacHocTtH, cBA3aHHbIE ¢ IPUMeHeHueM Bapgapuna

[Tepuoa momyBeIBeneHus: BaphapuHa** mpeppimaer 60 4yacoB, 4TO HEOOXOJUMO YUUTHIBATH MPHU

OMpCACIICHNU CPOKOB OTMCHEI ITpe€Iiapara.

Hexotopsie aBTOpBI OTMEUAIOT /10303aBUCHUMBIN SMOpHOTOKCHUecKkuit 2ddexT Bapdapuna** —
71032 MEHEE 5 MI' peaKO MPUBOAUT K BO3HUKHOBEHHUIO 3MOpuomnaTuu. OMHAKO HA MpaKTUKE J03a
Bap(apuna omnpenensercss BenmuunHo MHO u He MokeT ObITh MPOW3BOJBLHO yYMEHBIIICHA WU

yBEJIMYEHA.

HaubGonee kputnueckum nepuoioM naedcTBUs BapdapuHa™* sBusercs cpok 6—12 Hemenp —

MaKCHMaJIbHasi BEPOATHOCTb SMOPHUOTOKCHUYECKOTO 3pdekTa.

Bo3biBasg rumokoarymsuuio y Iwiofga, BapdapuH**  MOXET NpUBOIUTH K HapYIICHUSIM

dhopmupoBanus [{HC, BeI3bIBast BHyTpHUUYEPEITHBIC KPOBOUBIIUSTHUS

VYrHetas cuHTe3 BUTaMUH-K 3aBUCHMBIX (hakTOpOB, BaphapuH™** CylecCTBEHHO BJIMSET HA MPOIECC

(dbopMuUpOBaHHS U pOCTa KOCTEH IJI0/1a.

PesynbraroM sMOpuoTOKCHUHOCTH BapdapuHa™** SBISIOTCA TUNOIJIA3USA HOCOBBIX KOCTEH,
aTpodusi 3pUTENBHOTO HEpBa, 3aJiepKKa YMCTBEHHOTO pa3BUTHSA, a TakXKe 3aMepllne

6epeMeHHOCTI/I, CIIOHTaHHBIC a60pTBI U MCPTBOPOXKIACHUA.

Tabimuna 5/A3. KiunHuyeckue mMccieoBaHUsi MW HCHOJb3yeMble Ipenaparbl Ha

nporuneprpopuueckoii cragun I'KMII (amanruposano u3: Philipson DJ et al. [39])

IIpenapar IHorenuunanbubii 3P dext Kinnuyeckue
HCCIeI0BAHUA
Juntuazem YMeHblIeHHE TUIIEPTPO(DUU KapAUOMHUOLUTOB | JIOKITMHUYECKHE
y Hocuteneit MYBPC3 myranuii HCCIIETOBAHUSA
MY K-461 [IpenoTBpaiieHue pa3BUTUs TUIIEPTPOHUN da3a Il
u ¢pubposa paHIOMU3UPOBAHHOTO
KOHTPOJIUPYEMOTO
uccienoanus PIONEER-
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HCM

Auerun- N3meHeHne 4yBCTBUTEIBHOCTH K KAJIBLIMIO, ®a3a | pannoMu3npoBaHHOTO
LUCTEUH™™ perpecc runeprpoduu, pudposa, yaydiieHue KOHTPOJIUPYEMOTO
JMACTOINIECKOHN TUCHYHKITIH. uccienoBanus HALT
AHTaroHUCTHI Camxarot npoaykiuo Tpodudeckux pakropos | PKU «INHERIT»
®a3za |l PKU
AQHTMOTEH3UHA | PEHUH-aHTHOTEH3UH-AJIbJJOCTEPOHOBOIO ITyTH
«VANISH>»
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[Ipunoxenue b. AnropuT™msl 1eCTBUI Bpayda

I[punoxenune b1. AAropuT™M TaKTHKM BeleHUs AaCUMNTOMHBIX nauneHToB ¢ I'KMII

AcMmnToMHanA ACMMNTOMHAA
Aoruneptpodu- runeprpodpuueckan cragus
YyecKan cTagus TKMN
Het oBcTpyKuymm + obcTpykyma MKO***
BTN BTN No NoHa3aHHAM
[cm. paspen
dnpodunaKTiEa
h 4 i BCCH
AnutencHoe
HabnwpeHune 6eTta-agpeHobnoKaTtopbl
l (mpu npoTHBONOKasaHMAN — BEPEI’IEMHH**}
\’ \
CrpatndmKauma pmcka BCC (exerogHo)

Ipuaoxenne b2. YnpouleHHbIA aJrOpuTM JHATHOCTHKM M MOAXOJ0B K Je4YeHHIO

NMalnMueHToB ¢ 00cTpyKuueii Ha yposHe BTJIZK
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3XOKT (r4 e BT/IX)

MakcHmMansHbslH cNpoBoLMPOBaHHBIA [ MaKCcHManbHBIH CNPOBOLMPOBAHHBIA [T
(npofa BanecaneBkl Nexwa, croa) (npota BanecaneBkl Nexa, cTOA)
z 50 mam pr.cT. < 50 (30) mm pT.CT.
v F
® | CumnTtomatuea (+) | | Cumnromarmea (- |
apMaHKoTepanua
+
obeTpykuynum BT P P E——— 4 nn
g ; Lcnm Baicosan
v v l
Mpogonsenne I s BTN = 50 mm pT.CT.
TEpanHH | A e BIMH
[ & BTMH 30-50 mm pT.cT. | | <30 MM pPT.CT.
L2 /
IXOKrI 1pazeropg

Pegyryma MM
(cM3/PM3; caA)

IMpuaoxenne b3. Anropurm papmaxorepanuu oocTpykrusHoii I'KMII

dapmakorepanua obcTpyktMeHo TKMIM

(T4 e BT/ 250 mm pr.ct.)
| v
I OTMEHWTE NPENGPaThl C BAZ04MNATHRYIOWMM LEHCTEMEM
I'fi‘\ll v MpoTHECNOKIZAHWA K
MNpoTHECNOKAIAHKWA K
'\___,z" GeTa-agpeHobnokaTopam
Bbera- e S u Bepanamuy
agpeHo6no- @ L4 @ v
KaTopbl Bepanamun** Ountnasem**
l | l
vV v ¥
‘.'l'rfl".""-ILIJE'HHE' CHMNTOMATHEHM, Het YAYHLWEHHA CHMNTOMATHEH,
[l 8 BTMH < 50 rmam pT.cT. [ s BT/ 2z 50 mm pr.cT.
MpogonteHWe TepanuvM Pegyruma MMM

IIpunoxenne b4. Aaropurm BpadedHoi taktuxku Jedennss XCH npu 'KMII
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XCH 1I-IV ®K (NYHA)

A e BTNAH 2 50mm pr.cT.
B MOKOS HAK NPH HarpysHe

v

Neuenne obcTpyRLMA

A e BTNAH < 50mm pr.cT.
B MOKOS HAK NPH HarpysHe

!

Mpuioxenune

BTIMH
+ &N
OB 2 50% OB < 50% l
Eer RO S— beTa-aapeHobnokaTopsl HoWTpOonL
~ AKD wHrubBuTopsl, pHTME
WAK  Bepanammun
. AHTArOHWCTEI aNbAOCTEROHA. W YaCTOThI
WK guaTuasem™*,
Manble A03bl NETAEELIN W + aHTH-
Manble A03bl NETAEBLIN W
S THASHAHBIN iwpmnms HOarynAHTSI
TpaucnnauTayua cepaua
B5. Auaroputm npeaonepanuOHHON  JIMATHOCTHUKH

JAOMOJHUTEIbHBIX BMemaTeabecTB Ha MK npu CMD/PMD (apantupoBano u3 [398])

KM, pedpakrepHan K dapmaKoTepanmm
+ makc. nposoumpyemblid [ 8 BT/TH = 50 mm pr. cT.

v

+ aHomanye ME, He CBA3aHHBIE
c TEMI, kanbuudHeanma cTEOpOoK

v

+ aHomanmu M

v

CM3/PM
+ npoTesvposaHue ME

v

PacwMpeHHas MHOIHTOMHAA
+ BMEWaTenecTes Ha M

v

Tomuwuua MHN < 18 mm
MCME = 30 ram (> 17 mm,/m?)
MP =2 cT.

Tonwmua MM > 18 mm
MCMKE > 30 mm (=17 mmfma?)
MP =22 cT.

Tonwmua M =18 mm
MCME = 30 mm
(= 17 mm/m?)

v

v

v

Menee arpeccMeHan CW3
+ nAankKawAa MNCVMK
+ HCCEUYEHHE
LONOAHHTENEHBIX CTPYRTYD
NanMANAPHBIX MEILLILL

PaclwMpeHHaa MHOIKTOMMA
+ naneauHa NMCKK
+ HCCEYEHME
LONOAHHTENEHBIX CTRYETYR
NanMANAPHBIX MEILLILL

PaclwMpeHHaA MHOIKTOMMA
+ HCCEYEHHE

LONOAHHTENBHBIX CTRYRTYD
NanHANAPHEIX MbILLILL

+/- nnueauua MCVME
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e =) nET Bozpact > B0 NET  —

1

IHAUMMEA CONYTCTEYHILLAA IHCTPAKAPAHANEHAA NATONOTHA

(EBICOKHH XMPYPrHHECKHA pHCE) -

v Vv

HeofxogumocTe ComyTCTEYHILLLEN0 ONepaTHEHOTD
- emewarenscTea (AKL, onepaunn va ME)

+ menepTpodem b ope geeil sacre THG; 4 ope gree-soe nygoukosan
i 1

oicrpyrpm [weob LT [P

TonwmHa MM 2 30 rmm

HcxogHele Gnokagel oo
EMEWETENLCTED
{pwck ABE 11l c1.)

CcM3
PM3

£111

CAA

L B/IHMr

BIHNT Ly,

AHATOMMA CENTANEHBX BETEEH KOP-OHAPHB APTEPHA

noaxogHT gna CAA [B03MOSHOCTE HEEHTHRHUMPOERTE ™=

CENTANEHYH BETEE, CHIHHADWYH HCKNHMHTENEHD Ba3aneHY D
4acTk MMM B 0GNaCTH MHTPANEHO-CENTANEHOID KOHTIKTa)

AHOMANHH NANHANAPHEL MBLLL, Y43CTEVHILLHE B COZAAHHH
e COCTPYEUMH, AONCAHWTENLHBE XORgE!

1

BepemeHHOOE + NoKaZaHWA K pegykumd WM

—

MorasaHWA K XMPYPTHHECKomMY nedeH s §
[xupyprudeckn, nazep, KpHOBOZgeHCTEME)

!

Ipunoxenune b7. AnropurMm nepBu4Hoi U BropuuHoii npopunakruxku BCC y nauueHTon

¢ I'KMII

BropwuyHaa npodmnakTMKa

v

MepsBuyHaAa npodunaKTMKa

AHamHez, 2XOKI, XM3KT

* *  OcraHoska cepaua
MNepemeHHsie no wkane HCM Risk-SCD: senegcTene HT wan ©H
* Bospact = MakcumansHan -
*  CemeiHbIid aHaMHES TONWMHE MUoKapaa JTH STt
BCC *  HeyctoHruMean HT npu T, npuBoAAWER K
*  HeoSbACHHMBIE KMIKT obmoporam wu
oBMOpOEH *  Duametp SN remMogqUHIMHYECHEHM
« M0 e BT HAPYWEHHAM
Bann no wxkane HCM Risk-SCD 'l’
Hu3rmi MpomesryToUHbIH BbicokmEA Ommpaeman
S-NETHMIA pUck 5-NeTHMEA puck 5-NETHHH pHCH NPoACMIHHTENBHOCTE
< 4% 4 6% > 6% HMUIHK > 1 roga

v v

v

HHO¥* obbrMuo
HE nokazaH

HEL¥* momer Guime
pPEROMEHAOEIH

v

HELH* anmsen Geime peromeHgosaH

IIpuioxenne B8. AJAropuTM AMArHOCTHKH M BPa4yeOHON TAKTUKHM NPH CHHKONAJIbHBIX

COCTOSAHUSAX
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(npe)cuHkonanbHblie coctoauua npu FTKMI

| War 1 | | MNogpobubld auamues + gpyrwe darTopel pucka BCC |
bonee pepoATHO — | bonee BepoATHO -
APHTMHUYECHHE MPHUHHBI I rEMOAHHAMHUYECHHE MPHYUMHBI

3KlM-moHuTOpUpoBaHMe
(24/48 XM3IKI: HApy#HbIA NETNEBOA PETMCTPATOR; PETMCTPATOP COGBITHEA;

HMMNAGHTHPYEMBIA NETAEB0H PETHCTPATOP™**)

- CM3/CAA NpH NOETOpHE OGMOpoIE

ANTOpHTIY
LWar 3 MEO=*** | | nesenna®n || IHCHF npwu Harpyaxke 1 [ z 50 mm pr.cT.

| | HeT sHusHeyrposarowmx HHP
NapoK-
HYHT ABBIN cT. I - gy
cu3m DI, - I = BT B —
yor. T CBT CCCy S [ -————
| poviepmr pentyd
- JOUK il i
I + (HAOED sanfart] | - O e
- Mz s
I Bazo-EarankHbIH
I obmopok
no I - Hopperuua dapmakoTepaniu
|
|

Ipunoxenne B9. Aaropurm BpaueOHOH TakTHkM B 3aBHcUMOCTH OT ctaauu 'KMII n

BapuaHTa KIIMHHY€CKOIro TCUCHUs

AcamnTomHan Crparnduxanma BhIcoEME Hl{p‘
AorunepTpoduyectan - BCC —> pece BCC >
cTaguA
* (exterogno)
| Habnwopenne | A A A 'l : CrabuneHoe
> A0GpoOHAYECTEEHHOE TEYEHHE
e araean } Ha fpoHe PapmaroTEpanHM
runepTpodHUyectan .
cTaguA
KCH IV cT.
c DB = 50% TNMeveHue
+ON € mmntoMHaA || 6o ) obcrpykumm BITIK
runeptpoduHyecKan BTMH Pegyruma NHI
¢ cTagus * (CM3/PM3I, CAR)
Mo anropATmy + KCH NIV cT.; B = 500
neveHuA ¢l + cHHgpoM cTeHo- HeT obcTpyrurK BTNH
+ gunatauma ST wfunm pectpreyma
HAPAMH W MK
HLIEMMA MHOHKApaa |—>| Tepanua XCH |
Mo anropuTmy BBIABNEHHER
Anammnuu;cn o HHCTPYMEHTANBHbIMH | PECHHXPOHHIHMPYIOLLEA TEPANHA |
NEeYeHMA
METOAIMM ﬁ-l TpaHcnnaHTawMA cepaua |

IIpunoxenune b10. Ioxazanus k penykuuu MIKII (CMI/PMI/CAA)
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Kpurepun

Iloka3zanusa

Knunanueckue

XCH HI-IV ¢ynakuunonanproro kimacca NYHA ¢ ®BJDK > 50 % w/wnm
HAIMYHE JPYrHX TSDKEIBIX CHUMITOMOB (0OMOpPOKH, TNperoOMOpOYHbBIE

COCTOSAHUSA, CHHAPOM CTGHOKapI[I/II/I), CYIICCTBCHHO OI'PAaHUYMUBAIOIIUX

IMOBCCAHCBHYIO AKTUBHOCTD, HECMOTpPs Ha ONTUMAJIbHYIO

MEIUKaMEHTO3HYIO TepPaIluio.

T'emonnHammnyeckue

O6ctpykruBHas (opma ['KMII (B mokoe wnm wmamynupyemas) ¢ [/l B
BTJIX > 50 MM pr.cT., KOTOpast accouuupoBana ¢ runeprpodueit MXKII u
NepeHe-CUCTOJINYECKUM JIBPKEHHEM CTBOPKM MUTPAJIbHOIO KJilaraHa,
npyrumu aHoManusimu ammapara MK (xopasl, [IM) u, pedpaxrepHas x

MIPOBOJIMMOM TE€pAIUU B TIOJTHOM 00bEME.

AHaTOMHUUYECKHUE

Tommmua MXII, nocrarounas g Oe3omacHoro U 3(QeKTUBHOTO
BBITIOJIHEHUST OMNEpalMd WM Tpouenypbl (M0 MHEHHUIO olepaTopa),
coctosaue ammapata MK w# noaxnanaHHBIX CTPYKTYp, COYETaHHBIE

AHOMAJIMM KOPOHAPHBIX apTEepUH.

IMpuaoxenune b11

(amanTupoBaHO H3:

. CpaBaenue CM3I/PMI n CAA
Batzner A, Schafers HJ, Borisov KV, SeggewiR H. Hypertrophic Obstructive

Cardiomyopathy. Dtsch Arztebl Int. 2019 [393])

Kpurepuu CMD/PMD CAA
Jlokanu3zanus CybaopranbHasi, Cy6aopranbHas
runepTpoGupoBaHHOTO CPEIHEXKENyI0UKOBasl, allMKalbHas CpennexenyaoukoBas
otaena MXKII (B oTnenbHbIX LleHTpax)

Crenens runepTpopuu

Ot >20 MM 10 3KCTpeManbHOK I'uneprpodus MIKIIT

runieptpoduss MXKIT >30 mm <30 MM

Mexanusm noBelieHus '] u

HEAOCTATOYHOCTD MK

He accomuuposannoe ¢ I[1CJI MK AccoiuupoBaHHOE C

u accouuuposanHoe ¢ [IC]] I[ICA MK

MK

KomopOuanas maronorus,

[Moaxnanannas MmemOpaHa, UBC, ognococynucroe

TpeOyrolas XMpyprudeckoro | aoprajibHblii cTeHo3, UBC, MOpaXEHHE
BMEILIATENbCTBA MHOCOCYJUCTOE MOPAXKEHUE
Bo3spacT nauueHToB [TogpocTku 1 MosoAbIE B3pOCIBIE B3pocinbie

CnoKHOCTb poLEyPBI

Hawub6ounee gacto BCTpCHAKOIIHUECCAH Menee arpeCCuBHas
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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

ocnoxuenus CM3: nedext MXKII,
AB-610Kana 1 ocTaToyHas
obcrpykuus BTJIK
[TocTnporie mypHBIA pUCK 2-10% 10-20%
3aBUCUMOCTHU OT o 50% c ucxomxuoit BITHIIT Ho 50% c ucxoanoit
KapauOCTUMYISATOPA BJIHIIT
Knunnyeckas npaktrka Bonee 50 ner bonee 20 net
HocTynmHoCTh HenocraTounasi, HeGoJbII0€ HocrarouyHnasi, HO
KOJIMYECTBO LIEHTPOB C OTIBITOM HEeOO0JIBIIIOE KOJIMYECTBO
IIEHTPOB C OIBITOM

Conocmasumvle nokazamenu GblXCUBACMOCMU U KAUHUKO-2eMOOUHAMUYECKOE yayuuienue nocie

CAA u CM3/PMD3 6vinu nonyuensvt 8 HEPAHOOMUIUPOBAHHBIX 0OCEPBAYUOHHBIX UCCTIEO08AHUSIX.

Mpuioxenne B12. BpaueOHasi TakTHka BeJdeHHsl 0epeMEHHOCTH W pPojJOpa3pelleHUsl B

3aBHCHMOCTH OT cTenenn odocTpykuuu BTJIK (mo [428])

Crenenb oocTpykunuu BTJIK BpaueOHasi TakTHKA

HeoO6ctpyktunas ['KMIT nnun [IposonTHpOBaHNE OEPEMEHHOCTH MOXKET OBITh Pa3peIIcHO
HeO0OJIbIIast CTETIEHh OOCTPYKIIUK | TIPH YCIOBUH TIOCTOSIHHOTO HAOIIOJCHUST KapIHOJIOTOM (HE
BTJDK (I’ <30 mm pT.cT.) pexke 1 pasza B mecsiin)

["ocnuranu3anus OCyecTBISIETCs. B CPOKH,
PEKOMEHIOBaHHBIE JIUIsl BCEX MAI[HEHTOK C CEPJICYHO-
COCYIUCTBIMH 3200JICBAaHUSIMU, TP HEOOXOJUMOCTH — Yallle.

Poamnr qepe3 CCTCCTBCHHBIC POAOBBIC ITYTH.

Cpennsisi crenieHb 00CTPYKIIHU Bormpoc 0 BeIHAIIIMBaHHK OSPEMEHHOCTH PEIIaeTCs
BTJDK (I’ 30-50 mm pr.cT.) WHAMBUAYAIbHO: HEOOXOAUMO OCTOSTHHOE HAOIIOICHHE
KapuoJiora (TepaneBTa) M akyliepa-rHHeKoJIoTa.

Cpoku rocnuTanu3aiyu Te Ke; TaKkKe B 1000 CPoK Mpu
YXYAUIEHUN COCTOSIHUS U PA3BUTUU OCIOKHEHUI.

Ponpl mpoBOAST Yepes ecTeCTBEHHBIE POJOBHIE IMTYTH C

HCKIIFOYCHUCM IIOTYT.

Tsoxenas crenenb 0OCTPYKIUU BrinammBanue 6epeMEeHHOCTH M POJIbl KATETOPHUUECKU
BTJDX (I'/{ =50 MM prt.cT.) IIPOTUBOIIOKA3aHBbI.

HpI/I OTKa3€ KCHIIWHBI OT IPCPLIBAHUA 6epeMCHHOCTI/I
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MOKa3aHa rOCMUTaIN3alUs MPAKTUUECKH Ha BECh CPOK
O0epemenHocTH. Poopaspernierne mpoBoIsT IMyTeM OTiepaliuu
KecapeBa CeYCHUsI.

Hcnonb3oBaHue 31uypalibHOM aHECTE3UN C OCTOPOKHOCTBIO

M3-32 OMACHOCTH apTEPUATBbHON TMIIOTEH3UU.

IMpuno:xenune B13. Yupexxaenue a5 Benenns depemennbix ¢ 'KMII

BO3 Il BO3 111
(6eccuMnTOMHBIE MM (cMMNITOMHBbIE ALMEHTKH €
MAaJIOCUMIITOMHBbIE I'KMII)
NMAlUEHTKH)
Benenune 0epeMeHHBIX PernonanpHeIit OKCIEPTHBIN LIEHTP.
TIepUHATAIbHBIN LIEHTP IlepunaTanbHBIN HEHTP 3 YPOBHSA
YacroTa 0cMOTpOB 1 pa3 B 2 mecsiia Kaxaplit mecai mim 2 paza B MecAI|
Yupexaenue s PernonannHbIn OKCMEPTHBIN LIEHTP.
poaopa3penieHust MepUHaTaIbHbIN IEHTP [lepunaTtanbHbIN HEHTP 3 YPOBHS
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[Tpunoxenue B. Undopmanus qis nanueHTa

O0ume pekoMeHIAMK O 00pa3y *KU3HH (aganTupoBaHo u3 [4])

Oo6nacte

Pexomengamuu

Harpyskn

ITanuentam cnenyer u30eraTb  COPEBHOBATENIBLHOIO  CIIOPTa, HO IO
BO3MOXHOCTH IOJJEPKUBAaTh OOBIUHBIM 00pa3 »xku3HU. B oTcyrcTBUM
cumnToMoB U (akropoB pucka BCC nmauuentst ¢ 'KMII moryr yyactBoBaTh B
(u3nuecKoil aKTUBHOCTU OT HEOOJIBLION 10 CpeaHEeH CTeleHu UHTEHCUBHOCTH,

B COOTBCTCTBHUU C PCKOMCHAALIUAMMA KapJAuOoJiora.

Huera

[TanmenTam crnenyeT crapaTbesl MOAEPKUBATh HOPMAJIBHBIN BecC Tela.

[Ipuem Oospmioro oObeMa MUIIM MOKET BBI3BaTh OOJIM B TIPYAHO KIETKE,
oco0eHHO y manueHToB ¢ ooctpykimern BTJIDK.

[enecoobpaszno yactoe ApoOHOE MUTAHUE.

3amopsl — yacThli  NOOOYHBIM  >PdexT Bepamamuna**,  TOIKHBI

KOHTPOJIMPOBATHCS AUETOMN U/UIH cTaOUTETbHBIMU CPECTBAMH.

[Tpodeccus

BonemuucTBo manuentoB ¢ 'KMII Moryr mpomomkarh OOBIYHYIO TPYAOBYIO
NesITeNbHOCTh.  YpOBEHb  (u3Mueckux ycuiauii Ha paboTe  JOJDKEH
COOTBETCTBOBATh KIIMHUYECKOMY CTAaTyCy MalleHTa.

JInsi HEKOTOPBIX BHUIOB JEATEIBLHOCTH (IMUJIOTHPOBAHWE, BOCHHAs CITy)K0a)

CYLIECTBYIOT CTPOTHE OTPAHUYCHHUSI [P IpUeMe Ha padoTy.

Kypenune

Her nmanubix o cBszu tabakokypenus u I'KMII, Ho mammenTtaM HeoOXOAMMO

IpeaoCTaBUTh I/IH(I)OpMaI_II/IIO O PUCKaXx IOJIA 300pPOBbA, CBA3dAHHBIX C KYPCHUCM.

CekcyanpHast

AKTHUBHOCTB

VY nauuMeHTOB J0JDKHA OBITh BO3MOXKHOCTh OOCYIUTb HMHTEPECYIOLIUE HX
BOIIPOCHI CEKCYaJIbHON aKTUBHOCTHU. [laliueHThl mociae yCTaHOBIEHUS JUarHo3a
YacTO UCIBITHIBAIOT OECIIOKONCTBO, JEMPECCUIO U CTPax Iepenars 3a00jeBaHue
MIOTOMCTBY.

[lanpentam cieayer 3HaThb O BIMSHAM HPUHUMAEMbIX JIEKapCTBEHHBIX
IIPENAapaTOB HA UX CEKCYAIbHYIO aKTUBHOCTD.

[Manentam cnenyer wu3beraTb npuemMa HHruOuUTOpoB Gochoaudcrepassl,

0co0eHHO npu Hanmmuuu ooctpykiun BTJDK.

Boxnenne

aBTOMOOWIIA

BonpIIMHCTBO NAIMEHTOB MOT YT 1I0JIy4aTb BOAUTCIILCKUC IpaBa U MMPOAOJIKATH

BOJUTH MAIIUHY, €CJIN Y HUX HCT UHBAJIMAU3UPYIOIIUX CUMIITOMOB.

Baxkmunanus

HpI/I OTCYTCTBHUU HpOTI/IBOHOKaSaHI/Iﬁ PCKOMCHI0OBAHA CKCTOJHAss BaKIHWHAIIWA

OT I'pHIIIIA.
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JlekapcTBeHHBIE

HaI_[I/IeHTaM CJICAYCT 3HATHh O NPUHUMACMBIX MMU JICKAPCTBCHHLIX IIpCIIaparax,

IpenapaTsl ux T1000UYHBIX d(p¢peKTax U MEeXKIEKapcTBEeHHOM B3amMmojeiictBuu. [lo
BO3MOXHOCTH ClefyeT u30eratb npuema mnepudepudeckux Ba3oIMIaTaTOPOB,
ocobenHo mpu ooctpykuuu BTIDK.

CrpaxoBaHue Juarnos I'KMII mosxeT npuBecTH K 3aTpyJHEHUSAM IIPHA CTPAXOBAHUH KU3HHU.

KHU3HU

ABuanepeneTsl | BombIIMHCTBO ~ OECCHMITOMHBIX — MAlMEHTOB WJIM €  HE3HAYUTEIbHOU

CUMIITOMATHUKOM MOTYT 0€30TIaCHO COBEpIIATh aBUATICPENICTHI.
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[Tpunoxenue I'1. IlpuHIMNIBI 1 0OCOOEHHOCTH TUArHOCTUKHU M OLIEHKHU CepJIeYHO-

Tadmuua I11/T'1. U3MeHeHus1 J1a00OPATOPHBIX TECTOB, NMO3BOJISIONINE 3al10J03PUTH HEKOTOpPbIE

cocynucroro pucka rnpu ['KMII

¢penoxomun 'KMII (axanTupoBano u3 [4])

Tect

3a6oaeBanus (penoxonuu 'KMII)

T'emornnoonn

[Ipu anemuu ycunmuBaroTcst 60U B TPYJHON KIIETKE U OJIBIIIKA, U €€
ClIeTyeT UCKIII0YaTh MPU U3MEHEHUHN CUMIITOMATUKH

AnHemus, BbI3bIBasi TAXUKAPIUI0, MOKET CIIOCOOCTBOBATh
ysennuenuto I'J B BTJDK.

CHmKeHue KUCIopoa-TPaHCHOPTHON (DYHKIIMHM KPOBU MOKET

SABJISIETCA JOIIOJIHUTCIIBHBIM q)aKTOpOM HIHIEMHWHU MUOKapaa.

DyHKIUSA TOYEK

VY manueHToB ¢ Tsoxenon geBoxenyaoukoBoid XCH mMoxeT ObITh
HapylieHa QyHKIus moYekK.

Camxenne CK® u npotenHypust MOTYT HaOJII01aThCS TIPH
amuionio3e, 6osie3Hu Auaepcona-dadpu 1 MUTOXOHIPHATBHBIX

00JIE3HIX

MHYVII u N-tepMuHaIbHbBIN

npo-MHVII (Nt-proBNP)

Huarnoctuka XCH Ha panneit craguu. Mouutopunr Tsoxectn XCH
u otBeTa Ha Tepanuio npu perokonusx ['KMIT I'KMII (namp.

KapaAnaJlbHOM aMI/IJ'IOI/II[O?)e).

CeplieuHblil TPONIOHUH

[ToBbImeH:

- y naruenToB ¢ ['KMII, ocoGenHo npu nmporpeccupoBaHrn
cumnToMmoB I'KMII,

- ipu pa3putuu UM 2 wium 1 tuna

- ipu HeKOTOPphIX eHokonusax ' KMII (wanp., kapauaaisHOM

aMUJIOHI03€)

Onpenenenue
KOHIIEHTpAluu CBOOOJHBIX
JIETKUX LeTen
MMMYHOTJIOOYJIMHOB (Karmna

1 1siMO/1a) B KPOBU M MOYE

[Tpu mono3penuun Ha AL-amunounso3 cepaia

HccnegoBanue KOCTHOTO

Mo3ra

[Ipu nmopo3peHnn Ha aMUIIOUJ03 CEP/ILIA
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TpchaMI/IHaSBI IICYCHU ITeueHOoYHBIE TECTHI MOT'YT OBITH U3MEHEHHBIMHU npu

MUTOXOHAPHAIILHBIX 00JIe3HsX, O0sie3Hn JlaHoHA

Kpeatundocdoknnasza Kpeatundocdokunnasza mia3mel Bo3pacraeT npu 0one3nu JlanoHa u

MHUTOXOHAPHUATIBbHBIX 60J163H$IX, JCCMHUHOIIaTUAX

AKTHBHOCTH aibpa- Y myxunH ¢ 60ne3Hp0 AHnepcoHa-Dadpu Huskas (<10% ot
rajlakro3ujasbl A B HOPMaJIbHOT'O YPOBHS) UJIM HEOIIpeiesieMasi akTUBHOCTD alib(a
Ia3me/IekonuTax (y rajJlakTo3uIa3bl A.

MyxuuH >30 ser) V xeH1uH ¢ 0osie3Hpi0 AHnepcoHa-Daldpu ypoBeHb (hepMeHTa B

1a3Me U JIEHKOIIUTaX 4acTo B Mpe/esiax HOPMbI, [IOATOMY, ITPH

KIIMHUYECKOM I10/103pEHUH TpeOyeTcs reHeTUUECKOe TECTUPOBAHHUE.

I'moko3a HaTOIaK MoskeT ObITh MOBBIIIEHA TPU HEKOTOPBIX MUTOXOHIAPUATBHBIX
00me3HAX

Onenka GyHKIMH JlomxHa OBITH OmpesiesieHa B MOMEHT IIOCTaHOBKH JIMarHo3a u

LIIUTOBUIHON KEJE3bI MOHUTOPHUPOBATHCA Kaxable 6 Mecsnes y nmanueHTos ¢ I'KMII,

MOJIyYaIOUIUX aMUOJapOH™*™

JlakTaT mna3Mel VBenuueH Y HEKOTOPBIX MAITUEHTOB ITPH MUTOXOHAPHAIbHBIX

00JIE3HIX

Ta6auna I12/T'1. JaekTpokapauorpagpuyeckie aHOMAJIHHU, MO3BOJISIOIIME MPEANOJI0KUTH
KOHKpeTHbIN auarHo3 ¢genoxonun I'KMII wiun mopdoaoruvyeckuii Bapuant 'KMII (mo

Rapezzi C et al., 2013 [164])

OcobennocTun KommenTapmuii

Kopotkuit PR-unrtepsan / Pannee B0o30yk1eHUE )KEMYI0UKOB — YacThIid (heHOMEH Oome3Hen
paHHee BO30OYyXKIeHHE HakoruieHus (6omne3nu [lomne, PRKAG?2 u Jlanona) u
MHUTOXOHpHaIbHbIX Oone3neit (MELAS, MERFF).
Kopotkuit PR-untepBan 6e3 panHero Bo30y>KJICHHs KETyJOUYKOB

BCTpevaercs npu Oone3nu Anaepcona-dadpu.

AB-6nokana [Iporpeccupyroiiee 3ameyIeHHE aTPUOBEHTPUKYIISIPHOTO
MPOBEACHMS YaCTO BCTPEYAETCS IPU MUTOXOHIPHUAIIBHBIX
3200JIeBaHUSIX, HEKOTOPBIX OONIE3HAX HAKOTLIEHUS (BKIIOYAs
6one3nb Annepcona-®abpu), aMUIOU03€, TECMUHOIIATHSAX, a

TaKKe y MalueHToB ¢ myTanusiMu B reHe PRKAG2.

Beipaxxennas ['JDK UpesBbruaitHo 60J1b110# BosibTax QRS Tunuuen g 6ose3Hen
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(uanexc CokosoBa >50)

[Tomne u JlaHOHA, HO MOKET OBITh PE3YJILTATOM TOJBKO PAaHHETO

BO30Y)KJICHUS KETyJOUKOB.

Hwuskuii Bombraxk QRS
(VI HOpMAJTBHBIN BOJIBTaXK
HECMOTpS HA YBEITHUCHUE

TomuuHbl cteHKU JIK)

Huszkuit BonpTaxk QRS B oTCyTCTBHE NEpUKApAMATIbHOIO BBIIIOTA,

OKUpEHUS 1 00JIe3HH JIeTKUX penko Hadmoaaercs npu ['KMIIT (3a

UCKJIIOYEHHUEM CIIy4aeB CTAJUM JIEKOMIIEHCAIMH), HO XapaKTepeH
JUid nauueHToB ¢ AL-aMHII0n1030M U pexe — IMpH

TPaHCTUPETUHOBOM aMHJIOU/I03€.

Huddepenunansabiii quarno3 mexxry ['KMIT u kapauansHoit
dbopMoil aMHIION 1032 BKIIIOYAET aHAIN3 COOTHOIIEHHUS
BoJsIbTaXk/Macca JIK:
aHOMaJIbHO€ COOTHOIIIEHNE (HU3KUI BOJIbTAXK MPHU TOIIHUHE CTEHKH
JIK >12mMm) xapakTepHO Ui KapJHabHOTO aMHJION103a

(ayBcTBUTENBHOCTH 75%, ciennduuHocTs 67%).

Bektop QRS ot -90°
1o —150°

Habmoraercs y marueHToB ¢ cuHApoMoM HyHaH, MMeronmx
BBIPAKEHHYIO 0a3aJIbHYIO TUIIEPTPOQHIO, PACTIPOCTPAHSIONIYIOCS Ha

BbIXOAHOM TpakT [1K.

T'uranrckuii HeraTUBHEIN

3yoerr T (>10 mm)

['urantckuii HeraTUBHBIN 3y0er T B MpeKOpANAIbHBIX W/ WA
nepeHenaTepalbHbIX OTBEACHUIX CBUACTEILCTBYET O BOBJICUEHUN

Bepxymku JIK.

[Taronorunyeckuii 3yoer Q
(>40 mc w/unu >25%
TTyOUHBI
R-BousHbI u/unu riryouHa
>3 MM XO0Tsl ObI B IBYX

OTBEAECHUX, Kpome aVR

AHoManbHO TITy00KHit 3y0ert Q B mepeaHenaTepaaibHbIX
OTBEJICHUSX, OOBIYHO C MOJOKHUTENbHOM T-BOJIHOM, aCCOLIMUPOBAH C
acuMMeTpu4HO# rurneptpodueit JOK.

AHOMaIbHast IPOI0JDKUTENBHOCTH 3y0Iia Q (>40 ms)

acColmupoBaHa € o0nacTIMu (I)I/I6p03HOl"O 3aMCIICHUA.

CBojuaras 3jeBanus
cermeuTa ST B
JaTepalIbHBIX TPYIHBIX

OTBCACHHAX

Y HEKOTOpPBIX MAIMEHTOB € AalMKAJIbHON WU IUCTAIbHON
runepTpodueit pa3BUBAIOTCS alMKaJIbHbIE aHEBPU3MBbI, HHOTAA
accolMMpoBaHHbIe ¢ puOPO30M MUOKapAa. MajbIx pa3MepoB
aHEBPU3MBI BbIABILAIOTCA TOJbKO ipu MPT cepana, 9XOKI ¢
KOHTPacCTUPOBAaHUEM MJIM BEHTPUKYJIOrpaduu, 4acTo
aCCOLIMMPOBAHBI C dreBaluei cermenTa ST B 1aTepalibHBIX I'PYIHBIX

OTBCACHUAX.
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Tadoauua I13/T'1. [Tapamerpsl npotokoa TT-9XOKI -ucciaenosanuns y nanmenta ¢ F'KMII

(amanTupoBano u3 [216])

ITapamerpbl

KommenTapuu

Tonmuua muokapaa JIK (B
16 cermenrax JIXK)
KomnuecTso
runepTporUpoBaHHbIX

cermeHToB JIDK

- U3mepenune Tonmmuubsl cteHOK JUK cinenyer npoBoauTh B
KOHEYHO-MACTOJIMYECKYIO (ha3y, MPEAIMOYTHTEIIHFHO — B
napacTepHaIbHOM no3uuuu no kopotkoi ocu JIK (xenarenbHo
TOJIIUHY MHOKap/ia B TUIIEPTPOPUPOBAHHBIX CETMEHTAX
OIICHUBATh B HECKOJIbKUX MPOEKIMIX, HO U3MEPEHHUSI B
anuKalbHBIX CKaHAX MEPEOIICHUBAIOT TOIIMHY MUOKap/a n3-3a
OTrpaHHuYeHU OOKOBOTO pa3pelieHus).

- U36eraTh BKItOUeHUs B TONMMHY Muokapaa [DK-tpabexyi.

- KpuTnunsle nokasaTenu: MakCUMalIbHAsl TONIIKMHA cTeHKH JIDK
(crpatudukanus pucka BCC) u TonmmHa CTEHKH B MECTE

MHTPaJIHHO-CENTAILHOTO KOHTaKTa (BbIOOp CMD-CAA).

Tun runeprpodun JDK
[Tarrepn mopdomornu MIKIIT

AcumMmeTpuyHas, CAMMETPUYHAS, alluKaIbHasl, CPeIMHHO-
JKenmyaoukoBas, npyrue otaeinsl JOK.
Mopdoorus MXKII: 1BoSIKOBBITTYKJIasi, CATMOBHUTHAS,

runiepTpodust Bceit MXKII.

Tonmmuna muokapaa DK

OnenuBaroT B 6a3aIbHBIX, CPEIUHHBIX U alUKABHBIX CETMEHTaX
(HOpMalbHBIE pa3Mepbl <5 MM B U300pa)KEHUU MapacTepHAIbHOM
0 JUTMHHOM OCH Ha YpOBHE XOpJ TPUKYCIUJAIBHOIO KIaraHa).
N30erarh BKIIOUEHUS STTUKAPAUATIBHOTO KHUPa B U3MEPEHHE

muokapaa [DK.

Texkcrypa muokapaa JDK

«bnectamuiiy, TpaHyISIPHOCTH (7151 UCKITIOUEHUsT (DEHOKOTHIA
'KMII).
Hanmnuune xpunt muokapaa (nmpu MPT Gosnee Tounas

JTUArHOCTHKA).

HccnenoBanue pasmMepos 1

00BemoB JIK

KJZIP*, KCP, K10 u KCO
*[Ipumeuanue: npu S-o6pazHoit MIKIIT KJIP cinenyet usmepsts B 2
BapHaHTaX — Ha ypoBHe 0azanbHbIX cerMeHToB JOK u Gnmke

CPCAMHHBIM CEIMCHTAaM, I'’IC OH MaKCUMAJICH (CM. PECKOMCHAAINN

ASE 2019)

HccnegoBanue pa3sMepoB

B napacrepHanbHOMI U allMKaIbHOM MO3ULUN
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IDK

HccnenoBanue pazMepoB u

00wemoB JIIT u I1I1

YBenuuaenue JIIT OTHOCUTCS K JOTIOJHUTEIBHBIM (paKTOpaM prcKa

BCC

O11eHKa TOJIIAHEI
MEXIIPEACEPIHOM

MIEPETOPOIKU

s uckimouenus pernokonuii ['KMIT (amunonnos)

BusyanbHas onenka
kuHeTukn Muokapaa JOK u

IDK

BrisiBnienue 30H uiemun /mepeneceHsoro UM

BuszyanbHas onenka

kinaranoB (MK, AK, TK, I1K)

Oco6oe Baumanue — MK:

- HaJIM4ue MepeIHe-CUCTOINYECKOTO IBKEHUS CTBOPOK MK,
HaJM4IMe MUTPATbHO-CENTAILHOTO KOHTAKTa (BaXKHAs
xapaktepuctrka [ KMII, Ho Takyke MOKeT HaOII0JaThCs HE TIPU
I'KMII y nanmentoB ¢ maneHbkuM JIJK HE3aBUCHMO OT HATM4uUsA
I'JIK, npu runoBoseMun, nociie KapInOTOPaKaIbHBIX
XUPYPrudyecKuX BMEUIaTeIbCTB)

- €CTh J1 yuimuHeHue (M30bITouHOCTh) cTBOpok MK, Hamnuue u

CTemneHb MmpoJiabupoBaHust cTBOpok MK.

HaHI/IJ'IJ'IHpHI)IC MBI BI

KoanduecTBo, €CTh 11 TUCIOKALIUSA

Hannuue u crenedn
ooctpykiuu BTJDK nnu
CPEIMHHO-XKETYOYKOBOM

00CTpyKIIUHU

- Peructpanms kpooroka uepe3 AK/BTJDK — marrepn
JOTIIIIEPOBCKOTO criekTpa u BennunHa '] B BTJDK.

- Cnenyer UCHoib30BaTh clieAyroie Gopmysbl 1uist pacuera I'/]
B BTJIXK: ypasuenue Beprymu Ap = 4 X V max?, ecitd MOXKHO
TOYHO U3MEPUTH CKOPOCTh KPOBOTOKA B IyTH oTTOKa JIK;
dopmyna kauHuKE Meiio «Ap = [(4 x V max MP?) + p JIII] —
cUCTeMHOE cuctojinueckoe AJl», ecian Halnuuue BbIPa)KEHHOU
MUTPaAIbHON PErypruTalnyy He MO3BOJIAET TOYHO U3MEPUTD
CKOpOCTh KpoBoTOKa B myTu oTToKa JOK (pJIIT — naBnenue B
JIEBOM TpeACepIuH, UCIIOIb3yeTcsd KOHCTaHTa — 20 MM pT. CT.)

- HeoOxoanMo yOeauThCs, UTO PErUCTPUPYETCS TOJIBKO KPOBOTOK
B BTJIX 1 He «3axBaTbhIBacTCs» TOK MUTPAJIbHON pErypruTanuy.
- Ecnu B nmokoe I'/l B BTJDK <30 MM pr. cT., cieyer npoBecTu
MIPOBOKAIIMOHHYIO P00y BanbcanbBbl.

- ¥V "ekoTtopbix nanuentos BenuunHa '/ 8 BTJDK Gosnbie B
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IIOJIOKCHUM CUOA U CTOSA, YEM JICKA, [IO3TOMY HCO6XOI[I/IMO

n3sMepenue '] v B MOJIOKEHNHN MMALUEHTA CUAS U CTOS.

Ectb 11 oOcTpyKIms

BBIXOJHOTO TpakTa [1DK

Perucrpanus ckopoctu kpoBotoka B BTIDK u Ha ypoBHE

cpeanHHbIx cermeHToB [ DK

O1eHKa KIaragHoi

perypruTaiuu, 0COOEHHO

MP.

[Tpu MP, o6ycnosnennoit I[ICJ] MK, Tok, kak nmpaBuio,
HaIIpaBJIEH JIATEPAIbHO U K331y, a cTeneHb MP nponopuroHansHa
BbIpakeHHOCTH [1C]] 1 MUTpanbHO-CENTaIbHOMY KOHTAKTY.

Ecnun nanpasnenne Toka MP aTMnn4HO Wiy He MPONOPLIUOHAIbHA
[1C]1, Bo3MosxHa camocrosiTenbHas natoiorus MK; ato kputuuHo
JUIS BBIOOpa XUPYPru4ecKoro WM 3HI0BACKYISIPHOTO METO/1a

JICUYCHU.

HccnenoBanue
CUCTOJIMYECKON (DYHKIIMH

JDK n IDX

@®B JIK yacTto cBepxHOpMasbHa, 0cOOeHHO Tpu MasneHbkoM JDK,
YTO MOXKET HE KOPPEKTHO OTPaAX,aTh COKPATUMOCTh
KapIMOMHOIMTOB. Bojiee TouHbI mpoa0sbpHbIH 2D-strain u
TKaHeBas gonruieporpadus (S°<4 cM/c — TPEAUKTOP Pa3BUTH
XCH u m10X0ro mporHo3a).

s TDK: TAPSE, 2D-strain creaku ITK.

Wccnenosanue

MACTOINYECKON (QYHKIINH

JDK

CornacHo pexomengaiusm ASE u EACVI (2016) mpu 'KMIT
ClIeTyeT OIICHUBATh CTENEHb AUACTOJINYECKON TUCPYHKIINU.
KiroueBoit mapametp auactonuyeckoi auchynkiun JIK —
nasnenue HanosHeHus JOK (KL JIK). Ero HennBa3uBHas
onienka MHorogakropHa. [To pexkomennarusm ASE u EACVI
(2016) mpu I'KMII Be1BOA 0 moBwimennu KJIJ{ JDK cnenyer, ecnu:

1. cp. Ele’ >14 cm/c,
2. pa3HMIIA JUIMTEILHOCTH PEBEPCUBHOM BOJHBI A B
JICTOYHBIX BEHAX M BOJHBI A TPAHCMHUTPAIBHOIO
kpoBoToka (Ar-A) >30 mc,
uraekc oovema JIIT >34 M Mi/m?,
4. TMKOBas CKOPOCTh TPUKYCIUAAIBHON perypruranuu >2,8
m/c (CAJIA > 3540 mm pT.cT.)
Bonee moapo6HO 06 anropuT™Max OLEHKH TUACTOIMYECKOMN

w

TUCYHKIIMH B Pa3HBIX KITUHUYECKUX CUTYAIUSIX — CM.
pekomenganuu ASE/EACVI (2016) mo ucciaenoBaHHIO

nuactonndeckoi ¢pynkuuu JDK.

Onenka npooapHON

nedopmarmu JIXK (2D-strain)

C nocrpoenuem cermentapaoii cxembl-mutiern JOK (bull's eye).

[Marrepusr 2D-strain pazmuyunsl npu [KMIT u dpenokonmsix
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I'KMIL

Onenka nanmuuust xuakoct | Mckmouenue Gpenoxonuii ' KMIT (xapakTepHo 171 KapAUAIbHOTO

B MIOJIOCTH TEpHUKap/a aMHJION]1033).

Ouenka nuamertpa u crenenn | Heobxoauma mis pacuera CIJIA.
KOJUTAOMPOBaHUS HIDKHEH

OJIOW BEHEI

Tadommua [14/T'1. JonosHuTtenbHble onuuu npu IXOKT

Onuus IMean uCnoIb30BaAHUA

Ornenka npoaonbHo# aedopmannu JIK | C mocTpoenneM cermeHTapHoi cxembl-mutieHu JOK

(2D-strain) (bull's eye). [TarTepubr 2D-strain paznuunst mpu ['KMIT
u penoxonmsix 'KMII

3-D pexoHCTpyKITHS Onenka mopdonorun MK st BeIGopa Xupyprudeckoit
TaKTHKA

Taéauuna I15/T'1. Ixoxkapauorpaduyeckue 0COOCHHOCTH, MO3BOJISIIOLINE NPEANOJ0KUTH

nauaruo3 ¢penoxkonnu 'KMII (agantupoBano u3 [4])

OcobennocTun KommenTapmuii
VYromenue MEXIpPEACepIHON | AMUIIONI03
MIEPETOPOIKU
Yronmenue ctBopok MK Amuion103, 601e3ubp AHnepcona-dadpu
l'uneptpodus cBoboano# ctenku DK Amunouno3, MHOKapauT, Oone3Hb AHJEpcoHa-

®abpu, cunapom HyHnan

[TepukapauanbHBIA BBITIOT AMMITON103, MUOKAPIUT

YBenuueHne d3X0r€eHHOCTH MHOKapJa JOK AMI/IJ'IOI/I,Z[OS

Konuentpnueckas ['JDK MutoxoHapHanbHbIe 00JIE3HHU,
amuiIon 103, 6ose3Hb Anaepcona-dabpu, Myranuu B

reae PRKAG?2

OkcrpemanbHas koHueHntpuyeckas ['JDK | Bonesus [lanona, 6omne3ns [Tomme

(TonmuHa cTeHOK >30 MM)

I'mobansuas runokuaesus JDK MuToXxoHApUabHEIE O0JIE3HH, aMUTIOUI03, MYTAIH
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(c HAJIMYKEM WJTU OTCYTCTBUEM B rene PRKAG2, bone3np JlaHoHa, MHUOKapIuT,

muatanuu JIK)

no3auss cragust ['KMIL, 6one3ns Aunepcona-®abdpu

O6cTpykius BeixogHoro Tpakta [DK Cunapom HyHaH n accOoLMUPOBAaHHBIE CHHIPOMBI

Taoauna I16/T'1. [TapameTpbl, KOTOpbIe Heo0X0AUMO oueHuTH pu MPT cepana y

naguenrta ¢ F'KMII

CTpyKTYpHI IMapamerpsbi

JIK KJIP, KCP, ®B, macca muokapaa
Hannuune napymeHuii cermeHTapHOro cokpanienust Muokapaa JOK

BTJDK Anaromuueckue ocooenHoctr BTJDK, tuma u mecra ooctpykiuu B JIK
Bemuunna nmuxoBoit ckopoctu/I'Jl B BTJDK ((hazoBo-konTpactHas MPT c
KOJUPOBAaHUEM CKOPOCTH)

DK KJP, KCP, ®B, pazmepsl, Hasnure ooctpykunuu B BTTIDK

Muoxapa JIK - TonmuHa MUOKap/ia IEBOTO KEITYJA0UKa B IMACTOTY IO KOpoTkou ocu JIK
coryiacHo 17-Tu cerMeHTapHOW MOoaen
- Jlokanuzarust/pactipoCcTpaHEHHOCTh/KOJIMYECTBO THTIEPTPO(DUPOBAHHBIX
cermeHToB JIK
- mopdonornyeckuii Tun 'KMII (acummerpruyHas, CHMMETpUYHAs,
anuKaabHasl, CPEIHEKEITYT0UKOBAs)
- mattepH Mopdostorur MXKII (1BosikoBbImyKI1as, curmoBuaHast, Best MOKIT)

[To3anee Hanuuue, narrepn, pacnpoctpanenHocts [THI B % oT o6mieit maccsl

HAaKOILICHUE muokapzaa JIK

raJ0JMHUsA

MP u TP Hanuume wMutpanbHOM U TPUKYCHUJANBHON pErypruTaluy, CTENEHb,
(bpakius peryprutrainuu

Amnmnapat MK CrtpoeHue, onucanue aHOMaJHii (CMeIeHHe/ «PacIIeTIeHne) TOJIOBOK U

(CTBOPKH, XOP/IbI, | TUIIEPMOOMIBHOCTh MAMMUISIPHBIX MBIIII), CBsI3b ¢ 00cTpykuuei BTJIK u

NanuUIsipHbIE MUTpaIbHOM perypruramnme

MBIIIIIBI)

JIIT m I Pasmepsl

Hononuurtensueie | [Ipn mnanupoBannun CMD/PMD - uaeHTHQUIIMpOBaHHME «KPUIIT» Y

aHOMAaJIMH nanueHToB ¢ ' KMII ¢ ykazanuem KonmuecTBa U IIyOUHBI 1e(heKTOB
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Taoauna I17/I'1. BapuaHTbl HAIPY304YHbIX TECTOB

Harpy3o04HbIii TeCT Anmaparypa IHoxkazanusi/uenb

AJIsl HATPY3KHU

Harpy3ouHsl1ii Tect ¢ Tpenmuin Crparudukanus pucka BCC

peructpanueit OKI' u AJ[ Bemospromerp
(pexe)

Crpecc-DXOKTI Tpenmun - JluarsocTtrka JaTeHTHOU OOCTPYKIIUU
«JIexauniin - Crpatudukanus pucka BCC (qunamuka AJ]
BEJIOIPrOMETP u[']])

- Uapynupyercs nu uemus MHOKapaa

- Onenka 3(h(EeKTUBHOCTH TTPOBOTUMOM

Tepanuu

- [InanupoBaHue AMarHOCTUYECKUX
MEPOTPHUATHH y MallUEHTOB C OOJISIMU B

obnactu cepana (HeooxoaumocTs KAI')

DprocrnupoMeTpust Tpeamunn [Ipy myaHMpoOBaHUY TPAHCIUIAHTAIIMU CEepIa

Ta6mmuma II8/T'1l. /IuarHocTHKa Yy POJACTBEHHMKOB MNpPOo0aHAa, HOCHTes el MyTanuii

reHorun(+)/penorun(-) B roruneprpopuuecKkoii cTagun (axantuposano us3 [173])
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2THONETOrEHES MeToabl AHATHOCTHEN [ HAXO4KA
MyTauma B rede,
HOOHPYHILLEM - -2 MeHETHYECHHH aHanu3
caprOMepHbIA Genow
m
¢ -g. AXNOHMT/MPT:
Dedert capromeproro anomanuu MK W nanmnaspHbix
Benka E MBI, HPWATBI MHOKapAa
& E IXOMT:
= +|+ CHOpOCTHBIE MOKASATENM NPK
s THAHEBOW Aonnaeporpadum
Hapyweuune g_ <4
coEpatamocT KL - -"#‘ o)+ nedopmauma muorapaa M
- o
- E
Disarray - E } Hamenenwna wa IKI
Dubpos % MPT: m.6. 3ouel MTHI
R
Mneptpodna

Ta6auuna I19/T'1. @akTopbl pucka pa3sBuTUA MHPAPKTAa MUOKApAAa 2 THNA Y NALMEHTOB C

I'KMII
MposouupyrowMe
basoeble ycnosuA: S !W -
dakTopsl:
CreHos KA dakTopbI : :x:;a PAA
< 50% XPOHUYECKOMH .
(e crapweid MLLIEMMH cTpecc
Bﬂapam-;rﬁ + —— + *  Harpyska
rpynne .
Py FKMI s
Komopbua- e
HOCTb (INOCA) MMOKa
pAa

R

UM 2 tTuna (MINOCA) /
OCTpOe NoBpeXKaeHne MMoKapaa
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Tadomuua I110/T'1. Cxema nuddepenunanbroro anarnoza 'KMII n 6a3anbHoil cenTajJbHOM

runeprpodun (anantuposano u3 [437])

S-ofpasHan MHN
TonmuHa nepegHe-GasansHoro cermenta MM > 12 mm
OtHowenwe TNHKI(Ga3aneubid cermenT) / TMHM(cpeaHui cerment) > 1.5

v

HET CemelHbld aHamues TEMNSBCC aa
HET KAMHWYecKad CHMITOMAaTHEA aa
HET Ob6cTpyruMa BTN, NMCA MK aa
HET TMIEAN = 1.5 ; 130N+ = 1.1 Aaa
¥ v v

«BbINYKNOCTEY
6asanbHoi MMM

HeonpegeneHHo rHM”

$ I

HEeT NYCr npn MPT aa
HET MpUUMHHAA MYTAWKMA NPH FTEHETHYECKDM TECTHPOBAH MM Ad
HET wdisarray® HapaWomuouuToB npu Buoncil muorapaa aa

Ta6muua IMM11/T1. Iuddepenunansbuas nuarnoctuka 'KMII u cnopruBnoii I'VIXK

Cnoptcmed, TN, TonwmHa cTeHKM JTH > 13 mm

*  JHOHE MPT: HAOP MH<45 mm;
acummeTprunan [T; OTC =0,5; waw
npasuno y cnoprecmedos Het MCHO ME;
Anactonvueckan [&; ects 3oHm MHI
(ve B HauaneHbx dasax);

mnfurfman wnmn < 120% oMugaemoH;
m.b. HHP; m.b. JAL wnk wegoct.
NPUPOCT HA NMUEE HArPYSHKW

N yepes HECKONBRD MECALEE Nocne
NpekpaleHHa HarpysH

* Crpecc-tectei: VO; marc. < 50 =

* Her ¥YMEHBIUWEHHA TONUWHHBI CTEHOH -

rTKMnN CnoptueHana NI
*  Cemedusid awamues THMI *  Het cemelnoro avamuesa THMI
*  Heucemid mon = 3HI: sonbTamHblie npusHard [T
*  JHI: natrepHsr THMI *  IXOHI w MPT: KOP MH>45 (55) nm;

acummeTpuunan [JIK; OTC < 0,5;
wet NCA MK; cynpanopmanesuan [d
MK [yeenmuedne CHOpPOCTH paHHErD
wanonuenna JIH); s > 10cm/c;

HeT 30H [HT;

Crpecc-tector: W03 makc. > 50
mnfurfmne wnn > 120%
ommagaemon; Het HHP;
HOpManbHan peaduma Al
Ymeubwenve TonuMHbl ctedol JIHK
Yepes HECHONBKD MECALEE noche
NpeEpalleHda Har py3HH

Ta6auna [112/T'1. OrpannyeHusi B MeTOAAX INATHOCTUKHU NPH OepeMeHHOCTH

139




Metoa Orpanunyenus YYP YA
OKI’ Her orpannuenunit 1 C
Onexrpo-pusnonornyeckoe | MoxeT ObITh BBIIIOJIHEHO IO )KU3HEHHO 3 C
HCCIIEIOBaHUE Ba)XKHBIM TTOKA3aHHUSM
OXOKI TT-DXOKI" — Her orpanuyeHuit 1 C
UII-DXOKI — ecau TT-DXOKT
HEJ0CTAaTOYHO [yl IOCTAHOBKU TUarHo3a win
JEeTANIN3alUHA HAPYIIECHNMN.
MPT be3 ncnonr3zoBanust KOHTpacTa (TaI0TMHII) 2 C
MOXET OBITh BHITIOJIHEHA B CITydae, eciu
OXOKI" HepocTaTOYHO ISl TOCTAHOBKH
JIMarHosa
KT/MCKT Mo3keT ObITh BBINOJIHEHA 0 KU3HEHHO 3 C
BaXHBIM TTOKa3aHHSIM
Pentrenorpadus opranoB | MoskeT ObITh BBINIOJIHEHA B ClIy4yae, €Clii 3 C
IPYIHON KIIETKH Jpyrue MeTo bl 00CIeJOBaHUS HE MOTYT
OOBSICHUTB T€HE3 OJIBIIIKH

Ta6auuna IM13/T']l. YnpomeHnHass Moelb KJIMHMYECKUX BapuaHToB Tedenuss 'KMII

MeHeTHuecHMi ACHMNTOMHER AcumnTomHan
pedbext —|  AOTMNEPTPOGUUECHAN == rHNEpTpodUYEcKan CTaWA
CTagMA [+/- oBcTpyruma BTIH)
+ CcpegHe- ¢ ¢ ¢
MEeNyA0UL0Ban
obcrpykums JUK b CumnToMHas Y ———
runeptpoduueckans =3 JIHK + Boipam.
obcrp. BT
CrabuneHoe cTagMA P
TeyeHHue € +/- ﬂrEch\rHublﬂ BTN ¢
| wenaccuueckni mopdo- v
PYHEUHOHANEHEIH GeHoTHRS | é
BCC
¢ >
+ PN + HMIWEMMA, I T
CTEHOKAPAMA,
¢ MM 2 Tuna -
¢ HebnaronpuATHOE
MucyneT h 4 pPEMOOENHPOBEIHHE
T
A 4 XCH 1I-IV cr. -
AnHEanbHaa (Annataymonnan
OBu=50% -2 OBam<S0% crapma)

aHespuama JH

kypabensHan [ pedparTepHan
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[Tpunoxenue I'2. lIkanbl OLEHKHN prUcKa

Tadmmuma II1/T2. I[Ikana nporHo3MpoBaHMsl  BEPOSITHOCTH  OOHAPY/KEHMS

reHerudeckux BapuanTos npu I'KMII (ananrupoBano u3 [170])

Ha3panme Ha pycckom s3bike: [llkana nporHO3UpOBaHHS BEPOSITHOCTH OOHAPYXKEHUS
reHeTudeckux BapuanTos npu ['KMII
OpurnHajibHoOe Ha3BaHUe (€CJIM eCTh): HET
Hcrounuk (opunuanbHblii caiiT pa3padoTynKkoB, NyOJMKALMA ¢ BaJlujanuei):
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 (Mog4epKHYTH):

— IIKaJa OLEHKU

— HUHJIEKC

— BOIIPOCHUK

— npyroe (YyTOYHHUTb):
Ha3nauyeHme: KIMHUYECKMH MHCTPYMEHT MAJs NPOrHO3UMPOBAHMS BEPOSTHOCTH OOHApYKEHMS
reHeTndeckux BapuanToB npu ['KMII

Conep:xanue (11adJI0H):

Ilepemennas Bbanawbl
Bo3spacr, ner 20 0
20-29 -1
30-39 -2
4049 -3
50-59 —4
60-69 -5
70-79 -6
80 —7
KeHIIMHBI 4
AprepuanbHas TUIIEPTEH3Us —4
«JIBosikoBbITyKIass» hopma MIKII (aHri. «reverse curve») 5
CooTHOlIIEHHE TOJIIIHUHEBI 1,46 0
MXKII/3CJIK 1,47-1,70 1
1,71-1,92 2
1,93-2,26 3
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2,27 4

Kurou (nHTepnperanus):

CymMma GannoB <2 mpeacKa3blBaeT HU3KYIO BEPOSATHOCTh OOHAPYKEHHSI TeHETUYECKUX BapUAaHTOB

B IIPUYMHHBIX T'€HAaX, HanboJsee pacupocTpaneHHbIX pu ['KMII

Taéauua M2/I'2. HCM Risk-SCD. Illkana ouenku pucka BCC y nmammentoB ¢ I'KMII

(eBpomneiickasi MojeJIb)

Ha3zBanme na pycckom sisbike: HCM Risk-SCD. Illkana onenku pucka BCC y manueHToB ¢
I'KMII (eBpomneiickast MOJEIb).

OpuruHajbHoe Ha3BaHue (ecsm ectb): HCM Risk-SCD

Hcrounuk (opunuanbHblii caiiT pa3padoTynKoB, NyOJMKALMSA ¢ BaJaujanue):

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].

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

Tun (MOA4YePKHYTH):

— IIKaJIa OIEHKU

— WHJIEKC

— BOTIPOCHUK

— npyroe (YyTOUHUTB):
Ha3nauyeHnme: KIMHUYECKUN MHCTPYMEHT Ui NporHosupoBanusi pucka BCC y mamueHToB c
I'KMIL.

Conepxanue (11adJ10H):

Ilkana pucka BCC HCM Risk-SCD (eBpomneiickasi Moesn)

ITokassiBaer syumue pe3ynpraTsl y manueHToB I'KMII ¢ Beicokum puckom BCC

Kanpkynarop 5-nernero pucka BCC Ha ocHOBE MOJieNH, B KOTOPOI YUUTHIBAIOTCS CIELYIOIINE
napameTphl:

1.Cemeitnas ucropusa BCC
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2.CHHKOTIIBI

3.HYXKT

4 Maxc. TommuHa ctenku JDK
5.Bo3pacr

6.duametp JIII

7.1 8 BTJIK

[Mapametpsr BHOCsATCs B «Kanbkynstop» Ha caiite http://doc2do.com/hcm/webHCM.html

Kurou (MHTEpnperanus)

HKJ[*** moka3aH, eciu puck > 6%;
HKJ[*** moxeT ObITh pacCCMOTpPEH, ecii PUCK > 4%, Ho < 6%;

UKJI***, xak mpaBuiio, He TTOKa3aH, eciiu puck < 4%.

[Ixanma HCM Risk-SCD Obia BamuaupoBaHa sl MAIMEHTOB C MPEIIIeCTBYIOMIEH penyKinei
MXII meromom CAA.[175].

Ta6muna I3/T'2. llIkana ouenku pucka BCC y nmammentoB ¢ I'KMII (amepuxanckas

MOj1eJIb)

Ha3zBanue Ha pycckom s3bike: Illkama omnenkun pucka BCC y mamumentoB ¢ ['KMII
(amepuKaHCKas MOJIETIb).
OpurnHajibHOe Ha3BaHUe (€CJIM eCTh): HET
HUcTounuk (opuuaabHbIiA CAUT pa3padoTYNKOB, MyOJNKAIMS ¢ 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 (mox4epKkHyTDb):

— IIKaJia OIICHKHN

— UHACKC

— BOIIPOCHHUK

— apyroe (YTOYHHTB):
Ha3naueHue: KIMHUYECKUN HHCTPYMCHT JIs1I MPOTHO3UPOBAHHUA PHCKaA BCC Yy IHangueHTOB C

I'KMII.
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Conepxanue (1adJi0H):

IIkana pucka BCC (amepukaHcKasi MoIeJIb)

®axropsl pucka BCC

JlokazaHHbIE 1. TlpenorBpamennas BCC (BbDKUBLINE [1OCIIE OCTAHOBKH CepaLia
AKTOpHI PHCKA Beneacteue OT wm OXK)

2. Cnonrannasi ycroiunBas KT
BCC 3. Cewmeiinas ucropusi BCC Benencrsue 'KMIT

4. MakcumanbHas Tonmuaa crenku JIK >30 mm

5. HeoObsicHMMasg CHUHKOIIA B TEYEHHUE IIOCIETHUX 6 MEC.

6. HYXT > 3 xomruiekcoB

7. HeanexBarnas peaknus AJl Ha ¢u3. Harpy3Ky
Monudukaropsl 1. Bo3spact <30 ner

2. TIHT mpu MPT
pucka BCC 3. HaquII/:e obctpykuuu BTJDK

4, HeoObACHHUMBIE CHHKOIILI B TEYEHME ITOCIENHNX 5 JET
[Toarpynmst 1. AnukanpHas aneBpusma JDK
MAIUEHTOB 2. ®B JIK <50%
BBICOKOTO pHCKa
BCC

Kurwou (uaTepnperanus) k uMmimianranua UK***:

®dakrtopsl pucka BCC(amepukaHckasi MoJIeJIb) Hvnaanranusa | Kiaace mo
NKJI*** AHA/ACC

[Ipenorpamennas BCC (BhDKUBIIIHE ITOCIE OCTAHOBKH CEep/Iiia MoKa3zaHa
Beieacrue KT wmn OXK) I
Cunkona, BbI3BaHHAs CHOHTaHHOU yctounBou KT nmm II0Ka3aHa |
remoauHamudecku 3Haunmast KT
Hanuuue xots 651 1 13 cnenyromux GakTopoB: II0Ka3aHa lla

1. Cewmeitnas ucropust BCC Bcnenctue ' KMIT

2. HeoObsicHuMasi CHHKOIIA B TEYEHUE TOCTIEAHUX 6 Mec.

3. Makc. tomuuna crenku JDK >30 mm
Cnonrannas HYXT + IOKa3zaHa lla
x0T 06 1 U3 PakTOpOB-MOANPUKATOPOB PUCKA UITH MTALIUEHT
BXOJIUT B IpyIIly BeIcOKOTO prucka BCC
HeanexBatHas peakuust A/l Ha ¢pu3. Harpysky + MIOKa3aHa lla
x0T 061 1 U3 PakTOpOB-MOAMPUKATOPOB PUCKA UITH MALIUEHT
BXOJIUT B IpyIIly Beicokoro pucka BCC
Cnonrannast HYXXT wm neanexkBatHas peakiust Al Ha ¢us. Paccmotpers b

BO3MO>KHOCTh

Harpy3ky Oe3 JOMOJHUTEIbHBIX (PaKTOPOB pHCKa
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BrisiBnenHas myrtanus accouuupoBasa ¢ BbicokuM puckom BCC, | Paccmotpets i

6e3 npyrux dakropoB pucka BCC

BO3MOXHOCTb

Taoauna I14/T'2. CHA2DS2-VASc. Illkana oueHKH pHCKa TPOMOOIMOOIUYECKHX

OCJIOKHEHHNH Y NAMeHTOB ¢ GpuOpuIsinueii/TpeneTaHneM Mpeacepauii

Ha3Banue Ha  pycckom  si3pike: CHA2DS2-VASc. Illkama  OmeHKH  pHCKa
TpOoMO03MOOJINYECKUX OCIIOKHEHUH y TAIUEHTOB ¢ GUOPMIIALIMEH/TpeneTaHueM Npeacepauii
OpurunaiabHoe Ha3Banue (ecau ectb): CHA2DS2-VASc
Hcrounuk (opuumaibHbli caiiT pa3padoTunkoB, myb6jaukanus ¢ Bajauaanumeii): 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 (MOAYePKHYTH):

— IIKaJIa OLEHKU

— UHJIEKC

— BOTIPOCHUK

— apyroe (YTOYHHTB):
Ha3zHaueHme: KIMHUYECKMH WHCTPYMEHT JJI IPOTHO3MPOBAHUS PpUCKA HIIEMHYECKOIO
MHCYJIBTA U CUCTEMHOT0 TpoMO03MO0IM3Ma NpH (puOPMILIALMY Ipeacepanit

Conep:xanue (11a0J10H):

daxkrTop pucka bamsl

WHcynbT,  TpaH3WTOpHAs  MIIEeMHUYecKas  araka WIM  apTepualibHas 2
TpoM60>MO0JIUS B aHAMHE3€e
Bo3spact >75 ner 2
AprepuanbHas TUIIEPTEH3Us 1
CaxapHblil tuabet 1
3acroifHas cepnredHas HexoctarodyHocTh/ nucynkuus JDK (B wactHocTH, DB 1
<40%)

Cocynuctoe 3aboseBanue (MH(MapKT MHOKapia B aHaMHese, 1
nepudepuyeckuii aTepocKIIepo3, aTePOCKICPOTHUECKUE ONISAIIKU B a0pTe)
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Bo3spact 65-74 roga 1

Kenckuii ot 1

Kuirou (MHTEpnperanus):

Cymma 0aJlJI0B M0 HIKAaJje O:xugaemasi yacTora
CHA2DS2-VASc HHCYJbTOB 32 I'0J

0 0%

1,3%

2,2%

3,2%

4,0 %

6,7 %

9,8 %

9,6 %

6,7 %

O O N| o O b W N

15,2 %

Tabauna I15/I'2. HAS-BLED. Illkajia oneHKH pUCKa KpOBOTEeYeHHsI

Ha3Banue Ha pycckom si3bike: HAS-BLED. Illkana ornieHKH prcka 00JIBIIOT0 KPOBOTEUYCHHS B
TeueHWe 1 Tojga y MaNMEHTOB ¢ (QUOPWIUIAIMEH/TpEeneTaHueM TNPEICEPAn, IMOTYYarOIINX
AHTHUKOAI'YJIIIHTHYIO TEpAIHIO B COUCTAaHUU C WHTUOUT OpaMu arperaiuuu TpOM6OHI/ITOB i 0e3.
OpurunanbHoe Ha3Banue (ecjam ectb): HAS-BLED

HUcTounuk (opuumaabHbIA CAHT pa3padoTYnKoB, MyOJMKALNS ¢ BAJTUAALMEH):

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 (mog4epKHYTH):

146




— IIKaJia OIICHKHU
— HUHJICKC

— BOIIPOCHUK

— Jpyroe (YTOUHUTB):

Ha3nauyenme: KIMHMYECKUH MHCTPYMEHT I IPOTHO3UPOBAHUSA pPHUCKA OOJBILIOTO

KPOBOTCUCHUA B TCUCHHUC 1 roaa

Conepxanue (11adJ10H):

BbykBa DaKTOp pUCKa Banabl
H ApTepuanbHas THIIEPTEH3US 1
A Hapymenne QpyHkuny ne4eHu nin novex 1 umm 2
S WNHucynsT B aHaMHE3e 1
B KpoBoreuenus B anamHese 1
L JlabunerOCTH MHO 1
E Bospact (>65 ner) 1
D 3noynoTpedieHne alIKOroJIeM WUJTK TIpernapaTaMH, 1 v 2
MOBBIIIAIOITIMHI PUCK KPOBOTEUEHHM
Kuwu (MHTEepniperanus):
CymMma 0a/u10B 10 HIKAJIe Puck 001611010 KPOBOTEYEHUS B T€YEHUE
HAS-BLED 1 roga
1-2 Huzkuii puck KpoBOTEUCHUS
>3 BrICOKMIA pUCK KPOBOTEUECHUS
[Mpunoxenwne I'3. Mubie
Ta6auna I11/T'3. MogekyaspHblii narorete3 ¢penoxonuii F'KMII
Ho3oa0rus MousiekyJISIpHBII NATOreHe3
(penoxonuss 'KMII)
AL-amunonnos [Tpu AL-amunouno3e KIOH MaIMTHU3UPOBAHHBIX TIa3MaTHUECKUX

KJICTOK CUHTC3UPYCT B OOJIBIIIOM KOJIMYECTBE JICTKHE J1(S004 (Kanna nIn
HHMG,Z[a) I/IMMYHOFJ'IO6YJ'II/IHOB. VBenuueHue KOHIICHTpAllu Oenka-
OpCAIICCTBCHHNKA BBIIIC HCKOTOPOTO MMOPOTrOBOI0 3HAYCHUA MOKET

ABTOMATHYCCKU ITPUBOAUTH K HAYATY (1)1/16p1/1m10reHe3a 1 OTJIOKCHUIO
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amuionja B TkaHsax. Ilpu atom B 5% citydaeB qUarHOCTHPYIOT

IPCUMYIICCTBCHHOC IMMOPAKCHUC CCpAlla aMHUIIONI030M.

HenacneactBenHsbiit
(WtATTP)

Y HACJIEICTBEHHBI
(MtATTP)
TPAHCTUPETUHOBBIN

aMUMJION 103

B ocHOBE MOJIEKYISIPHOTO ATOT€HE3a HEHACIIEACTBEHHOTO U
HACJIEICTBEHHOTO TPAHCTHUPETUHOBOTO aMUJIOM03a JIeXKAT
KOH(pOPMALMOHHBIE U3MEHEHHUS U IeCTa0MIIN3alus TeTpaMepa
TpaHcTUpeTHHA. JlecTabmim3anusi TpaHCTHPETHHA TPUBOIUT K
HETNPaBIWILHOMY (OJITUHTY OeKa ¥ arperaiii BapHaHTHBIX
MOHOMEPOB TPAHCTUPETHUHA C 00pa30BaHUEM TOKCHYHBIX
MIPOMEKYTOYHBIX aMUJIOUOTCHHBIX ITPOJYKTOB M aMUJIOUTHBIX
dbubpm.

OTH MEXaHU3MBI MOTYT HAPYIIATHCS C BO3PACTOM, YTO
0OBSCHSCT TIOBBIIICHUE PHCKA PA3BUTHS HEMYTaHTHOTO
TpaHCTUPETHHOBOTO amuiionsio3a (WATTP) y nuiy moxuioro u
CTap4ecKoTo BO3pacTa.

HacnencrBennsrit AT TR gare BcTpedaeTcs B 9HAEMUYHBIX TS
aToro 3a0oseBaHus peruoHax. Hanboee yacTeie reHeTHYECKIE
BapuanThl: Val30Met-ATTR, co cmemanHol CHMITTOMATHKON
(HeBpoJstoTHYecKas U KapAromaThuieckasi) ¢ mo3aHuM nedrorom u He-
Val30Met-ATTR, kapanoMHOTIATHYECKUI BapHaHT 3a00JICBaHMS.
W3BecTHBI MyTaliy, BHI3BIBAIOIINE CEMEMHBIE U cCrIOpagrueckue (GopMbl
3a00J1eBaHUsI, KOTOPBIE ACCOLIMUPOBAHBI C IPEUMYIIIECTBEHHBIM
nopakeHuem cepana (Hanpumep, Vall22lle, [le68Leu, Thr60Ala,
LeulllMet).

bone3ns Annepcona-

dabpu

Myranus B reHe GLA (onucano 6oinee 400), koaupyromiem GpepMeHT a-
rajmakro3unasy A (a-Gal A) mpuBOIUT K 3HAYUTEIBHOMY CHHYKCHHUIO
AKTUBHOCTH (pepMEHTa, BOBJICYCHHOTO B META00JIN3M
CUHTOTIIUKOJIUIHUIOB. DTO IPUBOIUT K HAKOTLIICHHUIO
HETHUJIPOTM30BAHHOTO CyOCTpaTa OJOKUPOBAHHOM (pepMEHTHOM
PEaKIMU ¥ COMPOBOKIAETCS YBEIMUEHUEM UHCIIa TU30COM B KIIETKaX,
HapyIIeHHEeM HOPMaJbHOTO (PYHKIIMOHHPOBAHUS 3TUX KIETOK U HX

TUOEIBIO.

HacneacrBennsie
cunapomsl ¢ 'KMII

y TIOJPOCTKOB

PRKAG2 komupyetr HAM®-akTUBHpYEeMYIO IPOTEMHKHUHA3Y-Y2.
JlaHHBIH GeNoK onpezensieT BHYTPUKIECTOUYHYIO aKKyMYJISLIUIO

TJIMKOTEHA U HapyLIeHUs ero GyHKIUH MOTYT IPUBOJHUTH K
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1 MOJIOABIX B3POCIIBIX,
CBA3aHHBIC

C MyTallusIMH B I'CHEC

PRKAG?2

TICEBAOTUIIEPTPODUHU KApJHOMHUOIIUTOB U 3a/I€PIKKE MHBOJIIOIHN
SMOPHOHAIBHBIX MPOBOAALINX ITyTel B MHOKap/Ie.
[Tpu sToM Habmonaercs yactoe coueranue ' KMII u cunnpoma

Bonbda-Ilapkuncona-Yaiita.

Bbonesns Jlanona

MouiekynspHbI MEXaHU3M pa3BUTHUS 00se3HU J[aHOHA OCHOBaH Ha
nedexre B LAMP-2 Genke, KOTOPBIA OMOCPENYET HAKOTIICHHE
TJIMKOTEHA B KAPAMOMHOIMTAX U IPUBOJUT K IICEBAOTHIIEPTPOHUHN
Muokapja. Korna cyimecTByer reHeTHYeCKUid 00yCIOBICHHBIN nepuiuT
oenxa LAMP2. nabnronaercs HenpaBuiibHAs ayTodarnaeckas
nerpanaius 0enkoB. Ayrodarnyeckas akTHBHOCTD CBsI3aHa C
MaToOreHe30M pa3HooOpa3HbIX Oose3Hell. CyliecTByeT MHEHHE, YTO
60ne3ub JlaHoHa 00yciIOBIIeHa HACIEACTBEHHBIMU HAPYIICHUSIMU

nporiecca ayrodaruu.

Atakcus @puapeitxa

MonekynsapHbIil naTorenes atakcun @puapenxa 10 CUx Mop sABISETCA
npeaMeToOM aucKyccnid. OJIHaKO Ha HACTOSIIUN MOMEHT YCTaHOBJIEHO
ydactue Oenka (ppaTakcrHa B TIOAJIEP)KaHUH TOMEOCTa3a xKeye3a B
KIIETKE ¥ TO, YTO €r0 HEJOCTaTOYHOCTh MIPUBOIUT K MHOKECTBEHHOMY
dhepmeHTHOMY NeDUITUTY, MUTOXOHIPHAITBHOU TUCHYHKITUN U

OKHCIUTCIIbHOMY ITOBPCKICHUIO.

RASonaruu
(cunapom Hynan
u cuaapom LEOPARD)

Myranuu B TeHax, KOJAUPYIOIIUX KOMIOHEHTBI ¥ PETYIISITOPHI
RAS/MAPC curnansaoro nmytu (RAS/MUTOrCH-aKTHBHpYeMast
NPOTCHHKHWHA3a) BHI3bIBAIOT MHOXKECTBEHHBIC HACIICICTBECHHBIC TOPOKH
pasButus. RAS/MAPC curHaibHbIi IIyTh OTBETCTBEHEH 3a
nposmdepanuio, TuphepeHIIUPOBKY, CTAPSHUE U ANIONTO3 KIETOK U
o0ecrieunBaroIell ITUM HOPMaIbHOE Pa3BUTHE KJICTOK U TKaHEH

OpraHnn3ma B ICJIOM B 3M6pI/IOHaJ'IBHOM H IIOCTHATAJIbHOM IICPpHUOJaX.

Tadoamua I12/T'3. Mopdodynkuuonaabusie penorunst npu 'KMII

Mop¢opyHKIHOHAIBHBIH Onucanne
(enornn
I'uneprpoduueckuit Ymenbmennsiit JOK, acummerpuunas ['JDK (runeprpodus

(«KITacCHUeCKHii»)

MXII), o6crpykuums BTIDK
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CMmenanHbI Hunarannonnas craaus [' KMII, ymeHblieHue crenesu
(runiepTpodus + aUIaTAIIHS) runepTpoduu («BIrOpaHKE»), YMEHbIICHHE/NCUE3HOBEHHE
obctpykumu BTIDK.

B munaranmonnoii craauu npu I'KMII crenens

JUaTaly, Kak MpaBuiio, He ObIBAET OOJIBIION.

CMmeniaHHbIN BeIpaxenHas qunaranus npeacepanii, peCTpUKTHBHBIN

(runeptpodus + peCTPUKIIHS) tun HanoiaHenus JOK. Moxer 6biTh ipu ManenbkoM JDK

CMelaHHbIi Hunarannonnas craaus [ KMII. Beipaxxennast nuimaramust

(runeptpodus + pecTpukIuUs + npeacepauil, peCTpUKTUBHBIN ThH HanoaHeHus JDK,

JIUJIaTaIus) YMEHbILIEHUE CTENEeHH TUNepTpoduu, TUIaTUPOBAHHBIN
JIK

Tab6auna I13/I'3. OcHOBHbIe MeEpPONPUATHA 1O NPOPUIAKTHKE OCI0KHEHUH Y

nanguenToB ¢ ' KMII

Cumnrtom/ocaoxuenue 'KMII Ipoduaakrnyeckne MeponpusiTust

[Iporpeccuposanne I'JDK AnexBatHoe sneuenne ['KMII, o6ctpykiuun BTJIK
BKJItoUasi (hapMaKoTepanuio, S3HI0BACKYIIPHOE U
XUPYPrUUECKOE.

IIpu conyrcTBytomeit AI' — runoteH3uBHas
Tepanus.

N36erath BHICOKOMHTEHCUBHBIX (PU3NYECKUX

Harpy3ok u CIriopTa.

BCC u xu3Heyrpoxaroniyue HapyleHus [TepBuunas u BropudHas npodunakruka BCC —

puT™Ma cM. paznen «Crparuduxanus pucka BCCy»

XCH, pazButue AuiaTalldiOHHON CTaIUU AnexBarnoe nedenue ['KMII, ceoeBpemeHHOE

WJIM TIPUCOEIUHEHUS PECTPUKTUBHOTO BBISIBIICHHE U JieueHne oocTpykinu BTJDK.

¢denotuna ITpu conyrctByromen UBC u A" — anexBaTHOE
JICYCHHE.

Tpom6osMO0IMUecKHe OCIOKHEHUS Y Mo OOIIMM PHUHIIUIIAM TPOMOOTIPODUIAKTUKY TIPU

nanueHToB ¢ OII O®II (cM. pexomenaruu o nedenuro OII)

NHubeknoHHbIi SHAOKAPAUT AHTHOMOTUKOTIPO(DUITAKTHKA PEKOMEHIYETCS

TOJIBKO IEPC nNpoucaAypaMu BbICOKOTO pUCKa
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naurentam ¢ I'KMII u npore3amu KiianaHoB
cep/la, BpOXKJACHHBIM MTOPOKOM Cep/lla WK €CIIn
MAIUEHT paHee MePeHOCHIT HH(DEKITMOHHBIHI
SHAOKAPIUT (CM. COOTBETCTBYIOIIHE
PEKOMEHIAIINN).

VY nanueHToB ¢ UMIUIaHTUpoBaHHBIM MKJ[***
npoduiakTika HHOEKIIMOHHOTO SHIOKApIUTa —
o pexomenaanusm ESC o

anekTpokapanoctumyssiiuu 2013 .

151




	Оглавление
	Список сокращений
	Термины и определения
	1. Краткая информация по заболеванию или состоянию (группе заболеваний или состояний)
	1.1 Определение заболевания или состояния (группы заболеваний или состояний)
	1.2 Этиология и патогенез заболевания или состояния (группы заболеваний или состояний)
	1.3 Эпидемиология заболевания или состояния (группы заболеваний или состояний)
	1.4 Особенности кодирования заболевания или состояния (группы заболеваний или состояний) по Международной статистической классификации болезней и проблем, связанных со здоровьем
	1.5 Классификация заболевания или состояния (группы заболеваний или состояний)
	1.6 Клиническая картина заболевания или состояния (группы заболеваний или состояний)

	2. Диагностика заболевания или состояния (группы заболеваний или состояний), медицинские показания и противопоказания к применению методов диагностики
	2.1 Жалобы и анамнез
	2.2 Физикальное обследование
	2.3 Лабораторные диагностические исследования
	Стратегия генетического тестирования и семейного скрининга

	2.4 Инструментальные диагностические исследования Электрокардиография и мониторирование ЭКГ
	Эхокардиография
	Магнитно-резонансная томография
	Компьютерная томография / Мультиспиральная компьютерная томография
	Сцинтиграфия
	Позитронная эмиссионная томография
	Коронарная ангиография
	Инвазивное измерение давления в полостях сердца
	Электрофизиологическое тестирование
	Нагрузочные тесты
	Эргоспирометрия

	2.5 Иные диагностические исследования
	2.5.1 Биопсия миокарда и абдоминального жира
	2.5.2 Диагностика заболевания у отдельных категорий пациентов
	Дифференциальный диагноз ГКМП и ГЛЖ вследствие артериальной  гипертензии
	ГКМП и базальная септальная гипертрофия
	Гипертрофическая кардиомиопатия и ГЛЖ у спортсменов

	2.7. Стратификация риска и стратегии первичной и вторичной профилактики ВСС

	3. Лечение, включая медикаментозную и не медикаментозную терапии, диетотерапию, обезболивание, медицинские показания и противопоказания к применению методов лечения
	3.1 Медикаментозная терапия
	Медикаментозная терапия обструкции выходного тракта левого желудочка
	Лечение ХСН с ФВ ЛЖ ≥ 50% у пациентов с ГКМП
	Лечение ХСН с ФВ ЛЖ ˂50% у пациентов с ГКМП
	Лечение синдрома  стенокардии у пациентов с ГКМП
	Лечение артериальной гипертензии у пациентов с ГКМП
	Лечение фибрилляции предсердий у пациентов с ГКМП
	Профилактика тромбоэмболических осложнений у пациентов с ГКМП

	3.2. Хирургическое и интервенционное лечение ГКМП
	Редукция МЖП
	Рекомендации по ЭКС у пациентов с обструктивной ГКМП
	Инвазивные методы лечения ФП пациентов с ГКМП
	Рекомендации по сердечной ресинхронизирующей терапии у пациентов с ГКМП
	Рекомендации по практическим аспектам имплантации кардиовертера-дефибриллятора***
	Рекомендации по имплантации вспомогательных левожелудочковых устройств
	Трансплантация сердца у пациентов с ГКМП

	3.3. Беременность и роды у пациенток с ГКМП

	4. Медицинская реабилитация, медицинские показания и противопоказания к применению методов реабилитации
	5. Профилактика и диспансерное наблюдение, медицинские показания и противопоказания к применению методов профилактики
	6. Организация оказания медицинской помощи
	Критерии оценки качества медицинской помощи
	Список литературы
	Приложение А2. Методология разработки клинических рекомендаций
	Приложение А3. Справочные материалы, включая соответствие показаний к применению и противопоказаний, способов применения и доз лекарственных препаратов, инструкции по применению лекарственного препарата
	Приложение Б. Алгоритмы действий врача
	Приложение В. Информация для пациента
	Приложение Г1. Принципы и особенности диагностики и оценки сердечно-сосудистого риска при ГКМП
	Приложение Г2. Шкалы оценки риска
	Приложение Г3. Иные

