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CIIMCOK CcoKkpalleHun

AB - aTPUOBEHTPUKYJISIPHBIN

ABB - aTPMOBEHTPUKYJISIpHAS 6JI0KaIa

AT apTepuasibHas rUIepTeH3us

ALl - apTepuaybHOE JaBJieHNe

ATO - agmeHo3uHTpUdochopHas KUCIoTa

AKOD - QHTMOTEeH3UH-KOHBEePTUPYIOIINI pepMeHT
BJIHIIT - G;10Ka/1a JIeBOii HOKKM ITyuKa ['ica

BITHIIT - 6710Ka1a ImpaBoit HOXKKM Imyuka I'mca

BCC - BHe3alHas cepaevyHasi CMepThb

BTJDK - BBIXOZHOI TPAKT JIEBOTO XKeJIygouKa
I'KMIT - TunepTpoduuecKkasi KapAMOMUOTATUS
[TDK - TutepTpodusi 1eBOro Keaygouka

I’ - TpagUeHT OaBJIeHUS

JHK - Ie30KCUPUOOHYKIEeMHOBAsI KUCI0Ta

J9KC - JIBYXKaMepHbI/A MMIIJIAaHTUPYEMbIi

9JIEKTPOKAPANOCTUMYIISITOD

JKHP - JKeJTyJOUYKOBbIEe HapYIIEeHUS pUTMa

XT - JKeJTyLOUYKOBas TaXmKapamus

3CJIK - 3aJHSIS CTEHKA JIEBOT'O JKeJIy[0uKa

WK - UMILJIAaHTUPYEMbIi KapanoBepTep-aedubpuiisaTop
MMBOKA - uHGapKT MHOKapaa 6e3 0OCTPYKIIMM KOPOHAPHBIX
aprepun

KAT - KOpoHapoaHruorpadus

KO/, - KOHEeUHO-IMaCTOJIMYeCcKoe JaBjIeHne

K0 - KOHEYHO-IMaCTOINYECKIIL 00beM

KT/MCKT - KOMIIbIOTepHasts Tomorpadus/MyabTUCIIMpaTbHas

KOMITbIOTepHAsi ToMorpadus



JDK

JIII
MIKII
MK
MHVII
MP
MPT
HYXXT
OT'KMII
ITHT
ICA
PM3
CAA
CM>
TT-2XOKTI'
YO
@®BJIXK
OK

DX

@II
XM3KT
XCH
YIT-2XOKT
YCC
OKT
9KC

OXOKT

- JIEBBI sKeTyo0ueK
- JIeBOe Tpefacepaue
- MEXXKeTyI0uKOBast IIeperopoaka
- MUTPaAJIbHBIN KJIanlaH
- MO3TOBOJ HaTPpUIypeTUUEeCKNIA TTeTITU]
- MUTpPaJIbHAS PErypruTamus
- MAaTHMTHO-pe30HaHCHas ToMorpadus
- HEeYCTOUMBas KeTya0uKoBasl TaXUKapaus
- ooctpyktuBHass 'KMII
- TI03JHee HaKOIUIeHMe Tal0MHUS
- TlepeiHee CUCTOIMYECKOe IBUsKeHIe
- pacipeHHast MMOSKTOMMS
- CeITa/IbHas aJIKOTOJIbHAsT abJalust
- CeNnTa/IbHAsI MMOSKTOMMSI
- TpaHCTOpaKaJIbHasI 3XoKapauorpadus
- YOApHbIi 06beM
- (pakiust BIOpOCA JIEBOTO JKeTyaouka
- GYHKIMOHATbHBIN KJIacc
- GUOPMILISLIVS SKeJTyIOUKOB
- GUOPWILISLIMS TIpeIcepanit
- XOJITepoBCcKoe MOHUTOpupoBaHue KT
- XpoHMYecKasl cepyieuHast HeOCTaTOYHOCTb
- YpecIuIleBoaHAas 3xXoKapauorpadus
- YaCTOTa CepAEUYHbIX COKPAIeHMIA
- 37eKTpoKapauorpadus
- 9JIEKTPOKAPAUOCTUMYIISITOP, JIEKTPOKAPAMOCTAMYJISIIIAS

- axoKapauorpadus



INOCA - ischemia with non-obstructive coronary arteries (Miemus
6e3 06CTPYKLMIM KOPOHAPHBIX apTepuit)

LAMP2 - TeH JIM30COM-2-aCCOLMMPOBAHHOIO MeMOpaHHOro OeJka 2

MINOCA - myocardial infarction with non-obstructive coronary
arteries (MHMapKT MMOKapaa 6e3 06CTPYKIMY KOPOHAPHBIX apTepuit)

Nt-proBNP - N-KOHI1IeBOJ (pparmeHT rpenaiiecTseHHMka MHYII

AHA - American Heart Association (AMepukaHcKasi acCoLMaIus
cepana)

ACC - American College of Cardiology (AMepukaHcKasi KOJIJIerust
KapAuoJioroB)

ATTR - TPAHCTUPETUHOBBIN aMUJIOU03

EACVI - European Association of Cardiovascular Imaging

(EBpormerickas accoumanms o cepaeyHo-CoCyauCTOMN BU3yaInU3alnun)

ESC - European Society of Cardiology (EBporieiickoe 06111ecTBO
KapAuoJyioroB)

HCM Risk-SCD - mkasa pucka BCC ipu 'KMIT

MOGE’S - Knaccuburamsi KapauoMmuonaTuni

NYHA - Hb}O—VIopKCKaH accoumauus Kapamnoaoros



TepMMHBI 1 orIpeaeIeHus

Tuneprpodpuueckas  kapauommomnatusi  (I'KMII) — reHeTUYeCKu
o0yc/ioB/IeHHOe 3abosieBaHyue MMOKapa, XapakTepusylolieecsl rurnepTpodueit
MMOKapaa JieBoro (6omee 1,5 cM) wM/wiM TIPaBOTO KeIyAOUYKa, dYallle
acCMMMeTPUUYeCKOro XapakTepa 3a C4YeT VTOJIILEHUS MeXKeayI0uyKOBO
Meperopojiki, 4YTO He MOKeT OOBSICHATbCS MCKIIOUUTETbHO ITOBbIIIIeHNEM
Harpy3Kku [aBjieHueM, ¥ BO3HUKAILIee IMPU OTCYTCTBUM LPYroro CepreyHoro
WX CUCTEMHOTO 3abojieBaHMs, MeTaboJMUecKOro WM IOJMOPraHHOTO
CUMHIpOMa, cBsI3aHHOTrO ¢ [VDK.

O6cTpyKkTHUBHAs runeprpoduueckast Kapamnomuornatust (OI'KMII) — ¢dopma
['KMII, comnpoBOXIam0Iasacsa HapylleHeM BHYTPUCEPAEUYHON TeMOAMHAMUKY B
BUAEe TPensTCTBUSA CUCTONMYecKomMy u3rHaHuioo wu3 JDK w/mnm npasoro
kenygouka (IDK), yuto mpuBOOUT K yBenuueHMIo rpagueHta nasiaeHus (I'l) B
BBIXOAHOM TpakTe jieBoro u/unn IDK sxkenynouka (BTJDK; BTIDK).

ITDK  BTOpMYHOro reHesa —  YHUMBepCaJbHasg  KOMIIEHCATOPHO-
MpUCIIOCOOUTENbHAS peakiusl B OTBET Ha M3BECTHBIV reMOJAVMHAMWYECKUI WU
Ipyroii ¢hakTop.

Horuneprpoduueckas craaust TKMII — stan B pa3BuUTHUM 3a00eBaHMsI, IIPU
KOTOPOM OTCYTCTBYIOT NMPU3HAKU ruUmnepTpo@uu Muokapza, omnpepesnseMbie C
TIOMOUIbI0 BUSYUIM3UPYIOIIUX METOAUK.

Cyoxiaumanueckass craauss 'KMII — sram B pasBuTum 3a00j€BaHMs, TIpU
KOTOPOM HeT KJIIMHMYECKOM CUMIITOMAaTUKHK, XapakrepHoii ajsa FKMII.

levotun (+)/deHoTun (-) — HOCUTENM IIATOJIOTMUYECKO MyTaluu,
accouympoBanHoii ¢ T'KMII, nmorumneprpoduyeckoii u CyOKIMHUYECKOIA
cragusaMmu 'KMII.

Bo3pacT3aBucumasi NeHEeTPAaHTHOCTb — YBeJIMUYeHMEe YaCTOThl BbISIBIEHUS
dbeHoTunmnueckux npusHakoB I'KMII, orpepensieMblx C MOMOIIbI0O PYTMHHBIX
meTonoB (OKI, OXOKI), cpemu HOCUTeNeil TMAaTOTeHHbIX TIeHeTUUYeCKUX
BapMAaHTOB I10 Mepe IOBbIIIeHS BO3pacTa.

BHe3amHas cepaeunasi cmepth (BCC) — HeHacuIbCTBEHHAsI, 00yCI0BI€HHAs
3abomeBaHMSIMM Cephalla CMepTb, MaHMbeCcTUpylolas BHE3aIlHOW IoTepeii
CO3HaHMS B TeUeHMe MepBOro yaca C MOMEHTA MOSIBJIEHUS] OCTPbIX CMMIITOMOB.

Crpatudukauus pucka BCC — omnpepneneHne He3aBUCUMBbIX MPeAUKTOPOB,
ornpepensIIMX BepoATHOCTb pucka BCC y mnanueHTOB € omnpeneieHHON
cepmeuHo-cocyaycrtoit matonorueii. [llkana pucka BCC npu 'KMIT (HCM Risk—
SCD) pekomeHAayeTCs B KauecTBe MeToAa oueHku pucka BCC.



IlepegHe-cuCTOMMUECKOE OBVIKEHVME CTBOPOK MUTPAJBHOrO KjaalaHa —
oBwkeHue cTtBOpok MK B cucrony Kk MXII BoioTs 4o KacaHus (MUTPaIbHO-
CerTajbHbIii KOHTAKT), YydacTByIolllee B co3gaHuyu obctpykuunu BTIDK.
AHTNI0513bIUHBIN TepMUH — systolic anterior motion syndrome (SAM-syndrome).

BaszanbHas oocTpykuus (oocTpykuusa B BTJIDK) — mpensiTcTBue Ha ypOBHE
BTJDXK cucronmueckomy n3rHaHuio us JDK.

CpegHeXe/lyoouKOBasi OOCTPYKUMSI — IIPEnsSTCTBME CUCTOINYECKOMY
KPOBOTOKY B cpenHeit yactu mosioctu JDK, Ha ypoBHe CpeqMHHbBIX CETMEHTOB
JDK.

«Kmaccnueckuit  ¢peHorunn» I'KMII — mopdodyHKIMOHANBHBIA (EHOTUI
I'KMII, mpu KoTopoM coueTaroTcst acummetpuuHas ITDK (runieptpodust MIXKII),
yMeHbIIIeHHbIN pa3mep nonoctu JDK u o6erpykimst BTIDK.

JlaTeHTHas1 OOCTPYKIMS — reMoauHaMmuyeckast gopma o6ctpykTuBHOI T'KMII,
MpM KOTOPOW TPEISITCTBME CUCTOAMYECKOMY u3rHaumio u3 JDK Bo3HMKaeT
TOJIBKO ITPY HArpy3Ke My IIPOBOKAIIMOHHBIX ITPOOaX.

HeratuBHoe pemoaenupoBaHue (aHmI. adverse remodeling) — duHanbHas
CTaausl afaliTUBHBIX U Je3afalTMBHBIX M3MeHEeHUIi B MOpaKeHHOM OpTraHe.
[Tpy 3TOM HABIIOHAIOTCS «CMeIllaHHbIe» MOP(POPYHKIMOHAIbHbIE (PEeHOTUITEI —
rurepTpodudecKkuii + IuaaTalMOHHbIN, TuIepTpo@uueckuii + peCTpUKTUBHBIIA,
", KaK MPaBUjI0, yMeHbIlIeHNe CTelleHU TUepTpodun.

PacmiypeHHass MMO3KTOMMSI — oOllepanus, BKIwo4Jawias pesexkuyuo MXII B
6onplieM o6ObeMe, uYeM IIpU CENTAJIbHON MMOIKTOMUM I10 A.Morrow,
MOOMIM3ALMI0O UM PEe3EeKLUMI0 TUMIIePTPOUPOBAHHBIX MNANM/UIIPHBIX MBIIIL U
TUIepTPOOUPOBAHHBIX  MBIIIEYHBIX  Tpabekysl  (amMKaJlbHO-6a3aJbHOTO
MBILIEYHOTI'O ITyUKa).

Penykuyss MJKII — xupypruueckoe (CM9, PM3) unnu sugoBackynsipHoe (CAA)
BO3[IeiCTBYeE T10 YMeHblleHN0 ToMMHbI MKII.

CeKBeHI/II)OBaHI/Ie HOBOTI'O ITIOKOJIEHUA pacmmprBKa CTPYKTYPbI OECATKOB U
COTEeH I'eHOB oIlpeaeyidaemMass O0JHOMOMEHTHO.

CenTaJbHass MMO3KTOMMSI — oOIlepalus pe3eKLuy MMuOKapia B 0a3aJbHBIX
cermeHTax MJKII.

YpoBeHb JOCTOBEepHOCTU AoKa3areabCTB (Y /) — cTerneHb YBepeHHOCTU B
TOM, UTO HalieHHbI 3 (hEKT OT IIPUMeHEeHMsT MeIUIMHCKOTO BMelllaTe/lIbCTBa
SIBJISIETCSI UICTYHHBIM.

VpoBeHb yoeauTenbHOCTH pekomeHaauuii (YYP) — creneHb yBepeHHOCTU B
nocroBepHocTM 3d@deKkra BMemaTeNbCTBAa M B TOM, YTO CjefoBaHue
peKoMeHJalMsIM TIpMHeceT OoJbllle TI0/Ib3bl, YeM Bpela B KOHKpPETHOM
CUTYaLUN.



®enokonmuss T'KMII — 3a6oneBaHue C WM3BECTHBIM 3THOIIATOT€HE30M,
dbenoTunmuecku rmoxoxkee Ha 'KMIT.

deHomeH «disarray» — O6ecropsijouHoe paclooKeHNe KapAMOMMOIIUTOB U
MbIIIIEUHBIX BOJIOKOH.



1. KpaTkasa madpopmanus

1.1 Onpenenenue 3a001eBaHMUS VIV COCTOSIHUSI (TPYIIITBI
3a00/1IeBaHUI1 VJIY COCTOSTHMIA)

I'mneprpoduueckass kapauomuomnatusi (F'KMIT) — reHeTMuecky 00YCJIOBJIEHHOE
3abomeBaHMe MMOKapAa, XapakTepusylolieecss Tumneprpobueit MuoKapaa
neBoro (6onee 1,5 cM) u/miM mMpaBOro >KeMymOYKa, yalle acMMMETPUYECKOro
XapakTepa 3a CUeT YTOJILIEHMS MeXOKe/lyq0UYKOBOM IeperopoiKu, UTO He MOKeT
OOBSICHSITBCSI  MICKTIOUMTENIBHO IIOBBIIIEHMEM HAarpy3Ku [JaBjJIeHueM, U
BO3HMKAIOLIee TIIPM OTCYTCTBUMM JOPYrOoro CepaedyHoro Wiy CUCTEMHOIO
3aboeBaHMsI, MeTab0IMUECKOTO WM TOJIMOPTAaHHOTO CUHAPOMA, CBSI3aHHOTO C
[TDK.

1.2 3THOo0rNUsa U ImaToreHes 3a00J1eBauys MIN COCTOSTHUS
(rpymmbl 3a00/1eBaHUI UJIM COCTOSTHMIA)

Irtuonorusa 'KMII

'KMII SIBJISIETCS reHeTUYeCKn 00YCJIOBJIEHHOM TaTOJIOT eI ;
naeHTUGUIVpoBaHbl 60mee 20 MPUYMHHBIX T€HOB, CBSI3aHHBIX C Pa3BUTHEM
I'KMII. TeHeTuueckuii CKpUHMHT 8 Hambosiee YACThIX IMPUYMHHBIX TEHOB,
KOAMPYIOIIMX pa3JndHble OeNKM KapAMOMMUOLIMTOB, HAaeT BO3MOXXHOCTb
ompefenuTb MPUYMHY 3aboeBaHus mpuMepHo B 60% ciayuaes [1, 2, 3, 4, 5, 6, 7,
8,9,10,11, 12, 13].

B ocHoBe pasButusi 'KMII Hanbosee 4yacTo JieskaT MaTOreHHbIe BapMaHTHI B
reHax, KOOMPYIOIIMX COKpAaTUTEIbHbIe OeNkM capkoMmepa — MuO3MH (MYH7),
MMUO3UHCBsI3bIBatoMmuii 6emok C (MYBPCS3), aktun (ACTC), tponiouuH (TNNI3,
TNNT2, TNNC) [2, 3,4,5,6,7,8,9, 10, 12, 13, 14, 15, 16, 17].

Ha mosto maToreHHbIX BapuaHTOB B reHax MYH7 u MYBPC3 npuxoauTcs OKOJIO
IT0JIOBUHBI BCex c1yyaesn pa3BUTUI 'KMIT.
Manudecrarus KJIMTHUYEeCKUX TIPOSIBJIEHUIA rpu TIBYX CaMbIX
pacrpocTpaHeHHbIX MyTanyussx MYH nu MYBP-C Bo3MOXXHa B J1I060M BO3pacTe.
[le610T 3a60/1eBaHMS B I€TCKOM U ITOAPOCTKOBOM BO3pacTe, a TaKKe y MOJIOIbIX
B3POCJIBIX YaCTO acCOLMMPOBAH C ceMeitHoi ¢opmoii 3aboneBaHUsI U Oolee
TsDKeJIbIM TedyeHueM [2, 3,4, 6,7, 8, 12, 16, 17, 18, 19].

PasButiue 'KMII Ha ¢oHe myTanuit B reHe TNNT2 accouumupoBaHo ¢ 60IbIINM
prckoM pa3BuTusi cuaapoma BCC Ha hoHe yMepeHHOTO yBeTUUeHUsT TOMIMHbI
MJXII u 6osiee HU3KMMM TTOKa3aTeasiMu Macchl Muokapaa JOK [2, 3,4, 5,6, 7, 9,
10, 11, 13, 15, 16, 20, 21, 22, 23, 24].



B 607bIIMHCTBE CTyyaeB MaTOreHHbIe BapuaHThI, accoluupoBaHHbie ¢ TKMII,
TIpeICTaBJISIIOT CO00J YHUKaTbHbIE 3aMeHbI, ONMCAHHbIe OTHOKPATHO UM BCETO
IUIST HECKOJIbKMX CJy4aeB; 4YacTOTa KaxKIOi TakOil 3aMeHbl Cpeau BcCex
reHeTuueckux npuunH ['’KMII He ripeBbimiaet 1% [5, 25, 26].

B psime cnyuaeB (5-7%) 3aboneBaHue MOXeT pa3BMBaThCs Ha ¢oHe 2, 3 u b6osee
MaTOTeHHBIX BapuaHTOB. YacTO BCTpeUalOTCsl KOMOMHALMM MyTalluii B TeHax,
KOOMPYIOIIMX capkoMepHble Oenku. B 3srom «cryyae  3abojeBaHue
XapakTrepusyercss Oojee paHHMM [e6I0TOM (YacTO B [JETCKOM BO3pacTe),
6ospiIeit crenenbio runeptpoduyu MXKIT 1 60ee BHICOKMM PUCKOM pPa3sBUTUS
cunppoma BCC [3, 4, 7, 16, 23, 27, 28].

Passutiue 'KMII Ha ¢oHe maTOreHHbIX BAPMAHTOB B reHaxX LIMTOCKeJeTa 4acTo
aCCOLIMMPOBAHO C COUeTaHHBIMM Topokamu ceppua (IMIIIIL, JMIKII), a Takke
IIpM3HaKaMy HEKOMIIaKTHOTO MuoKapza [3, 4, 29, 30].

ITaToreHHble BapMaHThl B T€HAX, KOAMPYIOIIMX O€JNKM IIMTOCKEeTa, MOHHBIX
KaHaJIOB, CTPYKTYpPy Z-OUCKOB U [OpyrMe BHYTPUKIETOYHbIE CTPYKTYPHI,
onpenesnstor pazsutue 'KMII B 15-20% [3, 4, 19, 27, 29, 30].

MonekynsapHsii naToreses 'KMII

B ocHoBe MmosekyisipHoro nmnaroreHe3a ['KMII, accoumumpoBaHHOM C
MMaTOTeHHBIMM BapMaHTaMM B TeHaX, KOAMPYIOIIMX OeJIKM capKoMepa, 4acTo
JIEKUT HapyllleHMe KajblLMeBOTO roMeoCTasa, MOBBIIIeHNEe UYBCTBUTEIbHOCTU
MMUOQWIAMEHTOB K MOHAM KajbIlMsl. DTO IPOSIBIASETCS B YCUIEHUM CUJIbI
COKpalieHus] capkomMepa B CUCTOJY, CHUKEHUM CTelleHM ero pacciabjieHus: B
ouacToiy Ha ()oHe IOBBIIIEHHBIX ITOTpeGHOCTel KapayoMmuouuTta B AT®, uto
BJIeUeT HapylleHue BHYTPUKIETOYHbIX CUTHAJIbHBIX MTPOLECCOB U PEAKTUBALIVIO
KOMITEHCATOPHBIX 9MOPMOHAIbHBIX ITPOTpaMM TurepTpoduueckoro pocra [16,
31].

Ha ypoBHe KapIMOMMOLIMTOB [aHHbIE IIPOIIECCHI IMPUBOASIT K ITOBBIIIEHUIO
CMHTe3a SMOPMOHAIbHBIX (DOPM CapKOMEPHBIX OEJTKOB M aKTUBAIMM KMHA3HBIX
CUTHAJIbHBIX KaCKaJIoB, 00eCcneuuBaloyX IPoLecchl COOCTBEHHO rUnepTpodun
KMLI, mnponudepannum ¢ubpobdaactoB, TpaHchopmaiuu ¢GubdpodIacToB B
MrobubpobaacTel M aucbagaHC B cUCTeMe KojutareHonmsa [16, 31, 32, 33, 34,
35, 36].

Ha rucTosornuyeckoM ypOBHE OTpa>keHMeM IMPSIMOIO IEeMCTBUSI «IIPUUMHHOTO»
reHeTMYEeCKOr0  BapMaHTa M  MOJIEKYJISIPHOIO  IIaTOreHe3a  SIBJISIETCS
OVMCKOMILIEKCALMSI KapAMOMMIMTOB ¥ MBbIIIEUHBIX BOJOKOH — (heHOMEeH
«disarray», Gbubpo3 pa3HoOit cTereHu BhIpaXKeHHOCTH [3, 4, 16, 31, 32, 33, 34, 35,
37,38, 39, 40, 41, 42].

ITHONOTUS ¥ MOJIEKY/IAPHBIN naToreHes ¢penoxkonuii ’IKMII

3aboneBaHNs reHeTU4eCKo " HereHeTU4eCcKoimn TIPUPOJDI, 13(0)
MopdodyHKIMOHATbHOMY heHOTUITy cxoxkux ¢ [KMII, Ho uMeloiie OTINYHbII
OT Hee I3TUOIATOTeHe3 U, CJIeJ0BaTe/NbHO, MOAXOMbl K Tepamnuy, Ha3bIBAIOT



denoxkonusimu 'KMIT.

Hamnbonee wacrto Bcrpevatouecs ¢eHokonuyu TKMIT u uX MONIEKYISIpHbBIN
naTtoreHes3 npenacraBiaeHbl B Tabnuile I11, Ipuioxkenue I'3 [37, 43, 44, 45, 46,
47, 48, 49, 50, 51, 52, 53, 54, 55, 56, 57, 58, 59, 60].

IIaTorenes cumrromoB u cuHApoMmoB I'KMII

[Tatorenes TKMII Ha opraHHOM YypOBHe 3aK/JIO4YaeTCsi B COBOKYIIHOCTU
HECKOJIBKMX  CUMHIApPOMOB: obctpykumyu  BTJDK, wummemun  Mmokappa,
CUCTOMMYEeCKO 1 auacTonmnueckoir nuchyukim JOK, apurmuueckom u XCH.

Cunapom oocrpykumu BTJDK

B cosmanuyu obcrpykuyuyu BTJDK y4yacTBYIOT CTPYKTypHbIE, KMHETUUYeCKue U
reoMmeTpuueckue dhaxkTopsl [61]:

1. CTpyKTypHbIe aHOMaJINNA:

a.cykenme BT/DK runeprpodupoBanHoii MXKII (yMeHbllleHMe CTelleHU
o6ctpykiu BTJ/DK mocine mmosktromun/CAA 06ycoBIeHO BO3IeiiCTBMEM Ha
3TOT (haKTop);

b. TIC/I (mepenHe-cUCTONMMYECKOE IBIDKEHME) CTBOPOK MK;

. YMeHbllIeHHa IoJ0CTh JDK;

d. aHOManuMyu MNanWUISIPHBIX MBbIUIL, (M ApyrMe Majible aHOMaauM Ceprla)
(runepTpodus u guciokamnusi, robaBouHas [IM);

e. alMKaJIbHO-0a3a/IbHbI} MBIIIIEUHbBIN ITYyYOK.

(@]

2. Kunetuueckue akTopsl - ruriepcokpatTumocTsb JOK 1 yckopeHMre KpOBOTOKa
B BTJDK;
3. lTeomeTpuyeckue GaKkTOpPHI:

a. mepegHee cmelneHme MK, Touka Koamnrauyuu cTBOpok MK cmelieHa 6iimke K
MXKII [62];
b. Manblit a0OpTO-MUTpaIbHbINM yroi (<120°).

Yem 6osbiie (aKTOPOB MMeEETCS Y KOHKPETHOTO IMalieHTa, TeM 60iee BbIpaxkeH
cuHIpom obcTpykuymu BTIDK.

ITepegHe-cucToMMUYECKOe ABMKEHMEe CTBOPOK MK 06yCa0BI€HO ClemyoInyMu
dbakTopammu:

a. anomauu ctBopok MK (yaimHeHMe, M30bITOUHOCTD);

b. HapyllleHMe KOOpAMHALIMM KPOBOTOKa B mosiocTu JDK B paHHIOIO CUCTOMY, B
pesynbraTre yero Ha cTBOpKM MK neiicTByeT cuia, CABUTaroLLasi UX B CTOPOHY
BTIDK [63, 64];

. aHomayinu xopz MK;

(@]

d. MeHbIllee COOTHOIIIeHMe IJIMHbBI MepeaHeit 1 3agHei ctBopok MK (<1,3), ripu
3TOM TOUKa KoanTaiuu ctBopok MK cMmetaetcst krepenn 6mmke K BTJDK [65,
66, 67].



V mainmeHTOB C JATEeHTHOI OOCTpyKIMeli MpOBOLMPYIOIIMMHU ee (paKkTopamu
SBJISIOTCSI: yBenuuyeHue cokpatumoctu JDK mpu Harpyske, NpuBOsdilee K
YMEHbIIEHII0 KOHEUHO-CUCTOMMYeCKoro pasMmepa JDK u riepegHemMmy CMeIeHUIO
MK; yckopenue kpoBoToka B BTJDK B nepuop, cucrosnsl, ycyryonsioiee [TCI MK
[68].

YV  mnamueHtoB ¢ T'KMII moxeT ObIThb  JabuiabHas  OOGCTPYKIIMS,
XapaKTepU3yIouascs 3HAUYUTETbHBIMU CIIOHTAaHHBIMM KOJIEOAHUSIMU
BHYTpIMKeTymoukoBoro '] 6e3 BUAMMO IpUUIMHBI [69].

Kpome ob6ctpykumu BT/DK, y maummentoB ¢ I'KMII MoskeT Ha6momaThCs
CpelHexkenMyqoukoBasi ~ 06cTpyKuusa.  CpemHeXKeNIy[loukoBas  OOCTPYKIMUS
pa3BMBaeTCsl y MalMeHTOB C TulepTpodueli cpeaAuHHbIX cermMeHTOB MXKII w,
Kak MMpaBujio, B COYeTaHUM C runepTpodueit nanmmuisipHbix Mbiiii [70, 71, 72]

[Tpn kom6buHMpOBaHHO¥ rutiepTpodum (MIKII + anmKaabHbIe CETMEHTBI) MOKET
OBITH 2-YpOBHEBAsI OOCTPYKLMS (CPEAMHHO-KeTyI0YKoBas + Ha ypoBHe BTJDK)
[73].

Cunapom umemuu Mmmokapzaa JDK

Y manuentoB ¢ ['KMII mpu WMHTAkKTHBIX KOPOHAPHBIX apTepusax MOXKeT
pPa3sBUBATLCS MIIEeMMUsSI MMUOKapha. B aHIZIOA3BIYHON JIMTepaType MUCIONb3YIOT
tepmuH INOCA (ischemia and no obstructive coronary artery) [74].

CDaKTOpr, NnpuBogdIIMe K MeMmnm Mmmokapaa:

a. OTHOCUTe/IbHAsl KOpPOHAapHasi HeAOCTaTOYHOCTb (yMeHbIlleHue pe3epBa
KOPOHAPHOT'O KPOBOTOKA ITPY BbIPAsKEHHOI rUIepTpodun);

b. nmemust Ccy63HAOKApAMATBHBIX CJI0EB MMOKapaa 3a CYeT KOMIIPeCCUu
MHTPAMyPaIbHbIX KOPOHAPHBIX apTEePUIi;

C. IepUBACKY/ISIPHbIN (MbpPo3, HpM 3STOM MHTpaMypaibHble KOPOHApPHbBIE
apTepuy He MOTYT PacIIMPUTHCS BO Bpems (pM3M4ecKoit Harpysku, KOrma
BO3pacTaeT MOTPe6GHOCTh MMOKapAa B KUCIOpoAe U TpebyeTcsl yBeauueHue
KOPOHApHOTO KPOBOTOKA,;

d. BposkeHHasl I1aTOJIOTMSI KOPOHApHBIX apTepuii — «MUOKapauaabHbIe
MbIIlIEUHbIE MOCTUKM» UM MHTpPaAMypaJibHOE PaCIIOIOKeHMe BeTBeil KPYITHBIX
KOpPOHApPHBIX apTepnii;

e. IOMUMO IIepeuMC/IeHHbIX TIpuuMH, y 15-25% mauyueHTOB HaOII0IAI0T
COMYTCTBYIOIINI aTepOCKIePO3 B AMMKapAMaIbHbIX KOPOHAPHBIX apTepusix (B
CTapiiei BO3pacTHONM IrpyIIlie MalueHTOB).

VYV mauyenToB ¢ 'KMII moxkeT pa3BuBaTbcs uHbapKT muokapga (MM) kak 2
Tuna, (6e3 areporpombo3a), Tak 1 1 tTumna. PakTOphI pMcKa paBUTHUS MHPapPKTa
Muokapaa 2 Ttumna y mnamueHtoB ¢ I'KMII mpencraBiaensl B Tabnauie 119,
[Tpunoskenue I'l. [75-90].

Cunapom auchyukuyum JDK



Huacmonuueckan ¢ynkyua JDK moxkeT ObITh HapyllleHa yxke y HOCUTeseii
MyTaiuu, B moruneprpoduueckoit cragum 'KMIT — reHotun (+)/penorurn (-)
[91].

[Ipu T'KMII HapymeHuss  KacarwTCid [OBYX OCHOBHBIX JeTepPMUHAHT
IuacTonmMueckoro HaromHeHus JDK — akTMBHOI penakcauuyu U pacTsKUMOCTU
Mumokapaa. I'mneprtpodus muoxkapza per se BbI3bIBaeT HapyllleHMe aKTUBHOTO
pacciabneHus. XaoTU4yecKoe pacrojioKeHle COKPATUTEeNbHBIX 3J1eMeHTOB
(disarray) ¥ MHTepCTULIMATbHBIN (PMOPO3 MPUBOAAT K CHYDKEHMIO TTOAATIVIBOCTHU
JDK, 1, KaKk cinencTBue, K BO3PAaCTAHUIO COIPOTUBIEeHMST HaronHeHuio JDK un
TOBBIIIEHUIO JaBjieHus HanonHeHus. B HavanbHbIX cTagusax 'KMII HapymieHo
TOJIbKO aKTMBHOE pacciaabieHne MuokKapma, mpu 3ToM naBieHue B JIII He
yBenuueHo. IIo mepe mporpeccupoBaHusi runeprpodum, passutus ¢ubposa,
HapacTaHUs CTeleHUM MUTPAIbHOM peryprutanuuu, mpUCoemIuHeHUsT UIeMUN
MMOKapAa OMaCTOIMYeCcKue HapyluleHUs HapacCTalT, MPUBOAS K YBeJIUYEHUIO
masnenust B JIII (coorBercTBeHHO, U K yBenudeHuwo K JDK). Takke
BbIpaKeHHAasl AuacTojamMuecKasi OUCOYHKINUS MOXKET MPUBOAUTH K PasBUTUIO
JIETOUYHOJ TUIepTeH3UM y HeKoTopbix MaiueHToB (JII' y 50% CUMIOTOMHBIX
rauueHToB) [91-96].

Cucmonuueckaa ¢yukyua JDK MOXeT OIeHMBAThCSI KaK [0 IapameTpam
COKpPaTUMOCTH, TaK U 110 00'beMHBIM ITOKa3aTeISIM.

- ImobanbHas cucronmueckasi GyHkuus JDK, olieHuBaemas 1o rnapameTpam
cokpatumocTty, y mnanueHToB ¢ ['KMII cBepxHOpMa/ibHasi, UTO BbIpaXkaeTcs
BbIcOKOM ®BJDK. Cnenyet yuyecTb, uTo 1okasaresib ®B nipu [VDK 1 maneHbrom
JDK MOXeT HEeKOPpeKTHO XapaKTepu3OoBaThb COKPATUMOCTb. PermoHasnbHas
cucronmueckass GyHkuus JDK rereporeHHa: runepTpod@upoBaHHbIe CErMEHTbI
JDK ruUnokuMHeTU4YHbl (CHM)KEHA CTelleHb CUCTOJMYECKOrO VYTONIEeHUS U
nedbopmaniusi), a HerumneprpodupoBaHble CETMEHTbl MMeEIOT HOpPMajbHYI0/
CBEPXHOPMAJIbHYI0 COKPAaTUMOCTb.

- O6beMHBIM ITOKa3aTejaeM cucronndeckoit gyukunm JDK sBnsieTcss BemunHa
yoapHoro o6bema (YO). ITpu 'KMIT u ymenbmieHHoM JDK (Masnbiii KIO) YO
CHIDKeH, HeCcMOTpsl Ha BbICOKyI0 OBJDK. Taxkke CHMKeHa BO3MOXKHOCTD
npupocta YO 1nipu hpusnudeckoi Harpyske.

- Cucronuueckas ¢yHkuusg JDK, aHaiusupyemasi 10 CUCTOJIMYECKOI
nedopmaiu, MOkeT ObITh HapylleHa yxke y Hocuteneit [KMII-myrtaium, Ha
norumneptTpobuuecKkoit CTaann.

- Ilpu mnporpeccupoBaHuMy 3aboseBaHMsSI (HeraTMBHOE peMOeIMpOBaHMe,
adverse remodeling) B OuiaTalMOHHON CTaAuMyu HAOMIOMAETCS YMeHbIIeHMe
CTereHyu rureptpoduu («BbITOpaHME»), COIPOBOXKIAEMOE CHIMKEHMEM OOIIeit
cokpatumocTu JDK (OB < 50%) [21, 24, 92-94, 97-101].

IDK ipu I'KMII



V 30-44% mnaiuenTtoB ¢ TKMII Habm0[a0TCST CTPYKTYPHbIE U (PYHKIIMOHATbHbIE
Hapymenus B IDK. Kpurtepuem rumeprpobum muoxkapma IDK cumraercs
yBeuueHue Tommyubl creHku [DK > 5 mm. TommmHa muokapaa IDK > 10 mm
cumraetcs skcrpemanbHoi I'TDK [102].

T'mneprpodus TDK B eqMHMUHBIX C/Tydasix ObIBaeT M30aMpoBaHHOI, 6e3 ITDK.

CtpykrypHOe  pemopenupoBanue IDK B 15-90%  npuBomOMT K
BHYTPWKETYIOUKOBOV OOCTPYKIIMM, KOTOpasi MOXeT ObITb Ha YpOBHe
cpenvHHBIX cerMeHTOB IDK wmam Ha ypoBHe BbixogHOro tpakra IDK [103].
Kputepuem Hanmums obctpykiuum BTIDK cumraeTcss yBenuueHue rpajayeHTa
nasyieHus B BTIIDK >16 mm pr. cT. B mokoe [104].

Cucmonuueckasa oucynkuyus IDK mnposiBisieTcsi yMeHbllleHVeM IPOJ0IbHOI
nedhopmauyy IDK; mpu 3TOM apyrue nmokasaTean cuctoandeckoi dyHkummy IDK
(TAPSE u s’nmaTepajibHOM 4aCTU TPUKYCIIMIOAABHOTO KOJbLA), KaK IPaBUIO, B
rpenejiax HOpMaJIbHbIX 3HAUEHMIA.

Juacmonuueckasn oucpyukuyus IDK B Haua/IbHBIX CTaOMUSIX XapakTepusyetcs E/
A<1, yBenunuenueMm RV DecT (Bpems 3aMenjieHMsi KpOBOTOKa B ¢a3y paHHEro
HanonHenus IDK), E/e’ >6,0. [lokazaHOo, 4TO Hajauuue [AUACTOINYECKOIN
nuchynriym IDK sasiercst npegukropom BCC u XCH [96, 102-109].

BHe3amHas cepaeuyHass CMepPThb

B ocHoBe matoreHe3a BCC sexxaT daTajsibHble HapyllleHUsI pUTMa, BbI3BaHHbIE
uieMmeil Muokapma M 3JIeKTpuueckoil HecTrabmibHOCThIo. BCC uarie
obycinoBieHa ®X (62,4%), opaguaputmusmu (16,5%), KT tuma «Torsades de
pointes» (12,7%), KT (8,3%) u acucronueii [79, 110 -121].

CHMHKOIIBI

CHHKOITa/IbHbIE€ COCTOSIHMSI MOTYT ObITh OOYC/IOBIEHBI KAK apUTMUUYECKUMMU, TaK
Y TreMOAMHAMMUYECKMMM TIIpuuMHamMu. K remMoamMHaMuuyeckKuM MOpUIMHAM
OTHOCST CUTYaTUBHOe yBenuueHue ooctpykiuy BT/DK (pusuyeckas Harpyska),
BbI3bIBAIOIIlEe 3HAUMMOE YMEHbIIEeHMe yaapHoro obbema u mameHue All, a
TaKke  CHIMKeHMe  Iepudepuueckoro  COMPOTMBIEHMS B  pesyJjbTaTe
HealeKBaTHOI Ba3ogwiaTaluyu, B TOM 4uc/ie BazoBarajbHble 00MOpoOkM [122-
125].

OUOGPMIISIINA TIPeacepanii
DaKkTOpHI:

a. «IpefcepaHasl MMUOINaTusI» - TOKa3aHo, uTo dyHkuusi JIII HapyiieHa y
HOCHUTeJIeli MyTalli B JOKAMHUYECKONM CTaauu OO0 pPasBUTUS TUIlepTpodumn
[126].

b. cTpykTypHOe (munartaimsi) M (QyHKUMOHa/TIbHOe pemonenupoBanue JIII,
TIpUBOZsIIEe K 37IeKTPUUECKOii HeCTabMUIbHOCTHU

C. MUHTepCTUIMaIbHbIN Gubpos JII1 [127, 128].



XpoHnueckas cepaedyHasi HeJOCTaTOYHOCTb
@aKkTOpHI:

a. ymenblieHHblin JUK (manbiin KIO) 1, HecMoTps Ha BbICOKyI0 PBJDK, manbiit
YO JIXK;
b. HECTIOCOOHOCTh YBEIUUYUTH B MAO/DKHONM crerneHu YO npu dusmueckoii
Harpyske;
. ob6crpykuus BTJDK, BHocsiiast Bkiaag, B ymeHblieHue YO,
d. cucronmueckas aucyukiys JOK nmpu nmporpeccupoBanuy 'KMII, oco6eHHO B

@]

IWIaTallMOHHOM CTaguy (MIeMusi Muokapaa, AuccuHxponms JDK);

e. nuactonuueckast auchynkiuusa JDK (bubpo3 mMumoxkapma, TOBbIIIEHME
nasyaenus B JIIT v KO T)

f. MuTpanbHas perypruTanysi (BHOCUT BKJIaJ B MOBbIlIeHMe HaByieHns B JIII);

g. HapyueHus putma (OII);

h. neroyHas runepTeH3us.

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

1.3 dnuaemMnosorus 3ad01eBaHNs UJIN COCTOSTHUS (TPYIIIIbI
3a00/1IeBaHUI1 VIV COCTOSTHIIA)

[Tpu T'KMII HeT ueTKOi reorpadmuueckoii, STHMYECKOI UJIN TT0JI0BOV CTPYKTYPbI
pacnpeeneHus.

I'KMIT — mipakTuuyecku eOMHCTBEHHOE KapaMOBacKy/IspHoe 3abosieBaHue,
KOTOpoe MokeT MaHudecTpoBaTh B JI0O0M BO3pacTe uejioBeka OT
MJIaZleHUecTBa 1o ITy60oKoit cTapocTu (€ mepBbIX AHe 1o 90 u 6osee JieT); Ipu
3TOM CpeHUI1 BO3PaCT MalMeHTOB IIPM YCTAaHOBKe AuarHosa cocrasisieT 30-40
JIeT.

CoracHO J[AAaHHBIM SMNUIEMUOIOTUUECKUX WUCCAeNOBaHUI, IPOBOAVMMBIX B
pasHbIX YacCTsIX cBeTa, pacipocTpaHeHHocTb 'KMII cocrasisier 1:500 B o61eit
nony/asiuu. B pasHbIX BO3pacTHBIX KOroprax oHa BapbupyeTcs oT 1:500 mo
1:200.

[Tpu mpuMeHeHMM 6oJlee UyBCTBUTENbHBIX MeTOmOB Busyanmsauyumu (MPT, KT) u
6oee MMPOKOM MCIIOIb30BaHMM T€HETUUYECKOTO TECTMPOBAHUS M KAaCKAJHOTO
CKpMHMHTIA I POACTBEHHMKOB I€PBOM JIMHUM POACTBA PACIIPOCTPAHEHHOCTD
['KMII coorBeTtcTByeT 0,6% (1:167) .

Yactota B 00mei IomyasinuMyu IIpeBbiliaeT BcTpeuaemocth I'KMIT B
KapIMoJOTMUECKOl TpaKTMKe, TaK KaK OOJbIlasi 4acThb MAlMEHTOB OCTAeTCs
HeuAeHTUOUIIMPOBAHHON  BBUIOY OecCMMMOTOMHOCTM. IIpu  BbISIBI€HUU
rurnepTpodum cepAiia B CTapIiMX BO3PaCTHBIX TPYINax M TommHe crenku JDK
12 MM u 605ee HEOOXOAMMO YUMUTHIBATh BO3MOXKHOCTH (peHOKomuit I'KMII u
BTopuuHoii [TIXK [3, 4, 28, 31, 134, 135].



1.4 Oco0eHHOCTM KOAVPOBaHMS 3a00/1eBaHUS UJIN
COCTOSIHUS (TPYIIIIbI 3a00/I€eBaHUI VIV COCTOSIHUIT) IO
MeKayHapOaHOM CTaTUCTUUYECKONM KiaaccuPuRammum
O0osie3Hel ¥ Mpoo6JIeM, CBI3aHHBIX CO 30POBbEeM

[42.1 — Ob6cTpyKkTMBHAS TUIIEPTpOdMUecKast KapAMOMMOIIATHSI.

142.2 — JIpyras runieprpodnueckast KapauOMMUOIIATHS.

1.5 Knaccuduxanmusa 3a6omeBaHUS WM COCTOSTHUS (TPYIIIIBI
3a00/1IeBaHUI1 VJIV COCTOSTHIIA)

B  1OBCeOHEBHON  KIMHMYECKON  MpaKTUKe  TPUMEHSIIOT  HECKOJbKO
KIacCMDUKALMOHHBIX IOAXOAOB —  KIAMHUYECKUIA, TeMOAMHAMUYECKUII,
MOPdOIOrMUecKmii, reHeTUUEeCKIIA.

Knuunueckue BapuaHThl TeueHuss 'KMII — cm. paspen 1.6.
TemogyHaMMYeCKUI MPUHIIAT KIacCUPUKAITUN

B 3aBUCHMMOCTY OT HaJAMUMSI WM OTCYTCTBUSI 00cTpyKiuu BTJDK B mokoe u rmpu
Harpyske BbIAeJISAIOT ciienyroliye BapuanTbl [KMII:

- HeoOcTpykTuBHAast 'KMII: Il B BTJIDK <30 MM pT.CT. B IIOKO€ U IIPM HArpy3Ke

- obcrpyktuBHag 'KMII: Il B BTJDK >30 (50) MM pT. CT. B TIOKO€ M IIpU
Harpyske.

- nateHTHas obcrpykuus: Il B BTJDK <30 B mokoe 1 >30 (50) MM pT. CT. 1ipn
Harpyske.

(mompob6Hee Kputepuu oocTpykimuy BTJDK cM. B pasaene «JIMarHOCTHKA»)
Mopdonormueckuii mpuHIUNI Kaaccudukaum 'KMIT

1. AcummetpuuHasi popma I'KMIIT
a. l'uneptpodust MXII (+/- BoBneueHue [DK):
i. BazanpHoit yact MXKII (cybaopTranbHas)
ii. CurmoBugHast MJKII
iii. M'mmeptpodus Bceir MXKII
iv. IBosikoBbinykiiass MJKII (aHr. «reverse curve») — IPeUMYIECTBEHHO
cpegHeskenynoukoBas rureptrpodusi MXKII 6e3 BoBeueHMs] CBOOOIHOI
crenku JDK [136, 137]
v. Kombunuposannas (MXKII + npyroit otaen JOK mnu IDK)

b. AntmkanpHast runeptpodus (+/- cpeauHHbie cerMeHTbI JDK)

c. CpepuexenynoukoBasi I'KMII (c BOBjeueHMeM CpeOVMHHBIX OTHE/NIOB He
TosbKO MXKII, HO 1 cBoO60omHOI cTeHnkM JDK, JIDK TuIia «1ecouHble 4achl»)

d. Tunieptpodust npyroii creuku JDK (6okoBasi, 3agHSIs)



2. CummeTtpuyHasi opma 'KMIT

B oTeyecTBeHHO} M 3apybeXHO} JUTEpaType MHOIMIA MUCIIONb3yeTCs] TepMUH
«auddysnass  runeprpobuss JDK», 10m  KOTOPIM MOXHO TMOHMMATD
KOMOMHMPOBAHHYIO (MYHKT 1.a.Vv.) WIM CUMMETpUUHYIO Turieprpoduio JDK
[138].

ITo cmeneHu svipaxceHHOCMU 2unepmpoguu

1. «<YmepeHHasi» (B aHIJIOSI3bIUHON JUTEpaType MCIONb3yeTcs TepMuH «mild»)
— (MakcuMasibHas TonuyHa creHky JDK <18 mm).

2. IIpomexxyTO4YHas.

3. OKcTpeMasibHas (MakCMMasbHas TOMIMHA cTeHKu JDK >30 Mm).

[IpenyioskeHa ximaccudukauus Kapauomuoratuit MOGE(s) (2013), koropast
BbiJleJIsIeT He TOJbKO «Kjaaccuueckue» MophodyHKIMOHaIbHbIEe (PeHOTUTIbI
(runepTpoduueckuii, AUIATAIIMOHHBIV, PECTPUKTUBHBINA, apUTMOIreHHasI
IOUCIIIa3usl, HEKOMITAKTHbI MMOKapj), HO M cMellaHHble (QeHOTUIIbI (TIpuU
I'KMIT - cm. tabmuiy IT 2, Ipunoskenue I'3) [15, 43, 139].

1.6 Knuanyeckasi KapTHHa 3a00/IeBaHUA MU COCTOSTHUS
(rpynmnbl 3a60/1eBaHUI UJIM COCTOSTHMIN)

I'KMIT — 3abosieBaHMe, XapaKTepU3yIoleecsl BhIPaXKeHHON reTeporeHHOCTbHIO
KJIMHUYECKUX ITPOSIBJIEHUIA.

Knnanyeckue BapmuanTsl TedyeHuss 'KMII:

1. BCC - MoxkeT ormeuaTbcs Mpu Jo6oMm BapuaHTe Tedenus 'KMII, B Tom
yiucie 6e3 MpeallecTBYIONE CMMIITOMAaTUKY (Haubosiee 4yacTo BCTpevaeTcs
y MOJIOJIbIX MAI[MeHTOB < 35 jieT, BKI0Yas ClIOPTCMEHOB).

2. beccmMnTOMHOe TeueHMe - BCTpevyaeTCs Y TMAMeHTOB C MCXOOHO
HeoOcTpykTUBHOM dopmoit T'KMII (Hebonbiasi crereHb rurepTpobun
MMoKapaa, 6e3 conyTcTyoiyux aHoManuii MK). TIpogomkuTeibHOCTb KU3HU
y O3TUX TaIMeHTOB KaK B 00mieil momyasiuu - 75 et u Gomee. Takke
0ecCMMIITOMHBIMM MOTYT OBITh ITAlIMEHThI C HEOOJNbIION CTENeHbIo
o6crpykiny BTJDK (B 1ToKoe u/miu Iipu HarpysKe).

3. CumnToMHOe cTabuiabHOoe (Ha ¢oHe MeOMKaMEHTO3HOl  Teparum)
I0OpPOKAYeCTBEHHOE TeUeHMe
a.y MalyeHTOB C MCXOAHO HeoOCTPYKTUBHOM dhopmoit TKMIT
b. mpu OTKMII ¢ HebGobIIOT cTereHblo 06cTpykiny BTIDK.

4. CumntoMHoe ocjio)kHeHHOe TeueHue ['KMII nposiBisieTcs:

a. hubpuIsIIMeit mpeacepanit — MmapokcM3MaabHasi, IepCUCTUPYIOIIAST VTN
nocrostHHast (ot 25 gmo 30%), accouuMupoBaHHAs C CEpPAEUYHOI
HEeJ0CTAaTOYHOCTBIO PAa3/IMYHONM CTEINeHU BbIPAa)KEHHOCTU U MOBBIIIEHHBIM
PUCKOM TPOMO03MOOIMUECKIX OCTIOKHEHMI, BK/TIOUast MHCY/IbT



b. XCH - mosiBleHue OJbIIIKYM, CIa00CTH, YTOMJISIEMOCTU, B COUYETaHUM,
IIPEeCUMHKOIIbI M CMHKOMbI, aputMumn. Hapacranue Tsskectn XCH mo III-1V
@K (NYHA) ripu coxpaHeHHO cucToamnueckoii pyHkuym JDK

c. CuHApPOM cTeHOKapauy (B TOM UMcjie aTUIIMIHbIN 00/1eBOiI CMHAPOM) UK
6e360eBas nmemust. Mimemust muoxkapaa mpyu TKMIT MOXKeT OC/TOKHSTHCS
VM 2 tuna.

5. CuMnIToMHOe TeueHye C HeraTUBHbIM peMoageapoBaHMEM

a) «KoHeuHast cTamusi»: OajbHelNIlee IIPOrpeccupoBaHMe SIBJIEHUM
3aCTOMHON CepIeyHOil HeOOCTaTOYHOCTM, CBSI3aHHOW C  HEraTMBHBIM
peMoIeNMpPOBaHMEM U BBIPA)KEHHOM CUCTOIMYECKON W/WIN OUaCTOIMYeCKOM
nuchynkimeit JOK (penorurnst TKMIT+IKMIT manu TKMIT+PKMIT).

0) Pa3BuTHe BepxylieuHoii aHeBpu3mbl JDK — 1mipu oOCTpyKiuu cpemHeit
vacty ntonoctu JOK (penxuit BapuaHT Teuenuns 'KMII).

dopmann3oBaHHBII NOAX0M, MpeayiokeHHbIt Rowin E.J., Maron M.S. u coaBr.
[140], Kk oLleHKe BapMaHTOB KJIMHUYECKOI'O TeUeHMs IperJjaraeT YUMThbIBATb Y
rmaiyeHTa OJHOro u Oosee omHOro cuuapoma (XCH+®IT), (XCH+BCC),
(®I1+BCC), (XCH+®IT+BCC) m uCronb30BaHMe TepMMHA <«IIPOrpeccupymroliee
TeueHue cuMIToMHOM ['KMII».

OcHOBHbIEe KIMHUKO-MOpQoorMueckue BapuaHTbl TeUeHUSI U UCXOMbI
3aboneBanus rpu 'KMII mpexncrasnens! B Tabnuile 1113, [punoskenne I'l [3, 4,
24, 29, 34, 97,98, 116, 138, 140-151].



2. IlvarHocTukKa

Kpurepuu nuarnosa I'KMII

Kputepuem pgmarrosza I'KMII y B3pOCabIX SBASIETCS yBelIMUYeHME TOJLIMHBI
crenku JDK B omHOM miau 6ojiee cerMeHTax > 15 Mm (ompepensieMoe JT00bIM
Busyammsupywmum MetogoM — IXOKI/MPT/KT), kKotopast He 0OBSICHSIETCS
UCK/IIOUUTEIbHO YBeJIMUeHMeM Harpy3ku paBjieHueM. Y PpOACTBEHHUKOB
npobanga Kputepuem auarHosa I'KMII saBnsercs TtonmmHa cTeHKu JDK,
paBHas 13-14 mm [4].

JnarHocTuka MoskeT ObITh 3aTpyaHeHa B cuTyaiusix couetanuss [KMII u AT,
y crnoprcmeHoB u gap. Takke pamarHo3 I'KMII TpebGyeT WCKIIOUEHMS
dbenokonuit TKMIT (cMm. pasmen «'KMIT u AT'»).

Kpurepuem BoBieuenus DK mpu 'KMII sBisieTcsa yBennueHue TOMIIMHBI
creuku IDK >5 mm, a Tommmua muokapma IDK >10 MM cumraercs
skcTpeManbHOii [TDK [134,152].

Kpurepmem pmartHosa o6¢TpykTuBHOM I'KMII GOMBIIMHCTBO €BPOMECKUX
uccinenosareneit cunraer Il 8 BTJDK >30 mMm pr. CT., B MOKOe WIN
npoBonupyembiit. Il > 50 MM Ppr. CT. CUMTaeTCsa KpuUTepuem
reMOAVHAMMUYECKM 3HAUMMOIi 06CcTpyKumu [4, 153].

AMepuKaHCKMe UCCIe0BaTe/M KpUTepMeM AMarHosa oocTpykTuBHoi ['KMIT
cuntatoT 'l 8 BTJDK >50 MM pT. CT., B MOKOe MM MPOBOLMpYeMblid. [Ijist
MIpOBOKAIMM TIpeJijlaraeTcsl Harpy3ouHas nmpoba, a He mpoba BanbcaibBbl, T.K.
ObUIO TMOKa3aHO, YTO Ipoba BanbcasbBbl He 061amaeT IOCTATOYHOM
YYBCTBUTENbHOCTBIO [3, 4, 154].

IIpu TKMII, kpome cyb6aopTaabHON OOCTPYKLMM, MOKET HaOI0IaThCs
CpemHEeXeTyoouKoBasi OOCTPYKUMSI (M30IMPOBAHHAS WM B COYETAHUU C
cybaopranbHoit). Kpurepust Tl st cpemHesKeTyqoYKOBOi OOCTPYKLIMM He
BbIpabOTaHO.

Kpurepnuem obcrpykimm BTIDK cunrtaercst ysenmuenue I'l 8 BTTDK > 16 mm
pT.CT. B IOKOe [104].

2.1 JXanmo0bl M aHaMHe3

e V Bcex NalMeHTOB PeKOMEH/I0BAH IeTaabHbIN aHa/IN3 Kaj0b 1 aHaMHe3a [1,
3,4,79, 155, 156].

EOK net (Y], 5 VVP C)



KomMMeHTapuii: MHozue nayueHmst He umeom wano6 WiU  OHU
Man03HauumenvHol. B makux cayuasx ouazHo3 Cmasumcs CayyatiHo uau no
pe3yabmamam CKpuHuHzd.

HonxceH 6bimb peuieH 860npoc 06 omauuUU UCMUHHO20 OMCYMCMeEUsl CUMNIMOMO8
om adanmauyuu 3a cuem 00pa3a HU3HU, nymem npoeedeHuss mecma c
MAKCUMAIbHOU nepeHocuMOll ¢u3uueckoli Hazpy3xkoli u oueHKu Ouomapkepos
XCH 6 duHamuke.

B paseeprymoti cmaduu 3abonesanuss npu I'KMII Haubonee uacmwimu
wanobamu  A8ng0mcs  o0bluiKa, CHUXeHue moaepaHmHocmu kK  @H,
pasHoobpa3sHsie 60J1e8ble OULYUleHUS 8 2pYOHOLl KlemKe Kapouaizuieckozo u/uiu
cmeHoKapoumu4ueckoz0  xapakmepa,  HapyuleHuss — pumma  cepoeuHoli
dessmenvHocmu  (nepebou, yuaujeHHoe cepdyeOueHue), 20J1080KPYHEHUE,
NpecuHKonsl U CUHKONbI.

BaxcHo nomHume, umo maHugpecmayusi KauHuueckux nposieneuuti I'KMII 6
MOJI000M U NOHCUIOM 803pacme umeem CywecmeeHHble pasauyusl.

Monodoti 8o3pacm accouuuposaH ¢ cemetinoli popmoii 3aboesanus u a615emcs
BAXCHOU demepMUHAHMOU msixecmu meyeHus, puUCKa HeMenamenbHbIxX
KapouosackyasapHsIx cobbimuti, dokasavHsim pakmopom pucka BCC.

Heobxodumo yuumoleams 6ce, 8 MOM uucle O0ONOJHUMENbHbIE <«HOBbIEY,
¢akmopst pucka BCC, 0cobeHHO y HOCcumeneli namozeHHblx 8aApUAHMO8, 8 MoM
uucne y podcmeeHHUuko8 npobaHda — zeHomun (+)/¢peHomun(-) (cm. cooms.
pasdeJiol)

IIpu cbope cemeiiHo20 aHamHe3a obOpawjarom eHUMAHUE HA Mo, ObLIU JU Y
podcmeeHHuko8 ykaszaHuss Ha BCC, XCH, cuHKonanvHbsle COCMOSHUS,
umnaanmuposarHovie OKC, uHcyniom 8 monodom ospacme u opyzue cucmemHole
3abonesamusl.

Toxcunoii 8o3pacm accoyuuposaH ¢ HecemeliHoli opmotli 3abonesauus u
komopouoHocmoro (A, UMT/oxupenue, ducrunudemus, UbC).

2.2 OdusuKajIbHOE 00c/IeJoBaHye

e V Bcex TIIAalIMEHTOB peKOMEHAyeTCsI  CTaHAapTHoe  (Qu3MKalbHOE
obcmemoBaHye cepleuHO-COCYAMCTON CUCTEeMbI, BKIIOUalolee ayCKyIbTaluio
cepaiia, usmepenue AJl (mpy HeoOXOOMMOCTM — ITOBTOPHOE, a TaKkKe Jexa,
CuUnsl, CTosl), MajbHanuio Iyabca, usmepenne UCC (mpu OII — pedwuiiut
mynbca) [3, 4, 157-161].

VOO 5 VVPC

KoMMeHTapuit: 0cHo8HOlI duazHocmuueckuli npusHak o6cmpykmueroti TKMIT
— 2py0bblli cucmonuueckuil wym 6wvlbpoca, Komopwlli 8bl1681510m Had ecell
nosepxHocms cepoua, ¢ MakCUMyMOM HA 8ePXYUKe U 8 Uemeepmom mexcpedepve



crega om 2pyduHsl. Cucmonuueckuil wWym — HU3KOUACMOMHbIU, HOCUM
xapakmep KpeuwjeHAo-0eKkpeuweHAo, 8blCIylUB8aemcst 800J1b J1e8020 Kpas 2pyouHol
u  ycunueaemcs  nod  eo3delicmeuem  (akmopos,  y8eauuusaruux
BHYMPUXCETYOOUKOBbIL 2padueHm 0asJieHUs: nepexod 8 8epMuKalIbHOe NOJI0Xde-
Hue, duHamuueckas (uauueckasi Hazpyska, maxuxapous, npuem nuwu, npooa
Banvcanvesl, npuem nepugepureckux 8a3oounramamopos.

Bonvwiuncmeo  nauuenmos ¢ obcmpykyueii BT/DK makxie  umerom
aycKyJbmamueHble NPU3HAKU MumpansHoll pecypeumayuu. Co cmopoHst opyaux
cucmem u opzaros npu I'KMIT 00614HO KAUHUUECKU 3HAUUMbIX OMKIAOHEeHULl Hem
[3, 4, 157, 162].

V nayuenmos ¢ ob6cmpykyueti BT/DK uacmo evisgnsiemcss Heycmouiuugocmo
apmepuanvHozo nyneca (3HauumenvHole kKonebaHus YCC 68 opmocma3se u
KJUHOCMase, 80 epems 600pCcme08aHusl U CHa).

e PexomeHpayeTcsl 00OpaTUThb BHMMAaHME Ha BHECEpOEYHbIe ITPOSIBIEHMS
3aboeBaHMs, ykasbiawoiye Ha deHokoruu ['KMIT [37, 43, 44, 46, 47, 49-51,
58-60, 163-166].

EOK IB (V]I 4 VYP C)

2.3 JJabopaTopHbIe AMarHOCTUUYEeCKue UCCaeJOBaHuUsI

e V Bcex manyeHToB ¢ ['KMII g5t BbISIBJ€HUSI COMYTCTBYIOMIMX 3abo0eBaHMit
PEeKOMEHIyeTCsl PyTMHHOe JjabopaTopHOoe o006c/ienoBaHMe, BKIIKOUAIOIIee
KIMHUYECKUIA aHaau3 KPOBM M OOIIMII aHa/JIU3 MOYM, OMOXUMMUYECKUIA
aHJIM3 KPOBU (XOJIECTEPUH, TPUIIULEPUAbI, Kaauii, HaTtpuii, ACT, AJIT,
MOueBMHa, KpeaTUHUH, 6UnMpy6uH, I10Ko3a) [3, 4, 167].

VIaa 5 VVP C

KOMMeHTapMﬁZ PYMUHHOE ﬂa60pamopHoe 00cnedosaHue nomozaem 6uis18UMb
conymcmeywuiue 3050ﬂ€6aHuﬂ, Komopsle Mmo2ym 8bl1386amb Uil ycyzy6umb
MUOKapauaﬂbHyIO aUCd)yHKL{LHO U cocmostHue nayueHma.

OnpedeneHue KOHYyeHmpauyuu N-mepmuHanvHozo npo-mo3208020
Hamputiypemuueckozo nenmuda (Nt-proBNP) u  evicokocheyuuuHozo
cepoeuH020 MpONOHUHA 8 njaasme He 8xo0um 6 pPYMuHHOe J1adopamopHoe
o6cnedosaHue, 00HAKO, UX 8bICOKUE YPOBHU ACCOUUUPOBAHDBL C BbIPAHEHHOCMBIO
I, IJDK, msicecmsio (PYHKUYUOHATIBHBIX HApPYWleHull (uwemuu muokapoa,
npoepeccuposarue XCH) u Heb1azonpusmusiM npozHo3om [4, 32, 34, 92, 96,
141, 168].

e IIpu momospeHun Ha KOHKpeTHYIO ¢eHoKomnuio 'KMII ¢ 11e/1bio mpoBeneHusI
IndbdepeHATbHOTO IuarHosa peKoOMeHyeTCs crielaabHOe
nabopaTopHoe obcienoBanHme. [3, 4, 44, 46, 47, 59, 60, 64, 92, 163, 169].

EOK IC (VA 1 VVP C)



KoMMmeHTapuii: Hekomopsle nokazamesu, no38oasiowue npeonoioxumso
KOHKpemHuili Oduazno3 ¢enokonuu IKMII, npueedeHst 6 mabauue II1,
Ipunoxenue I'l.

T'KMII — smo duazHo3 uckaioueHus. @eHokonuu, 8mopuuHsie u cneyugpuueckue
npuuurst I7DK u I'TDK donxcHbl 6biMb UCKIHOUEHBI.

CrpaTerusi reHETUYECKOTO TeCTUPOBAHUS Y CEMEHOT0 CKPUHMHTA

Menyuko-reHeTMUYECKOe KOHCYJAbTHMPOBaHME PEKOMEHIO0BAHO ITPOBOIUTH
npodeccroHanaMu, OOYYEeHHBIMM B OTOM CIIEIMAJbHOM 061acTu u
paboTaloyM B MyIbTUAMCIIUIUIMHAPHOM KoMaHze [3, 4, 30].

EOK IIaC (VI 5 YYP C)

MenuKo-reHeTMUYeCKOe KOHCY/IbTUPOBaHMe peKOMEHI0BAHO IIPOBOAUTD BCEM
nauyentaM ¢ 'KMII ¢ menbio BeIABIeHMS IPUUMHHOM MyTauuu [3, 4, 18, 17,
27, 30, 31, 116, 170-173].

EOK IB (V]I 5 VYP C)

KommeHTapwmii: ece nayueHmost 00mx#cHbl OblMb NOJTHOYEHHO 0C8eJOMIIEHBI O
CMbICTIe U 3HAYUMOCMU CKPUHUMH2d, B03MOMCHBIX €20 pe3yJbmamax, ux
KJUHUYECKOM 3HA4eHuu, a makxe 8 UyeJloM 0 80Npocax HacaedcmeeHHocmu
cepoeuHo-cocyducmuoix 3a601e8aHULI.

PekomMeHZauuy IO reHeTUYECKOMY TECTMPOBAHUIO IMIPOOAHAOB

PexomeHayeTcsl, UYTOObI TreHETMYECKOe TeCTMPOBAaHME BBINOMHSIOCh B
cepTUOULIMPOBAHHBIX AMArHOCTMYECKUX Jab0paTopusix € SKCIePTHBIMU
HaBbIKaMI B MHTepIIpeTauuy MyTaluil, CBSI3aHHbIX C KapAMOMMONATUSIMU
[17, 19, 27, 30, 31, 116, 171, 172].

EOK IC (VA 5 VVP C)

[Ipu nogo3peHMn Ha KOHKpeTHYIO dheHokonmio 'KMII ¢ 1enpio mpoBeneHMsI
IndbdepeHIATBHOTO JIyar{osa peKOMeH/IyeTCs reHeTUUYecKoe
TecTupoBaHume [3, 4, 18, 27, 30, 31, 46, 51, 59, 60, 171].

EOK IB (VA 5, YYP C)

KomMmmeHTapuii: zenemuueckoe mecmuposanue y nayueHmos ¢ I7DK HescHo20
2eHe3a U MoawuHot cmeHku 13-14 mm pekomeHO08aHO Npo8oduMs MoJIbKO
nocie demanvHo2o obcnedosarus (8kawouas MPT ¢ koHmpacmuposauuem) u
KOHCUIUYMA MYAbMUOUCYUNTUHAPHOU KOMAHOOL Cneyuanucmos.

[TocMepTHOE reHeTUUEeCKOe MCCaedoBaHue 00pa3lloB 3aKOHCEPBMPOBAHHbBIX
TkaHe win [JHK pekoMeHOOBaHO IMPOBOAUTH [Ji YMEPIIUX IALI€HTOB C
natomopdosiornyecku noaTsepkaeHHo 'KMII, 4To6bI MMeTh BO3MOKHOCTD
BBIIIOJIHUTh KAaCKaLHbIM FeHeTUYeCKU CKPUMHMHI POILCTBEHHMKOB [3, 4, 27,
30, 163].



EOK IIaC (YO, 5 YVYP C)

KommeHTapuii: nposedeHue zeHemuueckozo ckpuHuuea npu T'KMIT moxcem
Hocums duazHocmuyecKuii U npedUKmMueHbslii xapakmep.

B nepeom cnyuae 2eHemuueckass OUAZHOCMUKA — S16/11eMCs  4ACMblo
UHCMpYMEeHmMo8  OJuazHOCMU4ecko20 Noucka U Nnpu3eaHa nomous 8
noomeepxcdenuu ouazrHoza I'KMII npu Hanuuuu cmepmoti unu HenoaHoll
KJAUHUYECKOU KapmuHsl, a4 mMaxkxe npu HAIu4duu CUuCmeMHslX NposieneHull
3abonesaHus unu ons uckaroueHus ¢evoxonuii FIKMII [1-4, 14, 15].

OuyeHKka 8Kk1ada KOHKPemHoz20 2eHemuueckoz0 8apuaHma 0oJIHcHa nposooumascs
8 coomeemcmeuu ¢ pekomeHIayusmMu AMepuKamckoll Kostezuu MeouyuHcKol
zeHemuxu (American College of Medical Genetics and Genomics — ACMG) om
2015 200a, omeuecmeeHHvIMU peKOMeHOAUUSMU, pa3pabomaHHvIMu HA UX
OCHO8e, a makce ps0oM ux moouguxkauuti u donosHeHull, paspadomaHHvIX 071
omaenvHO 83mblx 2eH08 [30)].

IIpu I'KMII, 6 OononHeHue K 8bllUeNepeyuucieHHbIM  UCMOUYHUKAM,

obs3amenvHolM ~ JOKYMEHMOM Ol UHmMepnpemayuu  pe3yJibimamos
2eHeMuUYecK020 UCC1e008aHUsl 18J11emcsl pyKo8ooCmaeo no OyeHKe 8apuaHmos 8
2ere MYH7 [8].

OyeHka namozeHHOU 3HAUUMOCMU  BbISIBNIEHHbIX  BAPUAHIMO8  00JIHHA
npoucxodums ¢ 0653amebHbIM UCNO0J1b308AHUEM MENOYHAPOOHBIX 6a3 OAHHBIX O
uacmome u NAmMoO2eHHOU poau 2eHemuueckux eapuaHmos, maxux xak Clinvar,
ClinGen, Varsome, Exac, and Gnomad [22, 23].

PEKOMEH,I[aI.U/II/I II0 TEHETUYECCKOMY U KIMHMUMIECCKOMY TECTUMPOBaAHUIO
B3pPOCUJIBIX POACTBEHHUKOB

KackagHblili reHeTMYeCKuii CKPUMHMHI II0CI€ MpeaBapUTEIbHOI0 MeEIUKO-
reHeTUYEeCKOro KOHCYJIbTUPOBAHUS peKoOMeHayeTCs B3POC/IBIM
POLCTBEHHMKAM II€pBOI CTeleHU POACTBA IMAlMEeHTOB, MMEIIIUX SBHYIO
IaTOreHHYI0 MyTauuo [3, 4, 8, 18, 27, 31, 174].

EOKIB (VO 5 YYP C)

Knuunueckoe o6cnemoBanye, Bkiaoualomee OKI, OXOKI' m pjauTenbHOe
IVHAMMU4YecKoe HabmoaeHne pPEeKOMeHA0BaHO POJACTBEHHMKAM IIepBOi
CTeIleHM POJICTBA, Y KOTOPBIX BBISBJIEHA Ta K€ SIBHAS MMATOT€HHAs MyTalusl,
yTO M y TipobaHpa [3, 4, 18, 27, 149, 150, 172, 174].

EOKIC (YO 5 YVYP C)

PonCcTBEHHMKOB IIePBOJi CTEIIEHM POMCTBA, Y KOTOPBHIX HE BBISIBJIEHA Ta JKe
sIBHAsI TTaTOreHHass MyTalysl, YTO U Y MpobaHaa, peKOMeHIYeTCsI BbIBECTU U3
JaJbHENIIero OMHAMMYECKOro HaOmogeHus, HO C peKoMeHalyeit
00paTUTbCS 3a IIOBTOPHBIM 0OCIedOBaHMEM, €CIM Y HUX Pa3oBbBIOTCS



CUMIITOMBI MJIM TIOSIBSITCSI HOBbIE pejleBaHTHbIe NaHHble [3, 4, 27, 28, 170,
174].

EOK IIaB (YA, 5 YVP C)

e Eciu gBHOJM MATOreHHOM MyTaluu Yy TIIpobaHIa He BbISIBIEHO WU
reHeTUYeCKMi CKPUMHMHT He ITPOBOANMIICS, KIMHNYecKoe oociaemoBanme ¢ DKT
n IXOKI' pekomMeHOOBAaHO MpPeAOKUTb POACTBEHHMKAM II€pBOJ CTeIleHU
poacTBa Kaxkable 2-5 et (Mam  6-12 MecsleB, ecaM  MMEIOTCS
IVMArHOCTUYEeCKM He3HauUMMble aHOManuu) [3, 4, 27, 174].

EOK IIaC (YA, 5 YYP C)

KoMMmeHTapuii: npedukmueHslii zeHemuuecKuli CKpUHUHZ OCHOB8AH HA
UCNOMb308AHUU  UH(pOpMAUUU O KOHKPemHOU 2eHemuueckoii npuuuHe
3abonesanusi, udeHmuguuyuposaHHoli 'y npobauda, O0ns  onpedeneHus
Hocumenscmea O0AHHO20 BAPUAHMA Y €20 POOCMBeHHUKO08. Llenvio OaHHO20
CKpUHUH2a saensemcs onpedesieHue Heobxodumocmu pezyasipHoli
ducnavcepusayuu U NPUYenbHO20 KJAUHUUECK020 HAabM0eHuss 8 Cayuae
HOCUMeNbCMBa NAmoz2eHH020 8APUAHMA, A MAKH#ce UCKIIoUeHUe Heo0X00umMocmu
makozo CKPUHUH2a Npu 0Mcymcmeuu HoCUMmenbCmea NamozeHH020 8apuaHmad.

Ilpu nposedeHuu  KACKAOHO20  CKPUHUH2A  UNE€HO8 cembUu npobaHda
pekomeHdyemcsi couemams €20 C KJAUHUYECKOM o00cnedosaHuem cepoeuHo-
cocyoducmolti cucmemsl (aHamHecmuueckue 0aHHvle, 00sekmusHslii ocmomp, SKI'
u IXOKI' — cm. mabnuyy I18, Ipunoxcernue I'l) dna onpedeneHus cezpezayuu
8bl518JIEHH020 8apuaHma ¢ GeHomunom 3abonesavuss uau O UCKIIOUEHUS]
JdaHHoll cezpezauuu. JaHHas uHgpopmayusi moxem OblMb 8aMCHA NPU OUEHKE
cmeneHu NAmMo2eHHOCMU BblsI8JIEHHbIX 8APUAHMO8 U UX KJadccuguxkayuu 6
coomgemcmeue ¢ Kpumepusimu AMeEpPUKaHCKOL  Konezuu MeoOuyuHcKot
eeHemuku (American College of Medical Genetics and Genomics — ACMG) [22].

Cywecmeyem «ba/iibHass Mo0Oenb»  NPOZHO3UPOBAHUS — B8EPOSMHOCMU
00HapyxceHus 2eHemu4ecKux 8apuaHmos 8 2eHax, Haubojiee pacnpocmpaHeHHbsLX
npu I'KMII, xomopas exiwudaem 603pacm nauueHma, XeHCKUull noj, Haauuue
apmepuanvHoli eunepmen3uu, mopgonozuro MJKII no muny «reverse curve» u
coomHoweHue monwursl MIKII/3CJDK. Cymma 6annos <2 npedckasvieaem
HU3KYI 8epOosiMHOCMb 00HAPYHEHUS 2eHemuyeckux 8apuaHimos 8 NPUUUHHBIX
2eHax, Haubonee pachpocmparertsvix npu I'KMIT (mabnuya I11, IIpunoxcerue I'2)
[8, 29, 93, 144, 170, 175].

2.4 lHCTpyMeHTAaJIbHbIEe JUAarHOCTUYECKME UCC/IeIOBAHMS

dnekrpokapauorpadus u MoauTopupoBanue IKI

e [IpoBemenne OJKI' (B 12 oTBemeHMsSIX) PEeKOMEHAYeTCS MpU [ePBUUYHOM
obcemoBaHMM BceX IalMeHTOB ¢ momo3peHueM Ha 'KMII m B mporecce
IMHaMuuyecKkoro HabmoneHus [3, 4, 160, 176-180].



EOK IB (VIIJ, 5 YYP C)

Bcem manuentam ¢ 'KMII npu yxypuieHnn CMMIITOMaTUKM PEKOMEHIYeTCs
noBTopHas perucrpauus JKI' ¢ 11e/1b10 BbISBIEHNUSI HapYLIeHUI CepLeyHoro
pUTMa 1 IPOBOAMMOCTH, UllleMUu Muoxapaa [3, 4, 160, 176-179].

EOK IB (VI 5 VYP C)

Perucrpanmsi KI' pekoMeHAyeTCSI KaK KOMIIOHEHT CKPUHMHI-AJITOPUTMA Y
POJICTBEHHUKOB EePBOJi cTeleH poAacTBa namyeHToB ¢ I'KMII [3, 4, 27, 135,
160, 170, 174, 177].

EOKIC (YOI 5 YYP C)

XMOKI' pekomenpyetrcs BceM mnauueHtam ¢ [KMII, B ToM uucie
aCUMIITOMHBIM, C L[eJbI0 BbISIBJIEHUS HapylieHui putma cepaua (PII u XKT)
Y IPOBOAMMOCTH 1Jist cTpatudukanuym pucka BCC 1 oT60opa KaHAMIATOB s
umtantauuu UKI*** [3, 4, 112, 114, 161, 181-183].

VOO 5 YYPC

[TpoBenenmne XMDOKI (onTMManbHO MPOAOIKUTENBHOCThIO 48-72 wuaca)
pPEeKOMEHIyeTCsl TPy TEePBUUHOM KIMHUUYECKOM OOC/IedOBaHUM U Kaskable
12-24 mecsues [4, 161, 176, 181, 184].

EOK IIaC (VA 5 VVP C)

PekoMeHIOBAaHO WCIIOJb30BaHMe TIIETI€BOr0 perucrparopa C 1eJIbI0
BbISIBJIEHMSI HapyllIeHUI CepeuHOoro pUTMa y IalMeHTOB C XajobamMy Ha
yacThle cepaledbMeHnsi, y KOTOPBIX MPY IJIUTEIbHOM MOHUTOpUpoBaHuu JKT
MpUUMHA OCTa/IaCh HEYTOUHEHHOI1 [3, 4, 20, 185-187].

EOK IIaC (VAL 5 VVP C)

KoMMmeHTapuii: adeksamuas oyeHKa HApyuleHuli pumma u nposooumocmu
Kpumuuecku Heobxoduma dns cmpamuguxkayuu pucka BCC, nosamomy 8
HeKomopwlx cnyuasx Heobxodum oaumenvHoiii  IKI-moHumopuHe. Kpome
PYMUHHO20 CYMOUH020 MOHUMopuposaHusi OKI', 803moxcHbl sapuarmol: 48/72-
uacoeoll MOHUMOPUH2, HAPYXCHBIL NemJesoll pezucmpamop, peaucmpamop
cobbimuti, umnaaHmupyemoiii nemiaegoti pezucmpamop. IKI-duazHocmuka
dosHcHa nosmopsimucs Kaxcdvle 12-24 mecauya, ONMUMAnbHO
npodonxcumenbHocmolo 48 uacos.

Iokaszanuem k XMDOIKI sensemcsi nosiejeHue y hauueHma xanod Ha
cepduyebueHue u/unu 2071080KpyHceHue.

Heo0x00umo yuumsl8ams, 4mo HApyuleHus pummda u npoeooumMocmu mozym
Obimb 00YC108/1eHbI NPOBOJUMOTI mepanueti.



AKI-npusHaku, nomoeawujue 6 duggepenyuanvHoli duazHocmuxke I'KMII u
(enokonuti TKMII, npedcmasneHst 8 mabnuye I12, [Ipunoxcerue I'l [3, 4, 20, 49,
125, 141, 147, 163, 185, 188-190].

OXOKT'-uccimemoBaHye IalyeHTaM HeoOXO[4IMO BBIIIOIHITh B COOTBETCTBUM
c pekoMeHmauusamMu no sxokapauorpadbum AHA, ASE (American Society of
Echocardiography) m EACVI (European Association of Cardiovascular
Imaging) A0 BbIXOAA OTeYeCTBEHHBbIX pekoMeHaanui [152, 191-196].

Bcem mnauuentam ¢ mnomo3peHmemM Ha ['KMII nasa BeisiBieHusi [JDK u
BHYTPVDKETYIOUKOBOM  OOCTPYKLIMM  TIpU  TEPBUYHOM  O0OC/IeIOBaHUU
pekomengoBaHa TT-9XOKI' ¢ mpoBoKalMOHHOI mpo6oit Banbcanbssl [3, 4,
98, 137, 149, 181, 197-201].

EOKIB (Y41, 4 YVYP C)

Bcem manmentam ¢ 'KMII u3sMmepeHue MaKCUMAaAbHOM [OUACTOIUYECKONM
TOJMIIMHBI MUoKapaa JIDK pekoMeHyeTCs MPOBOAUTh BO BCEX CerMEHTax, OT
6a3a/bHBIX 10 Bepxyliku B 2D-pexxume 1o KopoTkoit ocu JDK [94, 149, 191,
193, 202-204].

EOKIB (Y41 4 YVP C)

Bcem maumentam ¢ TI'KMII pekomeHpayeTcsa  THiaTeJbHas  OLleHKaA
auactonndeckor QyHkuum JDK, BKIOYash TpaHCMUTPa/bHbIA KPOBOTOK, B
JIETOUYHBIX BEeHAaX, TKaHEBYIO [omIuieporpaduio, mM3MepeHue pasmepa U
o6bema JIIT s crpatudukanum pucka BCC [91, 94, 95, 98, 108, 137, 195,
205].

EOK IB (VI 4 YYP C)

CuMIITOMHBIM mauyeHTam ¢ MakcumaiabHbiM [l B BTJDK (B 1mokoe wmiun
CIIPOBOIIMPOBAHHBIM) <50 MM PT. CT. peKOMEHyeTCsI IpoBefeHe CTpecc-
TT-9XOKTI nJist BbIsIBJIeHUSI TIpoBoIupyeMoit ooctpykiuu BTJIDK u crpecc-
unayuupyemori MP [68, 109, 116, 137, 152, 199, 206-212]

EOK IB (VI 4 YYP C)

ACMMNOTOMHBIM TMali€eHTaM C MaKCUMMaJbHbIM TPaJMeHTOM [OaBJeHUS B
BTJDK (rmokost wiu MHAYUMPOBAHHBIM) < 50 MM PT.CT. peKOMEeHA0BaHO
nipoBefeHme crpecc-TT-0XOKT, ecnu HanuMumue OOCTPYKIIUM MMeEET 3HaUeHe
IS pekoMeHJaluit Mo o0pa3y >KM3HM UM Ha3HAUeHUs JieKapCTBEHHOM
Tepanuu [68, 199, 206, 208].

EOK IIbC (VI 4 VYP C)

V mnaiyeHTOB C CyOONTMMaJIbHBIM KaueCcTBOM WM300paskeHUs WU C
TpefrosiaraeMoit  anukajabHOi rumneptpodueit JDK win aHeBpuU3MOIiL,
pekomenayetrcsi OIOXOKI' ¢ koHTpacTupoBaHmem monoctu JDK, Kak
anprepHatuBa MPT cepauia [115, 148, 213-216].



EOK IIaC (VA 5 VVP C)

NHTpakopoHapHOe KoHTpacTupoBaHue muokapga npu TT-9XOKI' Bo Bpems
nuarHoctuueckoii KAI' pekomeHayeTCs nanyeHTam, Y KOTOPbIX IIJIaHUPYETCS
CAA, gnst upeHTUdUKALUM TIOAXOASIIEN NJis abnauuu CcenTajabHO BETBU
KOpOHapHOi1 apTepun [196, 216-219].

EOK IB (VI 4 YYP C)

[ToBTOopHble IXOKI-uccnemoBanuss pekomeHaywTcs mnauueHtam ¢ 'KMIT ¢
U3MEHEHUSIMU B KIMHUYECKOM CTaTyCe WM IOSIBJIeHEM HOBOI CepaeuyHo-
COCYIMCTOM CUMITTOMATUKY JIJIsI CBOEBPEMEHHOTO BbISIBJIEHUS OCJIOKHEHU U
IVHAMUKU peMonenupoBaHus cepaua [68, 149, 178, 184, 199].

EOK IB (VI 4 YYP C)

IXOKT pekomMeHAyeTCS KAK KOMIIOHEHT CKPUHUHT-AJITOPUTMA YJIEHOB CEMbU
nanuednta ¢ [KMIIL, y xortoporo BBbISIBJIEHA aCCOLMMPOBAHHAS C
3aboneBaHMeM reHHast mytauus [3, 4, 27, 135, 170, 174].

EOK IC (VA 5 YYP C)

KomMmmeHTapuii: mpebyemcsi uchons308amo pacuiuperHsiii npomokon 3XOKT,
adanmuposarHwlli k duazHocmuke I'KMII. ITepeueHs nokazamerneti, 8x00uux 8
npomoxon TT-2XOKT, npedcmasnersvt 8 mabauye I13, ITpunoxceHrue I'l.

na  OJuggepenyuanvHoti duazHocmuku ¢ eHokonusmMu u hpu eslbope
xupypezuueckoti makmuku npu I'KMII mozym ucnoss308amuscsi 00NOJHUMEbHbIE
onyuu npu OXOKI, npedcmaseneHst 8 mabauue I14, IIpunoxcerue I'l.

IXOKT-Haxooku, no3goastouiue Jupgepernyuposame IKMII u ¢eHokonuu
T'KMII, npedcmasnenst 8 mabauye I15, ITpunoxcerue I'l [1, 4, 29, 144, 163].

PekomeHJanMm 1o YpecnunieBoaHoi sxokapauorpadmmm nmpu 'KMIT

UIT-9XOKT' pekomeHao0OBaHa [Jisl MALMEHTOB, Y KOTOPbIX HESICeH MeXaHU3M
ob6ctpykuyy BTJDK mim njist orteHku coctosinust MK mo ripouienypsl CAA, min
eC/I/ PerucTpupyeTcs BboipaskeHHasi MP, nipeAIio/ioKUTeNbHO He CBSI3aHHAS C
IICI cTBOpOK, a 0bycaoBieHHas coocTBeHHbIMY aHOoManusimu MK [192, 220-
223].

EOK IIaC (VI 4 YVYP C)

[Manuentam ¢ 'KMII nipu BbinonHeHun CAA [Jis1 KOPPEKTHOTO OmnpeneneHus
LleJIeBOM 30HBI BO3[ENCTBUSI PEKOMEHA0BAaHO MHTpaolepauoHHoe YII-
OXOKT ¢ MmHTpaKOpOHapHbIM KOHTpAaCTUpOBaHUeM Muokapaa [196, 216-219].

EOK IIaC (YA 4 YYP C)
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e Uutpa/mepuorniepauonHas  UYII-ODXOKI' mnpu CMO  pekoMeHAOBaHa

namueHTaM [jisi yTOuHeHUs MexaHusma o6cTpykuumu BTJDK, KoHTposs
XUPYPTrUYECKOM CTpaTermu, OLIEHKM IIOCTXUPYPIUUECKUX OCIOKHEHUN U
BbISIBJIEHMSI OCTAaTOYHOI 06cTpyKimy BTIDK [192, 216, 217, 220-224].

EOK IC (VI 4 YYP C)

IIpoBegeHne NMpPOBOKAIIMOHHONM IPOObI BasbcaabBblI OIS AMArHOCTUKU
JIaTeHTHO¥ oocTpykumuu BTJDK

[TIpo6y BanbcanbBbl mpu TT-I9XOKI ciemyeT MPOBOAUTH B IMOJOXKEHUU
nmaiyeHTa Jieska Ha JieBOM OOKy. IlalMeHTy ciemyeT Hampsiub MbIIIITbI
repenHelt OPIONIHOV CTEHKM, UTO TIOBbIIIAeT BHYTPUOPIOIIHOE U
BHYTpUTPYAHOe HaBjaeHue. KOHTPOIb YPOBHS HAIpsDKeHUS 1ieiecoo6pasHo
OCYILeCTBJISITh C IIOMOILBIO YCTPOWCTBA, IIPENCTAaB/SAIOLIEI0 MaHOMETD,
COeIVMHEeHHbIVI C MYHAIUITYKOM; IIPM 3TOM IaliieHTa MOPOCSIT YyIaepXuBaTh
HaIpsoKeHue, YToObl JaBjeHue Ha MaHoMmeTpe coctaBisuio 20-40 MM pT.CT.
Bo Bpemst mpoO6bl BasibcasbBbl PEruCTpUPYeTCs MaKCUMMajbHas CKOPOCTh
KpoBoTOKa B BTJDK ¢ ucronb3oBaHMEM MOCTOSIHHO-BOJIHOBOI'O [OIMIIIEpa.
Ecmim B monoskeHMM — TalMeHTa JieXXa Ipoba  oTpuilaTelbHas, TO
PEKOMEHIYETCSI ITPOBECTH ITPOOY B ITOJIOKEHUM CUJISI U CTOSI.

MarHuTHO-pe3oHaHCHas Tomorpadus

MPT cepaua ¢ KOHTpacTUpOBaHMEM (IIPU OTCYTCTBUM IIPOTUBOIIOKA3AHUIN)
pPEeKOMEeHAYeTCSl BBIMIOJHUTh KaK MUHMMYM OOMH pa3 I0Cae IMOCTAaHOBKM
muarHo3da I['KMII pns yrouHeHusi paHHbiXx OXOKI' (aHaTomum ceppiia,
byHKIUNMYM KeTyo0UKOB), a TAKXKe BbISIBAEHMS U OLIEHKM PaclpoOCTpaHeHHOCTU
dbunbposa Mmorapaa M UCKIIOUEHUS Opyrux 3aboneBaunit [57, 189, 216, 225-
231].

EOK IB (YA 4 YYP C)
KonceHcyc 3kcrieproB EACVI 2015

ITpoBegenne MPT poacTBeHHMKAM IIpobGaHIa II€pBOI JMHUM POJCTBA
PEKOMEH/IYeTCsI, eIy IOCTaHOBKA [OMarHosa 3HAYMMO BiMsIeT Ha 00pas
KM3HM (HAIIp. 3ampelleHue COpeBHOBATeNbHOro cropra), a npu IXOKT
MMeeTCsI HM3KOe KaueCTBO WM300paskeHMs, WIM [aHHbIe IOTPaHUYHbIE/
COMHUTeIbHbIE, UK ecTb u3MeHeHus: Ha JKI, a 9XOKI' — 6e3 OTK/IOHeHUI
OT HOPMHI [3, 216, 226, 229, 233].

VOO 5VYYPC
KoHceHcyc 3kcnieproB EACVI 2015

[TatieHTaMm € mpepamnoaaraeMblM aMUIOUI030M Cepaiia pekoMeHa0BaHoO MPT
cepAlia ¢ KOHTpPaCcTUPOBaHMEM C 1e/bio BbisiBieHus: 30H ITHT [49, 53, 56, 57,
164, 234-236].

EOK IIaC (YA 2 YYP A)



e MPT cepmua ¢ KOHTpacTUMpPOBaHMEM pPEKOMEHAyeTCsS OO oOlepauuun
XUPYPrUYeCKOil 1 Hexupypruueckoin pengykuum MXKII 11 oieHKM Xxapakrepa
M pacnpocTpaHeHHOCTU rurneptpodum u Guobposa mmoxkapga [41, 189, 228,
230, 237].

EOK IIaC (YA 4 YYP C)

e MPT cepaila M cOCymoB [OO/KHA MHTEPIPETHMPOBATHCS CHELMaTUCTAMMU,
MMEWIIMMIM OIBIT B BU3yaAM3alMM CepAlla U OIlleHKe 3abojeBaHMii
Muokapaa [4, 54, 226, 231, 238].

EOK IC (VA 5 YYP C)

KommenTapuii: MPT He umeem npucywjux 3XOKI' ozpanuueHutl u seasemcs
«30710MbIM CMAHOAPMOM» OUEHKU MOoauwjuHsl muokapoa u o6semos DK u IDK
(6onvwie  MOUHOCMb  uU3MepeHull U  80CcnNpou3sodUMOCMmb,  MeHblUe
onepamopo3asucumocms), no3momy npu omcymcmeuu npomuéonoKasaHulti,
eciu noseonswm pecypcst u onsim, MPT donxHa paccmampusamscs Ons
nayuenmos ¢ 'KMII e kauecmee 6a308020 memooda uccnedosaus (216, 227, 231,
238, 239].

MPT make no3eonsiem ucciedo8ams mekcmypy muoxkapoa, m.e. Haauuue u
pacnpocmpaHeHHOCMs MUoKapouaibHozo ¢ubposa. Memoduxka 0cHO8aHA Ha
mom, umo 8 cezmeHmax muokapoa ¢ >15% ¢ubposa evisensemcs ¢eHomeH
nosdvezo HaxonneHus 2adonunus (IIHI) — 3adepxka 8vimbieaHus Gd-
KoHmpacma. Hanuuue pacnpocmpaHeHH020 ubpo3a s6asemcs hpeoukmopom
He2amueHoz20 pemooenuposaHusl, pa3eumus Cucmoauueckoll oJuchyHkyuu u
XCH, a maxkxe omHocumcs K dononHumensHoim pakmopam pucka BCC.

ITpu MPT svisin1s110mcs 2 0CHOBHbIX hammepHa ¢pubpo3a:

1. UnmpamypanvHelii ¢ubpo3 6 npedenax zunepmpo@uposaHHsvlx CezMeHmMos,
KOmMopolli HA  2UCMOJI02UYECKOM YPOBHE S8JISIeMCs OmpaxeHueM npsimozo
delicmeusi  «NPUYUHHO20» 2€HEMUYecK020 B8apuUaAHmMa U MONEKYNSIPHO20
namozeHe3a, nposeasawe20 duckomniekcayueti KapouoOMuyumos U MululeuHblX
80JI0KOH — (peHoMeH «disarray», pubpo3om pasHoli cmeneHu 8blPaIeHHOCMU.

2. 30Hbl (ubpo3a mozym Obimb evisieseHsl 8 MJKII 6 nepedweii u/unu 3adHeli
obnacmsx, epavuuawux co ceo6odHoli cmerkoti IDK (m. Ha3. «right ventricular
insertion points»). Cuumaemcs, umo 3mo UHMePCMUUuanbHuili Gubpo3 unu
npomexcymoutwlti penomun ITHT, HauanvHas cmadus [99, 216, 230)].

ITapamempol, komopsle He06x00umo oyeHums npu MPT cepduya y nayueHma c
T'KMII, npedcmasnenst 8 mabnuye I16, Ipunoxcerue I'l.

VY HocuTeneit mytaiuit B moruneprpoduueckoit cragumu 'KMIT nmpu MPT
MOXHO BBISIBUTb «Majlble aHOMajauu CcepAaua» — KPUITbl MMUOKApAa,
aHomanuu MK, anukajipbHOe CMelleHue TMalWUISPHBIX MBbIIILI. Ha
OOKJIMHUYECKOM CTaauM Yy HEeKOTOPbIX MalMeHTOB C TeHOTUIoM(+)/
denotumom(-) Moryt ObITh BbISIBJIeHbI 30HBI IIHI. (cM. anroputm
JIVArHOCTUKM Ha JOKIMHUYECKOM cTagun) [239-241].



[Tpu MPT ceppaiia Takxke BBISIB/ISIIOTCSI aHOMauy anrmapara MK (cMm. Tabauiry
16, ITpunosxkenue I'l).

Kpome sHaummoctu B muarHoctuke 'KMII, MPT ceppua urpaer ponb B
nuarHoctuke ¢penokonuit [KMIIL. IIpu amunongo3se 3ous1 [THI onpenensiorcst
B SHAOKApAMAIbHbIX U CYO3HIOKapAMaJIbHBIX OTHe/aX M He 3aBUCUT OT 30H
KpoBOCHabkeHUsT Muokapaa [57, 236]. [Ipu 6onesun AHgepcoHa-Pabpu —
HajMumue MHTpaMmuokapauanbHoro ITHI uame Bcero mo 3agHeO0KOBOMY
cerMeHTy Ha 6asajbHOM M cpemHeM ypoBHsX [171]. ¥ cmoptcmenos ¢ ITDK,
OTCYTCTBYIOT 30HbI ITHI.

KomnbioTepHas Tomorpadusa / MyasTucnupaibHas
KOMIIbIOTEpHaA ToMorpadus

[Marnentam ¢ TKMII, y koTopsix HU3Koe KauecTBO DXOKI' m3obpaskeHus1, a
npoBeneHue MPT mpoTMBOIIOKAa3aHO OJIS1 OLIEHKM TOJIIMHBI MMUOKapaa u
pa3mMepoB mosocTeit cepaua pekomenayercs: BeinonHAThL KT/MCKT cepaiia ¢
KOHTpacTupoBaHueM [216, 242].

EOK IIaC (YO, 5 VVP C)

KommeHnTapuit: KT cepdua, kpome aHamomuueckux OdaHHslx cepdua,
no3eosisiem makxe 8u3yanu3uposams KOPOHAPHble apmepuu, OYeHUusams ux
npoxooumMocms U aHamomuueckue 0COOEHHOCMU, Haauuue MuoKapoualbHbiX
«MbIUIEYHBIX MOCMUKOB8», UMO U2paem 8axcHyio poJis 8 duazHocmuke MBC, 8 mom
uucne npu I'KMII y nayueHmos cmapuieti 603pacmHoti 2pynnal.

MCKT cepdya, umerow,as 66/Cokoe NPOCMPAHCMEEHHOE paspeuwieHue, no3e0sem
obecneuums MOUHOE U3MepeHUe MONAWUHBl, Maccel Muokapda, obsema
Henyooukos u ¢paxyuro evibpoca. CpasHumenvHoe uUcciedosaHue nokasano
8vlcoKyo mouHocms memoda MCKT, conocmasumyro ¢ pe3yiemamamu memooa
MPT cepdya [243, 244].

ITo cpasuenurw ¢ MPT, munycom MCKT sensemcs 6osiee HU3KOe 8PeMEHHOE
paspeweHue, 6osiee HU3KOe KOHMPACMuUposaHue MsieKUux mxaHell u Haauuue
UOHU3UpYWe20 usiyueHus [244].

Cuunrurpapusa

Cumaturpaduio xkocteit (¢ 99mTc-DPD wiu  99mTc-impodocdatom)
peKOMeHyeTCsl BBIMOMHATL MaleHTaM, ¥ KOTOpbIX Inomo3peBaetrcss ATTR-
aMmmionno3 [163, 164, 235, 245, 246].

EOK IIaB (Y41 2 VYVP B)

KoMmmeHTapuit: no davHoiM cyuHmuepaguu ¢ 99mTc-nupogocamom
803MOMCHa mouHas JuggeperyuanvHas duazHocmuka AL- u ATTR-amunoudosa
cepdya (npu  ycnosuu  UCKIHUEHUS.  MOHOKJIOHANBHOU  2ammanamuu
HeonpedeneHH020 3HaueHus) [45, 235].

INosuTpoHHast 3MUCCMOHHas ToMorpadus




[I9T MokeT MCIIONb30BaTbCS OJIS1 MCCAeNOBaHMSI MeTabonu3Ma MMuOKapzaa
(pamuodapmmpenapaTbl — F18—,E[e30KCI/IFJ'[IOK03a " Cll—aueTaT) "

IMArHOCTUKY aBTOHOMHO¥ AMCHYHKIMM ceplia.

Ilpy TKMII MoskeT BBIABIASTHCS HapyllleHue O0OpaTHOrO 3axBaTa
HelipoMeaMaToOPOB U YMeHbllleHle IVIOTHOCTY O6eTa-aJipeHopeLernToOpoB.

KAT saBnsiteTcss MeTOmIOM BbIOOpa OMArHOCTUKM HAJMUMSI M BBIPAKEHHOCTU
0O6CTPYKTMBHOTO MIOPaKeHMS SMMKaPAMaIbHbIX KOPOHAPHBIX apTepuii.

B3pocasim nanmentam ¢ 'KMII ¢ nipegorspaienHoit BCC (rocie ycremHbx
peaHMMalMOHHbIX MepOIpUITUIL), mnauueHTam ¢ ycronuusoini KT n
maiyeHTaM CO CTaOMIbHOJM cTeHOoKapauei >3 kimacca (1o Kiaaccudurammm
Kanagckoro cepaeuHo-cocyaucToro oobmectBa — CCS) pekomeHmyeTcs
muBasuBHasi KAI' ¢ 1efbl0 OMArHOCTUKM OOCTPYKTMBHOTO TIOPaKEeHUS
SNMKapAMAIbHBIX KOPOHAPHLIX apTepuit [3, 4, 74, 113, 242, 247, 248].

EOKIC (YO 5 YVYP C)

[Mamentam ¢ TKMII ¢ TunuuHbiMM 60MSIMM B TPYAHON KiIeTKe (<3 Kiacc
CTeHOKapaAuu T0 kiaccuuranmuyu KaHaackoro cepmedyHO-COCyaUCTOTO
obmectBa — CCS), y KOTOPBIX €CTh IIPOMEXKYTOUYHASI IMpeaTecToBast
BEPOSITHOCTb aTepPOCKIepOTMUUECKOI UIleMUYeckoit Oone3Hu cepalia c
y4eToM BO3pacTa, moja U (GakTOpPOB pUCKa aTepoCKiepo3a PeKOMeHIyeTCs
KAT' wmn KT-anrumorpadusi ¢ 1ebl0 JAMAarHOCTUKU OOCTPYKTMBHOTO
IopakeHus SMMKapAMaabHbIX KOPOHAPHBIX apTepuii [4, 74, 242, 249].

EOK IIaC (VA 5 YYP C).

Ins Bcex mauyeHToB ¢ 'KMII crapuie 40 et pekomeHayetcss KAT mnm KT-
aHruorpadust no pemykuuu MIKII, He3aBUCMMO OT HaJIUUUS TUITMYHOTO
CTEHOKapAUTUYECKOTO 00jeBOro CHUHApOMAa C Iedbl0  JIMarHOCTUKU
OOCTPYKTMBHOTO MOpPaXeHUs 3MUKapAMaIbHbIX KOPOHApHBIX aprepuit [4,
242, 248, 250].

EOK IIaC (YA 4 YYP C)

KommeHTapwmit: Heobxodumocmes KAI dukmyemcsi 0c00€HHOCMbI0 8paueOHOl
maxkmuxku. IIpu INOCA y nauyuenmos ¢ I'KMII nosensemcss Heo6xo0umocms 8
noCcmaHoexke CMeHmMo8 npu MeHplleli, uem npuHsamo y nauueHmos ¢ HBC,
cmeneH»l0 CmeHo3a, m.e. npu cmeHodax <50%. (cm. pasden «uazHocmuka
T'KMIT y omdensHbix kamezoputi nayueHmos» u pasden «Ilamozenes») [74, 76,
82, 85, 251].

HNuBasuBHOE U3IMEpEHUE NABJIEHUA B ITOJIOCTAX cepaia

KateTepusauusi cepaua mjis OueHKM GYHKIUU SKeTYSOYKOB U [IaBJIEHUS
3aKJIMHUBAHUS JIETOUHOI apTepuu PeKOMEHyeTCs Y MalyeHTOB, KOTOPhIM
IUIAHUPYeTCsT TPAHCIUIAHTALUSI CepAlla MIM MeXaHMuyeckKasl IOJepiKKa
KpoBooOpatieHus [252-257].



EOK IB (YA, 5 YYP C)

Y  CUMIITOMHBIX MAlMEeHTOB C  HeolpeAe/ieHHbIMM  pe3y/bTaTaMu
HEeMHBA3sMBHOM BU3yaaM3aluuM Cephalia pPeKOMEeHOOBAaHO pacCMOTpPeThb
BO3MOXHOCTb KaTeTepu3aluy JIeBOTO U MPABOr0 >KeJTYLOUYKOB OJISI OLEeHKU
TsokecTu obctpykimuu BTJDK/BTIDK u u3MepeHus OaBjieHUsI HAITOJTHEHMUS

JDK/TIK [69].
EOK IIbC (YA, 4 YYP C)

QneKkTpodU3M0IOrNIECKOe TECTUPOBaHNE

BHyTpucepgeuHoe snekTpodu3nonorndeckoe UccaeqoBaHe peKOMeHIyeTcst
MalyeHTaM 4 IOKYMEHTMPOBAHHBIMM MepCUCTUPYIOIIUMM UIn
MepuoandYeCKMMM  HAIKeIyAOYKOBbIMM  TaXMKapAUSIMU  (TpelieTaHMe
npencepauii, IpeacepaHasi TaxMKapAus, aTPUOBEHTPUKY/ISIPHAS Y3J10Bast
PUEHTpU TaxXuKapausi, TaxXMKapAusi, OIIOCpeJoBaHHAsg [J00aBOYHBIMMU
MIPOBOISIIIIMMM ITYTSIMM) U MallMeHTaM C CMHIPOMOM PaHHEro BO30YKIeHUS
KeJTyIOYKOB, /s uaeHTuduKaimumu cyocrpara abnauumu u gedenus [20, 113,
176, 185, 258-261].

EOKIC (Y4 4 YYP C)

[JisT  OTHENbHBIX IAIlMEHTOB C JOKYMEHTMPOBAHHBIMMU, CUMTOMHBIMM,
MoHOMOpGHBIMM ycToluMBbIMU (>30 c) XKT pekoMeHIOBAaHO PacCMOTPETH
BO3MOXXHOCTb BHYTPUCEPIEUHOTO JTEKTPOPU3MOTIOrMUECKOTO MCC/IeIOBAHMS
onst uaeHTuduKamuu cyocrpata abmauuu u jgedeHus [176, 259, 260, 262,
263].

EOK IIbC (YA 4 YYP C)

KommeHTapwuit: nauuenmam ¢ I'KMII He pekomeHO08aHO 8HYympucepoeuHoe
anekmpou3uonozutueckoe Ucciedo8aHue ¢ Npo2pammupyemoti Hceayo0oukoeol
cmumynsyueti 8 kauecmee pymuHHoli npouedypst 011 cmpamupukayuu pucka
BCC[4, 111, 176, 262].

HarpysouHble TeCTbI

Tpenmun-tect ¢ MoHuTopupoBaHueMm OIKI' m AJl pekomMeHIyeTCS i
crpatudukanumu pucka BCC mnammentoB c¢ I'KMII, mpu HemZOCTYIHOCTU
sprocnupomeTpuu [4, 264, 265].

EOK IIaB (V]I 5 YYP C)

[ManuenTtam ¢ 'KMII, y KoTOpbIX B 1ToOKOe MakcuMaibHblii Il B BTJDK <30 MM
PT.CT., Ipu mpobe Banbcanbsbl '] <50 MM pT.CT. peKOMEHIYeTCSI [TPOBEIeHIe
TT-9XOKI' B yaioBusix Harpysku (crpecc-OXOKI) nag omnpepeneHuss u
KOJINYECTBEHHO OIleHKM AMHaMmudeckoir oocrpykinu BTJDK [152, 208, 211,
266, 267].

EOK IIaB (V]I 5 YYP C)
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KoMMeHTapuii: sapuaHmeosl Hazpy30uHslx mecmos npedcmasyieHsl 8 mabauue
117, IIpunoxcerue I'l.

Bonpocsl, Ha komopwle donxcHa omeemums cmpecc-OXOKI (0onxcHbl Oblmb
OmpaxceHsl 8 3aKAHUEHUU):

Benuuuna napacmanus I7] 6 BTJDK Ha nuke Hazpy3ku u 86 60CCMAaHo8UMenbHOM
nepuooe.

. Peaxyus A/l Ha Hazpy3Ky.

. Undyuupyemcs nu Hazpyskoti uwemus muokapoa JDK.

. Yeyeyonsemcs au duacmonuueckas oucyukuus (E/A, E/e’).

. CmeneHbv u3smeHeHuss mumpanvHoli pezypeumauuu Ha ¢oune cmpecc-IXOKT

(OuHamuueckas MP).

Haubonee nodxodum ons cmpecc-OXOKI' y nauuermos ¢ I'KMII <«nexcauuti
gesnioapzomemp», Komopwlli noszsonsiem noayuames OXOKI-usobpaxceHuss Ha
pasHblx CMyneHaX Hazpy3ouHoli npobsl  (pekomeHdyemcss pezucmpayusi
noxkasameneii Ha cmyneHu Hazpy3ku 50 em., Ha nuke Hazpy3ku u 8
goccmaHosumenbHom nepuode). Hcnonv3oeavue mpeomuia U  CUOAUE20
gejioapzomempa He noseosssem pezucmpuposams OSXOKI-nokaszamenu 6
npouecce nposedeHus HA2pPy3Ku, NOIMOMY pezucmpauusi nposooumcs
HeMeONeHHO Nnocie ee npekpauwjeHus U 8 B80CCMAHO8UMENbHOM hepuoole.
Iokasano, umo maxcumanwvHaili I7] 6 BTJDK Ha nuke Hazpy3ku U cpasy nocjie ee
npekpawjerust noumu cosnadarom [208)].

IIpu mpedmun-mecme npumersirom npomoxon bproca unu moduguyuposarHutii
npomokoa bptoca. ITpu eenoapzomempuu cmyneHu mecma — 50-100-150 em.

YV nauuenmos ¢ I'KMII He pekomeHdyemcs nposodums cmpecc-OXOKI ¢
000ymamuHoM u3-3a 8vlC0K020 pucka undykuyuu JKHP. Kpome mozo, 0o6ymamuH
Moxcem chposouyuposamo ygenuuerue IJT 8 BT/DK y nauuenmos 6e3 I'KMII.

Bo epemsi npoeedeHusi Hazpy304HO20 mecma pezucmpupyemcs OKI
(nocmosiHHo), Al (KaxcOvle 2 MUH) U U3MeHeHUs KAUHUYUECKOTU CUMNMOMAMUuKuU.

Peakuua A/l Ha Hazpy3Ky se/isiemcs eaxycHeliulell 4acmolo HA2pPy304HO020
mecmupoeanusi. Headekeamnas peakuus AJ]l exodum 6 wWKau€y
cmpamugukavyuu pucka BCC y nauuenmoe ¢ TKMILI.

Heaodexeamwuoli peaxkyueti A/l cuumaemcs:

- eunomeH3ueHas (A Ha nuke Hazpy3Ku HuMce UCXOOHO020 UNU eClu Ha NepeblX
cmyneHsx Hazpy3ku AJl HECKObKO Nosvluiaemcs, a Ha nuke Hazpy3ku — Oonee
uem Ha 20 MM pm.cm. HUXe 3Mo20 YPOBHSL);

- HedocmamouHulli npupocm AJl Ha nuke Hazpy3ku (merHee 20 MM pm.cm.).
Kpumepuu npexkpaujeHus Hazpy304H020 mecma:

Hocmuscerue cyomakcumansHoti YCC
BobipaxceHHas ycmanocms u 00blKa



3. bonu 6 obaacmu cepoya
4. Tunomen3sus (cHuxcerue Al >20 MM pm.cm. om ucxo0Ho20)
5. JKusneonacHste )KHP [68, 87, 109, 116, 152, 199, 206, 207-212].

AprocuupomeTpus

e [JaumenTtam ¢ 'KMII ¢ BbIpa>keHHOM CMMITTOMAaTUKOM C CUCTOIMYECKON U/MUIIN
ouacronndeckor auchyHkiueit JDK, [y omnpeneneHMs IOKa3aHUIt K
TpaHCIUIAHTAIMM Ceplia WIM MeXaHMUYeCKOi MomIepikKKe KpOBOOOpalleHus
peKOMeHAyeTCsd 3procruupoMerpus (KapauoIlyJbMOHA/JIbHOE Harpy3ouHoe
TeCTUpPOBaHMEe C OOHOBPEMEeHHBLIM M3MepeHMeM peClUpaTOpPHBIX ra3oB) (4,
252-254, 256,257, 268-271].

EOKIB (Y41, 3 YVYP B)

e [lanmentam c¢ I'KMII, He3aBUCUMMO OT CUMIITOMAaTMKU, PEKOMEHIOBaHa
3ProCrmMpoMeTpuss (U CTaHOAPTHBIN TPEIMUI-TECT, UJIN BeJI03PTOMeTpus
Ipy ero OTCYTCTBUMM) C ILeJIbI0 OLeHKM TSKeCTM U MeXaHM3Ma
HeIepeHOCUMMOCTM (GU3MUeCKOi Harpy3Ku 1 M3MeHeHUi cUcTommnyeckoro AJl
[4, 269, 272, 273].

EOK IIaB (YO 4 YYP C)

e JprocrupoMeTpust (MU CTaHOAPTHBINA TPegMUI-TECT, UJIU BeJI03ProMeTpus
[P ero OTCYTCTBUM) PEKOMEH0BAaHO CMMIITOMHBIM Ial[MeHTaM, KOTOPbIM
wianupyercs CM3/PMDO s ompeneneHus OTpaHUMYEHUil IO Harpyske [4,
269, 272, 273, 274].

EOK IIaC (YA 4 YYP C)

2.5 uple pyiarHOCTUYECKMe VCC/IeSOBaHUS

2.5.1 Buoncusa Muokapaa ¥ a0IOMMHAIBHOIO KUpa

e buorcuga MUOKapga PEKOMEHIOBaHa Impn IIoa03peHNN Ha
I/IHd)I/IJ'[praTI/IBHbIe, BOCIIAJIMTEJIbHBIE 3&60H€B3HI/IH cepoua MJiIn 60H€3HI/I
HaKOITJIEHMS KOTOpbI€ HE MOTYT 6bITb MOATBEPKAEHBI IPDYTMMNU METOO4AMMU [4,
50, 275, 276].

EOK IIaC (YA 4 YYP C)

e Buomncust abmOMMHAJIBHOIO XKMpa PeKOMEeHAOBaHa IIpM MOAO3PeHUM Ha
amunonaos [4, 25, 37, 53, 276, 277].

EOK IIaB (Y1 2 YYP C)
2.5.2 [IuarHocTuKa 3a00/IeBaHUS Y OT/Ie/IbHBIX KATeropuii MaueHToB

Iudpdepennuanbubpiii auarHo3 TIKMII wm TJDK  BciaeacTrBue
apTepMajibHONM TUIIEePTEeH3UN



Ha ecrectBenHoe TeueHue I'KMII oka3piBaeT BAMsSHME Haiuuue (HaKTOPOB
KapauomMeTabonmueckoro pucka (Al, oxkupeHue/n30bITOYHASI Macca Tesa),
BCTPEUYaeMOCTb KOTOPBIX YBEIMUMBAETCS C BO3pacToM [278-282].

B crapumeit BO3pacTHON rpyIlme MaigueHTOB ¢ JOokas3aHHoi ['KMII
BcTpeuaeMocTb AI' cocraBisier 70-90%. Ilo ompemenennto mpu ['KMII
rutnieptpodusi muokapaa JOK He o6ycioBieHa Harpy3koit maBjieHneM, HO AT
— OJTO Harpyska naBjJeHueM, I03ToMy B ciydae couetaHusi 'KMII ¢ AT
TpebyeTcs momudukanys kputepuen ['KMII.

BepositTHoCcTh 'KMII vy nanieHTOB ¢ AI' MOBBINIAETCS IPU HAIMYUM OSHOTO U
6oee U3 CAeAYIONINX KPUTEPUEB:

. YKa3aHue Ha ceMeliHbllii aHaMHe3 'KMII uiu BHe3arHy cepieuHyl0 CMePThb
(BCC) B Moiogom BO3pacTe y pOACTBEHHUKOB II€PBOI IMHUM POJICTBA;

. HECOOTBETCTBME MeXAy BbIpaxkeHHO} runeprpodueit JDK (MakcumanbHast
TOJIIIMMHA CTeHOK >15 MM) 1 HeJaBHO BO3HMKIIIE} JIeTKOit U ymepeHHO AT
IpU aJeKBAaTHOW NPUBEPKEHHOCTU TIaliieHTa Tepamnuu, a TaKKe IPYrux
MIPUYMH, CITOCOOHBIX BbI3BATh ITOA00HYIO cTerieHb [TDK.

Bo3moxueiM BapuaHTOoM Kputepuss I'KMII npum comyrcrByromein Al
siByIsieTcs ToniuHa Muokapaa JDK >20 mm; TonmmuHa Muokapaa 15-20 Mm
TIPEICTABJISIET «CEPYIO 30HY».

Bo160op kputepust TKMII «tommuHa ctenku JDK >20 MM» py COMTYy TCTBYIOMIEA
AT o6yc1oBJeH TeM, UTO IIOKasaHO: IIpuU Ieperpyske mnaBjaeHuem (AT,
aoOpTaJbHBIA CTEHO3 WIM UX CcodyeTaHue) TodluHAa Muokapma JDK, kak
NpaBmio, He TpeBbiliaeT 20 MM (B HEKOTOPBIX MCCIENOBAHUSX TIPEBbIIIaeT
20 MM JIMIIb Y €IMHUYHBIX ITAaUVeHTOB) [82, 212, 247, 278, 279, 283-288].

Eciu BbIsSIBJIeHHAS! TOMIIMHA MMUOKapaa y MalyeHTa B «cepoit 30He» (15-20
MM), TO BbIBOH, O auarHose 'KMII MOXHO chenaTb TOJIBKO HAa OCHOBAHUU
TIIATEJIbHOTO aHajau3a OOJBIIOro uucia (akTOPOB: CEeMENHbI aHaMHe3,
IJIUTeNbHOCTb Al, YypOBEHb «Harpy3ku JOaBjJeHuem» (3MU30OUYEeCKue
noBbillieHNsT AJl uau CcTabWIbHO TIOBbIIeHHOe A]l), IPUBEpP;KEeHHOCTD
nanuenTa tepanuu Al', Hanmume usMmeHeHui IKI/OXOKI mo passutus AT,
IVHaMMKa pa3sMepoB IOJIOCTeN cepAla U yBeJIMYeHUs TONIIMHbI CTeHOK JDK
ripu OXOKI/MPT u gp.).

CnemyeT Takke YuMTbIBaThb, uTo npu Al MoxeT HabmwOIaTHCS
acumMmeTpuuHas IJDK — 1o HeKOTopbIM AaHHbBIM, 10 20% (T.e. COOTHOIIIEHME
TMJKII/T3C >1,5) [247, 287].

T'KMII u 6asanbHas centajbHas rumeprpodms (S-od6pasHas MIKII c
«BBINYKJIOCTBIO» B 6a3a/IbHOM CETMEHTE)

YV IOXUIBIX MalUMeHTOB ¢ S-o6pa3Hoii MJKII MOKeT BBISIBISITHCS
«BBIIYKJIOCTh» (aHIVI. bulge) B 6a3ajbHOI YaCTV MEepPEeropoaKy, KOTopas He
obycrtopiena I'KMII. Kak mpaBmio, y 3TUX IalMeHTOB IIPUCYTCTBYET



conyTcTByomas Al' u/uiM TMaToJOTMUsl aOpTaJbHOrO KijaraHa (Hebosblias
aopTasibHasl PerypruTaius U/Mian HeBbIpaXKeHHbI aOpTaabHbIN cTeHo03) [202,
203, 247, 286, 289].

basanbHas cenranbHasi runepTpoduss MoKeT MPUBOAUTH K yBesmueHuo Il B
BTJDK, Kak rmpaBujio, He Bbiiie 15-20 MM pT.CT. B IIOKO€ ¥ BO3pacTaTh 0 35
MM PT.CT. IpM Harpy304YHbIX ITpobax [212].

Cxema puddepennnanbHoro auardHosa I'KMII u 6a3ajbHOI CenTaJIbHOM
rurneprpodun rnpencrasieHa B Tabmauie IT 10, IIpunoxkenne I'l.

T'KMII u nuadapkT muokapaa 1 u 2 Tumnos

Knnandveckn y nanuenToB ¢ ['KMII 1 umemneit muokapga (INOCA) mosket
pPa3BUBATHCSI OCTPBI KOPOHAPHBINM CMHAPOM U MH@apKT muokapaa (M) [74,
76, 88, 249].

VM 1py HeOOCTPYKTMBHOM MOPAKEHUM SHUKAPAMAIbHBIX KOPOHAPHBIX
aprepuii, UMBOKA (MINOCA) — 53T0 «paboumii guarHos», TPeOyIOIIii
YTOUHEHMS TIPUUMHBI, JIEXKaIlleil B OCHOBE Y KOHKPETHOTI'O MallIeHTa.

B renese UM nipu I'KMII MoryT o6CykIaTbCsl CyieyIolie maToreHeTuueckmue
MexXaHM3Mbl (CM. Takke Tabnuiry I19, ITpunoskenue I'l.

1. Mmemust mpu HeOOCTPYKTUBHOM TOPaskeHUM SMUKAPAMATIbHBIX KOPOHAPHBIX
aprepuit (INOCA — Ischemia with Non-Obstructive Coronary Arteries) (cM.
pasnen «IlaTorenes»).

2. imeMmust 1ipy 0OCTPYKTUMBHOM TOpa>keHUM 3MUKAPAMATIbHBIX KOPOHAPHBIX
aprepuii — UBC B cTapieii BO3pacTHO rpyrine nauyueHToB ¢ 'KMITL.

[Tpu I'KMII moxeT passutbcsi MM 1 Tuna,quarHoCTuKa U jedyeHne KOTOPOro
M3JI0’)KeHbl B COOTBETCTBYIOIIMX KIMHNUYECKX PEKOMEeHIaLMsIX.

Hns VUCKJIIOYEeHNSI/TIOATBEPKIEHUS 0OCTPYKTUBHOTO TOPa>keHUs
SMMKAPAMAIbHBIX KOPOHApHbIX aprepuit namueHtaMm ¢ I'KMII rmokasaHa
mnnHBasuBHas KAT unu KT anrnorpadus

OnmnoBpeMeHHO ¢ KATI' mauyentam ¢ I'KMII pekomeHayeTcst BbITTOMHSITD JIDK-
BEHTPUKY/IOpaduIo, KOTOPast BhISIB/SET y MalMeHTa MO0 «3IMMKapAUaIbHbIiA
rnaTTepH» (30HbI HApyIIeHUsI COKPAaTUMOCTU B Ipejiesiax CTeHO3MPOBAHHBIX
KOPOHApHBIX apTepuii), MO0 <«MUKPOBACKYISIPHBII MATTEPH» (30HBI
HapyIIeHUsI COKPaTMMOCTM B OacceiiHax pasHbIX KOPOHAPHBIX apTepuii, B
TOM umcie u 6e3 cTeHO30B) [74, 76, 77, 85, 86, 88, 251, 290-295].

IlaHHbINI (hpeHOMEH B OTeueCTBEHHOI auTepaType HasbiBaeTcss «MMBOKA» —
MHMAPKT MUOKapaa 6e3 0O6CTPYKIMY KOPOHAPHBIX apTepuit (aHIJIOSI3bIUHbBIN
TepmuH — MINOCA) mnu UM 2 tuma. UM 2 tuna (MMBOKA, MINOCA) — sTo
1M, pasBuBamwliuiicsi 6e3 arepoTpoMb03a, M3-3a HECOOTBETCTBUS MEXIY
MOTPeOHOCTHI0 MMOKApAa B KMCJIOPOE U ero IOCTaBKOIA.



WieMust TIpy HEOOCTPYKTUBHOM ITOpPaskeHMUM SMMKapAMaTbHBIX KOPOHAPHBIX
aprepuit (INOCA — Ischemia with Non-Obstructive Coronary Arteries) umeeTt
OO TATOreHETUYECKMIT MeXaHM3M KaK Py KapaAMOMMOIIATUSIX, TaK U IIPU
dbenokonmsax 'KMII, Hanpumep, MPpY aMUIOMUIHOM KapayoMuomnaTuu. [56].

Tuneprpoduueckas KapayoMuoIaTus 17 ITDK y
cmoprcMeHOBPekOMeHAanuMmM IO 3aHATUIO CIIOPTOM, (U3KYIABTYPOI,
Y4aCTHUIO B CIOPTUBHBIX COPEBHOBAHUAX

[Taumentam ¢ T'KMII Hes3aBucMmMO OT BoO3pacra, IIojia, pacoBOM
MIpUHAIJIEKHOCTM, Hammuusi obcrpykuuyu BTJDK, npoBegeHHBIX paHee
omepaiuu CM3/PM3 wmmmu CAA, win wumiuiantauuu HWKI***  He
pPeKOMEeHA0BaHO (TIPOTUBOIOKA3aHO) yUyaCTHe B CIIOPTUBHBIX COPEBHOBAHMSIX
" yIIpakHEeHUSX BbICOKOI MHTEHCUBHOCTH [3, 4, 113, 158, 182, 258, 296-299].

EOK IC (VI 5 YYP C)

KommeHTapuii: u3-3a 6vicoko20 pucka BCC 3ausamusi copesHosamebHbIMU
gudamu cnopma nauuerumam ¢ IKMIT npomugonoka3aHoi.

Jlna Hocumeneii 16HbIX NAMOozeHHbIX Mymayuti 6e3 nposieieHuli 3a6071e6aHUs O
AOKI' u DOXOKI' pexkomeHOauuu no ONMUMANbHOMY YPOBHIO (Pu3uUUecKoli
akmugeHocmu U  xapakmepy  (u3uueckux  Hazpy3ok  O0JHHbl  Obimb
chopmynuposamsl nocie KOHCUMUYMA C yuacmuem MyasmuducyuniuHapHoll
KOMAaHObL Cneyuanucmos (8pau-zeHemuk, 8pau-KapouoJsioz, 8pay no CNOPMuBHoL
MeduyuHe, MeOUYUHCKUTI NCUx0J102 U 0p) HA OCHOB€E pACCMOMPEHUS] 8bISI8JIEHHOU
mymayuu, pe3yibmamos pezyisipHulX U NO8MOPHbIX KAUHUUECKUX UCCNe008aHUL
(MPT ¢ koHmpacmuposaHuem, nposedenue cmpecc-TT-2XOKI), ¢ yuemom
cmpamuguxauuu pucka BCC Ha ocHo8e egponetickoli U amepukaHckoli moodeeli.

CnopmcmeHul 8b1c0K020 Knacca ¢ IJDK u monwuroti cmenku JDK >13 mm (13-15
MM) cocmasasitom Juuib Hebonvwyr uacme (1,5-1,7%). Kak npasuno, amo
cnopmcmeHsl ¢ 6oabwoli maccoii mena. MmeHHo y amoii epynnst mpebyemcs
JduppeperyuanvHolii duaznos ¢ ’IKMII [182, 297, 299].

Haubonee wuacmo ucnons3yemvle nokazamenau ons ouggepeHyuanvHol
duazrocmuxku I'KMIT u adanmusenoii IJDK y cnopmcmeHos npedcmasieHsl 8
mabauye IT 11, ITpunoxceHue b.

Baxcuvim  dugpdeperyuanvHo-ouazHocCmuueckumM  NPU3HAKOM — 518J1s1emcsl
evisgsnerue ITHI npu MPT ¢ koHmpacmuposaHuem. mo ceudemeibcmayem 8
nons3y 'KMII, oonako omcymcmaue ITHI He uckitouaem 3a60/1€8aHUS.

AHanu3upys chopmueHyio ITDK, Heob6x00umo makxie NpuHuMams 8 pacuem
cnedyrouiue pakmopel: 8ud cnopma u UHMEHCUBHOCMb MPEHUPOBOK, 803pacm,
noxa (y myxcuur IJDK 6oabiue), pocm u eec cnopmcmera. OKoOHUameJibHblli 8618600
0 duazro3e I'KMII y cnopmcmeHa deniaemcst Ha 0CHO8e KOMNJIEKCHOU OUeHKU Kak
MOX}#CHO 060J1bUIE20 UUCIA hOKa3ameieli



2.6. CtpatTudukanms pucKa U cTpaTermu NepBUIYHON U
BTOpUYHOI nmpodmiaakTuku BCC

[TokasaTenu exerogHOW CMepPTHOCTU OT CepAeYHO-COCYOUCTBIX MHPUYUH Y
B3pocabix manmeHTtoB ¢ I'KMII cocrasasitor 1-2%. BCC, XCH wn
TPOMO03MOOIMUEeCcKIe OCIOKHEHUS SIB/ISIIOTCS. OCHOBHBIMM TTPUYMHAMIMA.

Buesannasi ceppeuynast cmeptb (BCC) — 3TO cCMepTb, HACTyIMawIas
HEOXMIAHHO M MIHOBEHHO M3-3a KapAMa/lbHbIX IpUYMH (y TalyeHTa 6e3
3aboyieBaHMsS cepAlla MM C TAaKOBbIM) B TeueHMe 1 U IIOC/Ie IIOSIBJIEHUS
TePBbIX CUMIITOMOB YXYAIIEHNST 0OIEr0 COCTOSTHMSI.

K nmongatuio BCC He OTHOCIT Ciydyau HaCUIbCTBEHHOW CMepTU WU CMEPTH,
BO3HMKAaIOIIEl B pe3yjbTaTe OTpaBieHMs, achUKCUM, TPAaBMbl UM IPYroro
KaKoro-1b60 HecuacTHOTO CTydasl.

Puck BCC y mammeHtoB ¢ I'KMII 6e3 TpaguMIMOHHBIX (aKTOPOB puMCKa
cocrasisier 5,9% 3a 10 ner [4, 118].

5-netumnit puck BCC pekomMeHOyeTCsl OIEHMBAThb TIpU IEPBUUYHOM
ob6cnmemoBanuy nauyenTa ¢ T'KMII u B manbHeiiem mepeoLeHMBaTh Kakable
1-2 roga UM npu M3MeHeHUM KIMHUYecKoro crartyca [4, 114,115, 117, 179,
180, 198, 199, 261, 262].

EOK IB (VI 4 YYP C)

Illkama HCM Risk-SCD pekomeHayeTcsl B KaueCTBe MeTO[a OIeHKM pucKa
BHE3aIlHOI CMepTu B TeueHMe 5 JjieT mJis MalMeHTOB >16 jeT 6e3 ciryuyaeB
peanuManuu rocie ann3onos JKXT/OXK mian crioHTaHHOM ycToinunBoi XKT ¢
MoTepeil CO3HaAHMUSI UM TeMOAMHaMMUEeCKMMM HapylieHusvu [4, 114,115,
117,179, 180, 198, 199, 261, 262, 271].

EOK IB (YA, 3 YYP B)

KommeHTapmii: pezucmpayusi xcusueyepoxcarowux KHP u 6paduapummuti
ocywecmangemcsi ¢ homowbk) nosepxHocmuoii OKI' 8 nokoe, npu XMOKI, c
NOMOWBI0 HAPYHHO20 UIU UMNIAHMUPYeM020 3anucwléainujezo ycmpoticmad,
makxe — npu Hazpy3ouHoti npobe [179].

He3asucumo om Ho30n02uu, nodasaswoujee 60JbWUUHCIMBO ONACHBIX 07151 HU3HU
Henyodoukoevlx  HapyuieHuii cepdeuHozo pumma (83,4%) 00ycnosieHo
a/1ekmpuueckoli HecmabunsHocmeo Muokapdd. BCC uauwie ob6ycnosneHa DK
(62,4%), 6paduapummusmu (16,5%), KT muna «Torsades de pointes» (12,7%) u
KT (8,3%).

KT Heycmoiiuueaa (KT, cocmosuias Kak MUHUMYM U3 3 xenyo0oukoewvix
Komniekcos, ¢ uacmomoti >120 u npodoaxcumenvHocmoio He 6osnee 30 cexk,
Komopas npexkpauiaemcs camocmosimensHo). KT moxcem 6bimb MOHOMOPPHOLI



(HeusmeHeHHas mopgonozus komniaekca QRS 8 12 omeedeHusx) u NOAUMOPPHOLI
(60 spems KT 6 12 omeedenusix OKI' usmernsemcs: KoHpuzypauusi Komniekca
QRS;

XT ycmotiuueasn (monomopgHas, nonumopguas) — XKT
npodo/cumensHocmoto  6onee 30 cex, 3auacmyw He Kynupyrouwascs
CamocmosimesibHo;

DubpunnauUa HeayoouKko8 — HepezynspHblll #eayooukosslli pumm (00bIUHO C
uacmomoti 6onee 300 yoapos 8 MUHYMY) C BblpAXEHHOU 8apuabdeibHOCMbio
O/uHbL Yukaa, mopgonozuu u amnaumyost komniaekcos QRS.

Cy1iecTByeT ABe momenu crpatudukanum pucka BCC:

. Ha ocHOBe TpamuiinoHHbIX (aKTOPOB pucKa (aMepuKaHCKast MOJeb).

. Ha OCHOBE pacueTta VHOVBULYaTbHBIX OILIEHOK puCKa,
nepcoHn@UIMPOBAHHBIN MTOAX0 (eBpomneiickas Momenb) — mKkaaa HCM Risk-
SCD.

[likanma omeHku pucka BCC y maumeHToB ¢ I'KMII (eBporeiickass MOZEJb)
npeacTaBjeHa B Tabmuiie I12, mpunoxkenne I'3.

«Kanpkynstop» pucka BCC mpu I'KMII o eBporieiicKoi Mmoaenn rpeacTaBieH
Ha caiire http://doc2do.com/hcm/webHCM.html
(http://doc2do.com/hcm/webHCM.html)).

[likanma oueHku pucka BCC y nmammentoB ¢ 'KMII (amepukaHCKasi MOJEib)
npeacTaBjeHa B Tabnuiie I13, npunoxenue I'2.

EBporneiickas mopmenb mporaosupoBanus pucka BCC HCM Risk-SCD mmeet
OTrpaHUYEHUSI:

. He IIpuMeHsieTcs y nanueHToB crapiie 80 jieT u Mmojoske 16 jeT;
2. He TIpUMeHseTcs y nauyeHToB ¢ ¢peHokonusmyu 'KMII, ITDK y crmopTcMeHOB

[IpoBenena mopudukauusi GOpMy/abl pacdyeTa C MCIIOJb30BAaHMEM TaKOTO
dakTopa Kak MakcumanbHas TomamuHa creHku JDK (8 HCM Risk-SCD
Calculator — pekoMeHA0BaHO yKa3bIiBaTh He Oojiee 35 MM) (IIpOmOIKAeTCs
arpobarnust HoBoii mogenn) [181].

AJITOpUTM TIepBUYHONM U BTOpuUHOI mpodminakTukyu BCC y MalyeHTOB C
I'KMII nipencrasieH B [Ipunoxkenuu bB7).


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

3. JleueHue

Jleuenne 'KMII BkiO4aeT MeAMKaMEHTO3HYIO Tepalinio, SHOOBACKY/ISIpHbIE
BMeIIaTe/IbCTBA, XUPYPrUUeckue U HeXUpPypruyeckue MeTOIbl pemyKIuu
ruriepTpodupoBanHoil MIKII, MmexaHMYeCKYI0 ITOAAePKKY KpOBOOOpaIeHus,
TPaHCIUIAHTALUIO CepaLa.

Pexomenpauyun 1o JjgedeHuio ['KMII ocHOBaHbBI Ha [JaHHBIX 00
spdexkTuBHOCTM U 0€30IaCHOCTM IPUMEHSIEeMbIX (papMaKoJIOrMuecKux
CpencTB, ITOJIYYEHHbIX B OCHOBHOM B HaOMIOIATeIbHBIX MCCAEI0BAHUSIX.
PanmoMmmusupoBaHHble KIMHUYECKME MCCIeOOBAaHMSI MaJOYMCIAeHHbl U
BKJ/IIOUAIOT MaJjioe KOJMueCcTBO MaiueHToB [89, 154, 137, 301-310].

@®apmakorepanusa npu ['KMII B OCHOBHOM yiayylllaeT CUMITOMAaTUKY U
npenymnpexnaeT OCIOKHEHUS (aHTUKOaryiassHTHasi Tepanus 1pu @I
KopaapoH-(apmakosiormueckasi KapauoBepcust 1 mpoduaakTuKa pelyInuBoB
@II, yeyeHue XenyLOYKOBBIX HapylIeHUI cepmeyHoro putma u np.) [129,
311-314]. EpuHcTBeHHble BMemuartenbcTtBa Ipu ['KMII, kotopble, Kak
1OJIaTaloT, BJIMSIIOT Ha OOJTOCPOYHbBIN ITPOTHO3, IIPENCTaB/ISIIOT €060
XUPYPTUUYECKYI0  MMO3KTOMMIO M  MMIUIAHTALMIO  KapauoBepTrepa-
nebubpumisTopa*** (MK ***) [154, 181 300, 315-323].

ComyTcTByIOIIME 3a00je€BaHMs (apTepuajybHas TUIIEPTEH3UsI, CaxapHbIi
IuabeT, TUCIUIIMAEMUSI M Ip.) PEKOMEHAOBAHO JI€UUTh B COOTBETCTBUM C
CYILLeCTBYIOIIMMYM HalMOHAJbHBIMU KJIVMHUUYECKMMU peKoOMeHIauusamu [3, 4,
175, 155, 324-327].

IToaxoabl K MeAMKAMEHTO3HOJ Tepanmuu Ha Jaoruneprpoduueckoii
CcTaauy rurnepTpopmuueckoit KapamMoMuornaTmum

Pa3pabaTpIBalOTCS MOAXOAbl K dapMakoTepanuyu HOCUTeNeil MYyTalum,
acconuupoBaHHoit ¢ 'KMII, Ha moruneprpoduueckoii craguu. Knuumuueckue
MCCAemOBaHMSI M MCIIOJb3yeMble MpernapaTbhl Ha AOTUIEpTpoduUecKoit
craguu 'KMII ripencraBieHbl B Tabauiie 5, mpunoskenne A3 [328].

3.1 MegukamMmeHTO3Has Tepanmus

Iogxoabl K MEAMKAMEHTO3HOM TepanuMuM Ha rumneprpopuuecKo
cTagum runeprpoduueckoit KapaAMOMMOIIATUM Y O0eCCMMITTOMHBIX
MalyeHTOB

e He pexkomeHmyeTcss HasHaueHMe OeTa-agpeHOOJIOKATOPOB M OJIOKATOPOB
«MeJJIeHHbIX»  KaJblIMeBbIX KaHajJoB (BepalmaMwi™*) maiueHTaM C
6eccumMnToMHBIM TeueHuem I'KMII, Tak Kak MX IOJIe3HOE IeiCTBUE He
IlOKa3aHo. [3, 4, 329].



EOK IIIC (YA, 5 VVP C)

e PexomeHI0BaHO paccMOTpeTh BO3MOYKHOCTh Ha3HauYeHus bera-
aIpeHOb/JOKAaTOPOB W/IM  BepamamMmia™*  acMMIITOMHBIM B3pPOCJIBIM €
obcrpykiumeit BTJDK (mokost win uHaynupyemoit) aist cHuskenust I'1 B JOK [3,
4, 329, 330].

EOK IIbC (YO, 5 YYP C)
KommeHTapnii:

1. CumnmomHslii unu 6ecCumMnmoMHslil nayueHm, pewaem 8pau nocie 0emanbHozo
00cn1ed08aHusL.

2. [lonxceH 6bimob peuleH 80npoc 06 0maudUU UCMUHHO20 0MCYMCMaeus CUMNIMOMO8
om adanmayuu 3a cuem 00pasa Hu3Hu, Nymem nposedeHuss mecma c
(usuueckoli Hazpy3koli u oueHku buomapkepos XCH 6 duHamuxe.

3. B pamkax eedeHus 300p08020 00pa3a MuU3HU UenecoobpasHo nposedeHue
aspo6HbIX yNpaxcHeHUtli HU3KOoL UHMEeHCU8HOCMU.

4. Heobxoduma excezooHas nepeouerka pucka BCC, exnwouarowas IKI, XMIKT,
IXOKT.

5. Anzopumm maxkmuxu 8edeHusi acumnmommuix nayuerimos ¢ ’KMII npedcmasniex
8 IlpunoxceHuu b1.

MenukaMeHTO3Has Tepanusi CUMIITOMHBIX  IallMEHTOB C
runeprpoduueckoii KapauoMuonaTuen

O6wue npuHyunsl mMeduKkameHmMo3Holi mepanuu

1. JledeHne mMaUMEHTOB C OOCTPYKTMBHOW ¥ HEOOCTPYKTUBHON (opmamu
3a00j1eBaHMSI IMEET CYIIeCTBEHHbIE Pa3/INIMs.

2. JleueHne AOMKHO OBITh AZanTMPOBAHO K YHUKAJIbHBIM XapaKTepUCTUKAM
Ka’k[I0TO OTLE/JIbHOIO MalMeHTa.

3. JlekapCTBeHHbIE TIperapaThl, TPagUIIMOHHO MpumeHsiembie B Tepanuu ['KMII,
SIBJISIIOTCSL  CPeICTBAaMM C OTPULIATEbHBIM WMHOTPOIHBIM [eiCTBUEM U
HampasJieHbl Ha KYIIMPOBaHMe Wiu obyieryeHre CMUMIITOMOB 3a00/ieBaHMsI.

4. IIpaBosxenynoukoBass OI'KMII u 2-xxenynoukosast OT'KMII neuaTcs 11o Tem xe
MIpUHLIMIIAM, KaK U Tipu o6cTpykumm BTJDK.

MenukaMeHTO3Has Tepanusi 00CTPYKIUY BBIXOAHOTO TPAKTa
JIEBOTO JXeyI0UYKa

e JleueHue JIFOOBIMM JIEKAPCTBEHHBIMM CPEICTBAMM PEKOMEHAYeTCS HauMHATh
C MMHMMAJbHBIX [I03 M C OCTOPOXHBIM MX TUTPOBAHMEM B TeUeHMe
IOCTaTOUYHO Jojiroro Bpemenu [3, 4, 11, 31, 39, 150, 175, 208, 266, 301,
329,331-335].

EOKIB (V4 5 VVYP C)
KommeHTapwmii:

VnpouwenHotli anzopumm ouazHoCMuKu u no0xX0008 K JieueHur 06CmpyKmueHbIX
¢opm I'KMII npedcmasnen 8 IIpunoxceHuu b2.



Aneopumm  ¢papmaxkomepanuu obcmpykmugHoti T'KMII npedcmaeneH 8
IIpunoxcenuu b3.

Bera-agpeH06/0KaTOPbI € MOAO0OPOM MaKCUMMAa/IbHOM ITI€PEeHOCUMOI 03I
PEKOMEHYIOTCS B KaudeCTBe IIepBOM JIMHUM Tepanuu [OJji YMeHbIIeHUS
CMMIITOMOB y MauueHToB ¢ o6cTpykimeit BTJDK (rmokost u mHoynupyemoii) [3,
4,11, 31, 39, 40, 150, 175, 266, 301, 329, 331, 333, 335, 336].

EOK IB (VI 2 YVYP A)

KommenTapuit: npasuia u  0cobeHHOCMU  HA3HAueHus  bema-
adpeHobnokamopos npedcmasieHsl 8 mabauue 1, IIpunoxceHue A3.

Bepanmamun** ¢ mombopoM  MaKCUMMaJbHOW  MepeHOCHMMON  TO3bl
peKoMeHIyeTCcsl TeM mauyeHTaM ¢ ob6cTpykuueir BTJ/DK (mokos wan
MHAYLMpPYEeMOii), KOTOpble He IiepeHOCSIT OeTa-agpeHOOJ0KATOPbl WU
MMEIOT TIPOTMUBOIIOKAa3aHMsI K UX Ha3HavyeHuto [3, 4, 11, 31, 39, 175, 301, 329,
332, 335, 337-341].

EOK IB (VA 2 YYP A)

KomMmeHnTapuii: npasuna u 0cobeHHOCMU HA3HAYUeHUs e8epanamusia™*
npedcmasnerut 8 Tabnuue 2, IpunoxceHue A3.

IunTuasem ¢ mogb0poM MaKCUMMaabHON MepeHOCHMMOl 103bl peKOMEeHI0BaH
CUMNMOMHbIM — TIalMeHTaMm ¢ obctpykumeir  BTJDK  (mokos — wim
MHAYLMPYEMOii), KOTOpble He IIepeHOoCIT OeTa-aJpeHOo6JIoKaToOpbl U
BepanaMuia™* uiam MmMeroT MIPOTUBOIIOKAa3aHMsI K UX Ha3HaueHuo [3, 4, 31, 39,
150, 175, 301, 302, 329, 332, 335, 342].

EOK IIC (VI 2 VYP C)

KomMmeHTapuit: pexkomeHndyeMvle HauaivHbele U  yeaesvle 003bl Npu
Mmeduxkamenmo3sHoti mepanuu I'KMII npedcmasnenst 8 Tabauue 3, Ilpunoxicerue
A3.

IMammentsr ¢ 'KMIT u cpemHeskemymoukoBoil ob6cTpyKiueit JDK momkHbI
IOJIy4aTh  BBICOKME T03bl  OGeTa-agpeHob670KaTOpPoB  (6MCOIPOION*™),
BepanamMmuiaa*® uamu  auiaTuaszemMa*, HO OTBET Ha JiedeHMe 4acTo
HeONTUMMAJIbHBbIM. JTa KOropra IIallMeHTOB, KakK T[paBujao, WMeeT
CMMIITOMHBI/ BapMaHT, XapaKTepPU3YIOIUIUIACS TOBBIIIEHHBIM PUCKOM
niporpeccupytonieitr XCH u BCC. YV 25% 13 HuUX pa3BUBaeTcs aHeBpuU3Ma
Bepxyiiku JOK [71-73, 215, 294, 343, 344].

Jleuenue XCH ¢ ®B JIXK > 50% y nanmenToB ¢ TKMII

Bera-ampeH06/0KaTOPHI, BepamaMuia** peKOMeHAOBAaHbI [JIST YIYUIIEHUS
CMMIITOMOB CEpIeYHO} HEIOCTATOYHOCTM Y IAIMEeHTOB C OOCTPYKTUBHOI
TKMII n XCH II-IV ®K (NYHA) ¢ ®B >50% [3, 4, 11, 31, 39, 101, 132, 150,
175, 198, 302, 325, 326, 329, 340, 341, 345, 346].

EOK IIaC (VI 3 VYP C)



e Masible 03bl METIEBBIX U TUAZUIHBIX AUYPETUKOB PEKOMEHIOBAHbBI MIJIsI
naiueHToB ¢ HeoocTpykTuBHOV 'KMIT u II-IV ®K (NYHA) ¢ ®B JDK >50%
nns ynyuiienus cumntomoB XCH [31, 132, 175, 198, 325, 326, 329, 345-347].

EOK IIaC (YA, 5 YYP C)

e PeroMeHI0OBAaHO pacCMOTPETb BO3MOXKHOCTb Ha3HAUEHMS (C OCTOPOKHOCTHIO)
HU3KUX [03 TMeTIeBbIX WM TUASUIOHBIX [OUYPETUKOB CUMIITOMHbBIM
namueHTam ¢ oocrpykiuyeit BTJDK njisi ymeHbIIeHUs OIbIIIKY MIPU HarpysKe
[3, 4, 31,51, 132, 175, 198, 329].

EOK Ib (VA 5 YYP C)

KommeHTapwuit: anzopumm epauedHoli makmuku neueruss XCH npu I'KMIT
npedcmasnex 8 Ipunoxceruu b4.

ITodkntoueHue HuU3Kux 003 nemJiessvlx WIU MuasudHslX OUypemukos cnedyem
ocyuiecmensame hod kowmposaem YCC u I, mak Kax ymeHsuleHue 00sema
uupkynupyrwoueti kposu y nauueHmos ¢ OIKMII moxem npusodums K
yeeauuenuw I' /T 6 BTJDK.

e [Ipy TrUMOTEH3UM U OTeKe JIerKUX, KOTOpble OOYC/IOBJIEHbI TSKEIOo
VHAYLVPYEeMOii obcTpyKLMeit BTJIK, PEKOMEHI0BaHbI 6eTa-
aJpeHob6/I0KaTOPbI (per 0S UM BHYTPUBEHHO) U Jo0yTaMuH™* [3, 4, 348].

EOK ITaC (YIIJ, 5 VP C)

KomMeHTapuii: 6 ciyuae pas3gumusi omeka JezKux npu Hudkom Al y
nauuenuma OI'KMII c evicokum IT 8 BTJDK Heobxodumo uckaouums OKC, mak
KAK UCnoib308aMue 8 I3moti cumyauuu op2aHu4eckKux HUmpamos u npenapamos
C NOJIOHCUMEILHBIM UHOMPONHBIM 3P PeKmom s18715emcst ONACHbIM OISl HCUSHU.

e [lammentam ¢ 'KMII u1 obcTpykineii BTJDK (mmokost uau MHAyLMpPyeMoit) He
PEKOMEHIYeTCsI IIPMMEHEHMe OpraHMYeCKMX HUTPATOB M WHIMOUTOPOB
dochonnacrepassi [3, 4, 348, 349].

EOK IIIC (VI 5 VVP C))

e [lammentam c 'KMII 1 obcTpykineii BTJDK (mmokost uau MHAYLMPyeMoit) He
PEKOMEHIYeTCS IIpMMeHeHMe OJIOKAaTOPOB «MEIJIEHHbIX» KaJbIIMEBBIX
KaHaJIOB TPOM3BOIHBIX AUTUAPONUPUANHOB (HUeaunuu™*). [3, 4].

EOK IIIC (VIIJI, 5 VVP C)

KommeHTapwmii: OCHOBHOLI HeXenamenpHolll  MexXaHu3m deticmeus
Op2aHuuecKkux HUmpamos u uHzubumopos ocpoduscmepasvl, 00ycn0871€H
ysenuueHuem o6cmpykuuu BT/DK.

e [lamuentam c¢ TKMIT u o6c¢cTtpykuneit BTJDK (Tokost u MHAYLMpYyeMOii) He
peKoOMeHIyeTCsl IUTOKCUH™** [3, 4].

EOK IIIC (VA 5 VYP C)



e [lanmenrtam ¢ 'KMII 1 yCTOMYMBBIM CMHYCOBBIM PUTMOM He PEKOMEeHIyeTCs
IIpUMEeHeHMe CepAeuHbIX [MIMKO3UIOB [3, 4, 329].

EOK IIIC (YO, 5 YYP C)

KoMMeHTapuii: nosoxcumesnvHsle UHOMPONHblE Nnpenapamsl, makue Kax
HanepcmsiHKa, NPomueonoKa3aHsl aciedcmeue noJIoHUmMeNbH020 UHOMPONHO20
U NPoapummo2eHHozo0 3¢ pexmos.

e Bepamamma™* He pekoMeHIyeTcs IMaiyeHTaMm C ob6cTpykTuBHOM T'KMII B
CJTydasix HaJu4uus CUCTEMHOM TMIIOTEH3UM U BbIPasKeHHOV OABIIIKM B TTOKOE
[3, 4, 329, 350].

EOK IIIC (YOI, 5 YYP C)

Jleuenue XCH ¢ ®B JDK <50% y nanueHTOB ¢ TKMII

e JlanmentaM ¢ HeoOCTPYKTMBHOM 'KMII n ®B JDK<50% pekoMeHIYIOTCS
6eTta-agpeHO0OIOKATOP B JonoHeHre K AK® MHrmomuTopy (M aHTarOHUCTY
aHruorensuHa II, e manyeHT He mepeHOCUT AKD MHIMOUTOpPBI) MOJIS
YMEHbIIIeHUsI CUMIITOMOB, CHM’K€HMSI pUCKa TOCIIMUTAIM3AlLMUIA O MOBOAY
XCH u BCC (B oTcyTCTBME paHOOMMU3MPOBAHHBIX uccaenoBanuit mo 'KMII,
3(pdeKTUBHOCTh MO TOCHUTAIM3ALUSIM, CUMIITOMAaM WM CMEPTHOCTU
TpejrionaraeTcsi, HoO He JokasaHa) [3, 4, 132, 133, 155, 198, 325, 326, 345,
346, 351].

EOK IIaC (Y41, 5 YVYP C)

KoMmmeHTapuii: bema-adpeHobiokamopsl A6a110mcs hpenapamamu nepeoli
JUHUU, npumeHsembimMu Onsa cHuxcerus I/T 6 BTJDK u obnezueHus cumMnmomos.
OmpuuyamenvHble UHOMPONHble d(PPekmobl bema-adpeHob/10Kamopos A8aA1mcs
OMHOCUMENbHO YMEPEHHBIMU, NOIMOMY OHU MO2ZYm UCNONb308amubcsi dayce y
nauueumos ¢ I'KMII u XCH ¢ @B JDK <50%.

Bema-adperobnokamopul He 8bi3b18aI0M pe3K020 usmeHeHuss @B JDK 8 nokoe.
Buconponon** npednoumumenwHeti npu 'KMII u XCH ¢ @B JDK <50% [329]

e [MlanmeHntam ¢ HeoObcTpyKTUBHOM TKMII 1 II-1V ®K (NYHA) ¢ ®B JDK <50%
PEKOMEHYIOTCS MaJjible OO03bl TeTJeBbIX MM TUASULHBIX OUYPETUKOB IS
YMEHBbIIIeHUS CUMIITOMOB, CHMXXEHMS PUCKA TOCIUTAIU3ALUNA [0 IIOBOLY
XCH (B oTcyTcTBME paHOOMM3MPOBAHHBIX ucoiegoBauuii mo ['KMII
3(pdeKTUBHOCTD 10 TOCOUTANIM3AUSIM, CUMIITOMaM ¥ CMEpPTHOCTU
npezrionaraeTcsi, HoO He JokasaHa) [3, 4, 132, 133, 155, 175, 198, 325 ,326,
345, 346].

EOK IIaC (YA, 5 YYP C)

e [lanyentam ¢ HeobcTpykTUBHOM T'KMII ¢ ®B JDK <50% ¥ mOCTOSSHHBIMU
cumrnitomamu  XCH II-IV. ®K (NYHA), Hecmorpsi Ha JsedeHue AKO
MHTMOUTOpaMM (MM aHTaroHMCTaMM aHTMOTeH3uHa II, ecau MauLyeHT He
nepeHocuT AK® MHTMOUTOPDI) U OGeTa-agpeHobI0KaTOpamMiu, PeKOMEH IYIOTCSI



aJIbAOCTEPOHA AHTArOHUCTBI IJISI CHVMOKEHMS] PUCKA TOCIUTAIM3ALMI T10
nosogy XCH u BCC (B oTCyTCTBME PaHIOMM3UMPOBAHHBIX UCCIEIOBAHUI 110
I'KMIT 2¢d¢peKTMBHOCTD I10 TOCIMUTAIM3ALMSIM, CUMMIITOMaM UM CMEPTHOCTU
TpefoiaraeTcs, HO He AoKasaHa) [4, 132, 133, 155, 175, 198, 325, 326, 345,
346].

EOK IIaC (YA, 5 YYP C)

KoMmmeHTapuii: anzopumm epauebHoli makmuxku neueHuss XCH npu T'KMII
npedcmasnex 8 Ipunoxceruu b4.

Takmuka neueHuss nayueHmos ¢ HeobcmpykmueHoti I'KMII ¢ cucmoauueckoti
JducyHkuueti 6asupyemcss Ha npuHuunax 0okasamesvHoll (papmakomepanuu,
paspabomarHuix 01 83pocavix nayueHmos ¢ XCH co cHuuxenHoli @B/DK, u
gKJIoUdem pekomeHoayuu no npumeHeHuio Oema-adpeHobiokamopos, AK®D
UHeubuUMOpo8, aHMazoHucmos8 axzuomenuua II, duypemuxos u dp. [155, 175,
325, 326].

lanHble, nonyuenHovle Maron M.S. u coasm. (2018) 8 npochekKmMmueHoM
PAaHOOMU3UPOBAHHOM OBOUIHOM Cllenom ucciedo8aHuu, He nodmaeepicdaiom
ucnoab308aHue cnupoHoaakmona npu I'KMII ons yayuwieHust pemooenuposaHust
JDK nymem ymeHbvuwieHust ubpo3a muoxkapoa uau u3MeHeHusl KAUHUUEeCK020
meuenus [307].

JledeHue cuHApOMa cTeHoKapauu y nanyeHToB ¢ 'KMII

bera-agpeHo6/IOKAaTOPBI, BepamaMuia**, — OUITMAa3eM  pPEKOMEHI0BaHbI
namueHTaM ¢ HeoocTpykTuBHOV T'KMII M cTeHOKapaUTUUECKUMU OOISIMU
IIpU OTCYTCTBUM OOCTPYKTMBHOI KOpOHApHOI Gone3Hu cepaua [3, 4, 74, 77,
251, 292, 329, 352, 353].

EOK IIaC (YA, 5 YYP C)

KommeHTapmii: npasuna u 0cobeHHOCMU HA3HaueHust eepanamuna™*
npedcmaseneHsl 6 maobauye 2, [punoxcerue A3 u mabauye 3, IIpunoxcerue A3.

Iauyuenmot ¢ TKMII uacmo npedssiensitom x#anodwvl Ha 0606 8 2pyOHOli Kemke,
Komopass ~Moxem umems UWIU HE UMeMb  MUNUYHble  NPUIHAKU
cmeHokapduu. 3Amom CuMnmom 803HUKAem u3-3a oucbanaHca mexcdy
nocmaskoti U NompeeHOCMybI0 KUC0podd, npusodum K zunonepgysuu u uwiemuu
Muokapoa, komopast 8MOpuyHA N0 OMHOUWIEHUI K YMEHbUEHUI0 KPOBOMOKA
uepes Majvle UHMpPAMYpaibHble KOPOHApHble apmepuu (cm.  pasden
«IlamozeHe3s»).

Ha smane noseneHus y nauyueHma npucmynog cmeHokapouu Heob6xo0umo
YyMOUHUMb, He NOSBUNACL JiU Y He20 UHOyyupyemass HAazpy3Kol JiameHmHas
KOPOHAPO2EeHHAs 00CMpPYKYusl u/uiu uwemuss muokapoa. PekomeHdosaHa
cmpecc-2XO-KI' ons onpedenenusi noka3avuti kK KAI' u pesackyasipusayuu, 8
mom uucie npu cmeHo3ax KA <50%.



Bepanamun** cnocobeH ymeHvUlams uwemuro muokapoa, 8 m.u. 6e360.1e8yi, u
yaiyuuiames e2o duacmonuueckyio ¢pyHxkyuio JDK.

PanonaszuH npumeHsitom 0715 ieueHuss CmeHoKapouu y nayueHmos, nepeHecuux
ocmpwlii kKopoHapHwlti cuHopom (PKU MERLIN TIMI). On uHeubupyem no30Huti
Hampueevili MOK 8 CepoeuHblX MUOUUmMax, umo ymeHwlldaem nepezpysKy
Kanvyuem 8 IMmux KJAemKax, mem camviM CHUXCAs OUacmonuueckoe HanpsyieHue
cmenku JDK u nompebHocms muokapda 8 Kucnopode.

Ilo dannwvim Gentry J.L. u coasm. (2016), pezynsipHoe npumeHeHue paHoaa3uHa 8
meueHue 2 mecsues 8 do3uposke 500-1000 mz 2 pasa 6 deHb npuseno K
3HauumMenvHomy 00Jle2ueHul0  CmeHoKapouu U CUMNMOMO8  cepdeUHoll
Hedocmamounocmu (CH), a makyce yIyuueHurw Kauecmea Hu3Hu CUMNMOMHbLX
nayuenmos ¢ I'KMII [304].

B mynsmuyenmposom naayebo-koHmponupyemom ucciedosaruu RESTYLE-
HCM (Olivotto 1., Camici P.G. u coasm., 2018 2.) npumeHeHue paHoia3uHa 8
meueHue 5 mecsiyes He NpPueeo K 3HAUUMOMY YAYYUWEHUK NepeHOocumMocmu
(u3uueckoli Hazpy3Kku, nokazamesueli duacmoau4eckoll (yHKyuu, ymeHsuleHUo
yposHeti MHYII uau yayuwleHurw Kauecmeda MHU3HU Yy  hayueHmos
HeoO6cmpykmueHoli TKMII no cpasHeHuio ¢ 2pynnoti, noayuaswux naayeoo.
IIpuem paHonasuHa 00CMOBEPHO ACCOUUUPOBAH CO CHUMEHUEM KOUUeCmeda
HEYOOUKOBBIX IKCMPACUCMOJI NO Pe3ybmamam cymouHo20 MOHUMOPUPOBAHUS
IKI. PaxonasuH npodeMoHCcmpuposan omjauuHsle nokasamenu 6e30nacHocmu
[309].

PekoMeHIOBaHO PacCMOTPETbh BO3MOXKHOCTb MCITO/Ib30BaHMSI OpraHMYeCcKUX
HUTpPATOB per 0S Yy TIallMeHTOB ¢ HeobcTpykTuBHO T'KMII co
CTEHOKapAUTUUECKMMMU OOMSIMM U OTCYTCTBMEM OOCTPYKTMBHOI O60yie3HU
KOPOHAapHBIX apTepuii [3, 4].

EOK IIbC (VI 5 VYP C)

JleueHue apTepuaJbHOM runepTeH3un y nanueHTos ¢ 'KMII

Jleuenne AT y manieHTOB ¢ He0OCTpYKTMUBHO¥ ['KMIT mpoBoanTCs B ITIOTHOM
coorBeTcTBUM C KnmHudeckumu PekomeHpauusimu 1o JjedeHuwo Al y
B3POC/IBIX.

OcobeHHOCTM MenyKaMeHTO3HO Tepanyu Al ipu o6cTpykTuBHOM ['KMIT:

[llar 1. IlpekpaTuTb TmpueM Tepudepuueckux Ba3OAUIATATOPOB (eC/Iu
MalMeHT paHee pa3soBOo WM KypcaMy IIPVMHMMAJ Ba30AUIaTaTOPbI).

Illar 2. HasHauMTh MaKCUMaJIbHO IIepeHOCMMbIe  [03bI  Oera-
aJIpeHob/I0KaTopa, BeparmamMmia My KOMOMHALUM 000MX IIperapaToB IO/
kKoHTpoiem YCC u mnposBoguth IKI-mouumtopmur QT/QTc wu AB-
npoBefeHus ). [IpeamouTUTeNTbHO WCIIONb30BaTh ITPOJIOHTMPOBAHHBIE U
ceJIeKTMBHbIE OeTa-aipeH06I0KaTOPbI (6MCOIposon™, aTeHomom**).



Illar 3. Ha ¢oHe mpoBoAMMOI Tepanuu OeTa-aapeHOOIOKATOPOM
(6ucorponon®* uau aTeHoaon**) mpu ycnosum 3pdexTuBHOro KOHTpOosst [ B
BTIDK c¢ nomowpo 3XO-KI, HapyleHuii puTMa U TPOBOAUMOCTH,
nponoskuTenbHocT mMHTepBasia QT/QTc mo IKI' 1 XMOKT u oTCyTCTBUM
TIOSIBJIEHYMSI TOTIOJIHUTE/IbHOV KIMHUYECKOM CUMIITOMATUKM PacCMOTPETh
BO3MOXHOCTb OCTOPOKHO H00aBUTh HU3KYIO 03y TUAPOXJOPTHAIUAA™* c
TpuamTtepeHoMm** mon kontposeM [l B BTJDK [327, 329, 332, 354].

OmbiT yteuenust o Sherrid M.V. [332]: pu Tspkemnoit o6cTpykimm B BT/DK y
naiueHToB ¢ OIKMII+AT, He KOHTponupyeMoii dapMakoTepamnuei,
MIPOBOAMMOI B TIOTHOM 0O0beMe, MPUOIM3UTENBHO UYETBEpPTU IAIMeHTOB
(22%) nmotpeboBanach pegykuyst MXKII ¢ nenpto cavkennst [T B BTIDK, 1 16%
norpeboBacst JIOKC*** ¢ kopoTkoii 3amepskkoit AB myist ymenbinenust I'/l B
BT/JDK y mauuMeHTOB C MCXOOHbIMM (WM STPOTeHHbIMM Ha ¢doHe
KOMOMHMPOBAHHO}M  Tepamuyu) HapylmeHusimu AB  mpoBemeHuss u
BHYTPVKETYIOUKOBBIMM OJIOKaTaMMU.

@I aBnsieTcss Hanbosiee yactoit aputMmueit ripu 'KMII, pacrmpocTpaHeHHOCTb
KOTOpPOJi 3aBUCUT OT TsDKeCTH 3aboneBanusi: 22% B o61ieir KoropTe u g0 32%
B KOTOpTe IMallMeHTOB C IoKa3aHMUSIMU O uMrantanumu UKI*** u IKC***/
O2KC*** 11, 31, 129, 134, 150, 184, 197, 314, 355-358]. Yactora
BcTpeuyaemocty ®IT de novo B ob1eit koropre 'KMII cocTaBiseT okono 2% B
rog [129, 314, 357].

3amauamu Qapmakorepanuu 1ipu ['KMII, ocioskHeHHoit OII, saBisioTcs
Ky[IMpOBaHMe MPUCTyNa, MOpopuiakTMKa peluaMBOB  apUTMUU U
TPOMO05MOOIMUECKUX OCTTOKHEHMIA.

BoccTaHOB/IEHMEe CHMHYCOBOTO PUTMA M NPOPMIAKTUKA PeuUIMBOB
budpuIISIMY Tpeacepanit

PekomeHgoBaHO Kaxabie 6—12 mecsieB npoBoauTh 48-yacoBoe XMOIKI' pys
BBISIBJIEHMS Oec- MJIM MaIOCMMIITOMHBIX ITapokcu3moB @IT u omnpepeneHust
pucka BCC B koropre mammeHToB ¢ I'KMII u pasmepom JIII >45 mwm,
HaxOJSIIMXCS HAa CMHYCOBOM putMme [3, 4, 112, 128, 131, 179, 183, 314, 359-
364]

EOK IIaC (Y4, 4 YVYP C)

KommenTapwmii: o6HapyxeHue DIT ¢ noMoujpto UMNIAaGHMUpPyemoz20 nemsaeso2o
peaucmpamopa npedcmasJisiem cob60ti yHUKAJIbHYH 803MOMCHOCMb 0151 OblCMPO20
gblgNieHUst Oec- WU MAJOCUMNMOMHbBIX napokcusmos @I ¢ yenvto
npogunakmuxu mpom6oIMOONUUECKUX OCTIOHCHEHUUI 00 mMo020, KaK CAY4Uscs
urcynom. IIpedukmopamu u pakmopamu pucka 803HukHoseHuss @IT npu T'KMIT
aensiomcesa: npedcepdHas muonamus, yeeauueHue pasmepa u obsema JIII,
noswiwieHue yposHeii NT-proBNP @ kposu, XCH III-1V ®K (NYHA), noxunoii
gospacm, obcmpykyuss BT/DK, eoeneuenue npasslx omoenos cepoya,
2eHemuueckue (akmopeol.



e BocCTaHOBJIEHME CHHYCOBOTO pUTMa IIyTEM IIPSIMOI 3JIE€KTPUYECKON WIN
dbapMakoIOrMYecKoil  KapauMoOBepCUM C  BHYTPUBEHHBIM  BBeIeHUEM
aMmonapoHa** peKoOMeH/IOBAaHO Yy MallMeHTOB C HelIaBHO BO3HMUKIIEH (<48
yacoB) ®I1[113, 131, 183, 314, 359, 364].

EOK IIaC (VA 5, VVP C)

KommenTapuii: 6e3 npedwecmsyioweli aHmMuKoAzyasHmMHOU nodzo0mosKu
Kkapouosepcusi moxcem Obimsb nposedeHd MOJbKO 8 cyude, eciu OUmenbHOCMb
mekywiezo napokcusma He npesviiuaem 48 uacos. Y nayueHmos ¢
beccumnmomHvimu napokcusmamu @I1, a makxice 8 cumyayusx, Kozod nayueHm
3ampyoHsiemcsl Ha38amo ONIUMENbHOCMb MeKYWe20 NApoKCU3mMa u He noyuaem
AHMUKOAYNTHMHYI0 Mepanuio NOCMOSIHHO, PEKOMEHAYemcst 8030epucamauscs om
He3amednumenbH020 80CCMAHOBIEHUSI CUHYC08020 pUmmad.

B amoii cumyayuu 803MOXCHO npumeHeHue 2 cmpamezuti 8e0eHUsl.

Ilepsas cmpamezus: nposederue paumeli kapouosepcuu nocie YII-OXOKI, He
gvls8usuleli mpomOvl 8 noocmsax npedcepouti. AHMUKOAzyTHMHASL N000epHKa
80 8pemsl npoyedypsl 80CCMAHOBIEHUSL CUHYCO8020 pumMMa 0053ameJibHd.

Bmopass cmpamezusi: npu Hego3mMoxcHocmu npoeedeHuss UII-OXOKI unu
8blsie/ieHUU mpombo8 8 nosnocmax npedcepduti npu YIT-DXOKI cnedyem
nposodums hno30HI0K Kapouosepcur nocie 3 Hedenb AHMUKOA2YJISTHMHOU
mepanuu (nocie koHmpoavHoli YII-OXOKI, o6s3amenvHoli 8 ciyuae HAAUUUs
mpom608 8 nosocmsax npedcepduii npu nepgom 06¢1e008aHULL).

e AMuomapoH** pekomMeHAOBaH mjis mpodwmnakTuku penuansoB @I mocie
TIPSIMOI¥A 3/IeKTpuueckoit kapamosepcun [301, 314, 356, 359, 364, 365].

EOK IIaB (V41 4 YVP C)

e Bera-ampeH06/0KaTOp, BepanamMmI™* uiamu oguaTuasemMm™** peKoMeHIyIOTCS s
KOHTPOJISI 4YaCTOThbl COKpallleHUi XeaygoukoB y mnaiuueHToB ¢ 'KMII c
TIOCTOSTHHOM uau nepcuctupytomein @OI1 [3, 4, 111, 131, 301, 314, 359, 364,
365].

EOK IC (VA 5 VVP C)

e PekoMeHJ0BaHO pacCMOTPeTb BO3MOXHOCTh Ha3HAUeHUS HU3BKUX 103
IUTOKCMHA** maumeHTaMm ¢ HeoOcTpykTuBHOM I'KMII, cTpamaomum
noctostHHOM popmoii PIT u XCH II-IV ®K NYHA, ¢ ®B <50%, 0151 KOHTPOJIS
YaCTOThI COKpAIlleHUs KelyaouKkoB [3, 4, 131, 132, 155, 175, 198, 314, 325,
326, 329, 345, 346, 366].

EOK IIbC (Y41, 5 YYP C)

KoMmmeHTapuii: amuodapoH™* cuumaemcs Jayuwum npenapamom ons
KOHmMpons pumma, oH 0e3onaceH u 3pgekmuseH y nauuenmos ¢ I'KMII,
0C/10MCHeHHOLl PII.



Comanon™* moxem uUCNOIb308AMbBCS 8  Kauecmee  albmepHAMUBHO20
aHMuapummu4eckozo azeHma 8 nedeHuu nayuermos I'KMII, ocobeHHo 6 cnyuae
umnaanmavuu HUKIT*** xoms KauHuueckuti onsim e20 NpuMeHeHUs! 02PAaAHUYEH.

HauaneHvie u uenesvie 0036l hpu JekapcmeeHHoli mepanuu T'KMIT
npedcmasnernt 8 Tabnuye 3, IIpunoxeHue A3

IIpodmaakTMKa TPOMOGOIMOOINYECKUX OCTOKHEHUI Y IIAIVUEHTOB
¢ I'KMIIT

Ecnu HeT mpoTHMBOIIOKAa3aHMii, aHTAaroHUCTbl BuTammHa K (Bapdapuu**,
enesoe MHO 2,0-3,0) wiau gaburarpaHa sTeKCuiaaT** muamu puBapokcabaH™*
WM anyMKcabaH** peKOMEeHIYIOTCS BCeM MalyieHTaM, Y KOTOPbIX pPa3BUjIach
IIepPCUCTUPYIONIAsI, MOCTOSHHAs WIM HapokcusMaiabHas ¢opma OII, mus
MpOOWIAKTUKM TPOMOOIMOONIMUECKMX OCTOKHeHuit [3, 4, 131, 150, 184,

311-314, 357, 359, 360, 364, 367-373].
EOK IC (V]I 2 VYP B)

Kommenrapwuii: Heo6xo0umo nomHumes 06 ambpuomokcuuHocmu eapgapuHa
(cm. pasoden «'KMII 'y 6epemeHHbIx»).

Menpbwe OaHHblx NO AHMUKOAZYNASSHMHOU mepanuu hpu mpenemaHuu
npedcepduti u Opyzux npedcepOHsIX apummusx, HO puck mpomo6osamboauti npu
HUx cuumaemcss maxkum xce, kak npu @II.

OueHka pucka KpoBOoTeueHMit Tmipu ToMmomu mKaabl  HAS-BLED
pPeKOMeHIyeTCsl IPY HasHaueHuMM BapdapuHa™* 6e3 wim B COYETaHUM C
MHTMOMUTOpaMM arperanym TpomoouuToB. [3, 4, 131, 314, 359, 360, 364, 368,
311, 313, 369-374]

EOK IIaD (V4,4 VYP C)
KommeHTapwmii:

Illkana HAS-BLED (He sanuduposaHa ons nayuermos ¢ IKMII): 6ainst > 3
YKA3bl8A0OM HA 8bICOKULI PUCK Kpog8omeueHuUll u JoxHbl 6blMb NPUHAMbL MeEPbI
npeodocmopo#cHOCMuU € 1abOpamopHuiM U KJAUHUKO-UHCMPYMEHMANbHbIM
konmponem. Illkana HAS-BLED — cm.mabauuy I15, ITpunoxcerue I'2.

Ecmm mnmamment ¢ I'KMIIL, ocnoxkHeHHOoin @I, He MOXeT MNPUHUMATD
nmogobpaHHyl0 103y BapdapmHa®™® m3-3a IOOOYHBIX HENCTBUI  WIU
HEeBO3MOYXXHOCTU oA e p>KUBATh TepaneBTUYEeCKUNI YPOBEHbD
antukoarymssuun  (MHO 2,0-3,0), maM HEeBO3MOXHOCTU OCYIIEeCTBJISATh
MoHuTOpUMHT MHO, pekoMeHyeTcsl MCITOIb30BaTh JaburaTpaHa sTekcuiaT™**
UM puBapokcaban™*, win anmkcaban™*. [3, 4, 131, 314, 359, 360, 364, 368,
375,376,311, 313, 369-374, 377].

EOK IB (VI 1 YYP B)

KommeHTapmii:



Bappapun™* unu  dabueampava smekcunam** unu pueapoxkcabaH™* uau
anukcaban** cnedyem HazHauamev Hesasucumo om wkanst CHA2DS2-VASc
daxce nocne 00Ho20 3nuzoda PILIlIkana CHA2DS2-VASc — cm.mabauyy I14,
IpunoxeHue I'2.

e Bo Bcex ciayvasax 'KMII, ocnoxkHeHHoi @I, pekOMeHAYeTCS MOXMU3HEHHAs
tepanus Bapdpapunom™™ (MHO 2,0-3,0) wuam maburatpaHa 3TeKCuaaTom™*
MM pUBaApOKcabaHOM™* mayu anmMkcabaHOM™* make eciay CUMHYCOBBIM PUTM
ObL7T BOCCTAaHOBJIEH [3, 4, 111, 113, 131, 150, 175, 314, 329, 357, 359, 360, 364,
368,311, 313, 369-374, 377].

EOK IC (VA 4 YYP C)

e Tepamusi aueTUICAIUIIMIOBOI KUCIOTON B m03MpoBkKe 75-100 mr miioc
Kilonuaorpen™ 75 Mr B OeHb (IPpM HU3KOM pPUCKE KPOBOTEUEHMIN)
pekomeHpayetcs, eciu mnanyeHT ¢ 'KMII, ocnoxkHeHHo ®II, oTKa3bIiBaeTCs
npuHMMaTh  BapdapuMH™*  wim  gaburaTpaHa — dTeKCcuiaaT**  man
puBapokcaban™*, mau anukcaban™*. [4, 378]

EOK IIaB (VI 5 YVP C)

e Tlammentam c I'KMII, ocinokHeHHoV PIT 6e3 BhipaskeHHOro yBenmueHus JIIT B
oryyasx  pedpakTepHoit K dapmakoTepanuMyu  CUMIITOMAaTUMKUM U
HEeBO3MOXXHOCTU MUCII0/Ib30BaHUS AHTUAPUTMUUYECKUX rperapaToB
peKOMeHIOBaHO MpoBeJeHNe KaTeTepHbIX mpoienyp [4, 111, 131, 359, 360,
364, 379].

EOK IIaB (VI 5 YVP C)

KommeHTapwmii: MHeasusHsle memodot 1eueHus @I1 — cm. pasden 3.2

3.2. Xupypruueckoe y MHTepBeHUMOHHOe jieueHue 'KMII

Penykuysa MDKII

ITIpu obctpyktuBHOM TI'KMII Xupyprudyeckuii MeTOn Jie4eHUs SIBJISIeTCS
«30JI0TBIM  CTaHOAPTOM»  (CpegHMe TIOKa3aTeluM CMEPTHOCTU  <2%,
s dexTUBHOCTD 6071€€e ueM y 90% MalneHTOB, YaCTOTa OCJIOXKHEeHMI <5%).

B Hexkortopeix MemuuumHCKux LleHTpax pepykuuio MIKII pexkomeHOyrOT
BBITIOJIHSITh IAllMeHTaM C Oojiee MSITKO CUMIITOMATMUKOM B CIydasix
3HAUUTEJNbHOM JIATEHTHOV OOCTPYKLUM, Y KOTOPbIX MaKCUMAaJIbHbI U
uHayupyemsiit Il > 50 MM pT.cCT.

Omnpepnensionym GakTopomM IJjs NOCTWDKEHUSI XOpOUIMX pe3yabTaToB CMD/
PMD u CAA saBnsieTcst onibIT LIeHTpOB, KOTOPbIN MOIKEH M3MeEPSThCS Ooee
yeM 50 mporiemypamu, BEIIIOTHSIEMbIMM B TOfI, 11 60j1ee uem 20 Iporueaypamu,
BBITIOJIHSIEMBIMM ~ XUPYPTOM MM  MHTEPBEHIIMOHHBIM  KapAMOJIOTOM.



Penykumsa MXKII pmomkHa  BBIMIOMHATBCA  ONBITHBIM — CIIELUMAIUCTOM,
paboTaIM B MYJbTUIUCIUIUIMHAPHON KOMAaHe 3KCIIEepPTOB B JIeUeHUU
I'KMII [3, 4, 106, 213, 321, 320, 380-388].

Penykuusa MXKII pekomenayetcs nanuentam ['KMII ¢ Il 8 BTJDK (B mokoe
WM MaKCMMaJbHBIM MpoOBOLMpyeMbiM) > 50 MM prt. cT., ¢ XCH III-IV ®K
(NYHA), HecMOTps1 Ha MaKCHMMaJbHYIO TIepeHOCUMYI0 Teparnuio [3, 4, 73,105,
106, 316-321, 380-384, 388-394].

EOKIB (Y4 2 YVP A)
KommeHTapwmii:

Pedykuus MJKII ocywiecmensiemcsi ¢ NOMOWBH CeNMAanbHol MuUo3Kmomuu
(CMD), pacwuperHoti CMD (PM3) u cenmanwHoti chupmosoii abnauuu (CAA).

IokaszaHusa k pedykyuu MJKIT (CM3/PM3/CAA) npedcmasneHst 8 I[IpunoxeHuu
b 10.

Penykuusa MJKII pekomenpoBaHa gy nauueHToB ¢ 'KMII 1 noBTOpHBIMU
obmMopokaMu Tipu Harpyske, Bbi3biBaembiMu [J B BT/DK (B mokoe wuan
MaKCMMaJbHBIM IIpOBOIMpyeMbiM) > 50 MM PT.CT., HeCMOTpsT Ha

ONTUMAaJbHYIO Tepanuio [3, 4, 123-125].
EOK IIaC (Y44, 4 YYP C)
Kommenmapuii:

Anzopumm duzHoCmMuKu U 8pavuedoHoli MakmuKu npu CUHKONANbHBIX COCMOSIHUSX
npedcmasenex 8 Ipunoxcernuu b8.

Ioka3sanus k pedykuuu MXKIT (CM3/PM3/CAA) npedcmasneHst 8 IIpunoxceHuu
b 10.

Anzopumm npedonepayuoHHoli OduazHoCmMuku O0ns 8vs100pa O0NOJHUMENbHBIX
emewamenvcme Ha MK npu CM3/PMD npedcmasner 8 IlpunoxceHue b5. ) (cm.
maxkxce pekomeHoayuu Kk MPT).

Anzopumm evibopa memoda pedykuyuu MKII npu I'KMII npedcmasneH 8
Ipunoxceruu bé.

Cpasnernue CM3/PMD u CAA npedcmaeneno Ilpunoxeruu b 11.

CM3/PMOS mpenmnoututenbHee, yem CAA, M peKOMeHAyeTCs IalyeHTaM C
rnokazaHusmmu K penykuuyu MIXKII, umerommum IMOKa3aHUS OJs OPYyTUX
XUPYPTUYECKUX BMeEIIATe/bCTB (Ha ManuM/UISIPHBIX MBIIIIIAX,
IpoTe3upoBaHue MuTpanbHoro kinamnana, AKIN) [3, 4, 217, 224, 317, 318, 381,
382, 385-387, 391, 398-402].

EOK IC (V41 2 YYP B)
KommeHnTapmii:

CMD — «muoskmomusi no Morrow» mpaHcaopmaivHsiM docmynom (nepeas
onepayusi Ovi1a nposedeHa 8 1958 2.) 8 OonvwuHCMBe cayuaes ycmpadsem
oocmpykuuto BTJDK, evizeaHHyio eunepmpoguposaruoli MKII, odHako He



ycmparsem avomanuu MK, sHocsawue exnad 8 oocmpykyuro BTIDK.

Messmer B.]. ¢ coasm. (1994) ycosepwercmeosanu Muskmomuio no Morrow,
pacwupus obnacme pesekuuu zunepmpoguposarHoti MJXKII 8 anukansHom
HanpasneHuu K ocHogaHuto IIM (PMD3). HHoz0a 8 aH2no0s3bIUHOL umepamype
PM3 mua3eiearom npouedypoti RPR (cokp. om resection - pe3eKkuyus
eunepmpoguposanHozo yuacmka MKII, plication - ykopoueHue nepeoHeli
cmeopku MK nymem co30aHus 20pu30oHmMaibHoll CKaAaoku 6 ee OCHO8AaHUU,
release - 0c8o060xdeHUe/ucceueHue AHOMAJIbHbIX npuxkpenieHuti
2unepmpo@upo8aHHsIX NANULASIPHBIX MbIUIL).

IIpu ewigenenuu 2-yposHesoti ob6cmpykuuu (ysenuuenusiti I/l 6 BT/DK u Ha
yposHe cpedHeli uacmu nonocmu JDK) muosakmomust moxcem Ovblmd pacliupeHa
do cepedunsl nonocmu JDK u eokpyz ocHosaHus IIM, o0Haxko OJaHHble O
007120CpOUHOM 3 hekme makozo nodxoda 02paHuUUEHbI.

B cneyuanusupo8aHHsIX yeHmpax, umewux Hauboasluti onsim no JieueHuro
nauuenmos ¢ I'KMII, ucnons3yemcsi mpaHcanuxkaiwvHolli docmyn, HanpasaeHHbll
Ha cHuxceHue I/] u ymeHvleHUEe CUMMOMO8 Y NAYUEHIMO08 CPEOHEXEeNY00UKOBOL
OI'KMII. B pedkux cnyuasx npu 2- yposHesoli oocmpykuuu JDK ucnons3yiom
KOMOUHUPOBAHHBITI  MPAHCANUKATbHBITI+MPAHcaopmanvHslli  docmyn unu
npasoxenyo0ouKosslii U mpancaopmansvHolli docmynet [71, 343, 403].

IIpu cpednexcenydouxosoti OTKMII, npu omcymcmeuu 8blpareHHbIX AHOMAIUl
MUMPATILHO20 KAANAHA MOoxcem Oblmb B8bINOJHEHA MUO0IKMOMUSL U3 Npasozo
Heesyoouka mpaHceeHMpUKyJISIPHuIM UnU mpanHcnpedcepOHsim docmynom. Imom
xupypeuueckuii docmyn umeem npeumywecmeo neped MmMpaHcaopmaibHbvim
docmynom y nauueHmos moj100020 803pacma C 8blpaxeHHol zunepmpodgueii
MJKIT ecnedcmaue 6onee HU3k020 pucka passumus ABB [404, 405].

IIpu evisieneHuu dgyxicenydouxosoti oocmpykyuu (ysenuuerHwili I7] 6 BTJDK >
50mm pm. cm. u yeenuueuHwiti I 6 BTIDK > 16mMm pm. cm.) Moxem
NPUMEHIMbCSL KOMOUHUPOBaHHbLll docmyn: CMD mpaHcaopmanvHsim 00Cmynom
u PMD docmynom co cmoponwt IDK.

B cneyuanusupo8aHHulX UeHmMpax, umenujux Haubonbwuli onsim no Jje4eHuro
nauuenimos ¢ I'KMII, npu evisig/ieHUU 08yxiceJy0OuKo8oli oO6cmpykuuu, npu
omcymcmeuu aHomanuil NoOKAAnaHHslx CMPYKMyp MUMPANbHO20 KAANAHA
MUOIKMoOMUS Moxcem Oblmbo 8bINOJIHEHA docmynom us IDK
MPAaHC8EHMPUKYNSIPHBIM UAU mpaHcnpedcepOHsim docmynom [106, 321, 406-
408].

AHomanuu cmpykmyp annapama MK, accoyuuposaHHsie ¢ I'KMII, mozym u
00J1¥HbI ObIMb YCMpPAHeHsl 80 8peMsl onepauyuu ¢ yeasko cHudums I/l 6 BTJDK, He
npubezas K 3ameHe MUMPAIbHO20 KIANAHA.

Ioxazamenamu agppekmusHocmu npouedypst PMD npu SXOKT sensomcs:

1. konmaxm nepedueti cmeopku MK u MJKII (SAM-syndrome) omcymcmeayem,



2. ocmamounbslii I'/T 6 BTJDK npu nposokauyuu doJixceH 6vims He 6osee 20 mm pm.
cm.

VYpoeeHs ycnexa u uacmoma 0CJI0HCHeHUll 2/1a8HbIM 00pa3oM 3asucsim om onsima
Xupypea uiu UHmepe8eHyUuoHH020 KapouoJioza.

Ioxenanus nauuenma (nocie nodpoOHOz0 00Cy#cOeHUs 8APUAHINOE JieUeHlsl)
umerom 3HaueHue 07151 NPUHAMUS OKOHUAIMEeIbHO20 PeulleHUsl.

Boi6op memooda pedykyuu MIKIT (CM3/PM3 unu CAA) dosxeH 0CHOB8bI8AMbCS
Ha muwamebHOM o6cnedosarnuu nauueHma u 06cyxdeHuu
MYSLMUOUCYUNTIUHAPHOT KOMAHOOTI cCneyuaiucmoas.

e [IporesupoBanre MK pekOMeHIOBAaHO Yy CUMIITOMHBIX IalueHTOB C []]
B BTJDK (B rmokoe mwin MakCMMaJabHBIM ITPOBOLIMPYeMbIM) > 50 MM pT.CT. U
MUTPQIbHOM peryprutauyeii OT CpenHeil [0 TSKeNoil CTemeHu, He
BbI3BaHHbBIX n3onuposanHou [1C]] crBopku MK [3, 4, 321].

EOK IIaC (YA, 5 YYP C)

KoMmMmeHTapuii: JdonosHumenvHole 8poxdeHHble Ulu  npuobpemeHHble
aHomanuu MK mo2zym 6bi3b18aMb 8blPAHEHHYH MUMPAIbHYI pezypzumayuio,
komopas He o6ycinoeneHa uckaouumensHo IIC MK. B amoii cumyauuu
naacmuxka MK (niuxkayus), Kak npasuio, He CHUM3caem cmeneHs pezypzumayuu,
U ycmpaHeHue ee 603MOXCHO Julub hpomesuposaHuem MK.

e PekoMeHyeTCsd pacCMOTPeTb BO3MOXKHOCTb IporesupoBaHus MK vy
nanueHToB ¢ [/l B BTJDK (B mokoe M MakCUMMaJIbHbIM ITPOBOLIMPYEMbIM) >
50 MM pPT.CT. ¥ MaKCMMaJbHOI TOJNILIMHON MeXKeTyI0UuKOBOV MeperopoiKu
<16 MM B MeCTe MUTPAJILHO-CENTAJILHOIO KOHTAaKTa, eI MMeeTCs
MUTpaJIbHAs peryprutaumus OT CpefHeil [0 TSDKeIO CTelneHu IIocie
MU30/IMPOBAHHOMI MMO3KTOMMM [4, 409, 410].

EOK IIbC (YO, 4 VVP C)

KommeHTapwmii: nodobHble cryuau onucaHsl y nayueHmos, onepuposaHHbix 8
nepevie 2 oOdecamuniemusl NOCIE NPUMEHEHUSl Npoyedypsl «MU3KMoOMuu no
Morrow» (uzonuposavHoti muoaxkmomuu, 1958) [411].

Onucausl makxe memooduxku ycnewHoii xoppexyuu ob6cmpykuuu BT/DK u
MUMPAnbHOU HeOCMAaMmMoUHOCMU Nymem 8bIN0JIHEHUS mpaHcmumpanvHot CMD
¢ omceueHuem nepedHeii cmeopku MK u ewvinonHeHuss CMD u3 BT/DK c
nocaedyroweti niacmuxoti unu npome3suposaruem MK [405 412].

s evinonuHeHus adekgammoii pedykyuu MIKII npu PMD psidom asmopos
PEKOMEHO0B8AHO NPUMEHSIMb PA3JUYHbIE MEXHUUECKUEe Npuemsl: MOOUIU3AYUS
cepdya, npumeHeHue mopaxkockonuu [388].

Cneyuguueckozo  o6e3bonueanuss npu  Xupypeuueckux U  UHBA3UBHbIX
emewamenvcmeax nayueHmam ¢ IKMII He mpebyemcsi.



e PekoMeHAyeTCS pPacCMOTPETb BO3MOKHOCTb TOCTOSSHHOM JKC*** ¢
ontumanbHbiM AB-mHTepBasiom s cHwkenus [l B BTIDK win pias
pacumpeHns BO3MOXXHOCTU JIeKapCTBEHHOM Tepanuun bera-
aIpeHO0I0KATOPOM M/MJIM BepamnaMuaoM™* y OTHeIbHBIX MauyeHToB c [7]
B BT/DK (B mokoe miy MaKCMMa/IbHbIM MpPOBOIMPyeMbIM) > 50 MM PT.CT.,
CMHYCOBBIM PUTMOM, CUMMIITOMamy, pedpaKTepHbIMM K JieKapCTBEHHO
Tepanuy, MMewnuMu mporuBonokasanusi K CAA wmamu CMD/PMDO, win
BBICOKMIT pUCK pa3BuTusi AB-6iokanbl B pesynbrate CAA i CM3/PMD [4,
214, 232, 305, 306, 308, 310, 413-415].

EOK IIbC (Y41, 2 YYP B)

KoMMmeHTapuii: cyms mMemooa cocmoum 8 usMeHeHuu nociedosameibHocmu
pacnpocmpaHeHusi 807Hbl 8030yH#c0eHUsT — COKpaujeHue oxeamoleaem GHaudje
gepxyuwiky xcenyooukos, a 3amem MIKII, umo npueodum K YMeHbUEHUIO
cybaopmanvHozo IJ] 6nazodaps 3ana3obl8aHuil0 U CHUMWEHUIO pPe2UOHAPHOL
cokpamumocmu MJKIT u, kak caedcmeue, pacuwiupeHuro BT/DK. Smomy
cnocobcmeyem makxxe 3ana3obléaHue CUCMONUUECK020 O8UMNEHUS Knepeou
nepeodueii cmeopku MK u ymeHvuwieHue e2o0 amnaumyodsl. BaxcHoe 3HaueHue
umeem nodbop HaumeHvulell BeaUHUHbl BpeMeHU 3adepiKu HaHeceHus
Hesyodoukosozo umnyisca hocie npedcepdHozo, Komopas obecheuusaem
npexcdespemeHHy0 0enosipu3ayuio 8epxyuku cepoya, He npueoods npu 3mom K
yxyouwieHuo 8HympucepoeuHoll u ueHmpanvHol 2eMOOUHAMUKU (cepdeuH020

gvlopoca u AJ).

B psade cnyuaes npuxodumcs npubezams K YONUHEHUIO 8peMeHU CNOHMAHHOI
AB-nposodumocmu ¢ nomoujpto mepanuu 6Gema-adpeHob10KAMopom  UaU
gepanamunom™* u daxce abaayuu AB-y3na.

HuBasuBHbIe MeTO bl JedyeHus PIT nanmuenToB ¢ 'KMII

¢ PekoMeHJ0BAaHO PacCMOTPETb BO3MOKHOCTH IIPOBEIEHMS PaayiodyacTOTHOM
abnmanyum ouvara @DII mammentam c¢ I'KMII, ecim ®II He MOXeT OBITh
TpeoTBpallleHa aHTUAPUTMUIECKON Teparneit, Uiy 4acToTa sKeayI0UYKOBbIX
COKpallleHii He KOHTPOJUPYeTCs JeKapCTBEHHbIMM IIperapaTamu, WiIn
accouuupoBaHa C HeIlepeHOCUMbIMU ITOOOYHBIMM IeViCTBUSIMM
JeKapCTBeHHBIX Mpernapartos [4, 111, 131, 314, 329, 359, 360, 364].

EOK IIbC (VI 5 YYP C)

e lMmmnaHTtanusa aByxkamepHoro (DDD) saeKTpoKapAMOCTUMYISITOpa™™ ™ ¢
dyHKIMeElN MepekIoyeHns peskuma (mocie abmauyyu AB-y3ia y ImalyeHTOB
['KMII ¢ ®B >50%), pekoMeHayeTCsl MPU HAIMYMM TIapoKcu3ManbHol @I1, u
ogHokaMmepHoro (VVIR) — npu Hanmumu repcucTupyroein min rmoCcTOSHHOM
dopmbi [4, 232, 305, 314, 359, 360, 364, 41].

EOK IC (VA 5 VVP C)



e ITaunmenTtam ¢ I'KMII, ocnoskHeHHOI 1106031 hopmoit OII, u ®B <50% mocie
abmanuu  AB-y3nma M OpM  HaAMUMM  [OKa3aHUil K  CepHOevyHoit
PECUHXPOHU3UPYIOIIEN  Tepanumu PEKOMEHJIOBAHO  PacCMOTPETh
BO3MOSKHOCTb MMILIAHTALIMM TPEXKaMEePHOTO (OMBEHTPUKYISIpHOro) DKC***
[4, 20, 130, 359, 364].

EOK IIbC (VI 5 VYP C)

¢ PekoMeHJ0BAaHO PacCMOTPeTh BO3MOXKHOCThb abmauyy ouara ®II Bo Bpems
CM3/PMD y nauueHTtoB ¢ I'KMII, ocioxkHeHHOV cummnTomMHOin @II mipu
HaJIMYMM TTOKa3aHUI U OTCYTCTBMM MPOTUBOIIOKA3aHmit [3, 4, 359, 364, 417-
420].

EOK IIbC (YO, 5 YYP C)
KommeHTapwmii:

Paduouacmommuas abnauus @Iy nauyuenmos ¢ IKMII meHee ycheuiHa, uem 6e3
I'KMILI.

e [Ipedukmopamu HedppexmusHocmu neueHuss PII npu I'KMII sensomcs:
dunamauyus JIIT, o6cmpykuyus BTJDK, donumensHocms u mun @I1.

e [layuenmam ¢ ITKMII u ®II uawie mpebyiomcs nposedeHue NO8MOPHbLIX
npouedyp. Pemodenuposarue npedcepouti, 3asucumoe om I'KMII, moxcem
No8UsIMeb HA UCX00, daxce eciu npoyedypa U3Ha4aibHo yCneulHa.

Onepayusi Cox-Maze («/Iabupunm») naubo ee modugukayuu ¢ NpuMeHeHuem
paduouacmomuoli u Kpuo-abiayuu npedcmasnsemcs uyeaecoobpasHoli Kak
conymcmeyrwuwias hpu CM3/PMD unu npome3uposaHuu MumpaibHo20 KJaanaHa
y nauyuermos ¢ 'KMII, ocnoxcHenHoll @I, pecppakmepHoli K (papmaxkomepanuul.

ACCF/AHA (2011) pexomendytom onepayuio <«/labupuHm» y 0moenvHuIX
nayuermos ¢ @II kak conymcmsayrwuyto hpu CM3/PMD unu npomesuposaHuu
MK (yposenw I1aC). B pekomendayusix ESC maxkoti pexomeHoayuu Hem.

Ecnu onepauyust «/IabupuHm» NoKA3AHA, MO BbINOJIHAMbCS OHA OO0JIHCHA KAK
conymcmeywoujas, nocjie KOHCUAUYMA MYAbMuUOUCYUNJIUHAPHOU KOMAHOOL,
XUPYP20OM, UMEIOWUM ONbLM 8bINOSIHEHUSI N000OH020 8MellameibCmad.

B uyenmpax, ucnons3yroujux onepayuio «1abupunm» (modupuxayus III u 1V),
ommeuarom, umo y nauueHmos ¢ I'KMII amo dononHumenvHoe npu CM3/PMD
gMewamenbCmaeo s6semcst 6e30nacHsvIM U I(hpekmueHsiMm.

PekoMeHaanuy no cepaevyHon peCMHXPOHU3UPYIOIe Tepaluu y
nanyueuToB ¢ 'KMIT

e [lanuenrtam ¢ 'KMII, makcumanbHbiM [/l B BTJDK <30 mMm pr. ct., XCH II-IV
®K mo NYHA, ®BJDK <50% wu BJIHIII' ¢ pautenbHOCThI0O QRS >120 Mmc
pPEKOMEHJ0BAHO paccMOTpeTh BO3MOXXHOCTb cepIevyHoi
PEeCUHXPOHU3UPYIOLIeN Tepanus IS YAydlleHUs CUMIITOMaTuku([3, 4, 20,
130].




EOK IIbC (YA, 4 YVYP C)
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AJTOPUTM TIepBUYHOM M BTOpMYHOI mpodunakTuku BCC y maimeHTOB C
I'KMII mpexncraBiieH B Tabnuiie Ilpunoxkenne B7.

[lIkana ouenku pucka BCC y maumenHtoB ¢ 'KMII (eBpomeiickas MoO[eb)
npeacTaBjeHa B Tabnuie I12, mpunoxkenne I'2.

[lIkana ouenku pucka BCC y manmentoB ¢ 'KMII (amepukaHcKkasi MOJeNb)
npeacTaBjeHa B Tabnuie I13, mpunoxkenne I'2.

PexomeHnyeTrcss umruiantauus UKI*** y nauyenTtoB ¢ 'KMII, nepeHecmmx
0oCTaHOBKY cepzua 1o npuumHe JKT wmmm @K, wam y mnmanueHTOB CO
crioHTaHHOM ycronunBoi JKT, mpuBopsiiein K M[OTepe CO3HAHUS WU
HapylIeHUs] TeMOAVHAMMUKN, MIPU OXMIAEMON MPOAOIKUTEIbHOCTU KU3HU
>1 roma [3, 4, 112, 113, 115-121, 125, 189, 207, 210, 259, 260, 265, 300, 323,
421-423].

EOK I B (YA, 5 YYP C)

KommeHTapwit: /19 eepugukayuu apummuu 8 0moeibHbIX CIyuasx Moxcem
8bINOJIHAMbCS UHBA3UBHOE 3JIEKMPOPU3UO0JI02UUeCKOe UCCTIe008aHUE.

[IaTMIeTHMII pPUCK BHE3alHOI CMepTM HeoOXOAMMO OIleHMBaTh IIpPHU
IIepBOHAYaJIbHOM 00C/IeIOBaHMM TaIMieHTa, a Takke Kaxkabpie 1-2 roga mim
TIpy U3MeHeHUM KIMHUYeCcKoro craryca [3, 4, 115, 171, 181, 300, 323, 424].

EOK I B (Y11, 4 YYP C)

Wmrmanrauysgs UKI*** pekomeHayeTcsl MalMeHTaM C IIpeAriojaraeMbIM 5-
JIETHUM PUCKOM BHE3aITHOM cCMepTHu >6% " OXMgaeMonm
MIPOAO/IKUTEIBHOCTBIO XKM3HM >1 roja IowIe IOAPOOHOr0 KIMHUYECKOTO
obcemoBaHMsI C OLIEHKOM PUCKA MOCAEOYIONIMX OCTIOKHEHUI U BAUSHUS
WUKO*** ©Ha o6pa3 XM3HM, COLMAIbHO-OKOHOMUUYECKMII CTaTyC WU
ricuxosiornueckoe 340poBbe [115, 181, 189, 200, 201, 300, 323, 421, 424].

EOK Ila B (VII]I 3 VYP A)

PekoMeHIOBAaHO pPacCMOTPETh BO3MOXKHOCTb UMILIaHTamuu WKI*** B
OTHeNbHBIX I'PYIIIaxX IMalMeHTOB ¢ 5-neTHuM puckom BCC oT >4 mo <6% u
OXMIAEeMOJ IPOAO/IKUTENIBHOCTIO XM3HM >1 rojga Iowie IOApPOOHOro
KJIMHUYECKOTO 00C/Ie0oBaHMSI C OL@HKOM pUcKa MOCIeIYIONINX OCTOXKHEHMIA
u Bausaust UKI*** Ha ob6pa3s >KM3HU, COLMATbHO-9KOHOMUYECKUIA CTATyC U
TcUxojoruueckoe 3m0poBbe [115, 171, 189, 181, 323, 424].

EOKIIb B (Y41, 4 YYP C)

PexomeHIyeTCsI pacCMOTpPeTb BO3MOXKHOCTh UMILIaHTaluu UWKI*** 'y
OTHEJbHBIX MAlMeHTOB C 5-meTHUM puckom BCC <4% nipu Haamuuu



KIMHUUYECKUX XapaKTEePUCTHUK C JOKa3aHHBIM IIPOTHOCTMUYECKMM 3HAUEHUEM,
" B CJIydasiX, KOrJa B pesy/ibTaTe OIleHKM PUCKa MOUIeAYIOMNX OCIOXKHEeHMIA
u BausHust UKI*** Ha obpas skM3HU, COLMATbHO-9KOHOMUYECKUI CTATyC U
TICMXOJIOTMUECKOe 30pPOBbe IIpeaIriosaraeTcs o6Inee IOJOKUTEIbHOE
BAMsiHMe umruiantauumu UKI*** [3, 4, 84, 115, 181, 189, 200, 201, 228, 323,
424].

EOK Ib B (YA, 4 YYP C)

KoMMeHTapuit: amepukaHckas mModesb ho3eoJisiem oyeHusams puck BCC y
nayueHmos ¢ HU3KuUM/CpeoHUM PUCKOM.

IlocnedHue umepamypHsle  OaMHble  NOKA3bIBAIOM,  UMO Hanuuue
pacnpocmpaHeHHozo @Qubpo3a, oueHusaemozo no IIHI' npu MPT (>15% )
ses.emcs npedukmopom pucka BCC npu TKMII. Dmom noxka3zamesnp He 8X00um
8 esponelickylw modenv cmpamuukayuu pucka, o0HaKO ecau y nayueHma
Hu3Kkuti unu cpedruti puck BCC ( <6%), a npu MPT naowiads ¢ubposa >15% -
2mo s6/15emcst 00NOJHUMENbHBIM APZYMEHMOM 8 N0b3y umnaanmayuu UK/ ***
[115, 228, 231].

PekoMeHAaIMM 0 MMILJIAHTAIIUY BCIIOMOTAaTeIbHBIX
JIEBOKEJTYTOYKOBBIX YCTPOICTB

PekomeHpayeTcs paccMOTpeTh BO3MOXKHOCTb Teparyuyu nmyTeM MMIUIaHTalun
YCTPOMCTB MeXaHMYEeCKOi TIMOAJEePsKKM KpOBOOOpallleHusT Ha Iepuof,
HaXOXIOeHUsT B JIMCTe OXUOAHUA [JISI HEeKOTOpPbIX IalMeHTOB C
TepMmuHaabHOM craguein XCH, KoOTOpple MOryT pacCMaTpuMBaThbCA Kak
KaHAMIAThl Ij1s1 TPAHCIUIaHTauuu cepana [211, 253, 425, 426].

EOK IIbC (VI 4 VVP C)

KommeHTapwmii: 6 muposgoii npakmuxe 50% onepayuti no nepecadke cepduya
gvlnonHAOMCa Ha GoHe npedwecmsyrujeli uMnaaHmayuu  ycmpoticme
MexaHuueckoti noddepiku kposoobpaujeHus [253].

TpascoyanTauus cepaua y nauueHToB ¢ 'KMII

OproTonnueckasl TpaHCIUIAHTALMS Cepilia peKOMeHA0BaHa IJisl MaliieHTOB C
I'KMII, nmeromux ®BJDK <50% u cummrombl III-IV ®K nmo NYHA, wumn
HeyCTpaHMMbIe >Ke/IyJOYKOBble apuUTMUM, HECMOTpPS Ha ONTUMAIbHYIO
Teparnuio Py HaJIMYMM MMOKA3aHUI U OTCYTCTBME IMPOTUBOIIOKA3AHUIA IJISI
TpaHcrutanTauu [97, 98, 168, 253, 255, 257, 425, 427].

EOK IIaB (V41 4 YVYP C)

KoMmmeHTapuii: onucaHa mpancopmayuss TKMIT 8 cmewiauHsili ¢peHomun
(ITKMII + JIKMII), coznacto kaacccmpuxkauuu MOGE(s), mak Ha3vleaemas
JunamayuoHHas cmadust TKMII [43].

Tpaxcnnanmayus cepoya Moxcem OblMb HUSHEHHO 8aXHOLU cmpamezueli
neueHus: npu I'KMII e koHeuHoli cmaduu 3a601e8aHusl.



ITnoxoii KpamkocpouHslli NPo2HO3 y NAUUEHMO8 C OUuNamayuoHHol cmadueli
I'KMII npednonazaem uenecoobpasHocms 0oJiee paHHez0 pacCMOMpeHus
azpeccusHslx Memooos JieueHusl, NOCKONbKY <«OKHO B03MOMCHOCMEL» Moxcem
Oblmb HeOONbUIUM, 0COOEHHO Y NAYUEHMO8 C CEMEUHbIM AHAMHE30M pa3eumust
JunamayuoHHoti cmaduu 'KMIT.

3axknioueHue, umo y nayueHma passusaemcs Junamauyus JDK, cnedyem
0CHO8bl8aMb Ha duHamuke pasmepos JUK. [laxwe «HopmansHovie» pasmepusl JDK
Mo2ym 03Hauams «OUIAMAyUOHHYr cmaour», Hanpumep, 8 ouHamuke K/Pnxc
35 Mm — 55 mm (npu ycnosuu KoppekmHozo usmepeHusl).

ITocmmpaucnianmayuoHHas evixcusaemocms y nauueHmos ¢ I'KMII cxodHa ¢
makoeoli npu mpauvcnaiaHmayuu cepoya no opyeum nosodam [255, 257, 425,
427].

e PekomeHI0BaHO paccMoTpeTh BO3MOXXHOCTb OPTOTOINYECKOI
TpaHCIJIaHTaluMK cepaiia ajs maiueHToB ¢ @B JDK > 50% u cumiTromamu
XCH II-IV ®K (NYHA), BbI3BaHHOI JMaCTONINYECKON IUChHYHKIMEN,
pPEe3UCTEeHTHOM K JIeKapCTBEHHOM Tepanuu IIPpU HAJIUUMKM TIOKA3aHUI U
OTCYTCTBUM MPOTMBOTIOKA3aHMI 151 TpaHCIiaHnTauum [97, 98, 168, 253, 425,
427].

EOKIIIB (YA, 4 YVP C)

KoMmmeHTapuii: kpome oJunamauyuoHHoti cmaduu, npu IKMII msaxcenas
cmeneHb XCH moxem Habawdamvcs npu 0py2om 8apuadme He2amusHOoz20
pemodenuposaruss — cmewlaHHom ¢peromune (I'KMIT+PKMII).

Hmozoewlli anzopumm epauebHOli makmuku 8 3asucumMocmu om cmaouu
TI'KMII u sapuanma KauHuueckozo meveHus npedcmaseneH 8 IlpunoxceHuu b9.

3.3. bepeMmeHHOCTH U poabl ¥ manyeHToK ¢ 'KMII

N3MeHeHUsI reMOAMHAMMUKU nmpmn 6epeMeHHOCTI/I

bepemeHHOCTD, Kak IIpaBUJIo, CyLIeCTBEHHO He ycyryoser
remoavHammuueckne  paccrporcrea 1nipu  KMII, nmosTtomy  mcxomHo
0ecCMMIITOMHBIE M MAaJOCUMMIITOMHBbIe mauueHTKM ¢ I'KMII mepeHocsT
6epeMeHHOCTb XOpOIIIO. OpHako y HEKOTOPbIX MalMeHTOK
reMogMHaMMUeckue ¥ HeliporymopasbHble (aKTOpPbl TeCTallMOHHOTO
repuoaa MOryT IPOBOLUMPOBATh pa3BuTHe HapyleHnii putMma u XCH.

VY 6epemMeHHbIX ¢ 06CTpyKTUBHOM (popmoii TKMII crenens o6cTpykuyy BTIDK
MOKEeT KaK YBeJIMUUTHCS (M3-3a OOBIYHOTO 1151 6epeMeHHOCTU YBeJIMYeHUs
YO, UYCC, HeOonpmioro cHmKkeHus A]Jl BciIeacTBue CHIDKEHUSI OOIero
repudepnIeckKoro CONMPOTUBIIEHNUS), TaK U CHU3UTHCS (M3-3a HEOOJBIIOTO
yBe/IMueHus auacroanueckoro pasmepa JDK n yBenmnuenus nuametpa BTJDK)
[3, 4, 428-430].



PexomeHaanumu IIpA IVIAaHUPOBAHNUA GEDEMGHHOCTM

[Tpu mmanupoBanuyu 6epeMeHHOCTM M Hanmuuyu 'KMII B cembe omHOro u3
poouTesieil peKoOMeHOOBaHa KOHCY/IbTAallMsl Bpauva-TeHeTUKa [OJji OLLeHKU
pucKka nepefauu 3abomeBaHusi MOTOMCTBY [29, 30, 174, 428-431].

EOK IC (VA 5 VYP C)

[Ipu mnanupoBaHuyM GepeMeHHOCTM manyeHTKam ¢ KMII u o6GcTpykimeii
BbIHOCsMero tpakra JDK ¢ HaauumeM CHUHKOIANbHBIX COCTOSSHUI W/UIU
SKU3HEYTPOXKAIIIMX HAPYIIeHUI pUTMa PEKOMEHIOBAaHO PELIUTh BOIIPOC O
rpeaBapuUTenbHO Xupypruueckoit Koppekunu ['KMII [3, 4, 366, 428, 432].

EOK IC (VA 5 VYP C)

JKCTPAKOPIIOPATIbHOE OIIONOTBOpEHNe He PEeKOMeH0BaHO
(IpOTUBOIOKAa3aHO) keHIIMHaM, y KOoTopbix ['KMII ocnoxkunnace XCH, OII,
PECTPUKTUBHBIM TUIIOM HanonHeHuss JDK, a Takke C BbIpakeHHOM
runieprpodueii JOK [4, 428, 430-433].

EOK IC (Y41 5 YYP C)
TakTuka BegeHuss 6epemeHHocTy mpu ’KMII

Eciu TKMIT auarHoctupoBaHa 10 6epeMeHHOCTY MJIM B CPOKM 10 12 Hemenb,
a Takke 1npu rnogospeHum Ha ['KMII, pekomeHmoOBaHa TOCIIUTAJAMU3ALNS
JKEHILMHBI B KapAMOJIOTUYEeCKOe OTHe/IeHMEe C 1e/IbI0 YTOUHEeHUs AMarHosa,
pellleHMsT BOIpoca O TIPOJIOHTMPOBAHUM OepeMeHHOCTM U, B cCiaydyae
HeoOXOoMMOCTH, TeueHus [3, 4, 30, 429, 432].

EOK IC (VA 5 VYP C)

[Ipu 6epemeHHocT mauyeHTKam ¢ 'KMII cTrpaTudukaimuio MaTepUHCKOTO
pUCKa pPEeKOMEHJIOBAHO IPOBOAUTh, MCIIONb3yS MOAUGDUIIMPOBAHHYIO
kinaccudukauyio BO3 maTepmuHcKoro pucka [3, 4, 429, 430-433].

EOK IC (VI 5 YYP C)
KoMMeHTapuii: 8 udeasie oueHKa pucka 0onxcHa nposodumscs 0o 3auamusl.

YV namueHnTok ¢ I'KMII Tepanmuio 6era-agpeHOOJIOKATOPOM PEKOMEHIOBAHO
MIPOJIO/DKUTD, €C/IM OHU TIPUHUMANU UX 00 6epeMeHHOCTH [3, 4, 366, 428, 432,
433].

EOKIIC (YO 3 YYP B)

Tepanuio 6GeTa-agpeHOOGJIOKATOPOM pEeKOMEHAOBAaHO HauaThb OepeMeHHOI
xkeHuuHe ¢ 'KMIT u cumnromamu obcrpykimu BTIDK win HapyieHusimm
puTMa cepnua [3, 4, 366, 428, 432, 433].

EOKIC (YO 5 VVYP C)



e Ilpu Teparmuu OGeTa-agpeHOOIOKATOPOM PEKOMEHAOBAHO KOHTPOJMPOBATH
COCTOSIHME U TeMII POCTa Iuiozna [3, 4, 366, 428-433].

EOK IC (VI 5 YYP C)

e bepemenusim ¢ 'KMII npu passutum @Il pekomMeHOOBAHO MpOBedeHMEe
Kapouosepcuu (3, 4, 428, 434].

EOKIIC (YO, 4 YYP C)

e bepemenHbiMm ¢ 'KMII n @Il pekoMeHIOBaHA aHTUKOATY/ISHTHAS Tepanus

(BpIOOp TIIperapaTa — remapuH HaTpus (HeppaKUMOHMPOBAHHBIN WU
HU3KOMOJIEKYJISIDHBIN)  uau  Bapdapuu** —  3aBUCUT OT  CpOKa
b6epemeHHocTM). Mcmonb3oBaHMe — maburaTpaHa — 9TeKcwiaTa™™  miam

puBapokcabaHa™*, uiu anukcabaHa** He pekomeHayeTcs [3, 4, 366, 428, 430,
432].

EOK IC (VA 5 YYP C)

)
S

e Tepamnuio BappapuHom™* rpu ®I1 y 6epeMeHHbIX peKOMEHI0BAHO HAYMHATh
co 2 TpuMecTpa (B IepBOM TPUMECTpPE BO3MOXKEH TEpPaTOTeHHbBIN 3G deKT) u
3aKOHUMTD 3a 1 MecsL, 10 ponos [3, 4, 428, 430, 432].

EOK IB (VI 5 YYP C)

KomMeHTapuii: pekomeHOyeMble percumbl AHMUKOAZYASHMHOU mepanuu npu
ITKMIT y 6epemeHHboix ¢ @I u onacHocmu, c8s3aHHble C mepanueli
gappapuHom™*, npedcmasneHst 8 mabauue 4, [IpunoxceHue A3.

e BonbminHcTBY 6epemeHHbIx ¢ 'KMII pekoMeHIOBAaHO IporpaMmMupyemoe
popopaspelleHue yepe3 eCTeCTBeHHble POLOBble IyTu [3, 4, 428, 429, 430,
432].

EOK IC (Y41 5 YYP C)
KommeHTapnuii:

-  BpauebHas makmuka eedeHus OepeMeHHOCMU U podopa3pelieHus
npedcmasnera 8 Ipunoxernuu b 12

- Bouibop MmeduyuHckozo yupexcoeHuss 01 eedeHuss OepeMeHHuIX U
podopas3speuueHus npedcmaenex 8 Ilpunoxcenuu b 13.

- OepaHuueHus 8 8vlO0pe Memodos duazHOCMuKU y 6GepeMeHHbIX npedcmasieHuvl
6 mabnuye IT 12, IIpunoxcerue I'l.

- Ilpu eedeHuu OepemeHHOCMU U pP0008 UHMepecsl mamepu OOJHCHbI
JOMUHUPOBAM®D.

- BonbwiuHcmeo xeHwuH ¢ HeocnoxcHeHHot IT'KMII omHocsamcsi  no
ModuguuuposanHoti knaccupukayuu BO3 mamepuHckozo pucka k kaaccy II
(BO3 II). Yacmb cumnmomHbix nayueHmok omHocumcs Kk BO3 III; oHu dosxicHbl



Habnr0amucs 8 CneyuaIu3upo8aHHsIx yupexcoeHusx (cm. Ipunoxenue b 13).

- JKenwurwot ¢ TKMII, ocnoxchentoti XCH u ducyukyueti JDK (QunamayuoHHas
cmadusi uau npucoeduHeHue pecmpuKmMueHoz0 ¢eHomuna), OmHOCAMca K
knaccy IV mamepuHckozo pucka, u um 6epemMeHHOCMb NPOMU80NOKA3AHA.

- Ilpu swvipaxcerHoli cumnmomHoti oocmpykyuu BT/DK (maxxe omHocamcs K
knaccy IV BO3) O6GepemeHHOCMb MOXem Cmame B603MOMXHOU hnocie
npedsapumenvHoli koppekyuu oocmpykuuu BTJDK.

- Tepanuw 6Gema-adpeHobIOKAMOPOM  (Memonponon™®  pesepeHvili —
ouconponon™*) 6epemerHHoim ¢ I'KMII Heobxo0umo ocywecmensims noo
koumponem 4YCC u All, m.k. upeamepHoe cHuxcerue A/l moxcem npusecmu K
YMEHbUWEHU)  MAmouHO-N1ayeHmapHozo Kp0o80mMoKa u  3adepike
8HYmMpuympo0OHo20 pazsumus nioda [3, 4, 428].

- Konmpauenuus y »eHuiuH ¢ beccumnmomHoti uau manocumnmomHoti TKMII e
umeem Kakux-aubo ocobeHHocmeti N0 CpasHeHur co 300P08bIMU.

- Ecnu TKMIT ocnoxuunace XCH u @I, mo ciredyem € 0CMOPOIHOCMbIO
LCNO0J/Ib308AMb NEPopaibHble KOHMpAayenmuesl u3-3a pucka mpomo6osmOoauli.
Hx ucnonv3o6aHue 803MOMCHO Npu a0ek8amHoll aHmuKoazyassHmHot mepanuu
[3, 4, 428-430].



4. PeaOwnuranmus

CrnenyaybHbIX peKOMeHAauuii mo peabwmranuyu manueHToB ¢ 'KMII He
cyuiectByert. [Tocie XMpypruueckoro uian 3HA0BACKYASIPHOTO BMellIaTeIbCTBa
namedntam ¢ T'KMIT mpoBogsaTcst Takue Ke  peadbuIuTallMOHHbIE
MepoIpusaTus, Kak U I[alueHTaM C Opyrom CcepmeyHo-COCYLUCTON
[aTo/JIoOrMeN, TIepeHecliuM  XUpPyprudyeckue  WIM  3HIOOBACKYJISIPHBIE
BMeIllaTe/IbCTBa.



5. IIpodpminakTuka

IMpodumnakruky I'KMII kak 3a6o1eBaHMs He CyIIeCTBYeT.

[MpodunakTuueckme meponpustusi y mnainmeHToB ¢ [KMII 3akitouaioTcss B
mpoduIakTUKe  OCHOBHBIX  OCJIOKHEeHUit  3abosieBaHMS, KOTOpbIe
npencTaBiieHbl B Tabuiie [13, ITpunoxkenne I'3.

O611Me peKoMeHAALMM 1Mo 06pa3y ku3uu namueHTy ¢ 'KMII npeacraBieHsl B
[Tpunoxxenun B.

ucnanceproe HaéaodeHue nauyuenmos ¢ TKMIT

IMauyentsl ¢ T'KMII HyXzmaoTcd B MOXU3HEHHOM HAOMIOOeHUM IS
BBISIBJIEHUS M3MEHEHU B CUMIITOMATHUKe U IIpeayrpexaeHns OCIOKHEHUNA.

Ha HavasibHOM 3Tarie MeaMKaMEHTO3HOTO JiedeHMs IIAHOBbIE ITOBTOPHbIE
BU3UTBI K Bpauy >XejaTeJbHO MPOBOAUTH 4yepe3 6, 9, 12 mecsueB (rpu
HEeOOXOOMMOCTM dYalle) sl OLEeHKM IMepeHOCMMOCTH, 3(PdEeKTUBHOCTU U
0e30MMaCHOCTM JIeUeHMs, a TaKKe KOHTPOJSI BBIIIOJHEHMS] BpauyeOHbBIX
pekoMmeHpauuii. IIpu  HegmocTaTOuHOM  3MEPEKTUBHOCTM U IIJIOXO¥H
I1epeHOCUMOCTH IIPOBOAUMOTIO MeIUKAMEeHTO3HOI'0o JIeueHUst
peKkoMeHJ0BaHa 3aMeHa WCII0JIb3yeMOro JIeKapCTBEHHOIO Iiperiapara C
MOUIEeAYIOIIMM KOHTPOJIEM IIPOBOAVMOTrO JIeUeHUSI.

e Bcem manmentam ¢ 'KMII, BrItouasg HOCuUTeNeil MATOIOTMUYECKUX MYTalUit
6e3 GeHOTUNMYECKUX IIPOSIBJIEHNIA O0/Ie3HM U MTALIVIEHTOB ¢ 6eCCUMIITOMHBIM
TeyeHMeM 3a00/ieBaHMsI, PEKOMEHAO0BAHO IMHAMMUYeckoe HaOMomeHue, B
X0[e KOTOpPOTO OIIeHMBAETCSI XapaKTep U BbIPAXEHHOCTb KIMHUYECKUX,
MOpGOJIOTUUECKMX M TeMOAMHAMMYECKMX HapylleHuit U oIpenesieTcs
neue6Has cTparerus [3, 4, 116, 145, 146, 332, 356, 358].

EOK IB (YA, 5 YYP C)

e V KIMHNUECKU CTa6I/IJIbHI)IX MMagMeHTOB PEKOMEHAYIOTCS ITOBTOPHBbIE TT-
OXOKT kaxzpie 1-2 roga [3, 4, 116, 145, 146, 178, 184, 200, 216, 356, 332,
358, 435].

EOK IC (YO 5 VVP C)
KonceHcyc 3kcieproB EACVI 2015

e [loBTOopHble DXOKI-ncciegoBanus pekoMeHAyTcsa nanueHtam ¢ [KMII ¢
U3MEHEeHUSIMU B KJIMHUUYECKOM CTaTyCe WM TOSIBIeHMEeM HOBBIX CepIeyHO-
COCYOMCTBIX MposiBeHui [3, 4, 116, 145, 146, 178, 184, 200, 356, 332, 358,
435].

EOK IB (YA, 5 YYP C)



e 48-yacoBoe XMDOKI' pekomeHAayeTcs Kaxnble 12-24 Mecsua KIMHUYECKU
CTaOWIbHBIM TMallMeHTaM, Kaxkzaple 6-12 — MecsleB MNauueHTaM C
CHMHYCOBBIM pUTMOM M pasmepom JIII >45 MM win npu MOSBA€HUU HOBBIX
’kasob Ha cepaiebuenus [3, 4, 112, 181, 184, 314, 421].

EOK IC (VA 5 YYP C)

e PekOMeHJO0BAaHO pacCMOTPEeTb BO3MOKHOCTb IIPOBEIEHMS] Harpy304HOTO
TeCTMPOBAHMS Kaskable 2—3 roma st KIMHUUECKM CTaOMUIbHBIX MAlieHTOB U
Ka’K[bIli rofi, — IpU [POrpeccuMpoBaHMUM CUMIITOMOB [3, 4, 209, 216, 269].

EOK IIbC (VI 5, YYP C)

e PeKOMEHJOBAaHO pacCMOTPeTb BO3MOXHOCTb IMpoBenenuss MPT cepnaia
Kaxknble 5 JIeT JIsi KIIMHUYeCKM CTaOMIbHBIX MAllMeHTOB U KaxKable 2—3 roga
— MalMeHTaM C IMporpeccupoBaHueM 3aboneBanusi [4, 216, 237].

EOK IIbC (YOI 5 YVVP C)
KonceHcyc 3kcrieproB EACVI 2015

e JlonmHoe o6bcnemoBanme, Bimouaomee IKI' um TT-2XOKI' m XMOKT,
peKoOMeHAyeTCsl B TeueHue 1-3 mecsineB U 6—12 mecsl1leB Mocie nNpoBeaeHus
penykunm MIKII [4].

EOK (VI 5 YYP C)

KoMMeHTapuii: HeomsemleMoli uacmelo Meponpusimuti npu JedeHuu u
JuHamuueckom HabarodeHuu 3a nayuenmamu ¢ TKMIT 0onxcHO 6bimb nogsluieHue
ux obpasosamenvHozo ypoeHs. Eciu daxce spau paspabomaem onmumansHyo
npozpammy JedeHus 0N Kax0020 KOHKpemHoz20 nayueHma, nposecmu ee 8
HU3HB OY0em 8ecbMda COHCHO NPU HANUYUU HU3KOU Momusayuu K edeHuro. Bce
npumeHsiemole Memoobl JieueHUs: U NPOPuUAAKmMuKuU JonHcHbl OblMb 00CYHCOEHbl U
coznacosavsl ¢ nauueHmom. IIpu 8vl60pe pexcuma Ha3HaueHus npenapama
HeoOxodumo yuumseieams 006pa3 Mwu3Hu nauyueHma. Bce pexomendayuu,
dasaemble navueHmy, 00X Hbl OblMb ACHBIMU, YEMKUMU U COOMBEMCmMeosamsp
€20 UHMeJJIeKMYaabHOMY YPOBHIH.

JIna HeKOMopbIX NAyueHmMos8, KOmopsiM YCMHbIX peKoMeHOauyuli HedocmamouHo,
cziedyem paccmompems 803MOMCHOCMb NPOJYOUPOBAMb UX 8 NUCLMEHHOM 8Ude
ona  obecneueHuss  OCO3HAHHO20  yyacmus  nayueHma 8  JieueOHo-
npogunakmuueckom npoyecce u nossluieHus: apgpekmusHocmu aeuerus [3, 4].

OpraHmusanusi oKka3aHUs MeIUIIMHCKOM
IIOMOII

e JlaniMeHTaM C HEOUYEBUIHBIM IOMATHO30M, TSDKEJIbBIMM CUMIITOMaMM WU
ITOBBIIIE€HHDbIM pUCKOM CBA3aHHBIX C 3aboieBaHMEeM OCJIO>)KHEHMI



BN N -

U

peKOMEeHAYeTCS ob6c/emoBaHye " JieyeHue y CIenMaJnCcToOB
MYJIbTUAUCUUIIMHAPHOM KOMaHIbl, SKcrepToB B BegeHnu ['KMII [3, 4, 436].

EOK IIbC (YYP C, Y41, 5)

He3aBuCcUMMO OT BBIPAXKEHHOCTM CUMIITOMOB PEKOMEHIYETCS pery/aspHoe
obciemoBaHMe MAMEHTOB M, MPU BO3MOXKHOCTM, POACTBEHHMKOB II€PBOI
cTerieHU PoAcTBa [3, 4, 11, 27, 116, 145, 146, 178, 184, 200, 332, 356, 43].

EOK IC (VI 4 YYP C)

PekomengoBano BO Bcex cayvasx [KMII kaumHuUuuMcraMm IUIaHUMPOBATh
obcienoBaHue U JieueHMe MalMeHTOB B IIEHTPax ¢ MYJbTUIUCIUTIIMHAPHOM
KOMAaHIO CIeMaaliCTOB, C OMBITOM IMArHOCTUKU U JIeueHUs 3a00j1eBaHMit
Muokappga [3, 4, 436].

EOK IIaC (Y44, 5 YVYP C)

IlokaszaHust K IJIAHOBOM rociimTa’Jindanmnuu B MEOUIIMHCKYIO
OopraHmsanmunio

. Yrounenme npuumHbl [JDK HesicHOro reHe3a ¥ HeOOXOAMMOCTb B

CIiellMaJIbHBIX MeTOIaX MccIenoBaHus (McKIoueHme ¢peHokonuii 'KMIT).

. Ucnnonib30BaHMe  IMarHOCTUYECKUX mnmpouenyp, IIpoBeaeHue KOTOPbIX

HEBO3MOXXHO UJIN Heuenecoo6pa3Ho B YCUIOBUAX ITOJIMKIMHUKNA.

. TpynHocT B Tmombope MeAMKAaMEHTO3HOW Tepanuu Ijas KOPpPeKIUu

CMHAPOMOB (M3-3a codyeTtanus rnatonoruii 'KMII/OTKMII + AT', TKMII + C/I, 2
TUINA, CMUHAPOM CT€HOKApIAUN).

. Hasnauenne 6era-agpeHOOI0KATOPOB, BepamaMmiaa**: MxX KOMOMHAIIUU

peKOMeHyeTCs HauMHaTh B YCIOBYMSX CTalJiOHapa ¢ MaJbIX 103, IPOBOLUTD
TUTPOBaHMe [0 MAaKCUMaJIbHO IIepeHOCMMbBIX [03 IIOf KOHTpOJIeM
camouyBCcTBUA U IKI'.

. PeppakTepHOCTh K IPOBOAMMOI B IOJTHOM oObeMe dapMakoTepanumu u

Hanuuue nokasanuit K CM3/PMD, CAA, 3KC.

I[lokazaHusi K SKCTPEHHOﬁ rocaourajau3anmm B  MEOUIIMHCKYIO
OopraHm3anmnio

. IIporpeccust XCH, Tpebyro1ast MHTEHCUMBHO Teparuim.

. OTex nerkux.

. HcynbT.

. OracHble [j19 >XKM3HM HapylleHUs CepOeyHOro pPuUTMa U IPOBOAUMOCTHU,

TpebyIolie MHTEHCUBHON Teparumu.

. CuHKOMaJbHbIe COCTOSTHUS.

6. OKC.

. IIpenorBpamenHas BCC.

IToka3zaHMs K BBIINMCKE MAIMEHTA U3 MEeIUIIMHCKOM OpPraHu3auu



1. ITpu ty1aHOBOM rocnuTanM3alMM MoKa3aHMeM K Bbinucke mnamyerTa ¢ 'KMIT
SIBJISIETCSI yyUllleHMe KJIMHUYECKO CUMMIITOMATUKM Ha (oHe MpOBOAMMOIA
dbapmakorepanum, MMIIJIAaHTal U WKIT***, IKC***/
IOIOKC*** sHmoBaCKyJISIpPHOIO/XMUpyprudeckoro jeuenus (CM3/PMD, CAA)

2. IIpyu sKCTpeHHOM rocnuTaaui3alnym IO0Ka3aHMeM K BbBIMMCKe IalyueHTa C
'KMII sBisieTcs KOppeKUMs HapylleHUii puTMa M IIPOBOAMMOCTM, B TOM
yncie ¢aTtajbHbIX, OTCYTCTBME OCIOKHEHMII TpeOyolnX, WHTEHCUBHO
tTeparmu u ctabummsanys XCH.

3. Hopmanmusanusa  nokasarteneit  (ueneBble  ypoBHM  All,  rmmukemuwu,

JIUnugorpaMmmsal)  npu, cooTtBeTcTBeHHO A, CI Tunm 1 wiu tum 2,
OIUCTUTIUAEMUN, eCIU yXyIIIeHe B TeueHue 3TUX 3aboieBaHuit  SIBUIOCH
OCHOBaHMEM [JIs1 IIJIAHOBOM WMJIM SKCTPEHHOM TOCIUTAIN3alUN TalieHTOB
¢ ’'KMII B coueTannu ¢ KOMOPOMIHOIN IT1aTOJIOTUEIN

4. [Ipy cuHApPOMEe CTeHOKapAuM IIOKa3aHueM IJisl BbIMCKY nauyenTa ¢ 'KMIIT
SABJISIeTCSI OOCTVDKeHMe crabmamsauuym coctosstHus mnaumeHta ¢ KMIT Ha
donHe dapmakoTepanuy, SHAOBACKYISIPHOTO / XUPYPTUUECKOTO JieUeHUSs
(AKIII)

5. YcranoBnenue nuartHosa genokonuit T'KMII, BbeimmcKa/mepeBop, MaleHTa
B CIlelMaan3upoOBaHHbIE OTOEeNeHUS OJISI 3TUOIATOT€HEeTUUYEeCKOro JieueHMs
(HarpuMep, B TreMaToJIOTMUYeCKOe OThaeneHue npu AL-ammionzgose  C
MU30JMPOBAHHBIM/ TIPEUMYIIIECTBEHHBIM ITOpakeHeM Cepliiia)

HNHble opraHnsalMOHHbIEe TeXHOJIOTUN
Llenecoobpa3HO CO3maHMe TEPPUTOPUATBHBIX PErMCcTpoB nauyeHToB ¢ TKMIT.

IIpy aHammse pa6orsl JIIIY ¢ mnamuentammu ¢ T'KMII 1emecoo6pasHo
OLIeHMBATh CJIeAyolye [oKa3aTesn:

- coorHomenne I'KMII u denoxkommit T'KMII, 3THONIOrMYECKUIt CIEKTP
denoxkonmit TKMIT;

- COOTHOIIIeHMEe OOCTPYKTUBHBIX ¥ HeOOCTPYKTUBHBIX popm I'KMIT;
COOTHOIIIEHNE CEMEITHBIX ¥ CIIOPAANYECKNUX CTyyaeB 3a001eBaHNs;

- 4aCTOTy TroCImMTanm3auuii B ¢Bsi3u ¢ nporpeccupoBanuem XCH, @I, OKC,
cryuyau BCC;

- motpe6HocTh B DKT, IXOKI, MPT, KT, kopoHaporpaduu 1jist BbITIOJIHEHUS
pekoMeHJaluii 10 JAUMHAMMYECKOMY HaOMIOIeHuI0 U  006cieloBaHUIO
Mpob6aHia ¥ POJICTBEHHUKOB MallMeHTOB MMepBOit IMHUYU POJICTBA;

- cMepTHOCTbD (%), ocnoskHeHust (%) 3a rom, 3 rona, 5 jieT;

- YacTOTy BbIsIBJeHUsS (GaKTOpOB KapauoMeTabonmueckoro pucka (AT,
IUCTUIIUIEMUS, OKUpeHue/m30bITouHblii Bec, CII 1 u 2 Tuma) B pasHbIX
BO3pacTHbLIX rpymmnax 'KMII;



- pesy/abTaTbl MOHUTOPUPOBAHMUSI TMOTEHIMATBHO MOAUMPULIMPYEMBIX
dakTopoB: aHTpomomerpuueckux pgaHHeix (MMT, OT), mnokasareneit
JUNUIHOTO TIpodus, YPOBHS TIMKEMMM) B Pa3HbIX BO3PACTHBIX IpyIIax
MaleHTOB.



6. JonosmuuTeabHass MHboOpMaIs,
BAMSAIONIAS HA TeUYeHVe U VICXOI
3a00J/IeBaHMsI

OpyruMmu BaskHbIMU LensiMmu ripu jedeHun [KMII gaBasiorcs:

- KOppeKlus BceX  IMOTeHIMaJIbHO Moauduuupyembix (akTOpOB pucka
(KypeHue, IUCIUTIUAEMUS, TUTIePIIMKEMUS, OXKUPEHNE);

- JledeHue COMYTCTBYIOUIMX 3a007eBaHMit B COOTBETCTBME C HAllMOHAJIbHBIMU
KHnyeckumu perkomenpanuamu (MbC, AT', CII, XBII).



Kpurepum orieHKM KayecTBa
MEeOUIIMHCKON ITIOMOIIA

Ne KpuTepuit kauecTBa EOK van YYP
Knacc 7]
YPOBEHb

Oa\HeT

1 BbinonHeHbl KM n TT-2XOKI IB 1 B

[a/Het

2 BbinonHeHo MPT cepaua ¢ KOHTpactupoBaHuem mnm KT IC 5 C
cepaua C  KOHTpPacTMpOBaHWMEM  MpU  HanmMuuu
MeANLMHCKUX nokasaHumn 7 npu OTCYTCTBUM
NpoTMBOMOKasaHWit. B cnyyae oTCyTCTBMS BO3MOXHOCTU
BbIMOSIHEHUS  3TUX  METOAOB  UCCNefoBaHus B
MEAMUMHCKOM yuypexAeHuve MauuMeHT HarnpasieH B
cneunannsnpoBaHHbIi  KapAWONOrMYEeCKUIn LIeHTp Ans
BbIMOSIHEHUSA AAHHbIX UCCNef0BaHNA.

[a/Het

3 BbinonHeHo XM3KI IB 1 B

[a/Het

4 BbINOMHEHbI aHanun3bI: IC 5 c
KJIMHUYECKNIA aHann3 KpoBM WM OOWKMIA aHann3 Mouu,
6MOXMMUYECKMA aHanNM3 KpoBM (BKJIOYAs XONECTEPWH,
Tpurnuuepuabl, kanuii, Hatpuii, ACT, AJTT, MOYEBMHY,
KpeaTuHWH, 6unnpybuH, rnokosy)

[a/Het

5 MpoeeneHa cTpatudunkaumsa pmcka y naumeHTos ¢ FKMIM IB 1 B
CO cpegHUM W Hu3kmMm puckom BCC, a Takxe vy
nayneHToB [ Oorkmmn, nepeHecwmnx CM3/PM>
(amepukaHckasa Moaenb).

OnpegeneHbl nokasaHua Kk UKO*** B 3aBUCMMOCTM OT
MeANLMNHCKNX nokasaHum " npu OTCYTCTBUU
MeANUNHCKUX MPOTUBOMNOKa3aHui

[a/Het

6 MpoBeneHa cTpaTuduKauma pucka y naumeHTos ¢ FKMM IB 1 B
M BblcOKMM puckoM BCC, a Takxke y nauMeHTOB C
OrKMMM, nepeHecwumnx CAA (eBponerickas Moaenb,
wkana HCM Risk-SCD). OnpegeneHbl nokasaHus K
MKO*** B 3aBUCMMOCTM OT MEAULIMHCKUX MOKA3aHUN U
npu OTCYTCTBMMN MeAMLIMHCKUX NPOTUBOMNOKa3aHuin

[a/Het

7 MNpoBeneHa Tepanua 6erta- agpeHob6nokaTopoMm, wu/wnu IC 1 C
6nokaTopamMu «MeasieHHbIX» KasbLUMEBbIX KaHanos, wu/
wim  AK®  uHrmMbutopamu, u/unu  6nokatopamm
peuenTopoB aHrnoteHsuHa II, u/wnn anypetukamm (B
pexume MOHOTepanuu unu B pexume
KOMOWHMPOBaAHHOM  Tepanun) B  3aBUCMMOCTU  OT
MeANLMHCKUX nokasaHui npu OTCYTCTBUM

n
MeANLMHCKUX MPOTMBOMNOKa3aHum

[a/Het

8 MpoBeaeHa cTpaTuduKaumsa MaTEpPUHCKOro pucka IC 5 C
6epemeHHON nauneHTkM ¢ KMI, ¢ ucnonb3oBaHWEM
MOANDULMPOBAHHOMN Knaccundukauumn BO3
MaTEpPUHCKOro pucka

[a/Het

9 MauneHT ¢ TKMIM HaxoauTca noa  AMCNaHCepHbIM IB
HabnoaeHneM B NOSIMKINHUKE

[a/Het
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IIpunoxeuue A2. MeTomonorus
pa3padoOTKM KJIMHUMIECKUX
peKoOMeHaaumn

BciengcTBue TOro, UTO WieHbl PoCCHUIICKOTO KapayuoJIOrMyeckoro oOIiiecTBa
BXOJST B cocTaB EBpomeiickoro obiecTBa KapAMoJOroB U TaKKe SIBJISIOTCSI €ro
yjeHaMM, Bce pekomeHpmaiuyu Eppomeiickoro obmiectBa KapauosnoroB (EOK)
dGopMMpyIOTCS € ydaCcTMeM POCCUICKMX DKCIepPTOB, KOTOpbIe SIBJSIIOTCS
COABTOpAMM €BPOINECKUX peKoMeHaauuit. TakuM obGpa3oMm, CYIIecTBYOIIe
pekomeHganuu EOK oTpaxkailoT o0iee MHeHMEe BeOyIIMX POCCUICKUX U
eBPOIIeNiCKMX KapAauosoros. B cBs3u ¢ stum dopmupoBaHme HalmoHaNIbHbBIX
peKoMeHJAlMii MPOBOAMIOCH Ha OCHOBe pekoMeHpauuii EOK, ¢ ydetom
HALIMOHAJAbHOM  crenuduKkM, OCOOeHHOCTeil  obOciemoBaHMsI, JIeUeHMS,
YUUTBIBAKOIIME [TOCTYIMHOCTb MEOMIIMHCKON nomomu. [Io 3TO mpuumHe B
TEKCTe HaACTOSIIIUX KJIMHUYECKUX peKoOMeHalIuiA, OOHOBPEMEHHO
MCIIONIb30BaHbl ABe IIKaJbl OLIEHKM [TOCTOBEPHOCTM I0Ka3aTe/lbCTB Te3MCOB
peKoMeHJalNii: YPOBHU OOCTOBepHOCTU AokasarenbcTB EOK c¢ VYP mu V.
Iobasnmenbpl  Kimacchl pexkomenpgauuii  EOK, 1osBosnsooiye  OLeHUTH
HeoOXOIMMOCTb BBITTOTHEHMS Te3uca pekomeHaaumii (Tabmuusr 1, 2, 3, 4).

IIpencraByieHHble PekomeHpamuy pa3paboTaHbl Ha OCHOBe Poccuiickmux
peKoMeHJaluii 10  OMAarHOCTMKe U JIeYEHMI0  TUIepTpoduuecKoii
kapaunomuonatuu 2016 roga, pekKOMeHAAlMii MO AMArHOCTUKE U JIeYEeHUIO
rurepTpoduIeckoil KapauoMmmornatuyu EBporeiickoro obiecTBa KapauoaoroB
2014 ropma, CO3JAHHBIX HAa OCHOBE MHOTOJIETHEIO OIIbITa ¥ OOJBIIOTO
KOJIMYeCTBa MCC/IeOOBaHMI 10 Pa3JIMYHBIM aCleKTaM AMarHOCTUKU U JieUeHUs
I'KMII. B PexkomMeHpauusix WM3JIOKe€Hbl OCHOBHBIE AacCIIeKTbhl IaTOTeHe3a,
KJIVMHUYECKOTO Te4YeHMus, MeTOAbl AMAarHOCTUKM WU IIPUHLMIIBI JIeUeHUS
natyeHToB ¢ [KMII ¢ yueTomM MHAMBUIYAIbHBIX 0COOEHHOCTEN MalMeHTa.

LleneBas ayauTOpUs JAHHBIX KIMHUYECKUX PEKOMEHIAIIMii:

1. Bpau-kapauonor

2. Bpau-TeparneBT

3. Bpau 006111eii mpakTUKU

4. Bpau cepaeuyHO-COCYAUCTBIN XUPYPT
5. Bpau QyHKIMOHAIBHOM AMarHOCTUKNA
6. Bpau jiyueBOi1 AMarHOCTUKA

Tao6auma 1.11Ikana o1leHKM YpOBHE! JOCTOBEPHOCTH JokasaTenabcTs (YII) ms
MEeTO/IOB IMAarHOCTUKU (AMarHOCTUYECKNX BMEIIaTeIbCTB)

yaa PacwudpoBka

1 Cucrematmyeckne o0630pbl UCCNELOBaHUIN C KOHTpPoNeM pedepeHCHbIM METOAOM UM CUCTEMaTUYECKUI
0630p paHAOMU3MPOBAHHbLIX KIIMHUYECKUX UCCeL0BaHUIK C MPUMEHEHNEM MeTa-aHanus3a




2 OTaenbHble UCCNeAoBaHUs C KOHTPosieM pedepeHCHbIM METOAOM WM OTAENbHbIE PaHAOMU3UPOBAHHbIE
K/IMHUYECKME WCCNeAoBaHUs M cucTematuyeckue 0630pbl McciefoBaHuii no6oro Av3aiiHa, 3a
WCKJTIOYEHWEM PaHAOMU3MPOBAHHbIX KIIMHUYECKUX UCCIIEA0BaHNIA, C MPUMEHEHMEM MeTa-aHanm3a

3 WccnepoBaHus 6e3 nocnefoBaTeNbHOrO KOHTPOAsi pedepeHCHbIM MeTOAOM WAW UCCNeAOoBaHusi C
pedepeHCHbIM  METOAOM, He  SIBASIOWWMCS  HEe3aBUCUMbIM  OT  WUCCeAyeMOoro MeToAa  Wiu
HepaHAOMU3MPOBaHHbIE CPAaBHUTESIbHbIE UCCNEN0BaHUS, B TOM YNC/€ KOrOPTHbIE UCCeA0BaHMUS

4 HecpaBHUTENbHbIE UCCIeA0BaHNUSA, ONMCaHNE KIIMHUYECKOro cnyyas

5 MmMeeTcs nuwb 060CHOBaHWE MexaHu3Ma AEUCTBUS UM MHEHne 3KCnepToB

Tao6muua 2.110kana oleHKM YpOBHEN TOCTOBEpHOCTU AoKaszatenbcTB (YII)nis
MEeTOIOB MPOMDUIAKTUKM, JIedeHUS U peadbunuTanum (mpo@uaakKTUIeCKuX,
J1e4eOHbIX, PeadMINTAIMIOHHBIX BMEIIATETbCTB)

yaa PacwudpoBka

1 Cuctematnyecknin 063op PKW ¢ npymMeHeHneM MeTa-aHanusa

2 OTpenbHble PKU 1 cuctemaTtnyeckme 0630pbl nccnenosaHmin nioboro avsarnHa, 3a ucknwodeHmem PKU, ¢
npuMMeHeHWeM MeTa-aHanmsa

3 HepaHaoMU3MpOBaHHbIE CpaBHUTENbHbIE NCCNEAOBAHUS, B T.4. KOFOPTHblE NCCnefoBaHus

4 HecpaBHWTENbHbIE MCCNEAO0BaHUS, ONMUCaHME KIIMHUYECKOrO Clly4Yas UM CEpUN Clyvyaes, UCCNeaoBaHUs
«CyYain-KoHTPOSIb»

5 NmeeTca nuwb 060CHOBaHME MexaHu3Ma AEeNCTBMS BMelaTenbCTBa (AOKIMHUYECKME UCCefoBaHus)
WM MHEHME 3KCNepPTOB

Taommma 3. lllkana olleHKM ypoOBHel ybemuTenbHOCTM pekomeHpainit (YVYP)
IJIT METOIOB NPOMMIAKTUKM, IOMATHOCTUKM, JIeUeHUs U peabuamTanumn
(MpoWIaKTUYECKNX, OUATHOCTUUYECKNX, JIEYeOHBbIX, peabMIUTAIMOHHbIX
BMeIlIaTe/IbCTB)

YYP PacwuundpoBka

A CunbHas pekoMeHaaums (Bce paccMaTtpmBaeMble Kputepum 3OEKTUBHOCTU (MCXOAbI) ABNAKOTCS
BaXXHbIMW, BCE WCCeAOBaHWS MMET BbICOKOE WAN YAOBNETBOPUTENIbHOE METOA0JI0rMYecKkoe
Ka4yecTBO, UX BbIBOAbI MO MHTEPECYIOLUM UCXOAAM SIBISILOTCA COrflacoBaHHbIMK)

B YcnosHaa pekoMmeHjaumsi (He Bce paccMaTpuBaeMble Kputepun 3DPEKTUBHOCTM (MCXOAbI)
ABNAAIOTCA BaXHbIMW, HE BCE WCCNEA0BAHMUA WUMEIOT BbICOKOE WM  YAOBAETBOPUTENbHOE
MeTOoAO0/IorMYecKoe KayecTBO W/MAN UX BbIBOAbI MO WHTEPECYOLWMM WCXOAAM He SBASIOTCA
COrnacoBaHHbIMMN)

C Cnabas  pekomeHgauusi (OTCYTCTBME  [OKa3aTeNbCTB  Haj/exallero KadectBa  (Bce
paccMaTpuBaemble  KpUTepuu  3bDEKTUBHOCTM  (UCXOAbl) SBASAIOTCA  HEBaXkHbIMW,  BCe
NCCNeaoBaHNs MMEKT HWU3KOEe METOAONOrMYECcKOe KauyecTBO M UX BbIBOAbI MO WHTEPECYHOLWMM
NCXO0AaM He ABJISKOTCS COrIacoBaHHbIMM)

HOpH,I[OK OOHOBJICHUSI KJIMHUYECKUX peKOMEHﬂauMﬁ.

MexaHu3M OOHOBJIEHUSI KIMHUUYECKMX pPEeKOMEeHOAlMii IpemycMaTpuUBaeT UX
CUCTEMATUUYECKYIO0 aKTyaJIM3aluIo0 — He peske ueM OIVH pa3 B TPU rofia, a TaKxKe
IIpU TIOSIBJIEHUM HOBBIX OAHHBIX C MO3ULUM [NOKA3aTEeJIbHON MeOUIMHbBI 10
BOMpPOCaM JMArHOCTUKM, JiedeHMs], TPOPMIaKTUKM U  peadbuauTanum
KOHKPETHBIX 3a001eBaHuii, HAJIMYMM OOOCHOBAHHbBIX TOMOJHEHUII/3aMeuaHmit
K paHee yTBepkaeHHbIM KP, HO He yale 1 pasa B 6 Mmecs1eB.



IIpminosxkeHnne A3. CBsI3aHHBIE JOKYMEHTHI

1. [Ipuka3z MuHuctepcTBa 3apaBooxpaHeHus Poccuiickoit @emepanuu ot 15
Hos16pst 2012 1. N2 918H «O6 yTBepxkaennu [Topsimka oka3aHMUSI MeIUIIMHCKOI
TIOMOIII OOJIBHBIM C CepIIeUHO-COCYAMCThIMMU 3a00/I€BAHUSIMI»

2. Cranmapt MeOULIMHCKOM IIOMOIIU 60/IbHBIM c 0OCTPYKTUBHOIA
rurepTpoduIecKkoil, Ipyroi  rureprpouyeckoir  KapaAuMoMMOIaTHE.
MUWHUWCTEPCTBO 3PABOOXPAHEHMS U COLIMAJIBHOTO PA3BUTUSA
POCCUIICKOM ®EIEPAIIUU ot 24 mas 2006 roga N2 380. O6 yTBepKaeHUn
CTaHAapTa  MeOUIIMHCKON  TOMOIIM  OOJBHBIM C  OOCTPYKTMBHOI
runeptpodunyveckoit, Opyroii runeprpoduueckoit KapauomuomnaTtueit. URL:
http://docs.cntd.ru/document/901984540

3. [Ipuka3 MwuHucTepcTBa 3apaBooxpaHeHmust Poccuitckoit ®demepanymu ot 15
uionst 2016 r. N2 520H «O6 yTBepKmeHMM KpUTEPMEB OIEHKM KadyecTBa
MeIUIIMHCKOM ITOMOII»

4. TIlpukas MuHuUcTepcTBa 3apaBooxpaHeHusi Poccuiickoit ®epepaniiy ot 15
mwong 2016 r. N2 520H «O6 yTBepXKIeHUM KPUTEpPUEB OIEHKM KauecTBa
MeIUILIVHCKOM ITOMOIL»

5. 4. Tlpuka3z MwuHucTepcTBa 3apaBooxpaHeHus Poccuiickoit ®emepauuu OT
28.02.2019 N2 103H «O6 yTBepXKIeHUM TIOpsAKa M CPOKOB paspaboTKu
KIMHUYECKUX  peKOMeHAaluii, UX IepecMOTpa, TUIIOBOW  (GOPMBI
KIMHUYECKUX peKoMeHJaluit u TpebOBaHUII K MX CTPYKType, COCTaBy MU
HAay4YyHO) OOOCHOBAaHHOCTM BKJIIOUAaeMO/i B KIMHUYECKME peKOMeHAALu
nHopmanum» (3apeructpuponas 08.05.2019 N2 54588)

Ta6muma 1/A3. IIpaBmwia ¥ OCOOEHHOCTM Ha3HaueHMs1 Oera-
aapeHoO/okaTopos mpu 'KMIIT

BeTa-agpeHobnokaTopbl ocTatoTca Hanbonee scbdEKTUBHON rPynnoi NeKkapCTBEHHbIX CPeACTB, MPUMEHSEMbIX B
neyeHun F’KMrI.

B cBsi3n c 60onblueil KOMMIAEHTHOCTbIO Y MauWEHTOB PEKOMEHAYeTCs OTAaBaTb MpeArnoyYTeHUEe CeNeKTUBHbIM
6eTta-agpeHobiokaTopaM NpoOIOHIMPOBAHHOIO AENCTBUS, B YaCTHOCTU, Buconponony**, metonponony**.

[o3y 6eTa-agpeHobnokaTopa pekoMeHAyeTCsl TUTpoBaTh A0 A0oCTMxeHus YCC 55-65 B MMHYTY noa KOHTponeM
Al v CMMNTOMOB.

CnepyeTr MNOMHUTb O JAPYrMX W3BECTHbIX Mo6O4YHbIX 3ddekTax 6eTa-aapeH0610KaTOPOB: HapylueHue
NPOBOAMMOCTM BMJIOTb A0 MoSHOW AB-6nokaabl, 6poHxocnasM, BasOKOHCTPUKLUNS nepudepruyeckmx CoCcynos,
HapyLleHWe ToNepaHTHOCTU K F0KO3e, IpeKTubHas ANCHYHKLUNS U APYTUX.

Bbicokne pfo3bl 06bl4HO XOopowo nepeHocsaTcs. MobouHble addekTbl (Kanobbl B OCHOBHOM Ha YCTanocTb)
OO/MKHbI  ObITb  TWATENbHO UCCNefOBaHbl, 4TOObl OUEHUTb OMNTUMAaNbHYK WHAMBUAYANbHYIO [03y ANs
KOHKPETHOro nauuneHTa.

Tao6mmma 2/A3. [IpaBwia M 0COGEHHOCTM HasHAYEHMs BepamamMmia™® mpu
I'KMII

Ha3HaueHne Bepanamuna** pekoMeHAyeTCsl HauuHaTb B YC/IOBUSAX CTauMoHapa C Manbix o3 — 20-40 mr 3
pa3sa B AeHb C NOCTeneHHbIM UX MOBbIWEHWEM MPU XOpOoLlen NeEPEeHOCUMOCTU A0 CHUXEHUS YacTOTbl cepAeyHbIX
coKpalleHui B rnokoe Ao 55-65 B MUHYTY

Bepanamun** obecneumBaer cuMmnToMatMyeckmin addekt y 65-80% naumeHToB, BKAOYAs Caydau
pedpaKkTepHOCTH K fieyeHunto b6eTa-agpeHobnokaTopamu.

Monb3a Bepanamuna** orpaHnyeHa ero CoCyaopaclmpsiownMmn g dektamm, KOTopble Y OTAENbHbIX NauMeHTOB
MOryT NnepeBelunBaTb ero OTpULaTeNbHbIN MHOTPOMHbIN 3 deEKT.




Bepanamun** npepnoytuteneH AN MOMOAbIX NMAUMEHTOB C Nerkon u ymepeHHon obctpykunen (4 B BTIIXK B
nokoe <50 MM pT. CT.)

MauuneHTam ctapwe 65 net HE06X0AMMO Ha3HAYEeHME HU3KMX A03 U TUTpauus npenapaTta noa KoHTponem I B
BTJ1K, YCC (3KI) U KAMHUYECKUX CUMMTOMOB.

Taomuma 3/A3. HauajibHble M IiejieBble A03bI HPU MeIUKAaMEeHTO3HOM
Tepanuy 'KMII

MpenapaTt HavanbHas posa LleneBas nosa

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

- MeTonponon** 25-50 Mr/cyTku 100-200 Mr/cyTkn
- aTeHonon** 25-50 Mr/cyTku 150-200 Mr/cyTkun
- buconponon** 1,25-2,5 Mr/cyTkun 10 Mr/cyTkun

- coTanon** 80 Mr/cyTku 160-240 Mr/cyTku
- Bepanamun** 60-120 Mr/cyTku 240-480 Mr/cyTku
- BepanaMnn** (NposIOHrMPOBaHHOIO AENCTBUSA) 120 Mr/cyTku 240-480 Mr/cyTku
- AMNTUAa3eM 60-120 Mr/cyTku 180-360 Mr/cyTkun

Taonmuua 4/A3. PekoMeHAyeMble PeXMMblI aHTUKOAryJIsIHTHOWM Tepanumu
npu 'KMII y 6epemeHHbIX ¢ @Il 1 omacHOCTH, CBSI3aHHbIE C Tepamnueit
BapdapmHom**

Pe>knmbl aHTMKoaryﬂﬂHTHOﬁ Tepanuu

Pexum 1 MocTosiHHas Tepanua BapdapuHOM** 3a uckioyeHnem cpoka 6-12 Hepdenb (OTMeHa
AO/MKHA HauMHaTbCA € Havyana 5 Heaenun C yvyeToM nepuvoga MnoJlyBblBEAEHWUS) C
nepexoAoM Ha 3TOT CPOK Ha renapuH HaTpus ** (HM3KOMONEKynsipHbIN) (MUHUMaNbHbLIN
puck TpoMb03a 1 BO3MOXHbIA pUCK amMbpunonaTunm)

Pexxum 2 MNepexon Ha napeHTepasibHble MpsAMble aHTUKOArynsHTbl (renapwH HaTpus**) Ha Becb
cpok 6epeMeHHOCTU (MUHUMaNbHbIA PUCK 3MBpPMONATUM, HO MOBbILEHHbIA MO CPaBHEHWUIO
C Tepanuen BapdapnHOM** puck TpoM6030B)

OnacHOCTH, CBA3aHHble C NpMMeHeHueM BapdapuHa

Mepuog nonysbiBeaeHus BapdapuHa** npesbiwaetr 60 YacoB, 4TO HEO6XOAMMO YyYMTbIBaTb NMPU onpeaeneHnn
CpPOKOB OTMeHbI Nnpenapara.

HekoTopble aBTOpbl OTMEYatT A0303aBUCUMbIN 3MBpuoTokcMyeckmin addekT BapdapmHa** — nosa meHee 5 mr
peako MNpuMBOAMT K BO3HUMKHOBEHWMIO 3Mb6bpuonatum. OQHakKo Ha MnpakTuke [o3a BapdapuHa onpenenseTcs
BennMyYnHo MHO 1 He MoXxeT 6bITb MPOU3BOSIBHO YMEHbLLEHA WU YBeNnuYyeHa.

Hanbonee KpuTuyeckMM nNepuoaoM AencTBus BapdapuHa** asnsdetca cpok 6-12 Hepenb — MaKcuManbHas
BEPOATHOCTb 3MBpHOTOKCHMYECKOro addekTa.

Bbi3biBas runokoarynsuuio y nnopa, BapdapuH** MOXeT NpuMBOAUTbL K HapyweHusMm ¢opmumposaHus LHC,
BbI3blBasi BHyTpMYepenHble KPOBOU3NNAHUS

YrHetas cuHTE3 BUTaMWMH-K 3aBUCUMbIX (HaKTOpoB, BapdapuH** CylecTBEHHO BAUSIET Ha Mpouecc
dopMMpoBaHUA U pocTa KoCTel nnoaa.

Pe3ynbTaToM 3M6PUOTOKCUUYHOCTY BapdapuHa** aBASOTCS rMMonaasus HOCOBbIX KOCTeN, aTpodusa 3pUTeNbLHOMo
HepBa, 3ajepXKa YMCTBEHHOrO pasBWTUS, a TakKxe 3ameplunme 6epeMeHHOCTW, CMOHTaHHble abopTbl U
MEpPTBOPOXAEHUS.

Taonuua 5/A3. KnnHuueckue UcciegoBaHNUs M UCIIOIb3yeMble IperapaTsbl
Ha poruneprpoduueckoii cragum 'KMII (agantupoBano u3: Philipson DJ et
al. [39])

MNMpenapar MNMoTteHuManbHbIi apdekt KnuHuueckne nccneposaHus

OvnTtnasem YMeHblleHne runeptpodpum  KapaMoMMOLUTOB Y [oknnHnyeckne nccnenoBaHms
HocuTenenn MYBPC3 myTauum

MYK-461 MpenoTepalleHme pa3BuTus runeptpodun ®asza II paHAOMU3NPOBAHHOIO
n ¢ubposa KOHTPOJINPYEMOr0 UCCNef0oBaHUA
PIONEER-HCM

Auetun- MN3MeHeHWe 4YyBCTBUTENbHOCTU K KanbLWIO, perpecc ®asza [ paHAOMW3MPOBAHHOIO

UnCTEenH** rmneptpoduu, dunbposa, ynydweHue KOHTPO/IMPYEMOr0 UCCNefoBaHUs
AMaCTONNYeCcKon AnceyHKLUUK. HALT

AHTaAroHucTbI CHMXaT Npoaykumio  Tpodudecknx dakTopos PKUN «INHERIT»

aHrmoteHsuHa II PEHUH-AGHIMOTEH3NH-a/IbJOCTEPOHOBOIO MyTH ®aza II PKN «VANISH»




IIpunokeHue b. AaropurMsl BeeHUS
manMeHTa

IIpunoxenue b1l. AAropuTm TakKTUKU BeLeHUS
acMMIITOMHBIX nnauueHToB ¢ 'KMII

AcvmnToMHasn AcMmnTOMHaRA
aoruneprpodpm- runepTpoduyeckas cragua
YyecKas cTagmA KM
Het oBcTpyrymu + obBcTpyKuMA MKO***
BTNH BTNH No NOKA3aHHWAM
(cm. paspen
l anpodrnaKTiea
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IIpunokenne B2. YIIpoIeHHbIN aJITOPUTM JUATHOCTUKU U
MOAX0JO0B K JIEYEHUIO MAIMEeHTOB C OOCTPYKIMEN HA YPOBHE
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IIpunokenue B3. Anropurm papmakoTrepanmum
oocTpykTuBHOM I'KMII



tbapmaKkoTepanua obcTpyKTMBHOM TKMIM
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IIpunokenue b4. AaropuTM BpaueOHOV TaKTUKU JIeUEeHUS
XCH npu I'KMII

XCH 11-IV @K (NYHA)
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IIpunoxkenue B5. AnropurM rnpegonepanMoHHOM
OIMArHOCTMKYU IJISI BbIOOPA TOMOTHUTEIbHBIX BMEIIaTeIbCTB
Ha MK npu CM3/PMD (aganTupoBaHo us [398])



KM, pedpakrepHas K papmaKoTepanmm
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PacwMpeHHaA MHOIKTOMHA
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IIpunokenme B6. AIropuTM BbIOOpPa METOIAa PEAYKIINNA
MIKII
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IIpunokeHue b7. AIropuTm nepBUYHON ¥ BTOPUYHOMI
npodmiakTuku BCC y nmanmeHToB ¢ 'KMII
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IIpunokenue B8. AropuTM AMarHoCTUKU ¥ BpadyeOHOI
TAKTUKU [P CMHKOIMIAJIbHbBIX COCTOSTHUSIX

(npe)cuHkonanbHbie cocTtoaHuua npu FTKMI

| War 1 | | MoapobHmik anamues + apyrue daeTops pucka BCC |

bonee sepoATHO -
FEMOAHHAMHYECHHE NPHYHHBI

bonee sepoATHO — |
APHTMHYECKHE NPHYHHBI |

AKM-moHWTOpHUpOBaHWE
(24,/48 XM3IHI HApYMHBIA NETAEBOM DETMCTPETOD; PETMCTPATOR COBRITHM;
HMMAGHTHPYEMEIH NETNEB0M pErMCTpaTop®**)
L]

| | HeT susHeyrposarowmx HHP
napoxE-
HYHT P BBl cT. | | —
W cram DI, - T & BT R ——
yer CBT Q) || emennagen |
- JOLUK e
| + (KOG san/a?) | - 06 sacoaiens
- Mmigan
I Bazo-sarankbHeIA
I obmMmopok
no I - Hoppeku4a fapmakoTepanyy
ANTOpUTMY I - CM3/CAA NpH NOSTOPHL OOMOpOHEL
War 3 MEO*** | | nesenna®n || IHCF* I npM Harpyaxe W [ 2 50 mm pr.cT.

IIpunoxenue B9. AnroputMm BpaueOHOV TaKTUKU B
3aBucuMocTu oT ctaauu I'KMII u BapuaHTa KIMHNUECKOro
TeYeHUs



AcumnToMHaEnA T Bubicokmii HHﬂl
AOrMnepTpodUUYeckan e T —> puck BCC >
CcTagna
* [exterogno)
| Hatmogenwe ‘ A A A "l: CrabMneHoe
Nob6poRAYECTBEHHOE TEUEHHE
>
I } Ha foHe dapmaroTepanmm
runepTpoduueckan
CTaAHA T
KCH -V cT.
@B = 50% Leais
Fon € CumnTomMHaA L by | + obcrpyrunn = o6cTpyraun BT
runeprpodUuecKan BT Pegyrumua NN
¢ cTagus * [CM3/PM3I, CAA)
Mo anropuTiy * KCH NIV c1.; ®Bas < 50%
neveHua ¢ + CHHZpOM CTEMO- . HE‘I’DﬁJIEI."I'HF{I‘\I'I{I.‘FI,HH BTN
e AMAaTalLMA WM pECTPHELKA

MILEMMA MHOKApIA |
Mo anropuTmy pA |-)‘| Tepanwa XCH |

BBIABAEHHAA
LMATHOCTHRM 1 [f— HHCTRYMEHTANBHBIMMA | PECHHXPOHWIMPYIOLWLEA TEPANMA |

neyedwna MBC
METOAEMM _)..| TpaHCcnAaHTaUMA cepaLa |

IIpunoxkenue b10. Iloxkazanus K pegykuuu MXKII (CMD/
PMD3/CAA)

Kputepun Moka3zaHus

KnuHunyeckune XCH III-IV dyHKumoHanbHoro knacca NYHA ¢ ®BJ/1X = 50 % wu/vnu Hanuume Apyrux
TSHKenblx  cmMmnTomMoB  (06MOpOKKM,  MNpeaobMOpPOYHbIE  COCTOSIHWUS,  CUHAPOM
CTEHOKapAWKn), CYLLEeCTBEHHO OrpaHM4YMBaKOLWIMX MOBCEAHEBHYI  aKTUBHOCTD,
HEeCMOTpS Ha ONTUMaJsIbHY MeAVKAMEHTO3HYIO Tepanuio.

FemoanHammyeckme O6c¢cTpykTnBHas dopma N'KMM (B nokoe nnu nHayumpyemas) ¢ ' s BT/IK = 50 mMm
pT.CT., KOTOpas accouumpoBaHa c runepTpoduen MXKI n nepegHe-CUCTONNYECKUM
OBWXEHVWEM CTBOPKW MWUTPasbHOrO KjanaHa, APyrMMu aHomanusmu annapata MK
(xopabl, MM) n, pecdpakTepHas K NPOBOAUMONM Tepanuu B MNOJHOM obbeMe.

AHaTOMUYEecKune TonwwuHa MXIM, poctatoyHas ana 6e3onacHoro M 3MGOEKTUBHOMO BbIMOSHEHUS
ornepauMn uau npoueaypbl (MO MHEHWIO omepaTopa), COCTosiHMe annapata MK u
MoAKManaHHbIX CTPYKTYP, COYETAHHbIE @aHOMAJIMN KOPOHAPHbIX apTepuii.

IIpunoxenue b11. CpaBHenune CM3/PMD u CAA

(amanrTupoBaHo u3: Batzner A  (https:/www.ncbi.nlm.nih.gov/pubmed,/?
term=Batzner%20A%5BAuthor%5D &cauthor=true &cauthor uid=30855006), Schifers

HJ (https://www.ncbi.nlm.nih.gov/pubmed/?
term=Sch%C3%A4fers%20H]%5BAuthor%5D &cauthor=true &cauthor _uid=30855006), Borisov
KV (https://www.ncbi.nlm.nih.gov/pubmed/?
term=Borisov%20KV%5BAuthor%5D &cauthor=true &cauthor uid=30855006), Seggewifd

H (https://www.ncbi.nlm.nih.gov/pubmed/?
term=Seggewi%C3%9F%20H%5BAuthor%5D &cauthor=true &cauthor uid=30855006).
Hypertrophic Obstructive Cardiomyopathy. Dtsch Arztebl Int.
(https://www.ncbi.nlm.nih.gov/pubmed,/30855006) 2019 [393])

Kputepun CM3/PM3 CAA

Nokanusaums Cyb6aopTanbHas, cpegHexenyaoykosas, Cyb6aopTanbHas
rmnepTpopmMpoBaHHOr0 oTaena anukanbHas CpegHexenynoukoBas (B
M oTAenbHbIX LleHTpax)

CreneHb runepTpodumn or >20 MM no 3KCTpeManbHoWn MnepTtpodusa MXKIM <30 mm
rmuneptpodua MXIM >30 MM



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

MexaHn3M nosblweHua T wu He accouuunposaHHoe c NCA MK AccoummnpoBaHHoe c¢ [C[J
MK

HegocTaTovyHoCTb MK 1 accouumpoBaHHoe ¢ NCa MK

KomopbuaHas nartosnorus, MogknanaHHas MembpaHa, aopTasbHbiA MBC, oAHOCOCYAMCTOE
Tpebyiowwas XUPYpPruyeckoro cTeHo3, MBC, MHOCOCYANCTOE NMopaxxeHne nopaxeHue
BMeLlaTenbCTBa

BospacT nauneHToB MoapocTkM 1 MonoAble B3pOC/ible B3pocnble

CnoXHOCTb Npoueaypbl Haunbonee 4yacTo BCTpeyvawLlumecs MeHee arpeccuBHas

ocnoxHeHns CMD: pedekt MXI, AB-
6nokaga n octatoyHas obcTpykums BTIIXK

MocTnpoueaypHbIi pucK 2-10 % 10-20%

3aBUCMMOCTH oT o 50% c ncxoaHon BIHMAM o 50% ¢ wucxoaHom

KapAnocTuMynsaTopa BAHMT

KnuHunyeckas npakTuka Bonee 50 net Bonee 20 net

[ocTynHocTb HepoctatouHasi, Hebonblioe konuyecTso | [locTtaTouvHas, HO
LLeHTPOB C OMbITOM Hebonblioe KO/IN4eCTBO

LLEHTPOB C OMNbITOM

CornocTtaBuMble 10Ka3aTesn BbIXXUMBAEMOCTU U KJIIMHUKO-reMognHamm4yeckoe ysydweHne rocie CAA n CM3/PM3
6b1IM 110/1yYEHbI B HEPAHAOMU3NPOBAHHbLIX 06CEPBALIMOHHbIX NCCIEA0BAHMUSIX.

IIpunokeaue b12. BpaueOHass TAKTHUKA BeOeHUs
0epeMeHHOCTH U poaopaspenieHNs: B 3aBUCMMOCTHU OT
crerienu ooctpykuum BTJDK (mmo [428])

CtreneHb 06cTpykumn BTJIXK BpauebHas TakTuka

Heob6cTtpykTueHas F’KMM wnnn MponoHrnposaHne 6epeMeHHOCTM MOXET O6biTb paspeleHo npu
Hebonbwas cTeneHb O6CTpyKUUKM YCNOBUM MOCTOSIHHOro HabnioaeHna kapauosnorom (He pexe 1 pasa B
BTJ1XX (4 <30 MM pT.CT.) MecsL,)

FocnuTanus3auma OCYLUEeCTBASETCA B CPOKMW, PeKOMeHAOBaHHble AN
BCEX MaLMEeHTOK C CepaeyvyHO-COoCYAUCTbIMM 3aboneBaHnaMu, npu
HeobxoaMMoCTM — Yalle.

Poabl uepes ecTtecTBeHHble poAOBbIE MYTH.

CpeaHsisi cteneHb o6CcTpykumm BTJIK Bonpoc 0 BblHawuWBaHUW 6epeMeHHOCTM pellaeTcss WHAMBUAYANbHO:
(rg 30-50 mm pr.cT.) HeobxoAMMO MOCTOsiHHOe HabnoaeHwe kapauonora (TepanesTa) WM
aKyllepa-rmHekosnora.

Cpokn rocnutanmnsauumn Te xe; Takxe B JI1060M CPOK NMpu yXyALeHuu
COCTOSIHMSA 1 Pa3BUTUN OCIIOXKHEHWN.

Poabl NpoBoAsAT yepe3 ecTeCTBEHHble POAOBblE MYTU C UCKIOYEHUEM

noTyr.
Taxenas creneHb o6cTpykummn BTIIK BbiHawmBaHne 6epemMeHHOCTHN " poabl KaTeropnyeckun
(r4 =50 mm pr.cT.) NpoTUBOMNOKAa3aHbl.

Mpu oTKase >XEeHLIMHbl OT MpepbiBaHUs 6epeMeHHOCTM MoKasaHa
rocnuTanusaums MpakTMYeCcKW Ha BeCb CpPOK 6epeMeHHOCTH.
PofopaspelueHne NpoBoasAT NMyTEM OMepaLmmn Kecapesa CeYeHus.
Mcnonb3oBaHWe 3MuAypanbHOM aHeCTe3WM C OCTOPOXHOCTbIO W3-3a
OMacHOCTU apTepuanbHOi rMnoTeH3NN.

IIpunoxkenue B13. YupexxaeHue IJjis1 BedeHUsI 0epeMeHHBbIX C
T'KMII

BO3 II BO3 III
(6eccMMnTOMHbBbIE uwnn (cuMmnToMHbIEe NnauneHTkn ¢ FKMI)
MasIoOCMMNTOMHbIE MALUEHTKN)

BepeHve 6epeMeHHbIX PernoHanbHbIN nepuHaTanbHbIN DKCMEepPTHbIN LIEHTp.

LeHTp MepuHaTanbHbIN LEHTPp 3 YPOBHS
YactoTa 0cMOTpOB 1 pa3 B 2 mecsiLa Kaxablin Mecau unum 2 pasa B MecsL
YupexaeHue ansa PervoHanbHbIM nepuHaTasnbHbIN OKCNepTHbIN LEeHTp.

poaopaspelueHns LEeHTp MepuvHaTanbHbIN LEeHTp 3 YpOBHS




IIpunoskenne B. Undopmanusa ajis
MManeHTOB

OO01Me peKOMeHAALMY IO 00pa3y KM3HHU (ZaNnTUPOBAaHO u3 [4])

O6nacTtb

PekomeHaauunm

Harpy3ku

MNaumeHTamM cnegyet w3beraTb COpPEBHOBATENbHOrO CrnopTta, HO MO BO3MOXHOCTU
noaaepxunBatb 06blYHbIN 06pa3 XWM3HU. B OTCYTCTBMM CMMNTOMOB U (pakTopoB pucka BCC
naumneHTtol ¢ TKMI MoryT y4yacTtBoBaTb B (U3MYECKON aKTUMBHOCTM OT Hebonblon Ao
cpefHel CcTerneHn UHTEHCUBHOCTU, B COOTBETCTBMM C peKOMeHAaUMsIMU Kapaunosora.

OwneTa

MaumeHTaM cneayeT CTapaTbCs NOAAEPXKMBATb HOPMasbHbIV BeC Tena.

Mpuem 6onbWOro ob6bemMa NULLM MOXET Bbi3BaTb 601M B rpyAHO K/ETKE, OCOBEHHO Yy
nauneHToB c ob6cTpykunen BTIIK.

LlenecoobpasHo 4yacTtoe gpobHoe nuTaHue.

3anopbl — YacTbii N060YHBIN 3 deKkT BepanaMmuna**, AoMKHbI KOHTPOMPOBATLCS ANETOM
n/vnn cnabuTtenbHbIMU CpeaCcTBaMU.

Mpodeccus

BonblwmHcTBO NaumeHToB ¢ FKMI MoryT npofomkaTe 06blYHYO TPYAOBYHO AEATENbHOCTb.
YpoBeHb (PUINYECKUX YCUINIA Ha paboTe [O/HKEH COOTBETCTBOBATb KIMHUYECKOMY CTaTycy
nawumeHTa.

[na HekoTOopbIX BWAOB AeATENbHOCTWM (MWIOTUMPOBAaHWE, BOeHHas cnyxba) cylecTsytoT
CTpOrne orpaHuU4yeHuns npu npueme Ha paborty.

KypeHue

HeT paHHbIX 0 cBA3M TabakokypeHunsa n TKMIM, HO naumeHTam HeobxoAMMO NMpeaoCcTaBuUTb
MHbOpPMaLMIO O pUCKax ANs 340POBbsi, CBA3AHHbIX C KYpPEeHUEM.

CekcyanbHas
aKTUBHOCTb

Y nauneHToB A0MXHaA OblTb BO3MOXHOCTb 06CYAUTb WHTEpecylolwmne WX BOMpPOCHI
CeKCyaslbHOM aKTMBHOCTW. [MauMeHTbl Nocne yCTaHOBAEHUS AMarHo3a 4acTo MCMbITbIBAKOT
6eCcnoKonCTBO, AeMNpeccuto U cTpax nepeaaTb 3aboneBaHne NOTOMCTBY.

MauneHTam cneayeT 3HaTb O BAUSHUU MPUHMMAEMbIX NeKapCTBEHHbIX NpenapaTtoB Ha UX
CeKCyasibHYI0 aKTUBHOCTb.

MNauneHTaM cnepyeT usberaTb npuema UHrMbUTOpPOB docdoamacTepasbl, 0CobeHHO npu
Hanuumm obcTpykumnn BTIIK.

BoxaeHune
aBToOMO6MNS

BONbWMHCTBO NauneHToB MOryT nosyyaTb BOAUTENbCKME MpaBa WU NpoAo/XKaTb BOAUTb
MalWunHy, eCcnn y HUX HET MHBannMaAn3npyrwmnx CMMNTOMOB.

BakuwnHaums

Mpn OTCYTCTBMWM NPOTUBOMOKA3aHMI peKOMeHA0BaHa eXerofHas BakuMHaums ot rpunna.

JlekapcTBeHHble

MauneHTam crnegyetr 3HaTb O MPUHWMAEMbIX WMW JIEKApCTBEHHbIX Mpenapartax, WuX

npenapartbl noboyHbIX 3dekTax N MexneKapCTBEHHOM B3avMoAencTBuM. 0 BO3MOXHOCTM cnepyeT
n3beratb npuema nepudepmnyeckmx Ba3oannaTaTopos, 0CO6eHHO npu o6cTpykumm BTITXK.

CrpaxoBaHue OvarHo3 FKMIM MOXeT NpMBECTU K 3aTPYAHEHUSIM NPU CTPaXOBaHUN XU3HMU.

XKU3HU

ABuanepeneThbl BONbWMHCTBO 6€CCUMMATOMHbIX MALMEHTOB MW C HE3HAUYUTENbHOW CMMMTOMAaTUKOW MOryT

6e3onacHoO cosepLuaTh aBManepeneTsbl.




IIpuno>xeuue I'.

IIpunoskenue I'l. I[IpMHIMITBI ¥ OCOOEHHOCTU AUATHOCTUKU
Y OLI€HKMU cepaedyHo-cocyamucToro pucka npu 'KMII

Taomuma I11/T1. HM3meHeHMsT J1aGOpPaTOPHBIX TECTOB, IIO03BOJIAIOIINE
3anozo3puTh HekoTopsble ¢peHokonmu 'KMII (amanTupoBaHo us [4])

Tect 3a6oneBaHunsa (dpeHokonmuu rKMIM)

FeMorno6uH Mpu aHeMnn ycmunmeatoTca 60K B rpyaHON KNeTKe U oAbllKa, U ee crneayeT
WCKNI0YaTb NPy U3MEHEHUN CUMMTOMATUKK

AHeMus1, Bbi3blBasi TaxuMkKapaumio, MoxeT criocobcTBoBaTh yBenuuyexHuio [ B
BTJIXK.

CHUXEHNEe KUCNOPOA-TPAHCMOPTHOM (PYHKLUUM KPOBU MOXET aBAsSeTCA
AOMNOSIHUTENbHBbIM (DaKTOPOM ULLIEMUN MUOKApAa.

DYHKUNA novek Y naumMeHTOB C TSXenowm nesoxenynovkoso XCH MoxeT 6biTb HapylieHa
QyHKUMA Moyek.

CHmxeHne CK® wn npoTeMHypusi MOryT HabniogatbCcsa npu amMuaonaose,
6onesHn AHgepcoHa-®abpu n MUTOXOHAPUANbHbIX 6one3HaX

MHYI n N-TepMUHanbHbIN Npo- OunarHoctnka XCH Ha paHHen ctagun. MoHuTopuHr Taxectn XCH mn oTtBeTa

MHYI (Nt-proBNP) Ha Tepanuio npu deHokonusax TKMM TKMM (Hanp. KapAWanbHOM
amunounaose).

CepaeyHblli TPOMOHMH MosblwweH:

- y naumeHToB ¢ NKMM, ocobeHHO Npu nporpeccupoBaHnn cumntomos 'KMI,
- npw passutum UM 2 unm 1 Tuna
- Npw HekoTopbix deHokonusax FKMIM (Hanp., kKapAnanbHOM aMMIoNA03e)

OnpegeneHne  KOHUeEHTpauuu Mpu nogo3peHnn Ha AL-amnnomnaos cepaua
CBO6OAHbIX  Jlerkux  uenewn
MMMYyHOrnobynuMHoB (kanna u
naméaa) B KPOBU U Moue

MiccnepoBaHme KOCTHOMO MO3ra Mpu1 NOAO3PEHMN Ha aMUIOMA03 cepaua

TpaHcaMMHasbl neYyeHu leyeHoYHble TeCTbl MOryT ObiTb W3MEHEHHbIMWU MpPU MUTOXOHAPMUASbHbLIX
6onesHsx, 6onesHn JaHoHa

KpeatnHdocdhokmnHasa KpeatnHdocdhokmHasza nnasmbl Bo3pacTtaeT npu 6onesHn [aHoHa u
MUTOXOHAPUANbHbIX 60NE3HAX, AeCMUHONATUSAX

AKTUBHOCTb anbga- Y MyX4uH c 6onesHbto AHaepcoHa-®abpu Huskas (<10% OT HOpMasbHOro
ranaktosugassl A B nnasme/ YPOBHS) UK HeonpeaensemMas akTUBHOCTb anbda ranaktosmaasbl A.
nenkoumtax (y MyxumH >30 Y XeHwuH c 6onesHblo AHgepcoHa-®abpu ypoBeHb depmeHTa B niasme u
ner) nenkouMTax 4acto B npedenax HOPMbl, MO3TOMY, MpPU  KJINHUYECKOM
noao3peHnn TpebyeTca reHeTMYeckoe TeCTUpOBaHMe.

[nioKko3a HaToLwak Mo>eT 6bITb MOBbILIEHA NpU HEKOTOPbIX MUTOXOHAPWAbHbIX 6onesHsax

OueHka beHKLJ,I/II/I LWMTOBUAHOM [onxHa 6bITb onpegeneHa B MOMEHT MNOCTaHOBKM AnarHosa n

xenesbl MOHUTOpPUpPOBaTbCSA Kaxable 6 MecsueB y nauveHToB ¢ MKMIM, nonyyarowmx
ammoaapon**
JNakTaT nnasmbl YBenu4eH y HEKOTOPbIX NauueHTOB NP MUTOXOHAPUANbHbIX 60ne3HsX

Ta6muna I12/T'1. dnekTpokapauorpadmyeckue aHOMAJINUM, ITO3BOJISIONIVE
MPEeaIoJIOKUTh KOHKpeTHbII amarHo3 ¢enHokonmmu TI'KMIT wan
mopdonornueckuii Bapuant I'KMII (mo Rapezzi C et al., 2013 [164])

Oco6eHHOCTH KommeHTapuii
KopoTkuin PR-nuHTepsan / PaHHee BO36yXxaeHWe XKenyaoukoB — 4YacTbil  ¢deHoMeH 6onesHen
paHHee BO36yxaeHue HakonneHua (6onesHn Momne, PRKAG2 wn [daHoHa) U MUTOXOHAPUANbHbIX

6onesHen (MELAS, MERFF).
KopoTkuit PR-nHTepBan 6e3 paHHero Bo36yxaeHWs XenyaouKoB BCTpeyaeTcs
npu 6onesHn AHgepcoHa-®abpu.

AB-6nokaga Mporpeccupytoliee 3amMefsieHMe aTPUOBEHTPUKYNAPHOrO MpoBeAeHUA 4acTo
BCTPEYaeTcs Npu MUTOXOHAPUanbHbIX 3aboneBaHMaX, HEKOTOpbIX 6one3Hax
HakonneHunsi  (Bknwo4yas  6onesHb  AHgepcoHa-®Pabpu), amunougose,
AecMUHOoNaTUAX, a TakXe Y NauMeHToB C MyTaumsamu B reHe PRKAG2.




BbipaxxeHHas [JIK

CokonoBa >50)

(MHpekc

YpesBbiyaliHo 6onbwoit BonbTax QRS TunuuyeH ans 6onesHel lMomne un
[aHoHa, HO MoXeT 6biTb pe3ysbTaTOM TONbKO PpaHHero BoO36YyXAeHUs
XKeny04YKOB.

Huskuii BonbTax QRS (mnm
HOpPMasbHbIN BOMbTaX
HECMOTPS  Ha  YyBEnuMYeHwue
TOJILWMHBI CTEHKN JTXK)

Huskuit BonbTax QRS B OTCYTCTBME NepuMKapAnanbHOro BbiNoTa, 0OXXUPEHUS U
6onesHn nerkmx peako Habnwaaetrca npu NKMIM (3a ucknwyeHneMm cnyyaes
CTaAuun AeKOMMeHCaumn), HO XapaKTepeH Ans naumMeHToB ¢ AL-ammnonaosom
M pexe — Npu TPaHCTUPETUHOBOM aMUIONA03e.

OnddepeHumnanbHbli  gnarHos Mexay [KMIM u  kapavanbHon dopMoin
amMuonaosa BKJIOYAET aHanm3 COOTHOLLEHUsI BonbTax/Macca JIXK:
aHOMasibHoe COOTHOWeHWe (HU3KWIA BOMbTaX MpW TONWMHE CcTeHkn JIK
>12MM) XapakTepHO ANs KapAuanbHOro amunougosa (YyBCTBUMTENbHOCTb
75%, cneumdunyHocTb 67%).

BeKTop QRS ot -90°

Habntopaercs y nNauvMeHToB C CMHAPOMOM HyHaH, MMEWMX BblpaXeHHYIo

no -15 6aszanbHyo rmnepTpoduto, pacnpoCTPaHsIIOLLYIOCS Ha BbIXOAHOW TpakT MX.
FnuraHTckui HeraTuBHbIN rmraHTckui HeraTUBHbIN 3ybey T B npekopAananbHbIX n/mnm
3ybeu T (>10 mMm) nepeaHenaTepanbHbIX  OTBEAEHUAX  CBUMAETENbCTBYET O  BOBJIEYEHUM

Bepxywkn JIK.

MaTonormnyeckumi
(>40 MC
rny6uHbl
R-BO/HbI

3ybeuy  Q
n/mnun >25%

n/van rnybuHa >3

AHOManbHO rny6okui 3ybeu, Q B nepeaHenatepasnbHbiX 0TBeAEHUAX, 06bI4YHO
[¢ NONOXUTENbHOWN T-BONHOWN, accoummpoBaH [¢ aCUMMETPUYHOM
runeptpoduein JIXK.

AHOMasnbHas NpoAo/IKMTENbHOCTL 3ybua Q (=40 ms) accouumpoBaHa C

MM X0TS 6bl B ABYyX obnactammn ¢punbpo3HOro 3ameLleHuns.
oTBegeHunax, kpome avR
CeopuaTtas anesaums Y HeKOTOpbIX MNauMeHTOB C anuKanbHOW WM AucCTanbHOW runeptpoduen

cerMeHTa ST B natepasbHbIX
rpyAHbIX OTBEAEHUSX

pa3BMBAIOTCA  amnuKajibHble aHeBpU3Mbl, MWHOrAA aCCOUMMPOBAHHbIE C
¢bnbpo3oM MMoKapaa. Manbix pazMepoB aHEBPU3MbI BbISIBASAIOTCS TONbKO Mpwu
MPT ceppua, XOKI ¢ KOHTpacTUMpOBaHWEM WUAW BeHTpuKynorpaduun, 4acto
accouMmpoBaHbl C 3neBauunei cermeHTa ST B naTepasnbHbiX TPYyAHbIX
OTBEZIEHUSIX.

Taomuma I13/T'1. Ilapamerpsl mnporokona TT-IXOKTI-ucciegoBauusi y
nanyenTta ¢ 'KMII (agantupoBaHo u3s [216])

MapameTpbl

KoMmMeHTapum

TonwmnHa Muokapaa JIX (B 16
cermeHTax J1X)

Konunyecrso
rmnepTpodupoBaHHbIX
cermeHToB JIX

- WN3MepeHne TONWMHBLI CTeHOK JIXK cnegyet npoBOAUTb B KOHEYHO-
AvacTonnyeckyto ¢asy, npennhowTeano — B napacTepHasbHOW No3uuum
no  KopoTkon ocu JDK  (kenaTenbHO  TOAWMHY  MWoOKapaa B
rmnepTpoPmpoBaHHbIX CEerMeHTax OLEeHWBaTb B HECKOIbKMX MPOEKUMAX, HO
M3MepeHusl B anuKanbHbIX CKaHax NepeoueHMBatoT TOMWMHY MUOKapaa mns-
3a orpaHuM4eHunii 60KOBOro paspelleHus).

- M36eraTb BKNOUEHUS B TONWMHY MUoKapaa MX-Tpabekyn.

-  KpuTuuyHble nokasaTenu: MaKcuMmasbHas TonwuHa CcTeHkn  JIXK
(ctpatudukauma pucka BCC) u TonwumHa CTEHKM B MeCT€ MUTPasibHO-
cenTanbHOro KoHTakTa (Bblbop CM3-CAA).

Tun runeptpodumn JIK
MatTepH Mopdonorum MXI

AcuMMeTpUYHas, CUMMeTpuyHas, anukanbHas, CpeAuHHO-Xenyao4koBas,
apyrue otaensl JIK.

Mopdoorns MXIM: aBosikoBbinyknas,
M.

curMoBMaHas, runeptpodus BcCew

TonwmnHa muokapaa MX

OueHuBaloT B 6asanbHbiX, CPEAWHHbIX W anuKanbHbIX CerMeHTax
(HopManbHble pasmepbl <5 MM B uM306paxkeHMM MapacTepHanbHOM Mo
OJIMHHOM OCW Ha YpOBHE XOpA TpUKycnuaanbHOro knanaHa). Msberatb
BKJIIOYEHUSA 3NUKapANAbHOrO Xupa B u3MepeHue mmokapaa Mnx.

TekcTtypa Mmnokapgaa JIX

«bnectawmin», rpaHynsapHOCTb (ANa UCKIYeHus dpeHokonuin FTKMM).
Hanunuune kpunTt mnokapaa (npy MPT 6onee ToyHas AnarHocTuka).

WccnepoBaHue
ob6bemoB JI)K

pasMepoB  #

KAP*, KCP, KOO u KCO

*MpuMevanne: npu S-obpasHon MXIM KAOP cneayetr wu3smepats B 2
BapuvaHTax — Ha ypoBHe 6a3anbHbIX cermMeHToB JIXK 1 6amxe K cpeanHHbIM
cerMeHTaMm, rae oH MakcumarneH (cM. pekoMeHzgaumm ASE 2019)

WccneposaHue pa3mepos MK

B napacTtepHanbHON M annKasbHON No3uunn

WccnepoBaHue
o6bemos J1M u MM

pa3Mepos n

YBenuueHue JIM oTHOCUTCS K AOMNONHUTENbHbIM dhakTopam pucka BCC

OueHka TONLWMHbI
MeXnpeacepaHon neperopoaku

Ons ucknoyeHns deHokonuin FIKMM (amunonnos)

BusyanbHas oOUEHKa KWHETUKU
Muokapaa JIK u XK

BbisiBNeHWe 30H nwemumn /nepeHeceHHoro MM

BM3yaanaﬂ OoueHKa KJjianaHoB
(MK, AK, TK, MK

Ocoboe BHMMaHne — MK:

- Hanuuue nepeaHe-cUCTONIMYECKOro ABMXEHUS CcTBopok MK, Hanuuune
MUTPasbHO-CENTANIbHOrO0 KOHTakTa (BaxHas Xapaktepuctuka KM, Ho
Takxe MoxeT HabnwopaTbcsa He npu TKMIM y naumeHToB C ManeHbkum JIXK
He3aBUCMMO oT Hanuums X, npu rmnoBosieMnm, nocne
KapAnoTopaKabHbIX XMPYPruyeckmx BMeLLaTebCTB)

- ecTb NN yanuHeHue (M36bITOYHOCTb) CTBOPOK MK, Hanuuve u crteneHb
nponabuposaHus cTBopok MK.

ManunnsipHble MblWLUbl

KonunuyecTso, ecTb 1 ANC/oKaums




Hannyme n creneHb o6CTpyKLMMU
T nnu CpeAnHHO-
XKenyLo4YKoBOM 06CTpyKUUM

- Peructpauus KpOBOTOKa L4epe3 AK/BT/IXXK — naTTepH AONMNJEpOBCKOro
cnekTpa n BenuumnHa ' s B

- CneayeT 1cnonb3oBaThb cnep,yrou.me ¢)(ﬁpMyJ‘lbI Ans pacdyeta 4 s BTJIXK:
ypaBHeHue BepHynu Ap = 4 x V max®, ecnm MOXHO TOYHO M3MepuTb
CKOpOCTb KpPOBOTOKA B MyTW OTTOKA JK; cbopmyna KAMHUKKN Melio «Ap =
[(4 x V max MP<) + p JiN] - CUCTEMHOE CMCTONMUECKOe All», ecnu
Hannyune BbIPAXEHHOW MUTpanbHOW peryprutauum He Mno3BOSSAET TOYHO
M3MepUTb CKOPOCTb KpOBOTOKA B MyTW oTTtoka JIX (pJ/IM — pasneHve B
JIeBOM npeacepaumn, UCrnonb3yeTcst KOHCTaHTa — 20 MM pT. CT.)

- Heobxoaumo yb6eamuTbCsi, UTO perncTpupyeTcs TOIbKO KpOBOTOK B BTJIXK
M HE «3axXBaTbIBAETCA» TOK MUTpPasbHOW peryprutauuu.

- Ecnm B nokoe T4 B BT/IXX <30 MM pT. CT., cleayeT NpoBecTu
NpoBOKaLMOHHY0 nNpoby Banbcanbsbl.

- Y HeKkoTopbIX MaumMeHTOB BenuyuHa [ B BT/IXK 60nblie B NONOXEHUMU
cMas M CTOoA, 4YeM fiexa, no3ToMy Heobxoaumo wu3sMepenve 4 un B
MONOXEHMW NaLMeHTa CMas U CToS.

EcTb nn o6CTpyKLMS BbIXOAHOIO
TpakTa MX

Peructpauus ckopoctn kpoBoToka B BTIMXX u Ha ypoBHE CpeanHHbIX
cermeHToB MK

OueHka KnanaHHom
peryprutaumm, ocobeHHo MP.

Mpn MP, obycnosneHHon MCA MK, TOK, Kak npaBwio, HanpasieH
natepanbHO W K3aau, a creneHb MP nponopuMoHanbHa BblpaXXeHHOCTH
NCA v MUTpanbHO-CeNTasibHOMY KOHTaKTy.

Ecnn HanpaBneHuve Toka MP atunuyHO wmnum He nponopumoHanbHa MCAO,
BO3MOXHa caMocToaTenbHass natonornss MK; aTo KpuTUYHO Ans Bbibopa
XUPYPruyeckoro an sHAO0BACKYIIPHOrO MeToAa SeveHuns.

WccnepoBaHne  CUCTONMYECKON
dyHKuMm JIK n MK

®B J1)X yacTo cBepxHOpMasnbHa, 0cobeHHO npu ManeHbkoM JIXK, 4To MoxeT
He KOppeKTHO OTpaxaTb COKPaTMMOCTb KapAWOMMOUMTOB. Bonee TOYHbI
npoaonbHbIn  2D-strain 1 TkaHeBas gonnneporpadus (s'<4 cm/c —
npeavkTop pas3sutua XCH 1 nioxoro nporHosa).

Ons MX: TAPSE, 2D-strain cteHkun MX.

WccnenosaHve amactonnyeckom
dyHKUMM JIK

CornacHo pekoMmeHpgaumam ASE u EACVI (2016) npu TKMM cneayet
OUeHMBaTb CTerneHb Anactonmyeckon aumcdyHkumun. Kniouesol napameTp
anactonuyeckon amcdyHkumm JIXK - paBneHve HanonHewus JDK (KOO
J1X). Ero HemHBa3nBHasa oueHka MHorodakTopHa. o pekomeHaaumam ASE
n EACVI (2016) npu 'KMI BbiBOA 0 nosbiweHnn KOO JIX cneayet, ecnu:

1. cp. E/e’ >14 cm/c,

2. pa3Huua ANUTENIbHOCTM PEeBEPCUMBHOM BOJSIHbI A B JIE€rOYHbIX BEHaX M
BOJIHbI A TpaHCMUTpanbHOro kposoToka (Ar-A) =30 mc,

3. nHpekc obvema JIM =234 mn MJ'I/M2,

4. NnMKoBas CKOPOCTb TPUKYyCnuaanbHou peryprutaumm >2,8 m/c (CANA >

35-40 MM pT.CT.)

Bonee noapobHO 06 anropuytMax OLEHKW ANACTOMYECKON ANCHYHKUMU B
pa3sHbIX KJIAMHUYECKMX CUTyaumsx — CM. pekomeHaaumm ASE/EACVI (2016)
Mo nccneaoBaHUO AMacTonnyeckomn gyHkumm JIXK.

OueHka NnpoAoSIbHOMN
Aedopmaumnm JIXK (2D-strain)

C NoCTpOEHMEM CerMeHTapHoOM cxeMmbl-MuiieHn JIXK (buII s eye). MNaTTepHbl
2D-strain pasnuuHbl npyn 'KMM u deHokonuax FKMIM

OueHKa Hanmuus XuakocTn B
nosioCT! nepukapaa

UckntoueHne rKMnN

amunonaosa).

deHokoNunM (xapakTepHO Afns  KapAuanbHOro

OueHka AuameTpa M CTeneHu
KonnabupoBaHUsa HWXHeN nonon
BEHbI

Heobxoauma gna pacueta CAMA.

Tao6muna I14/T'1. JononauTenbHbie onmuu mpu IXOKI

onuma

Llenb ncnonb3oBaHusa

OueHka npoaonbHon aedopmaumm JIX (2D-

strain)

C noCTpoeHueM cerMeHTapHoin cxembl-muweHn JIXK (bull's
eye). MNatrepHbl 2D-strain pa3nuyHbl npy F'KMM 1 deHokonusax
FKMMN

3-D peKkoHCTpyKumMs

OueHka mMopdonorum MK ansi Bbi6opa XMpypruyeckoin TakTukm

Taomuma I15/T'1. dxokapauorpadmyeckue 0COOeHHOCTH, IT03BOJISIOIINE
npeanoaokuTb guarHos penoxkonuu '’KMII (azanTupoBaHo us [4])

Oco6eHHOCTHN

KomMeHTapwuit

YTonweHve MexnpeacepaHON neperopoaku

AMunonaos

YTonweHune ctBopok MK

AMnnounaos, 6onesHb AHaepcoHa-d®abpun

'mneptpodus cBoboaHoM cTeHkun MK

AMWNIOMA03, MUOKapauT, 60se3Hb

CUHAPOM HyHaH

AHpaepcoHa-®abpu,

MNepukapavanbHblii BbINOT

AMUIoONA03, MMoKapauT




YBennyeHune axoreHHoCTn Muokapaa JIXK AmMunongos

KoHueHTpuyeckas IMNHK MuToxoHApUanbHble 60ne3Hu,
ammnonaos, 6onesHb AHaepcoHa-®abpu, MyTaumm B reHe

PRKAG2

JKCTpeManbHas KOHLIEHTpUyeckas (W1P¢

BonesHb JaHoHa, 6one3Hb Momne
(TonwmHa creHok =30 MM)

[nobanbHasa runokmHesus JIXK
(C HanNn4MeM nnm oTCyTCTBUEM
avnataummn J1XK)

MuToxoHApUanbHble 60ne3Hn, aMmuiomao3, MyTaumm B reHe
PRKAG2, BbonesHb [daHOHa, MWOKapAWT, MO34HAS cTagus
'KMMM, 6one3Hb AHAepcoHa-®abpu

O6CTpyKUMS BbIXOAHOrO TpakTa MK CnHAPOM HyHaH 1 accounmpoBaHHble CUHAPOMbI

Ta6muna I16/T'1. ITapameTpsl, KOTOpbIe HEOOXOAMMO OIleHUTh nmpu MPT
cepaua y nauuesrta ¢ 'KMII

CTpYKTYpbI MapameTpbl

XK KAOP, KCP, ®B, macca Mnokappaa
Hanunune HapyLlweHnin cerMeHTapHoro cokpalleHus Mmmokapaa JIXK

BTJIX AHaToMmueckune ocobeHHocTn BT/IK, Tuna n mecta ob6cTpykumn B JIXK
BenununHa nukoson ckopoctn/T[ B BTJIXK (dhasoBo-koHTpacTHass MPT ¢ koaupoBaHuem
CKOpOCTH)

K KAP, KCP, ®B, pa3Mepbl, Hannune obcTpykumm B BTIK

Mwnokapg JI)K - TonwumHa MMoKapaa JIEBOro Xenyaouka B AMAcTofly MO KOPOTKOW ocu JIXK cornacHo
17-Tn cermeHTapHoM Moaenu
- Jlokanusaums/pacnpocTpaHeHHOCTb/KONYECTBO rMNepTpodmpoBaHHbIX cermeHToB JIXK
- Mopdonornyecknii TMn TKMM (acMMMeTpu4yHasi, CUMMETpUYHasl, anukasnbHas,
cpefHexenynoukoBas)
- natrepH mopdonornn MXI (ABOSAKOBbINYKNas, curMoenaHas, sca MXI)

Mo3aHee Hanuuue, natrepH, pacnpocTpaHeHHOCTb MMHI B % oT 06Lei Maccbl MMokapaa JIXK

HakonaeHue

ragonuHms

MP un TP Hanuune MuTpanbHOM W  TPUKYCNWAANbHOW peryprutauuu, CcTeneHb, dpakumsa
peryprutaunm

AnnapaTt MK CTtpoeHue, onucaHune aHomanun (cMelLeHune/ «paclyenneHune» rosIoBOK 7]

(cTBOpPKK,  XOpAbl, rMNepMobUNBLHOCTL NaNUANAPHBLIX MbIWL), CBA3b ¢ obcTpykumen BT/IDK n MutpanbHoOn

nanunnapHble peryprutaumen

MbILLLbI)

nnwnn Pa3smepsl

JononHuTenbHble Mpn nnaHnposaHmn CM3/PM3 - uaeHTUdUUMpoBaHMe «KpunT» y naumeHtoB ¢ TKMIM ¢

aHoManuum yKasaHueM KonmyecTtsa u rnybuHbl gedekToB

Tao6auna I17/T'1. BapuaHThI HArPy30YHbIX TECTOB

Harpy3ouHblii TecT Annapatypa pans Moka3aHusa/uenb
Harpyskm
Harpyso4Hbiii TecT [¢ Tpeamun CrpaTtndmkauns pucka BCC
pernctpauuen KI n A4 Benosprometp
(pexe)
Crpecc-3XOKIr Tpeamun - AlnarHocTrka naTteHTHon o6CTpyKummn
«Jlexaumn» - Ctpatudukaumsa pucka BCC (anHamuka A v I'A)
BeJI03proMeTp - MHAyumpyeTcs nn nweMms Mmokapaa
- OueHka 3 heKTUBHOCTM NPOBOAMMON Tepanuun
- MnaHMpoBaHWe AMarHOCTUYECKMX MepOonpuUaTUi y
nauveHtoB c bonamMum B obnactm  cepaua
(HeobxoanmocTb KATI)
SprocnupomeTpus Tpeamunn Mpu nnaHnpoBaHWM TpaHCNNaAHTaUUKN cepaua

Tao6mauna I18/T'1. IMarHOCTHMKA Y POACTBEHHMKOB IIPOOaHaa, HOCHUTeIei

MyTauun
(apanTuposBaHo us [173])

reHoTur(+)/beHorumn(-)

B gorumneprpoduueckoii Ccraauu



3THONATOTEHES MeToabl AWArHOCTHEW f HaxoAKK
MyTawuMa B rede,
KOAHPYIOLLEM = - MeHeTHUECHMA aHanus
capHOMEpPHbIA Genow
¢ i IXOHTMPT:
HedexT capromeproro anomanam MK W nanuanapHex
Genra E MBIWIL, HEPWUNTE MUOREpAa
‘L E IXOKI:
= 4|+ CHOPOCTHBIE NOKA3ATENW NPK
- THAHEBOH gonnaeporpadum
Hapyweuue o =
coEpartimMmocT KMLL E‘ /ﬂ W) Aedopmanma muorapaa M
- = /
. =
Disarray - — é } HameHeHwna Ha IKT
v /
bubpo3 H— MPT: m.6. Somb1 MHI
—v —
| Mneptpodua ‘

Taommma I19/T'1. ®akTopsl pucka pasButus MHpapKTa MMOKapaa 2 THUIIA Y
nanueHToB ¢ 'KMII

n
Bbasoeble ycnoBuA: d:l::::::-nwoulue
Crenos KA dakTopb! : ':X:;ap,qun
<50% XPOHUYECKOM . croece
(ocopwel | o | Mwemun | g P
— MMOKappAa ¢ Baipysea
rpynne . dakroph
Komop6ua npu MR CHUKEHUA
nepdysmm
Hoa® (INOCA) annt:p,qa
| 7 '
UM 2 tuna (MINOCA) /

OCTpOe NoBpeXxaeHne MMoKapaa

Ta6muua I110/T1. Cxema auddepennnanbaoro auarHosa I'KMII un
0asa/jbHOJ cenTaJbHOM runeprpoduu (azantTupoBaHo us [437])



S-ofpasHan NN
Tonwmea nepegue-basansuoro cermenta MMM > 12 mm
OtHoweHue TMHN({GazanbHei cermenT) f TMHHN[cpeauwil cermenT) > 1.5

v

HET CemelHbld anamues THMIM/BCC na
HET HAMHMYECKaA CHMMMTOMATHHE Aaa
HET O6cTpyruma BT, NCO MK na
HeT TNVEHN > 1.5 ; T3CMH > 1.1 aa
v ) v

«BbINYKAOCTbY
6asansHor MMM

HeonpegenedHo

KM

)

!

HEeT MYCT npn MPT Aaa
HET MNpUYMHHAA MYTALMA NPH FEHETHYECKHOM TECTHPOBaHWH na
HET wdisarray» KapauoMHUOLWTOE npW GHOoNcMM MUoKApOAE na
Taomuuma I111/T1. [OuddepenumanbHas auarHoctuka I'KMII @ wu
crnoptusHoii ['VTDK
CnoptcmeHd, [TH, TonwmHa cteHKM JTH > 13 mm
rKmMn CnoptueHana [T
CemelHbld avamues THMI *  Het cemelHoro asamuesa THMI
Hedcewid non *  JKI: BonbTamMele Npa3daen [T
KM natrepHsr THMIN *  3XOHKIr w MPT: AP Ni#=45 (55) mm;
IXOKL MPT: KOP NiH<45 mm; acummeTpuunan [MiH; OTC < 0,5;
acummeTpuudan [JH; OTC =0,5; waw HeT NCA MK; cynpanopmansHaa Q&
npasMno y cnoptcmedos Het NCHO MK; N (yeenMyeHHe CHOPOCTH paHHErD
amacronmyeckas Jd; ecte 3ouw MHT nanonnenma NiK); s » 10cm/fc;
(e B HauaNbHbIX Dazax); HeT 30H MHT;
Crpecc-tectel: VO3 makc. < 50 *  Crpecc-tectol: VO3 mawc. > 50
mafurfmun wan < 120% oMmngacemon; mafur/mun wam > 120%
m.G. HHP; m.6. J-A wnw vegocr. oMMageEMon; Het HHP;
NPUPOCT Ha NHEE HArpy3EM HOpManeuan peawyua ALl
HeT ymeHblWeHnA TONWMHBl CTEHOK *  YMmeHblWeHne TOAWMHBI CTEHOE JTH
N yepes HECHONBHD MECALEE MOCNEe Yepes HECHONBRD MECALEB nocne
NPEEPALLEHHA HArpy3KH NPexpaulEHHa Harpy3EH
Taomuma I112/T1. OrpaHuMyeHuMsi B METOAAX MOMArHOCTUKU IIpU
0epeMeHHOCTH
MeTtop OrpaHuyeHusn YYyP vaa
JKIr HeT orpaHuueHui 1 C
SnekTpo-dusnonormyeckoe MoxeT ObiTb BbIMOJHEHO MO XW3HEHHO BaXHbIM 3 C
nccnenosaHue nokasaHusmM
3XOKI TT-OXOKI — HeT orpaHuyeHui 1 Cc
YM-2XOKI — ecnn TT-2XOKI HepgocTaTouyHO ANs
NMOCTaHOBKM AnarHosa unu AeTtanusauum
HapyLUEHWA.
MPT Be3 ucnonb3oBaHua KOHTpacTa (rafosiMHNn) MOXeT 2 C
6bITb  BbIMOHEHA B ciyyvae, ecan  IXOKI
HeoCTaToOYHO ANs NMOCTaHOBKM AnarHosa
KT/MCKT MoxeT 6biTb BbINOSIHEHA MO XXW3HEHHO BaXHbIM 3 Cc
nokasaHusm




PeHTreHorpacdusa OpraHos MoxeT O6bITb BbINOMHEHa B Cry4yae, ecnu apyrue 3 C
rpyaHoOM KNeTKu MeToabl 06cnenoBaHMst HE MOTYT OBBSACHUTb reHes
OAbILWKN

Taomuma I113/T'1. VopomieHHass MoAelb  KIMHUYECKUX  BapUaAHTOB
TeueHust 'KMII

leHeTHdeckmil AcumnromHan Acamnromuan
aedent Aorvneptpoduyeckan runepTpodudeckan craama
cragma (+/- ob6cTpynuma BTTH)

— i J i

HEMYOOYKOBAR
obcTpysuma JIIK < CuminTomHan B
a runeprpoduueckan 3 JIK +essipask.
CrabuneHoe cTaguA obcrp. BTN

TeueHHe +/- obicTpyrumns BUIH ﬂ
| wrnaccusecknin mopdo-
YHELHOHANEHEIR dexoTHN S |
l / v ; BCC
+én + MWemnA, j 1\_
CTEHOKAPAWA,

MM 2 Tuna >
+ HebnaronpuaTHoe
Hucynet v PEMOAENHPOBAHHE
N
A 4 XCH II-IV cr.
(annaraywoHHan
AnukanbHas 3|  OBmS0% > DBaw<S0% e
avespuima N ¥ypabensHas [ pedpakTepHan

IIpunoskenue I'2. llIkanbl OlleHKU pUCKa

Ta6muua I11/T2. llIkaja MPOrHO3MPOBAHMUSI BEPOSITHOCTM OOHaAPYKEeHMS
reHeTnyeckux BapuanToB ripu I'KMII (azanTuposaHo u3 [170])

HasBaHnme Ha pycckoM s3bike: Illkajia IpOrHO3MPOBAHUS BEePOSATHOCTU
oOHapy>keHMs TeHeTu4YeCcKMx BapuaHToB rpyu ['KMII

OpuruHaabHOe Ha3BaHue (eCjiM eCTh): HeT

HNcrounuk (obunmaabHbIlii CcaiiT pa3spadbOTYMKOB, MYOJIMKAIMS C
Ba/IMgalyen):

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

Tun (MoguepKHyTb):

— IIIKaJia OITeHKU

— MHIEKC
— BOIIPOCHUK
— Ipyroe (YyTOYHUTD):

Ha3HaueHue: KIIMHNYECKUI MHCTPYMEHT IJIS1 IIPOTHO3UPOBAHMSI BEPOSITHOCTU
0OHaApYKeHMS TeHeTUUYeCKMX BapuaHToB rpyu I'KMII



CopepskaHue (11a0JIOH):

MNepeMeHHasn Bannbl
Bo3spacrT, net 20 0
20-29 -1
30-39 -2
40-49 -3
50-59 -4
60-69 -5
70-79 -6
80 -7
XKeHLWKHBbI -4
ApTepuanbHasa runepTeH3suns -4
«[ABosikoBbinyknas» gopma MXI1 (aHrn. «reverse curve») 5
CooTHOLWeEHNe TonwWwmnHbl MXIM/ 1,46 0
3CITK
1,47-1,70 1
1,71-1,92 2
1,93-2,26 3
2,27 4
Knrou (MHTEepnpetauus):
CymMa 6annioB <2 npeAckasblBaeT HU3KYI BEPOSITHOCTb O6HApYXeHUs reHETUYECKUX BapvaHTOB B MPUYMUHHbIX
reHax, Hanbonee pacnpocTpaHeHHbIx npu KM

Tao6muna I12/T2. HCM Risk-SCD. llIkana oneHku pucka BCC y manmueHTOB C
I'KMII (eBpomerickasi MOAEJIb)

HasBaumue Ha pycckom si3bike: HCM Risk-SCD. Illkana omenku pucka BCC y
nanueHToB ¢ 'KMII (eBporeiickass Mozesb).

OpurunHajibHOe Ha3Bauue (ecu ectb): HCM Risk-SCD

HNcrounnk (obunmaabHbIii CcaiiT pa3padbOTYMKOB, MNYOJIMKAIMSA C
BaJIMUgauyen):

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].

«KanbKyasaTop» Ha caiite http://doc2do.com/hcm/webHCM.html
(http://doc2do.com/hcm/webHCM.html)

Tum (MogUepKHyTh):

— IIIKaJIa OII€HKU



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

— UHJIEKC
— BOIIPOCHMK
— Ipyroe (YyTOUHUTD):

Ha3HaueHue: KIIMHMYECKUI MHCTPYMEHT [J1 IPOrHo3upoBanus pucka BCC y
nanueHToB ¢ 'KMII.

Copepskanue (11a0JIOH):

Llikana pucka BCC HCM Risk-SCD (eBponeiickasa moaenb)

Moka3biBaeT nyywmne pesynbtathl y nauneHTos NKMI ¢ BbicOknM puckom BCC

Kanbkynatop 5-netHero pucka BCC Ha ocHOBe MoAenu, B KOTOPOW YYMUTbIBAIOTCS Criefylowune napamMeTpbl:
1.CemeliHasa nctopus BCC
2.CuHKonbI
3.HYXT
4.Makc. TonwmHa crteHkm J1XK
5.Bo3pacTt
6.dnameTp JIMN
7.r4 B BTJIX

MapameTpbl BHOCSITCS B «Kanbkynstop» Ha canTte http://doc2do.com/hcm/webHCM.html
(http://doc2do.com/hcm/webHCM.html)

Knrou (MHTEepnpertauus)

NKO*** nokasaH, ecnu puck = 6%;
NKO*** moxeT 6bITb paCCMOTPEH, eCnNn puUcK = 4%, HO < 6%;
UKO***, kak npaBuio, He nokasaH, ecnm puck < 4%.

LLlKar[|a HEZM Risk-SCD 6blna BanugupoBaHa AN MNauMeHTOB C npejllecTBytowen peaykumernn MXIM metonom
CAA.[175].

Taomuuma I13/T2. IlIkana omeHku pucka BCC y manmentoB ¢ I'KMII
(aMepuKaHCKasA MOJe/b)

HasBanme Ha pycckoM si3bike: llIkana oueHku pucka BCC y mammueHTOB C
['KMII (amepuKaHCKass MOZLEJb).

OpurnHanbHOe Ha3BaHue (eC/iM eCTb): HeT

HNcrounnk (obunmaabHbIii CcaiiT pa3padbOTYMKOB, MYyOJIMKAIMSA C
BaJIMaaLuyen):

2011 ACCEF/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 (MoguYepKHYTbh):

— IIIKaJIa OII€HKU

— UHIEKC

— BOIIPOCHMK


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

— Ipyroe (YTOUYHUTD):

HasHauyeHMe: KIMHNYECKUIT MHCTPYMEHT AJ1s MpOrHOo3upoBaHus pucka BCC y
nauyeHToB ¢ 'KMII.

Copeprkanue (1I1AGI0H):

Likana pucka BCC (aMmepukaHckasi Mogenb)

dakTopbl pucka BCC

[oka3aHHble

akTopbl  pucka 1. MNpepoTtepaweHHas BCC (BbbkuBLIME MOC/e OCTAaHOBKM cepaua Bcneactsne OT wam
BCC

DOX)
2. CnoHTaHHas ycrtonumsas XT
3. CemeliHasa uctopusa BCC scneactsue NKMM
4. MakcmmanbHas TonwmnHa cteHkn JIXK =230 MM
5. HeobbsicHMMas cMHKona B Te4eHMe nocnefHnx 6 Mec.
6. HYXT > 3 komnnekcos

7. HeapekBaTHas peakuusa Al Ha dwus. Harpysky

yv?&u,(mad)gégmpb' 1. Bo3pact <30 net
2. MHI npn MPT
3. Hannuwne obcTpykummn BTIIK
4. HeobbACHUMbIE CUHKOMbI B TEYEHME nocneaHnx 5 net
ggﬁ;g}_’#g;' 1. AnnkanbHas aHespuama JIXK
BbICOKOrO  pucka
BCC 2. ®B JIX <50%

Kimou (MHTeprnipeTanyst) K ummnanTanym UKIT***:

®dakTopbl pucka BCC(aMepukaHckasa Mopesnb) UMmnnaHTaumsa Knacc no
NKLO*** AHA/ACC

MpepotBpaweHHas BCC (BbbkMBLUME NOCAEe OCTaHOBKM  cepAaua rnokasaHa
Bcneacteme XT nnan OX) I

CunHkona, Bbl3BaHHas CMOHTaHHOM’ yCTONUNBOM KT nnun rnokasaHa I
remoanHaMmnyeckn 3Haunmas XT

Hanunuune xoTsa 6bl 1 3 cneayrowmx hakTopos: nokasaHa IlIa
1. CemeitHasa ncropus BCC Bcneacteme FKMM

2. HeobbsicHMMas cMHKona B TedeHue nocnegHnx 6 mec.

3. Makc. TonwuHa cteHkn JIXK 230 MM

CnoHTaHHas HYXT + nokasaHa IIa
Xx0Ta 6bl 1 M3 hakTopoB-MOANDUKATOPOB pUCKa MW NALMEHT BXOAUT B
rpynny BbICOKOro pucka BCC

HeapekBaTHas peakuusa Al Ha du3. Harpysky + nokasaHa IIa
X0Ts1 6bl 1 U3 hakTopoB-MOAMDUKATOPOB pUCKA WM MALMEHT BXOAUT B
rpynny BbiCOKOro pucka BCC

CnoHTaHHaa HYXXT wnu HeagekBaTHasa peakuus AL Ha du3. Harpysky PaccmoTpeTb IIb
6e3 noNONHUTENbHbIX (PaKTOPOB pUCKa BO3MOXHOCTb
BbisiBNeHHaa MyTaumsi accouumpoBaHa C BbICOKMM puckom BCC, 6e3 PaccmoTpeTtb III
Apyrux gaktopos pucka BCC BO3MOXHOCTb

Taoauua I14/T2. CHA2DS2-VASc. IIIkana OIIeHKU pUCKa
TPOMOOIMOOINUECKMX OC/IOKHEHUII Yy NanueHToB ¢ Guopwuisimen/
TpelreTaHneM Ipeacepanin



HasBanme Ha pycckom s3bike: CHA2DS2-VASc. Illkanma oOuLeHKM pucka
TPOMOOIMOONIMYECKUX  OCJIOKHEHMIA Yy TallMeHToB ¢  pubpuisimei/
TperneTaHueM npeaceponin

OpuruHanbHOe Ha3BaHue (ecim ectb): CHA2DS2-VASc

HNcrounuk (obunmaabHblii CcaiiT pa3spadOTYMKOB, MyOJIMKAIMS C
Basmmpanueit): 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 (MoguYepKHyTb):

— IIIKaJia OITeHKU

— MHIEKC
— BOIIPOCHUK
— Ipyroe (YTOYHUTD):

Ha3HaueHue: KIMHUYECKUI WMHCTPYMEHT [Jii TIPOTHO3UMPOBAHMS pUCKA
MUIIEeMUYECKOTO MHCY/IbTA U CUCTEMHOI'O TPOMO03MO0IM3Ma Ipr PUOPUILISIINI
npencepoumn

Copepskanue (11a0JIOH):

dakTop pucka Bannbi

WHCYNbT, TpaH3UTOpHasi ulIeMuMyeckasl aTaka WM apTepuanbHas TpomM6oambonus B 2
aHaMHese

BospacTt =75 net 2
ApTepuanbHas runepreHsus 1
CaxapHblii anabet 1
3acToriHas cepaeyHas HefoCTaToOuHOCTb/ AucdyHKuUmMa JIXK (B yacTHocTn, ®B <40%) 1

Cocyauctoe 3aboneBaHne (MHMbapKT MuokapAa B  aHaMHe3e, nepudepuyeckuii 1
aTepocKnepos, aTepockiepoTmyeckme 6nsWKN B aopTe)

Bo3pacTt 65-74 roga 1

XeHckunin non 1

Knrou (MHTeprperanus):

CymMmMma 6annoB no wkane O>knpaemas 4acToTa MHCYNIbTOB 3a rog
CHA2DS2-VASc

0 0 %

1 1,3 %
2 2,2 %
3 3,2%
4 4,0 %

5 6,7 %




6 9,8 %

7 9,6 %
8 6,7 %
9 15,2 %

Tao6auma I15/T2. HAS-BLED. IlIka/ia oleHKM pUCKa KPOBOTEUEHMS

HasBanmne Ha pycckoMm si3bike: HAS-BLED. Illkana olleHKM pyucka OOJbIIOTro
KpPOBOTeUeHMs B TeueHMe 1 roga y MaiueHToOB ¢ GuOpwLIsSLMeii/TperieTaHeM
npeacepanii, TOMY4YalOIMX AaHTUKOATYJASHTHYIO Tepanuilo B COYETAaHUU C
MHTMOUTOpAMM arperamnuy TPoOMOOLIMTOB Uin 6es.

OpurnHanbHOe Ha3BaHue (ecsim ectb): HAS-BLED

Hcrounuk (opuumaabHbIii CcaiiT pa3padbOTYMKOB, IMyOJIUMKAIMS C
Ba/IMganyen):

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. ] Am Coll Cardiol. 2011 Jan 11;57(2):173-80 [439].

Tun (MogYepKHYTb):
— LIIKaJIa OLIeHKU

— VHJEKC

— BOIIPOCHUK

— Ipyroe (YTOUYHUTD):

HasHauyeHMe: KJIMHUYECKUI MHCTPYMEHT MJs1 IIPOTHO3MPOBAHUS puUCKa
00JIBIIIOTO KPOBOTEUEHMS B TeueHue 1 roga

CopepskaHue (11a0JIOH):

BykBa dakTop pucka Bannbl
H ApTepuanbHas rmnepTeH3uns 1
A HapyweHune dyHKUMN NeYeHn nnum nodvek 1wnim 2
S MHCynbT B aHaMHese 1
B KpoBoTeueHns B aHaMmHese 1
L NabunbHoctb MHO 1




E Bo3spacTt (=65 ner) 1

D 3noynoTpebneHve ankoroneMm WAM MpenapaTtaMu, MOBbILLALWMMHY
PUCK KpOBOTEYEHWUI

1wnim 2

Kirou (MHTepriperanus):

CymmMa 6annoB no wkane
HAS-BLED

Puck 60onblioro KpoBoTeueHus B TeyeHme 1 ropa

1-2

Hu3KkuMiA pycKk KPOBOTEYEHMS

v
w

BbICOKMIA pUCK KPOBOTEYEHUS

IIpunoxkenne I'3. ubie

Tao6muna IT1/T'3. MonekynsipHbii matoreHes ¢eHokormii TKMIT

Hosonorusa (cdbeHokonusa
rKMmn)

MonekynsapHbiii NnaTtoreHes

AlL-ammnnonpos

Mpu AlL-aMunonpose K/IOH MalMrHU3MPOBaHHbIX MIa3MaTUYECKUX  KIETOK
CMHTe3UpyeT B 60MbWIOM KONMMYeCTBe Jfierkne uenu (kanma wiu nambéaa)
MMMYHO106YIMHOB. YBE/IMUYEHNE KOHLEHTpaumnmn 6enka-npeawecTBeHHNKA Bbile
HEKOTOpOro MOpOroBOro 3HayeHWs MOXKET aBTOMATMYECKM MPUBOAWTL K Hadany
dunbpunnoreHesa v OTNOXKEHUIO aMuiionaa B TKaHsAX. [pu 3ToM B 5% cnyvaes
AVMArHoCTUPYIOT NpenMyLLECTBEHHOE NOPaXeHWe cepaua aMuiIonao3oM.

HeHaCﬂeﬂ,CTBeH HbIl
(WEATTP)
n

(MtATTP)
TPaHCTUPETUHOBbIN
amunongos

HacneaCTBEHHbIN

B ocHoBe MoOneKkynsapHOro natoreHesa HeHacnefCTBEHHOro W HacieACTBEHHOro
TPaHCTUPETMHOBOIO aMuaoMao3a JfexaT KOH(MOPMaLMOHHbIE W3MEHEHUS U
Aectabunusaums TeTpaMepa TpaHCTUpeTuHa. [ecTtabunusaumss TpaHCTUMpETUHa
npuMBOAMT K HenpaBwuibHOMY donamHry 6enka W arperauum BapWaHTHbIX
MOHOMEpPOB TpaHCTUpeTMHa C ob6pa3oBaHMEM TOKCUYHBIX MPOMEXYTOUYHbIX
aMUIONAOreHHbIX MPOAYKTOB U aMUIOMAHbIX purbpunn.

3T MexaHM3Mbl MOTyT HapylaTbCsi C BO3PAcTOM, YTO OObSACHSAET MOBbIWEHUE
puCKa pasBUTUS HEMYTAHTHOIO TPAHCTUPETUHOBOro ammnongosa (WtATTP) y nuu
MOXW/I0ro N CTap4yecKoro Bo3pacTa.

HacneacrtBeHHblt  ATTR uvalle BCTpeyaeTcs B SHAEMUYHbIX ANS  3TOro
3aboneBaHus pervoHax. Hanbonee yactble reHeTuyeckne BapuaHTtbl: Val30Met-
ATTR, CO cMellaHHOW cMMNTOMATUKOM (HeBpoornyeckas U Kkapauonatmyeckas) c
nosgHuMm pebiotoM u  He-Val30Met-ATTR, kapavoMMonaTUYecKuMin BapuaHT
3aboneBaHus. U3BeCTHbl MyTauuW, Bbi3biBaloLWME CEMEWHble UM Cropaanyveckue
¢dopMbl  3aboneBaHMs, KOTOpble acCOLUMWPOBAHbI C  MNPEUMyLLEeCTBEHHbIM
nopaxeHuem cepaua (Hanpumep, Vall22Ile, Ile68Leu, Thr60Ala, Leull1Met).

BonesHb
dabpu

AHAepcoHa-

MyTtaumss B reHe GLA (onucaHo 6onee 400), koaupywowem depmeHT a-
ranaktosnaasy A (a-Gal A) NpuBOAUT K 3HAUYUTESIbBHOMY CHMXXEHWUIO aKTUBHOCTU
depMeHTa, BOBNEYEHHOrO B MeTabonnaMm COUHIOMMKONNNUAOB. DTO NPUBOAUT K
HaKOMAEHUIO HernaponuMsoBaHHoro cybctpata 610KMpoBaHHOW depMeHTHOM
peakuuMm W COMpPOBOXAAETCS YBE/MUYEHMEM uYuCNa JIN30COM B  KJeTKax,
HapyLeHWeM HOPMasnbHOro MYHKLUMOHUPOBAHUS 3TUX KJIETOK U UX rnbensto.

HacneacrtBeHHble
cuHApoMmbl ¢ TKMIM
y NOApPOCTKOB

M MOMoAbIX  B3pOC/bIX,
CBsI3aHHble

C MyTauMsMK B reHe
PRKAG2

PRKAG2 koaupyeT UAM®-akTUBMpPYEMYIO MNPOTEMHKMHA3y-y2. [aHHbii 6enok
onpegenser BHYTPUKIETOUHYIO aKKyMynsuuio [IMKOreHa U HapylweHus ero
dYHKLMM MOTyT NPUBOAUTL K NCeBAOrMNEpTPodUM KapaAMOMMOLIUTOB U 3afepXKKe
VMHBOIOLMM 3MOPUOHANBbHBIX MPOBOASLMX NMyTeH B MMOKapAe.

Mpun >TOoM Habnopgaetrcs 4actoe codvetaHue [KMM u cuHgpoma Bonbga-
MapkuHcoHa-YanTa.

bonesHb [laHoHa

MonekynsapHbii MexaHu3M pa3BuTUs 6onesHn [JaHoHa OcHOBaH Ha aedekTe B
LAMP-2 6enke, KOTOpbIA onocpeayeT HaKoMJeHMe IMUKOreHa B KapanomMmoumtax
M NPpUBOAMUT K ncesaorvneptpodum mmokapaa. Koraa cyulecTtByeT reHeTuyeckui
obycnoeneHHbln pgedpunumt Hbenka LAMP2. HabnwopaeTca  HenpasuibHas
ayTodarmuyeckas perpagaums 6enkos. AyTodarmyeckas akTMBHOCTb CBsi3aHa C
naToreHe3oM pa3HoobpasHbix 6one3Hei. CywlecTByeT MHeHue, 4TOo 605e3Hb
[aHoHa obycnoBneHa HacneACTBEHHbIMU HapyLIEHUAMKU npolecca ayTodaruu.

Atakcusa Opugpeixa

MonekynsipHblii NaToreHes atakcum Opuapeiixa Ao CMxX nop sIBAsSIeTCs NpeaMeToM
avckyccuin.  OAHaKo Ha HAcTOSIWMIA MOMEHT YCTaHOBMEHO Yy4yacTve 6enka
dpaTakcHa B MNoadepXaHuuM roMeocTasa Xefe3a B KJeTke W To, 4YTo ero
HEAOCTaTOYHOCTb MPUBOAUT K MHOXECTBEHHOMY (epMeHTHOMY Jeduuuty,
MUTOXOHAPUANbHOW ANCHYHKUUN U OKUCSTUTENIbHOMY MOBPEXAEHUIO.

RASonatumn
(cuHapom HyHaH
n cmHapom LEOPARD)

MyTaumm B reHax, KOAMPYIOWMX KOMMOHEHTbI U perynsatopbl RAS/MAPC
curHanbHoro nytn (RAS/MuUTOreH-akTMBMpyemass npoTEMHKMHA3a) BbI3biBaOT
MHOXECTBEHHble HacneACTBEHHble MOpokn pa3suTuss. RAS/MAPC curHanbHbIn
nyTb OTBETCTBEHEH 3a nponndepaunto, AMp@epeHLMpoBKY, CTapeHne 1 anonTos
KNeTok u obecrneymBarowen 3TUM HOpMasbHOE pas3BUTUE KIIETOK W TKaHewn
opraHusma B LenioM B SMOPUOHaANbHOM M MOCTHaTaIbHOM Nepuogax.

Tao6nuua I12/T'3. MopdodyHrumoHaabHbie peHoTunbl npu 'KMII

MopdocdyHKUMOHaNbHbIW (heHoTUN

OonucaHue




'mnepTpoduyecknin («knaccnmyeckunin»)

YMeHbleHHbIn JIK, acummeTpuuHaa DK (runeptpodus MXIT),
06cTpykumnsa BTJIXK

CMeluaHHbIn
(runepTtpodusa + aunatauus)

AdvnaTtaumnmoHHas CTagms FKMM,
runeptpocdun («BbIrOpaHune»),
06cTpykunm BTIXK.

B awnataumoHHoM ctagum npu KMl cTteneHb Aunatauuu, Kak
npaBuao, He 6biBaeT 60bLION.

YMeHbLUEeHNE cTeneHun
yMeHbLIJeHVIe/VIC‘-IeBHOBeHVIe

(rvnepTpodus +
avnaTtaums)

pecTpukums

+

CMeluaHHbINn BbipaxkeHHas Aunatauusa  npeacepauin,  PeCcTpUKTMBHBIA  TvN
(runepTpodusa + pecTpukuns) HanonHeHuns JIXK. MoxeT 6biTb Npy ManeHbkoM JIXK
CMellaHHbIN AwvnaTtaunoHHas craaus FKMI. BblpaxkeHHas annartauyms

npeacepanin, pecTpUKTUBHBIA TUN HanoaHeHus JIK, yMeHblueHne
cTeneHun rmnepTpodun, amnatnpoBaHHbIi JIXK

onuuna I13/T'3. OCHOBHbIE MepPONIPUATHUSA IO MPOPUIAKTUKE OCTIOKHEHUI Y

nanyeHToB ¢ I'KMII

CuMmnTom/ocnoxxHenme FrKMn

MNMpodunakTMueckme MeponpuaTusa

MporpeccupoBaHue MK

AnekBaTHoe nedeHue FKMIM, obcTpykumn BT/IK Bkatovas
¢papmakoTepanunio, 3HA0BACKYISAPHOE U XMPYPruveckoe.
Mpu conyTcTByowen Al — runoTeH3nBHas Tepanus.
M36eratb BbICOKOMHTEHCUMBHbLIX (U3NYECKUX Harpy3ok Wt
cnopTa.

BCC v Xu1U3HeyrpoxarwLlme HapyLeHns putma

MepBnyHass M BTOpuMYHaa npodunaktmka BCC — cm.
pasgen «Crtpatudukaums pucka BCC»

XCH,

pasBuTME AMNATALMOHHOMW CTaauu Wu
NpPUCOEANHEHNS PECTPUKTUBHOIO heHoTuna

ApekBaTHoe nedeHne 'KMI, cBoeBpeMeHHOE BbisiBNIEHNE U
neyenuve obcTpykumm BT/DK
Mpwn conyTtcTeytowen NBC n Al — agekBaTHOe neyeHune.

TpoM603Mbonnyeckne OCNOXHEHUS Yy NaLMEHTOB

c on

no obwmm npuHumnam TpombonpodunakTnku npm O (cm.
pekoMeHgaumn no nedyeHuo On)

WNHMEKUMOHHbIN SHAOKapAnT

AHTUBMOTMKONPODUNaKTMKa pekoMeHayeTcs TONbKO
nepesa npoueaypaMm BbICOKOrO pucka naumeHTtam ¢ FKMI
M npoTesaMu KfanaHoB cepAaua, BPOXAEHHbIM MOPOKOM

cepaua WAM ecAuM  NauMeHT  paHee  nepeHocun
MHMEKUMOHHbBIN  3HAOKapAUT  (CM.  COOTBETCTBYMOLWMNE
pekoMeHaaumm).

Yy nauneHToB [¢ MMMAGHTUPOBAHHbLIM VIK,D,***

npodunakTmka WHMOEKUMOHHOIro 3HAOKapAuTa —
pekoMeHgaumsam ESC no anekTpokapANOCTUMYNSAUMKU 2013
r.




