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(2TEKTPOKAPAUOCTUMYIISATOP UMIUIAHTUPYEMBIN JBYXKaMEpHBIH , 0€3 4aCTOTHOM ajanTanun™**;
ANEKTPOKAPAUOCTUMYISATOP UMILUIAHTUPYEMBIH JIByXKaMepHBIN , 4aCTOTHO-aAa TUBHBIN ***)
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OCA — sranonoBas cenrtanbhas admamus (06.EBI.13.001.006 CrimpToBasi cenTaabHas aOJIsIus
9H/I0BAaCKYJISIPHBIM JIOCTYIIOM)

OXOKI" — sxokapauorpadus

ATTR — TpaHCTUPETHHOBBIA aMHUJIOUI03

INOCA - ischemia with non-obstructive coronary arteries (umemus 6€3 06CTpyKIIUH
KOPOHAPHBIX apTepuii)

LAMP2 — ren nu3ocom-2-acCOIMUPOBAHHOTO MEMOPAHHOTO Oemka 2

MINOCA — myocardial infarction with non-obstructive coronary arteries (nupapkr Muokapaa
0€e3 00CTPYKIIMH KOPOHAPHBIX apTEPHiA)

Nt-proBNP — N-konueBoii ¢pparment npeamecrtsenanka MHYTI

AHA — American Heart Association (AMepuKaHCKasi acCOIMAIUs Cep/Ilia)

ACC — American College of Cardiology (AMepukaHCcKast KOJJIETHS KapAHOJIOTOB)

ACMG - The American College of Medical Genetics and Genomics (AMepHKaHCKast KOJIJIETHs
MEMIIMHCKON TeHETHKU

SAM- syndrome — systolic anterior motion syndrome (mepeaHe-CUCTOINYECKOE IBUKECHUE
CTBOPOK MUTPAJILHOTO KIIallaHa).

EACVI - European Association of Cardiovascular Imaging (Espomneiickas accoryanms mo
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npernapara



TepMUHBI U onIpeaeIeHUus

I'uneprpopuueckas kapauomuonaruss (I'KMII) — >To npeuMylecTBEHHO T'€HETHYECKHU
o0ycroBiaeHHOEe 3aboseBaHuEe (CeMEWHBIE M HECeMeWHbIe (OpPMBI), XapaKTepU3YIOIIeecs

runeprpodueii Muokapma seoro (1,5 cm u Oosee y B3pOCHBIX) HW/WIM PEXE  MPaBOTO

JKEJyJouKa, dYalle acUMMETPUYHOIO XapakTrepa 3a CYET YTOJIICHMUSI MEXIKEITYyJ0UKOBOMI
neperopoaku, ¢uopozom u ¢peHomeHoM «disarray», KOTOpas HE MOXET OOBSCHATHCS
UCKJTIOYUTEIBHO MOBBIIICHUEM HArpy3Ku JaBICHHEM U BO3HHKAIOIIEE MPU OTCYTCTBUU JIPYTUX
MOTEHUIUATBHO MPUYUHHBIX CUCTEMHBIX, CHHIPOMHBIX HJIM META00IMUECKUX 3a00IeBaHUI.
OOcTpykTuBHas rumneprpoduyeckass kapauomuonatuss (OI'KMII) — dopma I'KMII,
COINPOBOXK/IAIOIIASCA HAPYLUICHHUEM BHYTPUCEPAECUHONM TIE€MOAMHAMHUKU B BUJAE NPENATCTBUS
cuctonnueckomy wu3rHanuto u3 JOK w/mnm mpaBoro skemymouka (IDK), uro mpuBogut K
yBenuueHuto rpaauventa nasieHus ([J]) B BeixomHoM Tpakte sneoro u/mnu DK skxemymouxa
(BTJDK; BTIDXK). OGctpyktuBHOil Gopmoit Takxke spusercs IKMII co cpennexenynodukoBoii
00CTpyKITHEH.

I'KMII-penorun — runeprpodus JOK ¢ tommumuoi crenkn > 1,5 cM B ogHOM mim Oosee
CerMeHTax, KOTopas MOXKeT ObITh oOycioBieHa paznuuHbiMu npuuuHamu. ['KMII-denotun #
['KMII.

Cyokiaunuyeckass cragusi 'KMII — »stan B pa3Butum 3a0oseBaHMs, MPH KOTOPOM HET
KJINHAYECKON CUMIITOMATUKH, XapakTepHou st ' KMIL.

Joruneprpodpuueckas craagus I'KMII — srtan B pa3Butuu 3a0oieBaHHs, NPU KOTOPOM
OTCYTCTBYIOT ~ TNpPHU3HAaKd  TUNEPTPOPUM  MHOKapHaa,  ONpeAeisieMble ¢ IOMOUIbIO
BU3YaJIU3UPYIONINX METONOB. /locunepmpoguueckan cmadus we d>kBuBasieHTHa [ KMII
zenomun(+)/ghenomun (-)

Ilenorun(+)/peHoTHn(-) — HOCHTEIM TEHETHYCCKOrO BapuUaHTa BBICOKOTO  Kiacca
naroreHHocTH: V (maroreHHbIN) wiu [V (BeposTHO maToreHHsbli) acconurpoBanHoro ¢ 'KMIL.
Bue3zannas cepaeunasi cmeptb (BCC) — HeHacuibCcTBeHHAs, 00yCIIOBIEHHAs 3a00JICBaHUSIMU
cepaua cMepTh, MaHUu(decTUpyrolas BHE3aHOW MOTepel CO3HAHUS B TEUEHHE MEePBOTo daca C
MOMEHTA IOSIBJIEHUS OCTPBIX CUMIITOMOB.

Crparupukanus pucka BCC — onpenencHue HE3aBUCUMBIX ITPEIUKTOPOB, OMPEIEISIOMNX
BepoATHOCTH prucka BCC.

Ilepeane-cucrosimyeckoe ABUKEHHE CTBOPOK MUTPAJBHOIO KJIANAHA — JBUKEHHE CTBOPOK
MK B cucromy k MKII BioTs 10 KacaHus (MUTPAJIbHO- CENTAIbHBIM KOHTAKT), yYaCTBYIOLIEE B
cozganuu ooctpykuuu BTJDK. Anrmos3eraneiii Tepmun — Systolic anterior motion syndrome
(SAM-syndrome).



bazaabHas oO0cTpykums (o0cTpykuuss B BTJIK) — npensitctBue Ha ypoBHe BTJDK
cucronnyeckomy uraanuto usz JDK.

CpenHexesy104KoBasi 00CTPYKIMSA — IPEMSTCTBUE CUCTOJIMYECKOMY KPOBOTOKY B CpeAHEN
yactu nojoctu JIK, Ha ypoBHe cpeaunHbix cermeHToB JIK.

JlaTreHTHast 00CTPYKIUsI — TeMoauHamudeckas ¢opma obctpyktuBHor ['KMII, nmpu kotopoi
IPEMSTCTBUE CUCTONIMYECKOMY H3rHaHuio u3 JIDDK  BO3HMKAaeT TOJIIBKO IpPHU HArpys3ke WM
IPOBOKALMOHHBIX MPOOax.

«Knaccuuecknit ¢penorun» I'KMII — wmopdodyakumnonaneubiii ¢penorun 'KMII, npu
kotopoM couetatorcss acummerpuuHas [JDK (runeprpodus MOKII), ymeHbIIeHHBIH pa3Mep
nonocta JOK u o6ctpykums BTJIK.

HeraruBnoe pemoneaupoBanue (anni. adverse remodeling) — ¢uHanbHas cragus
aJaNTUBHBIX W J€3aJalTUBHBIX W3MEHEHUN B MOpPaXEHHOM oprase. [Ipu 3TOM K OCHOBHOMY
['KMII-penotuny npucoeauHSIETCS IOMOJHUTENbHBIA (EHOTUN — JUIATAMOHHBIN WU
PECTPUKTUBHBIN, 0003Hauaemble Kak «auinaranuonsas ctaaus I'KMIDy (' KMIT) niu « 'KMII ¢
pectpuktuBHBIM eroturnom» (pI' KMII) cooTBeTcTBEHHO.

CenranbHasi MHOIKTOMHS — onepauus pesekuun Muokapaa MXKIT (A16.10.003.23
Muskromust 1o Moppoy (Morrow) B yCIIOBHSIX HCKYCCTBEHHOTO KPOBOOOpAIIICHHS)

Penykumsa MIKII — xupypruueckoe (A16.10.003.23 Musktomus no Moppoy (Morrow) B
YCJIOBHSIX MCKYCCTBEHHOTO KpOBOOOpareHus) win sHaoBackyimsapHoe (DCA) BozaeicTBue Mo
yMeHbleHuto TommuHabl MOKII.

CexkBeHupoBaHHe HOBOro mnokoJieHus - (NGS, maccoBoe mapajiebHOE CEKBEHUPOBAHUE)
TEXHOJIOTHSI BBICOKOTOYHOTO OIHOBPEMEHHOTI'O OIIPEEIICHUS TOCIIE0BATEIbHOCTH

®enomen «disarray» — OecHOpsSIOYHOE PACIHOJIOKEHHE KapJUOMHUOLIMTOB W MBIIICYHBIX
BOJIOKOH.

I'enorun-nosutuBHbiii (G+) mapment ¢ 'KMII — 53710 mamumeHT, y KOTOpOro B TI€Hax,
orBeTcTBeHHbIX 3a ['KMII, BbIsBIeH x0T OBl OAuH (WM OoJee) TeHEeTUYECKHl BapUaHT
BBICOKHX KJIACCOB IMaToreHHOCTH: V (matoreHHbI) win [V (BeposSTHO MaTOTreHHBI), COTIaCHO
KPUTEPHSIM MATOreHHOCTH, pa3padoTanHbix POMI™ n/umn ACMG.

I'enorun-HeratuBHblii (G-) mamuent ¢ 'KMII - 5TO mamumeHT, y KOTOpPOro B TI€Hax,
orBeTcTBeHHBIX 32 ['KMII, He OBLJIO BBISBIEHO HM OIHOTO T€HETHYECKOTO BapHWaHTA BBICOKUX
KJIACCOB MaroreHHocTH: V (maroreHHb) uinu [V (BeposSTHO MaToreHHbI|), COMIACHO KPUTEPHUSIM
NaToreHHOCTH, pa3padboTanubix POMI™ n/umun ACMG.

YpoBenb noctoBepHocTH Aoka3areabcTB (YJI) — cremeHb YBEpEHHOCTH B TOM, 4YTO

HaﬁI{GHHBII\/'I 3(i)(i)eKT OT IPUMCHCHHA MECANIIMHCKOTIO BMCIIATCIILCTBA ABJISACTCA HCTUHHBIM.



YpoBeHb yoenuTeabHOCTH pekoMenaanuii (YYP) — crenenb yBEpEHHOCTH B JJOCTOBEPHOCTH
s dekTa BMEmaTeIbCTBA U B TOM, YTO CJICIOBAaHHE PEKOMEHIAIUSAM IPUHECET OOJBIIE TOJb3HI,
YeM BpeJla B KOHKPETHOM CUTYaIUu.

®enokonusi 'KMII — 3a0oneBanue, ¢denotunuueckn mnoxoxee Ha [KMII mo nanHbIM
PYTHHHBIX meronoB wuccienoBanus (OKI, DOXOKI), HO ommuarmeecs HWHBIM
ATUOMATOT€HE30M U BO3MOXHOCTBHIO ATHOMATOICHETUYECKON  Tepamuu Il  OTIEIbHBIX
HO30JIOTH.

PatGouasi rpynna mo pazpadoTke/akTyaJau3anny KINHAYECKUX PEKOMEHAAUNH — KOJUICKTUB
CHEIHMAINCTOB, pabOTAIONIMX COBMECTHO M COIVIaCOBAaHO B LENSIX pa3paOOTKH/aKTyalau3aluu
KIIMHUYECKUX PEKOMEHIAIMI W HEeCyIUuX OOMIYI0 OTBETCTBEHHOCTHh 3a PE3yIbTaThl aHHOU

paboTHI.



1. Kparkas nadopmanus no 3a060/1eBaHUI0 WJIH COCTOSIHUIO (TpyIme

3200J1€BaHUI WJIH COCTOSIHUI)

1.1 Omnpeneaenne 3a00JeBaHUS MJIH cOoCcTOSIHNS (rpynnbl 3a00J1eBaAaHUNH WM

COCTOAHMI)
I'mneprpopuueckas  kapaguommonarusa (KMII)— 5310  npeuMyliecTBEHHO
TeHETHYECKH OOyCIIOBJIEHHOE 3a0ojieBaHHE (CEeMEHHBIE W HeceMmeiiHbie  (hOpMBI),

xapakTepu3yrolieecs runeprpobueld Muokapaa jieBoro (1,5 cm u 6oree y B3pOoCibIX) U/ HITH PEKe

IPaBOTO JKEIYA0YKa, Yallle aACHMMETPUYHOTO XapaKTepa 3a CUET YTOJIICHUS MEXOKETYI0YKOBOM
neperopoaku, ¢uopozom u ¢peHomeHoM «disarray», KOTOpas HE MOXET OOBSCHATHCS
WCKJTIOYUTEIHHO MOBBIIICHUEM HArpy3Kd JABICHUEM U BO3HHKAIOIIEEC MPU OTCYTCTBUU JPYTUX
MOTEHIUATBHO TPUYUHHBIX CUCTEMHBIX, CHHIPOMHBIX WJIM META00IMUECKUX 3a00ICBaHHIA.

KommenTapuii: Obwenpunamoii kraccuguxayuu pasiuyHblX SmMuoiocuieckux @opm
T'KMII nem.

B pexomenoayusx AHAIACC (2020) noo I'KMII nonumaromcs capkomeprvie I'KMII,
U6 2enomun-ompuyameibHvle nayueHmvl ¢ max Hasvigaemvim I KMII-gpenomunom (monwuna
muokapoa JDK > 15 mm — kpumepuii I'KMII y npobanoa), no npu smom I'JDK ne obycrosnena
Opyeum cepoeyHbIM, CUCMEMHbIM unu memabonuuveckum 3aoonesanuem (I’ KMII-gpenomun #
I'KMII). Coomseemcmeenno, memabonuueckue u myiomuopeanuvie cunopomst (RAS-namuu,
MUMOXOHOPUATIbHBLE MUONAMUU, 2TUKO2EHO3bL/TU30COMATbHbIE 00Ne3HU HAKONIEeHUsl, AMUTIOUOO3,
capkou0os, 2emoxpomamo3s) e nonaoaiom 8 pyopuxy I'KMIIL. Omu bone3nu uacmo Hazviearom
«gpenoxonusimuy unu cunopomuvimu I'KMII [1,2].

Ilpu emopom nooxode, xomopwiii pazdensiom esponetickue xapouonoeu (ESC) u
amepurkanckue neouampwr (the American Heart Association Council on Cardiovascular
Disease in the Young) x I'KMII omnocumcs 6onvwas epynna 3a601e8aHuil, Npu KOMOPbIX
svisgnsiemess ' KMII-goenomun (ITDK ¢ monwunoi cmenxku > 15 mm y e3pocivix uiu >2 Z-
OYeHoK y Oemell), npu 3mom o2oeapugaemcs, umo maxas cmenewv [JDK He obycnoenena
UCKTIOYUMENbHO YCA08UAMU Hazpy3ku Ha JDK.

B pexomenoayusx ESC (2014) npusedenvr 8 smuonocuueckux nooepynn 3a0601e6anusi:
capxomepuvie  T'KMII, Mmemabonuyeckue, MUMOXOHOPUATIbHbLE KapouomMuonamuu,
HeupoMbluLeyHble bonesnu, CUHOPOMbL manvgopmayuu u RAS-namuu,
uH@uILMpamueHsie/socnanumenvhvie OONE3HU MUOKAPOA, SHOOKPUHHbIE HAPYUIEHUs, d MAKiCce
I'KMII, pazsuswiasics nociie npumeHenus 1ekapcmeenuvlx npenapamos [3—6].

Te. 6ce max Hazvieaemvlie cunHOpommuvle ['KMII (mepmun uawe ucnonv3yemviii y

nayueHmos 0emko2o 603pacma) u «gernokonuuy (mMepmuH yauje UCNONb3YEeMblU ) 63DOCTbIX



nayuenmos) cuumaromcs kax «I'KMII, umerowue cneyuguueckyio npuyunys.

Bospacm manugecmayuu KiuHuveckux nposasieHuil - 6ANHCHASL 0emepMUHanma npocHo3a
u  muonozuueckou  npunaonesmcnocmu  I'KMII-gpenomuna.  Hanpumep,  T'KMII,
ouazHocmupyemblil 8 803pacme 00 00H020 2004, CE53A4H C XYOULUM NPOSHO30M U HEPEOKO 8bl36aH
HACeOCMBEHHbIMU — HApYWeHUAMY  memaobonusma  (0ONe3HUu  HAKOWJeHUs  2IUKO2eHd,
JIUB0COMATbHbIE DONE3HU HAKONJIEHUs) U MYTbMUOPLAHHBIMU BPOHCOCHHBIMU CUHOPOMAMU U
nopokamu pazeumusi, makumu kak RAS-namuu [7-9].

Omuonocuveckumu  npuuunamu 'KMII-penomuna y oemeti mozcym Ovbimb Hep8HO-
MbluleyHble U MUMOXOHOpUAIbHble 3a00NIe8aHUs, KOMOpbvle 20pazio pedice BblAGNAIOMC )
e3pocivlx nayuenmos [9-12].

Hanuuue 2-x kapoumanvHo pazniuuarowuxcsi nooxo008 6HOCUM — ONPEOEeHHYIO
MEPMUHONI02UYECKYI0 NYMAHUYY U 3aMPYOHAem aHAIU3 OAHHBIX, d MAaKdice dInuUdemMuoiocuieckue,
ouazHocmuyecKue U 0peaHu3ayUoOHHble MeponpUusmus.

B nacmoswuii momenm 6 mexywux omeuecmeennvix KP ¢henoxonuu u cunopomanbHule
Gdopwer  ne omnocamcsa k nouwamuto I KMII. Kpamkoe ux onucanue npusooumcsi ¢ yenvio
oopamums  GHUMAHUe 6epavell Ha HeoOXOOUMOCMb UX UOeHMUUKAYUU U NPOBeOeHUs.

ougpepenyuanvroco ouacrosa.

1.2 DTHOoJOrus U maTroreHe3 3a00JeBAHUA MJIM COCTOSTHUSA (rpynnbl 3200.J1€BaHuUii

HJIN COCTOSTHHUM)

Ituojgorusa 'KMII

B 1990—x romax XX Beka Obula BBIJIBUHYTa TE€OPHUS MOHOT€HHOIO INPOUCXOXKICHUS
I'KMII, 1o ecth momyiieHue, YTO €AMHCTBEHHOTO MOJIEKYJISPHOTO COOBITHUSI JOCTATOYHO ISt
pasButus 3aboneBanus [13].

ITo mMepe HakoIUIEHUsI JAHHBIX OKa3aJloCh, YTO TPHOIMU3UTENBHO B TOJIOBUHE CIIy4yaeB
3a00yieBaHUE Pa3BUBAETCA B PE3YNbTaTe HOCUTEIBCTBA MATOI€HHBIX M BEPOSTHO MAaTOTE€HHBIX
BapUAHTOB B IeHAX, KOMUPYIOIIUX CapKOMepHbIe Oenku kapauomuornutos [1,14-17].

Oxono 60% manueHTOB UMEIOT OTATOIIEHHYI0 CEMEHHYI0O UCTOPUIO — XOTS OBl OJHOTO
POACTBEHHHMKA C AMArHOCTMPOBAaHHOM Kapauomuonarued, a okoio 40% sBISAIOTCA NEPBBIMU
OonbHBIME B ceMbe [1].

B cemeitapix cnydasx y 70-75% mnpoGaHIOB B POJOCIOBHOW MPOCIEKUBACTCS
ayTOCOMHO-AOMUHAHTHBIA THUIl HACJIENOBaHWS, HA JOJIO AayTOCOMHO-DPELIECCUBHBIX U
CIICTUIEHHBIM C 110JIoM (opM mpuxoautcst okono 15% ciayuaes [3].

I'KMII sBnsiercs 3a0osieBaHueM C BBIPAXKEHHON aHAaTOMHYECKOH, KIMHUYECKOH u

T€HETUYECKOM  T'€TEPOr€HHOCTHIO. l'uneprpoduueckas  kapauoMuomartus  MOXET



MaHudecTupoBath B JH000M Bo3pacte. CpemHuii Bo3pacT MaHHdecTanuu 3a00JeBaHUS Y
B3pOCIIBIX cocTaBiseT okono 40 net [18].

Heoror 'KMII B neTckoM M MOAPOCTKOBOM BO3pAcCTe, a TAKKE y MOJIOJABIX B3POCIBIX
YacTo aCcCOLMUPOBAH C ceMeiiHol (opmoii 3abo0aeBanus U Oosee TsHKENbIM Tedenuem [3,9,19—
25].

Bonpimasgs yacTh M3BECTHBIX MYTAallMil JIOKAJIM30BaHA B TEeHAX, KOMUPYIOIIUX OeNKH
toncteix (MYH7, MYBPC3) u tomkux (TPM1, TNNT2, TNNI3, MYL2, MYL3, ACTC1)
MHO(DHUIAMEHTOB CTPYKTYpHI capkoMepa [1,3,16].

[Touck MyTanmii B 8 reHax ¢ JOKa3aHHOW MAaTOT€HETUYECKOM potibto B pazButun ['KMII
II03BOJISIET BBIABUTH NPUYMHHBIE T€HETUUYECKUE BapuaHThl y 60-85% mnepBUYHBIX MALMEHTOB B
3aBUCHMOCTH OT Uccienyemoii koroptsi [1,3,16,19-24].

Ha nomro mpuumHHBIX BapuantoB B reHax MYH7 m MYBPC3 npuxomutcs okoiso
MIOJIOBMHBI BCEX CIIy4aeB reHOTUI-MO3UTUBHBIX IpodanaoB ¢ 'KMII [1,3,27-29,16,19-24,26]

B OonpmmHCTBE CllydyaeB TNPUYMHHBIE BapuaHThl, accoruupoBanHeie ¢ ['KMII,
NPEACTABISIIOT cO00H YHUKAIbHBIC 3aMEHBI, OITMCAHHBIE OTHOKPATHO HMJIU BCETO JJISI HECKOIBKHIX
ciayyaeB. Yactora kaxaoW Takol 3aMeHbl cpeau Bcex reHetuuyeckux npuuuH ['KMII wHe
npessitraet 1% [11,30,31].

Y uactu manueHToB (5-7% mnpobaHI0B) 3a00j€BaHHE MOXKET Pa3BHBATHCS Ha (OHE
HOCHUTENILCTBA HECKOJIBKUX (2, 3) MaTOreHHbIX M BEPOATHO-NATOT€HHBIX BapuaHTOB. Hanbonee
4acTO BCTPEYArOTCsl KOMOMHAIIMKM MyTallMi B FeHax, KOAUPYIOIIUX capKoMepHble Oenku. B aTom
ciyyae 3a0oyieBaHHME XapaKTepu3yeTcs Oosee paHHUM Je0I0TOM (Y4acTo B JIETCKOM BO3pacte),
6onbieii crenensto runeprpodun MOXKII u Gonee BbicokuM puckoM pa3zButus cungpoma BCC
[3,20,25,32-35].

Buesannas cepaeunas cmepts npu ['KMII Bo3moxHa 1 ipu orcyrcrBun 3Haunmoin [TDK,
Ho00HBIE CIyYan HanboJee 4acTo acCOMUPOBaHbI ¢ MyTalusiMu B reHe TporonuHa T (TNNT2)
[29,36,37].

[ToMuMO BEIIIIENEPEUNCIIEHHBIX 8 CAPKOMEPHBIX TEHOB K HACTOSIIEMY BPEMEHH OTHCAHBI
6onee 40 renos, konupyronmx kak capkomepusie (TTN, MYH6, ACNT2, TNNC1 u T.1.), Tak u
HecapkomepHble Oenku Muokapaa (CSRP3, FHL1, PLN, FLNC u 1.a.), B KOTOpBIX OBLIH
BBISIBJICHBl PEAKHME T'€HETHYECKHE BAapUAHTHI, MPEANOIOKUTENBHO accoruupoBansle ¢ ['KMII
[16].

OnHako ypoBeHb J10Ka3aTeIbHOCTH Ul OOJBIIMHCTBA 3TUX T'€HOB OCTAETCS HEBBICOKUM
[38]. B 2019 romy mexxayHapoaHasi SkcrieptHas rpymma koHcopuuyma ClinGen mposena ananus
JIOKa3aTeIbHOCTH TPUYMHHOW B3aMMOCBSI3M PEIKUX HaxXxoJOK B 33 ONHMCAHHBIX TEHaxX C

pazsutrieM [ KMII [39]. Toasko s 8 renos (MYBPC3, MYH7, TNNT2, TNNI3, TPM1, ACTC1,



MYL2, MYL3) npuunHHBIN XapakTep MyTanuii ObLT OlleHeH Kak ycmarnoenennvii (definitive),
st 3 reroB (CSRP3, TNNC1, JPH2) npuunHHOCTS UMeNa cpedruti ypoBeHb J0Ka3aTeIbHOCTH
(moderate), a s OCTaJbHBIX T€HOB JOKa3aTelbHOCTh WX poiu B mnaroreHede ['KMII Obuia
oepanuuennou (limited) wim orcyrcrBosana [40,41].

[Ipu cexBeHnpoBaHUM BCEro reHoMa ObL10 0OHapyxeHo, 4To 20% ciayyaeB ¢ ['KMII 6e3
M3BECTHOM MyTalMd B TIE€HE CapKoMepa CBA3aHO C IaTOJOTMYECKUMH BapUaHTaMH B
HEKOIMPYIOIIUX 00JacTAX WM B T€HaX, paHee He MACHTU(UIIMPOBAHHBIX KaK CBA3aHHBIX C
kinandeckuM perorurnom ['KMII. Ananu3 uHTpOoHHBIX obOnactedt Ha ocHoBe WGS mo3Bossier
BBISIBUTH [TATOTCHHBIN BapuaHT eie y 9% narueHToB ¢ cemeitnoit [ KMIT [23,42].

C napyroii cropoHsbl, BbisiBIieHHE BapuaHTOB IV 1 V KilaccoB MaTOreéHHOCTH Yy YJICHOB
CEMBbH, KOTOPBIE HE COOTBETCTBYIOT KIMHHUYECKMM JaHarHoctuyeckum kpurepusm ['KMII,
makdice SBISETCS PACIPOCTPAHEHHBIM SIBJICHHUEM. JlanHO€ OOCTOSTENHCTBO MO3BOJISAET
BBICKa3aTh MPEAMNOI0KEHNUEe, YTO MEXaHU3MbI, OTBETCTBEHHBIE 32 (DEHOTUITUYECKUE TPOSBICHUS
3a00yieBaHuUs, 3aBUCAT HE TOJBKO OT NIPUYMHHBIX MYyTallMil B reHax OENKOB capKomepa.
[TaTrorenes BO MHOIOM MOXKET OIpPENEISATbCS HAaJMYUEM KOMOMHAIMM JPYIMX TI'€HETUYECKUX
BapMAHTOB, KOTOpbIE JIMOO KOMIIGHCUPYIOT, IJIMOO CIIOCOOCTBYIOT HeEO1a20npuUsmHbImM
nocieocmeuam Mymayuu, a TaKKe HETCHETUYECKMMHU MpPUYUHAMU WM  (daKkTopaMu
OKpyxarorei cpezpl [23].

HaGmronenue 3a B3poCHbIMH Wi€HAMHU CEMbH TMpoOaHIa MoKazayio, 4To ToJbko y 10%
TeHOTHUII-TIO3UTUBHBIX TMAIMEHTOB pa3zBuBaeTcs kiuHudeckuil ¢enorun I'KMII, mpu stom y
NOAABIAIONIEr0 OOJNBIIMHCTBA W3 HHMX — B IOXWIOM Bo3pacte. M, HakoHel, Henb3s
UTHOPUPOBAaTh XOPOIIO U3BECTHBIM ¢akT, uro y 50% mnanueHToB C YCTaHOBJIEHHBIM
knuHu4YeckuM auarHozoM ['KMII He BBIABISIOT MyTalui B I€HaX KOIMPYIOUIMX BBIPAOOTKY
COKPATUTENbHBIX O€JKOB, KIacCU(UIUPYEMBIX KaK IMaTOTCHHbIE WM BEPOSTHO MATOTEHHBIE
[11,17,43].

[lo paHHBIM  BH3YaNM3HUPYIOIIUX METOIOB 6 JIMmoll  Kozopme nayuenmog
IPOJEMOHCTHpPOBaHA 3HAYMMO Oojiee BBICOKAs  4YacTOTa  BBISBJICHMUS CUCTOJIMYECKOTO
JBUKEHMSI TIEPEAHEM CTBOPKM MUTPAJBHOIO KJallaHa B COYETaHUU C JUHAMHYECKOMN
obctpykuumert B BTJIXK (52%) u HanuuueM KajlbIIMHO3a KOJbI[a MUTpAJbHOTO KiamaHa (27%)
[17,44].

Manuenter ¢ 'KMII, Brmouennsie B peructp EORP (EurObservational Research
Program ), UMEIT BBICOKYIO DPacCIpOCTPaHEHHOCTh CEPACYHO-COCYAUCTHIX (DAaKTOpPOB pHUCKa,
CPaBHUMYIO C JJaHHBIMH B 0011eii eBporneiickoit nonymsiuuu. [lammentst ¢ 'KMII B couetanuu ¢

Al m OXupeHHEM XapaKTepU30BAINCH OOJIee CTApIIUM BO3PACTOM, HECEMEHHOH (opmoin



I'KMII, 6onee BoicokuMm kiaccom XCH 1o NYHA wu Oombiieli CTENeHbIO BBIPAKEHHOCTH
nuacronnueckoi auchynkuuu JK [44-53].

Pe3ynprarel 1OJIHOr€HOMHOIO CEKBEHUPOBAHMS OKa3aiu, 4ro y nanueHTos ¢ ['KMII 6e3
AT Opu10 GOJIBIIE MACHTU(PUIIMPOBAHO MATOTEHHBIX BAPUAHTOB, B TO BpEeMs KakK y MAalMEHTOB C
['KMII u AT yamie BCTpe4yalnuch BapHaHThl HEONPEACIEHHON KIMHUYECKON 3HaunMOoCTH (64%
npotus 24%, P <0,05) [54].

B nexotopeix koroprax no 40% mnauuentoB ¢ «kiaccuyeckoity ['KMII ne umeror Hu
ceMeiHOro aHamHe3a 3a0oJieBaHMsS, HU NATOI€HHOM MyTaluu capkoMepa. ManoBeposTHO
makoice aeaaemca mo, umo OynyT UIEHTU(ULIHUPOBAHBI HOBbIE BAPHAHTHI T€HOB, KOTUPYIOIINX
COKpAaTUTEJIbHBIE OCNKW WM BAapHAHTBl JIPYTUX T'CHOB, KOTOPHIC TOATBEPISAT MOHOTCHHYIO
3TUOJIOTHUIO JIJIsl HoArpymbl «Hecemeitnoi ['KMITy» [17,55].

O6cyxaaercs runore3a Mmuoropakroproro reueza 'KMIT [16,17,23,55-58].

MouJiekyasipublii narorene3 I'KMII

[TpuunHO# rUNEpTPOPUUECKON KapAMOMHONATHH HAUOO0JIee YacTo SIBISIOTCS MyTalluH B
TeHaxX, KOAMPYIOIIMX COKpaTUTENbHbIE OENKHM MHOKapia. B OCHOBE MOJIEKYISIPHOTO TaKHX
BapranToB [KMII d4acTto neXuT HapylleHHe KalbIeBOTO TOMEOCTa3a | IMOBBILICHHUE
YYBCTBUTEIHHOCTH MHUO(MUIAMEHTOB K MOHAM KallbLIUA. DTO MPOSABISETCS B YCHUIICHUHM CHIIBI
COKpAIIIEHUS] CapKOMepa B CHUCTOIY, CHIDKEHHH CTEIICHH ero paccialbieHus B AMAcTOIy Ha (oHe
NOBBILIEHHOW  moTpeOHocTen  kapauomuonura B AT®, dro Bieder  HapylleHHE
BHYTPHKJIETOYHBIX CUTHAJIBHBIX MPOLIECCOB U PEAKTUBALIMIO KOMIIEHCATOPHBIX SMOPHOHAIBHBIX
nporpamm rumneprpodryeckoro pocra [40,59].

Ha ypoBHEe KkapIMOMHMOIMTOB AAaHHBIE IPOLIECCHl NMPUBOIAT K IOBBIIIEHUIO CHHTE3a
AMOPUOHANBHBIX (OPM CapKOMEPHBIX OEIKOB M aKTHBAIIMM KHMHA3HBIX CUTHAJbHBIX KAacKaJloB,
oOecrnieynBaroIMX Mpoueccsl cobctBeHHO runeptpopun KMII, a Takxke K yCHICHHIO
BHEKJIETOYHBIX CHUTHAJIBHBIX CHCTEM, HaIlpaBlIeHHbIX Ha mposudepanuio ¢GudpodracTos,
TpaHcpopmanu Gudpodi1acTtoB B MUOPUOpoOIacThl U AucOaNaHC B CUCTEME KOJUIAreHOJIu3a
[40,59,60].

Ha rucronoruyeckoM ypoBHE OTpPaKEHHEM MpPSIMOT0 JEUCTBUS <«IIPUUYHMHHOTOY
TEHETHYECKOr0 BapuaHTa M MOJEKYISPHOTO TMaToreHe3a sIBJSIETCS  JMCKOMIUIEKCAIUs
KapJUOMHIINTOB M MBIIICYHBIX BOJOKOH — (QeHoMmen «disarray», a Ttakxe (GuOpo3 pasHoi
crerenu Beipaxkennoctu [3,20,40,60-66].

Jtnonorus u narorenes gpenoxonuiit 'KMII

Orot pazmen BHeceH B KP I'KMII (2023) ¢ menpio oOpaTuTh BHUMaHHE Bpaueil Ha
HeoOxomuMocTh  mpoBeAeHust auddepennmansaoro awmarnoza ['KMII ¢ ¢enokormusmu u

cugapoMubiMu popmamu ['KMII, y xotopeix npu Buzyanuzauuu BeisiBisercs [ KMII-¢enorum.



®enokormst ['KMIT ato 3aboneBanne 1mo MOphoPyHKIIMOHATBLHOMY (EHOTHITY TOXOXKEe Ha
I'KMII no panHbIM pyTuHHBIX MeTonoB uccienoBanus (OKI, OXOKI'), Ho ominyaromeecs
MHBIM 3THONATOT€HE30M M BO3MOYKHOCTBIO ITHOIIATOI€HETUYECKOM TepanuM JJsl OTIENbHBIX
HO30JIOTUH.

Eme pa3 HeoOXoaMMO MOAYEPKHYTb, YTO B COOTBETCTBUE C TEKyILeH Kiaccudukanumei
['KMII eBpomneiickoro obmiectBa kapauonoroB (ESC) manubie OpMBI OTHOCSTCS K TOHSITHIO
I'KMII. Ognako, B paMKax TEKYyILIEH BEPCUU OTEUECTBEHHBIX PEKOMEHAALNN PACCMaTPUBAIOTCSI B
KaueCTBE OT/CIILHOM IPYIIIBI U BRIHECCHBI 3a pamMKu mousTus [ KMIT [67].

Haubonee yacro Bcrpeuatomuecs ¢peHoxkonuu I'KMII u ux monekyssipHbld natoreHes
npeycTapieHsl B Tabmuie 1, [Ipunoxenne A3 [68,69,78,70-77].

ITatorene3 cumnrToMoB u cunapomos I'KMII

ITatorenes I'KMII Ha opraHHOM YpOBHE 3aKJIHOUYAETCS B COBOKYINHOCTH HECKOJIBKHX
curapomoB: obctpykuun BTJDK, wmmemunm Muokapna, CUCTONIMYECKOM M JHACTOIMYECKON
mucoyakuun  JDK, aputmumueckom, XCH, neroyHodl rumnepreH3uw, (hopMHupOBaHUH
BepxyuieuyHoi aneBpu3Mbl JDK, aBToHOMHOM 1uchyHKIMM cepaLa.

Cunapom oocrpykuuu BTJIK

B cozmanum ob6ctpykiuun  BTJIDK  y4acTBYyIOT CTpYKTypHBIE, KHHETHYECKHE U
reoMerpuueckue haktopsr [79].

1. CrpyKTypHblE aHOMAJIUHU:

a. cyxenue BTJDK runeprpoduposannoii MIKII (ymeHblIeHHE CTeNeHH OOCTPYKLUHU
BTJIX nocne muoskromun/ICA 00ycloBI€HO BO3IEHCTBHEM Ha 3TOT (HaKTOp);

b. SAM-cungpoMm (mepenHe-cucToanyeckoe aBmxenue ctBopok MK);

C. yMeHblIeHHas nojocth JIK;

d. aHOMaJMU MANWUSPHBIX MBI (M JpYrue Majble aHOMaluu cepiua) (rumeprpodus u
Jquciokanus, no6aBounas [IM);

€. anMuKalbHO-0a3aJbHBIM MBIIIEYHBIN MYYOK.

2. Kunermueckue daxropsl — runepcokparumocts JIK u yckopenue kpoBotoka B BTJIK;

3. Teomerpuueckue pakTopsl:

a. mepennee cmenienne MK, touka koanraru ctBopok MK cmemiena 6mmke k MXKIT [80];

b. Mamblii a0pTO-MUTpaIBHBIN yroa (<120°).

Uewm Gonbie pakTopoB UMeEETCS Y KOHKPETHOTO MaIMeHTa, TeM 00Jiee BBIPAKEH CHHAPOM
obctpykuuu BTJIK.

SAM—cunnpom (ITIC] MK) obycnoBiieH cienyromumMu (GakTopaMu:

a) anomanuu ctBopok MK (ymimHeHue, H30BITOYHOCTD);



b) HapymeHne KOOpaHHAIMKA KPOBOTOKA B mosioctd JIDK B paHHIOIO CHCTONY, B pe3yiabrare
yero Ha ctBopkr MK neiictByer cuia, casuratomas ux B cropony BTJIXK [81,82];

c) anomamuu xopg MK;

d) MeHbIlIee COOTHOIIECHHE [UTMHBI IIepeaHeH u 3aaueii ctBopok MK (<1,3), npu 3TOM TouKa
koanTanuu cTBopok MK cmeraercs knepenu ommke k BTJIDK [83-85].

VY NanMeHToB C JIATEHTHOW OOCTPYKIMEH MPOBOLUPYIOMUME €€ (aKTOpaMH SIBIISOTCS:
yBenuueHue cokparumoctu JDK mpu Harpyske, mnpuBozsmiee K YMEHBIICHHIO KOHEYHO-
cucronmyeckoro pasmepa JOK u nepennemy cmenienuto MK; yckopenue kpoBotoka B BTJDK B
nepuo cucTobl, yeyryoustomniee SAM—cunapom (ITICJ] MK) [86].

Y mnamuentoB ¢ ['KMII moxer ObITh NaOwibHas OOCTPYKLHS, XapaKTepU3YIOIIAsICs
3HAYUTENIGHBIMUA CIIOHTAaHHBIMH ~ KOJICOaHUSIMH  BHYTpHKedIyaodkoBoro [/l Ge3 Buammoit
npuyrHbI [87].

Kpome ob6ctpykumn BTIDK, y mnammentoB ¢ I'KMII wmoxer HabmomaThes
CpemHeXenmynoukoBasi o0cTpykius. CpenHeKenyqoukoBas OOCTPYKIHS pPa3BHBACTCS Y
NanueHToB ¢ runeprpodueit cpennnHbix cermeHToB MOKII m, kak mpaBmiio, B COYETaHHUU C
runeprpodueii manmuispHeIx Meii [88-90].

[Tpu komOuHUpOoBanHOU runepTpodun (MXKII + anukanbHbIE CETMEHTBI) MOXKET OBITH 2-
ypOBHEBasi 00CTpyKIHs (CpeanHHO-XKeayaodkoBas + Ha yposue BTJIXK) [91].

MuTtpajibHasi perypruranus

MP wmoxer ObITh OOyciOBIEHAa Kak BpOXACHHbIMH aHoManusmMu MK (ymiuHeHnwue,
U30BITOYHOCTh, M3MEHEHHE COOTHOILEHMs JUIMHBI TepeaHed W 3aaHel CTBOPOK), Tak U B
COUYETaHHH C

@daxkTopsl, yyacTByromue B MP:

- BpoxieHHble aHomanuu MK (paciierienne cTBOpKH);

- IICA MK (SAM-cunnpom) ¢ obctpykuueit BeixonHoro tpakta JOK (moarsruBanue
IICMK B o6nacte BTJIK 3a cuet apdexra Bentypu, uto Hapymaer koanranuto ctBopok MK);

- mpoJiarnc ctBopok MK;

- U3MEeHeHus nojaknananHoro anmnapara MK (mepeanee cMmeneHne NanuuIIPHBIX MBIIIIII,
anmuKaJIbHOE CMEIICHNEe MaNMIISIPHBIX MBI, pa3pbiB Xxopa MK u np.);

- npuoOpereHHble u3meHenust MK (peBmaruueckue);

- JlereHepaTHBHBIE W3MEHEHHs cTBOpok MK ¢ ux yronmieHueMm, B COYETaHWUHU C
KaJbIIMHO30M MUTPAIBHOTO KOJIbIIA U OTPAaHUYECHHEM MOJBIKHOCTH 3aaHel cTBopku MK (kak
IIPABWJIO B CTapIlEll BO3PACTHOM IPYIIIIE).

Tunuunoe nanpasienue Toka MP, o6ycnoBiaennoit SAM—cunapomom (IICJI MK) B JIIT

— K3aau W JjaTtepanbHO. OnHaKo, MEHTpalbHOE W TIepenHee HampapiieHne Toka MP Takke



BO3MOYHO, UTO HE MO3BOJISIET 110 HAINpaBJIeHUI0 Toka MP nienath BBOJ O €€ MpHUpo/Ie.
VYBenuueHue TOJIHUHBI CTBOPOK MUTPAJIBHOTO M a0PTaJIbHOIO KIIAaHOB, coueTanue MP
¥ HEOOJIBIIONW a0PTANBLHOW PEryprUTAlMd MOXKET HAOMIOJAThCS MPH HEKOTOPBIX (EHOKOIHUSIX
I'KMII, B 4yacTHOCTH, NpH KapAHaJIbHOM aMuiouao3e. JlaHHOe 00CTOSATEIBCTBO Ba)KHO
MOMHUTBH NPHU TpoBeAcHUH TUu(dPepeHIIMATBHOTO AHarHo3a. 0COOEHHO Y MAaIMEHTOB CTapIIero

BO3pACTa.

Cunapom nmemuu muokapaa JIoK

VY mnanmentoB ¢ I'KMII npu HMHTakTHBIX KOPOHAPHBIX APTEPUSAX MOXKET Pa3BUBATHCA
uiemMus Muokapaa. B anrmoszeranoil mureparype ucnonb3ytot repmud INOCA (ischemia and no
obstructive coronary artery) [92].

DaxTOpsl, NPUBOAAIIMUE K UILIEMUN MUOKapJa:

a) OTHOCHTENIbHAas KOPOHApHAs HEJOCTaTOYHOCTh (YMEHBIICHHE pe3epBa KOPOHAPHOTO
KPOBOTOKA IPH BBIPAKEHHOW THIIEPTPODUN);

b) wumemus cyO3HIOKApIHATIBHBIX CIOEB MHOKAp/a 3a CYeT KOMIIPECCHH HMHTPaMypaibHbIX
KOPOHAPHBIX apTEPHUIL;

C) mepuBacKyIsIpHBIN (HUOPO3, IPHU 3TOM UHTPaAMypalibHbIe KOPOHAPHBIC apTEPHH HE MOTYT
pacIIMpUTECS BO BpeMsl (PU3MYECKON Harpys3ky, KOIJa BO3pacTaeT MOTPeOHOCTh MHOKapAa B
KHCIIOpoJie U TpeOyeTcs yBeIrnueHne KOPOHAPHOTO KPOBOTOKA;

d) BpoKIeHHas MATOJNIOTHs KOPOHAPHBIX apTEepUil — «MHOKApIUajbHbIC MBIIICUHbIC
MOCTHKHU» U HUHTPAMYpPaJIbHOE PaCIOI0KEHNE BETBEH KPYITHBIX KOPOHAPHBIX apTepuil;

€) TOMHMO MEPEYMCACHHBIX MPHUYUH, y 15-25% manneHToB HAOIIOMAIOT COMYTCTBYOIHIA
aTepocKIepo3 B SMUKapAMAIbHBIX KOPOHApHBIX apTepHsx (B cTaplield BO3pacTHOM rpyrime
MaICHTOB).

VY mamuentoB ¢ [KMII u ¢penoxonmmsivu 'KMII mosker pa3BuBathes HHGApPKT MUOKapa
(M) xak 2 Ttuna, (6e3 areporpom603a), Tak u 1 Tuma. dakropsl pucka pa3BUTHS HH(]apKTa
muokapra 2 tuna y nanueHtoB ¢ I'KMII mpencraBnenst B Tabmuue 2, Ilpunoxenune A3
[93,94,103-108,95-102].

Cunapom guchpynkuuu JIXK

Juacmonuueckaa ¢ynkyua JIK Moxer ObITh HapyllleHa yXe Y HOCUTEIEeH MyTaluu, B
noruneprpoduyeckoit cramuu ['KMIT [109].

IIpu I'KMII Hapymenusi kacaroTcs ABYX OCHOBHBIX JETEPMHHAHT JUACTOINYECKOTO
HanoinHeHust JDK — axkTUBHOM penakcallii W pacTsDKUMOCTH MuoKapna. ['umeprpodust

MHOKap/la per Se BbI3bIBAET HAPYIIEHUE aKTUBHOIO pacciadieHus. XaoTUYECKOE PACIOI0KEHNE



COKpaTHTENIbHBIX 371eMeHTOB (disarray) u MHTEPCTHIMANBHBIA (HUOPO3 MPUBOMAT K CHIXKCHHIO
noxarnuBocty JUK, M, Kak CleACTBHE, K BO3PACTAHUIO CONPOTUBIEHUs HanojgHeHutro JDK u
MIOBBIIICHUIO JaBJIcHNUs HanojaHeHus. B HavanpHbIX cragusax ' KMII HapymeHo TOIbKO aKTUBHOE
paccnabienre Muokapaa, npu 3tom nasienue B JIIT He yBenuueno. I1o Mepe nporpeccupoBanus
runeprpoduu, pasButua (GuOpoO3a, HapacTaHWs CTENEHM MUTPAIbHOM perypruTanuy,
IPUCOEAMHEHNS HUIEMMM MHOKapJa AMACTOJIMYECKUE HApyLIEHUs HapacTaroT, NPUBOII K
yBenuuenuto pasiaeHuss B JIII (coorBerctBenno, u k ysenumueHuto KJIJI JDK). Takxke
BbIp@)KEHHAsl JUacToOIMYecKas AUCOYHKIMS MOXKET MPUBOAUTH K PA3BUTHIO JIETOYHOMH
THIIEPTEH3UU Y HeKOTOphIX marueHToB (JII'y 50% cumnroMubix nanuerto) [110-113].

Cucmonuueckaa gpynkyua JIZK MOXET OLIECHUBATbCA KaK 10 MapaMeTpaM COKPaTUMOCTH,
TaK U 110 0ObEMHBIM [TOKa3aTEeISIM.

I'moGanbHas cucronuueckas ¢pynkuus JDK, oueHnuBaemas o napameTpamM COKpaTuMOCTH,
y nanuenToB ¢ 'KMII cBepxHopmanbHas, uto Beipaxaercs Boicokod @BJDK. Cnenyer yuects,
yto mnokazarenb @B npu [JDK u manenpkom JDDK MOXET HEKOPPEKTHO XapaKTepU30BaTh
COKPaTUMOCTb. PernonanbHas CHCTOJINYECKAS byHKIHS JDK reTepOreHHa!
runeprpodupoBanHble cerMeHThl JIDK TI'MIIOKMHETHYHBI (CHM)KEHA CTENEeHb CHCTOJIMYECKOro
yToNIieHuss M jAedopmaius), a HeruneprpoGupoBaHble CErMEHThl HMMEIOT HOPMabHYH/
CBEPXHOPMAJIbHYIO COKPAaTUMOCTb.

OO0beMHBIM TNOKa3aresneM cuctonnueckoil pynkuuu JDK sBisiercss BenuyMHA yIapHOTO
oorema (YO). IIpu I'KMII u ymensmennom JDK (mansiii KJO) YO cHukeH, HecMOTpsS Ha
Bbicokyto @BJIK. Taxke cHM>KeHa BO3MOXKHOCTH npupocta YO npu pusnueckoil Harpyske.

Cucromnueckas ¢ynkiusa JDK, ananusupyemast mo cuctonnueckon aedopManuu, MOXKET
ObITh HapymieHa yxe y Hocureneit [ KMII-myranuu, Ha noruneprpodpuueckoil craguu.

IIpu nporpeccupoBaHuM 3a0o0jeBaHUs (HEraTUBHOE peMmojaenaupoBaHue, adverse
remodeling) B IuiIaTallMOHHOM CTaJuu HAOJIONAETCSl YMEHbIIEHHE CTeNeHU TUnepTpoduu
(«BBIrOpaHUE»), COMPOBOXKAAeMoe CHUkKeHHeM obmel cokparumoctd JDK (®B < 50%)
[110,112,114-118].

K mpu '’KMII

VY 30-44% mnaumentoB ¢ I'KMII HnabmromaroTcss CTpyKTypHblE M (DYHKIHMOHAJIbHbIE
Hapymenus B IDK. Kpurepuem runeprpodun muokapaa [DK cuurtaercs yBenmueHne TONIIUHBI
crenku [1DK > 5 mm. Tommunaa muokapaa ITK > 10 mm cunraercs skcrpemansHoi [TDK [119].

I'umeprpodust [DK B emuHUYHBIX caydasx ObIBaeT u3onupoBaHHoit, 6e3 [JIK [120].

CrpykrypHoe pemoaenupoBanue IDK B 15-90% npuBoguT K BHYTPHKETYIOYKOBOM
00CTpYKLIMH, KOTOpasi MOXET ObIThb Ha YpOBHE cpenuHHbBIX cermMeHToB [IDK mnu Ha ypoBHe

BeIxoHOTO TpakTta [1K [121].



Kpurepuem nammuus ooctpykunu BTIDK cuntaercs yBennueHnue rpaiieHTa JaBJICHHS B
BTIIXK >16 mm prt. ct. B mokoe [122].

Veenuuenue tonmuHbl [ICIDK y manumentoB crapmie 60 ner ¢ ['KMII-dpenorunom
TpeOyeT UCKIIIOU €HUS KapIuaIbHOTO aMHJION103a.

Cucmonuueckaa oOucynkyua IIZK 1posBISIETCS  YMEHBIICHUEM  MPOAOILHON
nedopmaruu [DK; mpu stom apyrue mokasarenu cuctonmueckoi ¢pynkmuu [1DK (TAPSE u s’
JarepaJibHOM 4acTH TPUKYCHUAAJIBHOIO KOJblla), Kak IpaBWiIO, B IPEAeNax HOPMaJIbHBIX
3HAYEHUH.

Huacmonuueckan ouchynkuua IIDK B HadanbHBIX cTamusx xapakrtepusyercs E/A<I,
yBemmmueHneM RV DecT (Bpems 3amenneHust KpoBoToka B ¢a3y pannero nanonxenus [1DK), E/e’
>6,0. IlokazaHo, 4ro Hamuuue auactoinuueckor nucyHkiun [DK sBisercs mpenukropom
BCC u XCH [113,119,121-125].

BHe3anHast cepaeyHasi CMepTh

B ocnoge narorene3a BCC nexar QaranbHbie HAPYIICHUS! pUTMa, BEI3BAHHBIC WIIEMHUEH
MHUOKapia W ayekTpudeckord HectabmwibHOCThi0. BCC wame oOycnoBiena DX (62,4%),
opamnaputmusamu (16,5%), KT tuna «Torsades de pointes» (12,7%), KT (8,3%) u acucronueii.

BCC nopaxaet naruenTtoB ¢ ' KMII B 1r060M Bo3pacte (naxe crapuie 60 JeT), ¢ THKOM
B nepuosx ot 30 go 50 yer. B omiMume OoT apUTMOr€HHOW KapAMOMMOIIATHM, MPH KOTOPOH
CYIIECTBYET 4YeTKas CBs3b MEXKIYy WHTCHCHBHBIMA (U3HUSCKHUMH  YIPAKHCHHSIMH |
noBbIieHHBIM puckoM BCC (manHbie peructpa kapauomuonaruii Bemukoopurtanun) BCC mpu
['KMII B OOJBIIMHCTBE CITyYacB BO3HUKANIA B TIOKOe Wiu rpu oosraroit ®H [1,97,134-139,126—
133].

CuHKoONBI

CHHKOMANIbHBIE COCTOSHUSI MOTYT OBITh OOYCIOBIIEHBI KaK apUTMHYECKHMH, TaK U
reMOJAMHAMUYECKUMU TpuyuHamu. K reMonnHaMUYeCKUM TMPUYMHAM OTHOCST CUTYaTHBHOE
yBennuenue ooctpykiuu BTJDK (pusnueckas Harpyska), BhI3bIBAIOIIEE 3HAUMMOE YMEHBIIIEHUE
yaapHoro oowema u mnajeHue AJl, a Takke CHUKeHUE NepupepruuecKkoro COMpPOTHUBIEHUS B
pe3yibTaTe HeaJeKBaTHOW Ba30MJIATAllMU, B TOM YHCIIE Ba30BarajbHbIe OOMOPOKH (CM. Takke
[Mpunoxenue b8) [140-143].

OuoOpWILISIUMS NPeAcepaAri

@akTopBI:

a) «mupeacepiHas MHUOMATHS» - ToOKa3aHo, uto (yHkuus JII[1 HapyiieHa y HoOcUTene
MYTalliu B JOKJIMHUYECKOH CTaluu 0 pa3BuTHs runeprpodun [144].
b) crpykrypHoe (munaramms) u QyHKIHOHANbHOE pemoxaenupoBanue JIII, mpuBoasiiee K

AIIEKTPUYECKON HECTaOUITBLHOCTH;



C) wuHTepcTUIManbHbIi Gropos JIIT [145-152].

N3BectHO, uTto (pubpmmsinus npeacepauit (PI1) —yacteiii cumnToM npu (peHOKOMHIX
['KMII, nampumep, 4YacToTa BBIABICHHUS (DUOPMIUISAIUM MPEICepaii IPU aMUIIONI03€ CepaLa
MoxeT jpgocturatb — 69%. IlpuumnHa yBenuuyeHus JIEBOrO Mpejacepiuss MHOTro(akTOpHa.
Heo6xonumo OTMETUTh, YTO HApyILIEHHWE COKPATUTEIbHON (YHKLUU JIEBOTO IMpencepius Mpu
TPaHCTUPETUHOBON aMWJIOMIHOM KapJUOMMONATUH HE 3aBUCUT OT pa3Mepa JIEBOro MpeAcepaus
[153].

XpoHuYeckas cepaedHasi HEAOCTATOYHOCTD

DaKTOpHI:

a) ymenbmeHabii JK (mansiii KJ1O) u, Hecmotpst Ha Beicokyto DBJIK, maneiit YO JIK;

b) HecmocoOHOCTH yBenu4HTH B JOIDKHOM cTeneHn YO npu GU3NUECKOi HarpysKe;

c) obcrpykuus BTJDK, BHOCsmas Bkiaa B ymeHblieHue YO,

d) cucromuueckas aucohyukims JIDK npu mporpeccupoBanmu ['KMII, ocobeHHo B
JUIIATAllMOHHON cTaguu (MIIeMUsl MUOKapaa, Auccuuxponus JIK);

€) aMacToNuYecKas muchyakmust JOK  (dubpos MHUOKap/ia,  IOBBIIICHUE
nasnenus B JIIT u KJ1/1);

f) murpanbHas peryprutanus (BHOCUT BKJIaJ| B TOBbIICHUE AaBieHus B JIIT);

g) uapymenus putma (OI1);

h) nerounas runeprensus [110,116,118,149,150,154-157].

Y 10% mnauumentoB ¢ I'KMII ¢ «kimaccuyeckum (EHOTHIIOM» B IIOKOE IpH
yABTPA3BYKOBOM HCCIIEZIOBAHUU JIETKUX PETHMCTPUPYIOTCA B-IMHMH, YTO CBHMIETENBCTBYET O
3actoe B Jierkux. [Ipu ctpecc-3x0KI" gacrora BeisiBieHust B-nunuii Bo3pactaet 10 30%. Y atux
6onpHbIX Tpu DPH ycyryOmsercss auactonuyeckas AUCPYHKLHS, BO3pacTaeT MHUTpasbHAs
perypruraiys 1 JaBieHHUe B JerouHoi aprepuu [158].

®opmMupoBaHue Bepxyume4Hoii anespusmbl JIK

Yacrora pa3BUTHS BEpXYyLIEUYHOM aHEBPU3MBI COCTaBIseT NpumepHo 2-3% oT Bcex
cygaeB KMIT [159,160].

Bepxymeunsie aneBpusMbl npu I'KMII moryt pa3BuBarbCcsi Kak IpH H30JMPOBAHHOMN
BepxyieuHoi runeprpoduu JIK, Tak u mpu Mopdoaoruueckux BapuaHTax, Korjaa runeptpopus
pa3BUBaeTCs MPEeUMyIecTBEHHO B cpenHux cermeHnTax JIK (koHdurypanus "necouyHsix yacos')
WM TIPU CMEIIaHHBIX BapHaHTaxX, KOrja runeprpoduu pa3BUBAETCS B BEPXYILIEUHBIX M CPEIHUX
cermenTtax JIK [161].

IIpu cpeanexenynoukoBoit oOctpykTuBHOM ['KMII Bepxymeunsie aneBpusmbl JDK

HNpUCYTCTBYIOT Oosiee uem B 20% ciryuyaes [89].



PazButne Bepxymeunoir aneBpusMbl JDK npum ['KMII o0ycinoBneHo codetanuem
¢daxTopoB, B3bIBatONMX uimeMuto muokapaa npu 'KMII u ponomHuTensHBIM (akToOpoM -
CHCTOJTMYECKasi CPEAHEKEITYIOYKOBasi OOCTPYKIMS BBI3BIBAET PE3KOE MOBBIIICHHE TABICHUS B
Bepxymike JDK, dYro mnpuBOIMT K CHMXKEHHIO KOPOHApHOH mnepdy3uu, O0COOEHHO B
CyO9HIOKapIHAIbHBIX CJIO0SX MHOKAp/Ia M anonTo3y kapauomuonutos [162,163].

[To pa3mepy BepxylieuHble aHEBPU3MBI pa3JeisioT Ha Malibie (<2 cMm), cpennue (2-4 cm)
u Oonbine (>4 cM). He BBISBIEHO B3aUMOCBSI3U MEXY pa3MEpOM aHEBPU3MbI U KIIMHUYECKUM
ucxomom [161].

Ho umerorcs nannbie o ToM, 4To okoiio 20% ciiydaeB TpoMOOIMOOINYECKUX COOBITUH U
oOpa3zoBanust TpomOa B Bepxymke JDK mpoumsonuio mpu aHeBpuU3Max MaibIX pa3MepoB, B TO
Bpems kak okoio 70% coObitnit BCC ObUIO y MalMeHTOB CO CPEAHUMH U OOJBIIMMH
aneBpusMamu [161].

Bepxymieunble aHEBpU3MBbl SIBISIOTCS HE3aBUCHUMBIM IPEIUKTOPOM IOTEHLUAIBHO
JETAJIbHBIX apUTMUM, BKJIOYAs HEYCTOMYMBYIO M YCTOMUMBYIO KENYIOYKOBYIO TaXHUKAPAMIO
(OKT) u pudpumsmio xenynoukon (DXK) [164-167].

OO6nactu pyOueBaHHs MUOKapja, IpUieraroliye K pyonoBoMy O0OAKY aHEBpU3MBI Ha
CTBIKE >KM3HECIIOCOOHOM 1 aHOMaJIbHOM TKaHU, I71e BO3HUKAIOT KOHTYpHI [e-entry, npencTaBisoT
co0OW TEpBUYHBIA ApPUTMOTEHHBI CyOCTpaT [UIi BO3HHUKHOBEHHS 3JI0KQYECTBEHHBIX
KEJTYI0UKOBBIX TaXHAPUTMUN HE3aBUCHMO OT pazMmepa aHeBpu3MbI [161].

Hanuune BepxyiieuHoi aHEBPU3MBbl aCCOLIMMPOBAHO C 4X-KPaTHBIM YBEIMUYEHHEM PUCKA
BCC u 6-kpaTHbIM yBEJIIMYEHHEM pHUCKa TPOMOOIMOOIMUECKUX COOBITHI/00pazoBaHueM Tpomba
B Bepxytuke JK [168].

B 2020 rogy Hanuuue BepXylIEYHOM aHEBPU3MbI (HE3aBUCHMO OT pa3Mepa) BIEpPBbIE
BOIILIO B CIIUCOK YCTAHOBICHHBIX KIMHUYECKUX (aktopoB pucka BCC mpu I'KMIT [1].

Bepxy1ieunble aHeBpU3MbI MOTYT pa3BuBarbes U npu 6oneznu ®adpu (1o 10% ciydaes),
Kak Ipu ee THIUYHON Mopdonornyeckoit popme (cummerpuynoit [TIK), Tak v mpu aTHMIUYHBIX
— aCUMMETPUYHOM ¥ anuKaibHO [169].

ABTOHOMHasi TMCHYHKIUS

ITokazano, uro y nmamuentoB ¢ 'KMII HapymieHa cumnaTuyeckasi HHHEpBaIUs B CEpLe
M OTH HapyUIeHUsS MPOTPECCUPYIOT TMpPH Pa3BUTHH HETAaTUBHOTO  PEMOJEIMPOBAHMS
(cucronmueckas AUChYHKIMS U TunararoHHas craaus) [170].

[Tpu3HakaMu TUCHYHKIMHM BEreTaTUBHOW HEPBHOM CHUCTEMBI SIBISETCS HeaJeKBaTHas
peakuusa AJl u UHCC Ha narpysky. Crnenyer yuuThiBaTh, 4YTO HeajaekBarHas peakuust A/l na ®H

TaKk)Ke MOXKET OBIThH O6YCJ'IOBJ'ICH3 YUCTO TEMOJUHAMUYCCKUMHU MPUYWHAMH — HCI0CTATOYHBIM



npupoctoM YO npu ®H (mansiii KJIO JDK + mapymenue nuacronnueckoro HamoiaHeHus JOK +
yBenuuenue oocrpykiun BTJDK npu ®H).

Henocrarounsim npupoctom AJl npu ®H cuurtaercs yBenuuenue A/l menee, yem Ha 20
MM pT.cT. Ha ke OH nam nagenue AJl 6onee, yuem Ha 20 MM PT.CT. OT MUKOBOH B mporecce ®H
[1].

VY namuentoB ¢ 'KMII Ttaxke BeisiBisercs Hemoctarounblii npupoct YCC npu OH
(pezeps UCC - ornomenue nukoBoit YCC k ucxoanoit mpu crpecc-3xoKI'). Crenenb cCHUMKEHUS
pesepBa UCC He 3aBHCUT OT npuema 6eTa-0JI0KaTOpPOB U SBISETCS HE3aBUCUMBIM MPEIUKTOPOM
ILUIOXOro Mmporuo3a [171].

Cnenyer yuuThIBaTh, 4YTO B CTaplliell BO3PAaCTHOW TpyIIE MAlUEHTOB HaJIU4due

ABTOHOMHOM IHC(YHKIMH TpeOyeT UCKIIOUCHUS KapIUabHBIX (OPM aMIIION103a.

Jlerounasi runepTeH3us

I'ucronornveckne AaHHBIE MOKA3bIBAIOT, YTO y MAalMeHTOB ¢ oOcTpykruBHOM ['KMII
IIPOUCXOJUT PEMOJEIMPOBAHUE KaK apTepUalbHBIX, TaK M BEHO3HBIX COCYIOB JIETKHX.
Otmeuaercst runepTpodust COCYTUCTON CTEHKH M yBeauuuBaercs 1oist GudposHoi Tkanu. Ilpu
ITOM TIOBBIIICHUE AABJICHUS B JICTOYHOMN apTepui MOXKET ObITh HeOObIIUM [172].

VY 20% nanuentoB ¢ I'KMII u HOopMmalIbHBIM JaBI€HHEM B JIETOYHOM apTepUU B IOKOE
perucTpupyercs ero nobiieHue npu crpecc-IxoKI [173].

Jlerounasi TunepTeH3us (CpeaHee NaBIEHUE B JIETOUHOW apTepuu >25 MM pPT. CT. TpHU
MHBA3MBHOM H3MepeHHH) BoisiBIseTcs y 50% cumnroMHbIX nanueHToB ¢ XCH ¢ mokazaHusMu k
penykuun MXKIIL. ¥V nHekotopsix 6ombHBIX (10 10%) nuarnoctupyercs: npexanwuisipHas JII'
(TaBieHUE 3aKIMHUBAHMUS JIETOYHOM apTepuu <15 MM pT. CT.  JIETOYHOE COCYIUCTOE
compotuBnenue >3.0 equaun Byna). [Manuents! ¢ npexanuuigpaoit JII' o apyrum napamerpam
3HAYMMO HE OTIMYaInCh OT Apyrux nanueHToB ¢ ' KMII u JII'. CreneHb MOBBIICHUS AaBICHUS B
JIA B nuamazone 40-60 mMm pr.ct. Ilocne CMD naBnenne B JIA cHuxkaercs, HO HE 1O
HOpMaJIbHBIX BenmunH [110,174].

JlerouyHas runepTeH3us ABISETCS NPEAUKTOPOM Iu10Xoro nporuosa mpu 'KMIT.

1.3 Dnuaemuoaorus 3a00JeBaHUS WJIM COCTOSHUS (rpynnbl 3a00JeBaHUN WM

COCTOSIHM)

I[Ipu T'KMII Her derkoil reorpaguueckoil, 3THUYECKOW WM TOJOBOM CTPYKTYpbI

pacnpeieeHusl.



I'KMII — mpakTuyecku €IWHCTBEHHOE KapJAHOBACKYISIpHOE 3a00JIeBaHHE, KOTOPOE
MOKET MAaHH(ECTHPOBATH B JIIOOOM BO3pacTe YEIOBEKA OT MJIAJICHYECTBA J0 ITYOOKOH CTapOCTH
(c mepBbIx aHe#t 10 90 u Oojee JeT); MpU ATOM CPEIHUN BO3PACT MALMEHTOB MPHU YCTAHOBKE
nuargosa cocrapisgeT 30—40 net.

CormnacHo JaHHBIM SMUAEMUOIIOTMYECKUX UCCIIETOBAHUM, TPOBOAUMBIX B Pa3HBIX YACTAX
ceera, pacnpoctpaneHHocTb ['KMII cocrasnser 1:500 B o06mieit nomynsiuuu. B pasHbix
BO3pACTHBIX KOroprax oHa Bapbupyetcs ot 1:500 mgo 1:200.

[Ipu nmpuMenennn Oosee 4yBCTBUTENBHBIX MeTOon0B Buiyanu3anuu (MPT, KT) u Gonee
HIMPOKOM HCIOJB30BaHUM TE€HETUYECKOr0 TECTUPOBAHUS U KACKaJHOTO CKPUHHUHTA JJIs
POICTBEHHUKOB IEpBOM JIMHUU pojcTBa pacupocTpaHeHHOCTh ['KMII coorBerctByer 0,6%
(1:167) .

Yacrora B o0miel nmomynauuu mnpessimiaer BerpeuaeMocts ' KMII B kapauonornyeckoi
MpaKkTHKe, TaKk Kak Oonblias 4acTh MNAI[MEHTOB OCTaeTCs HEUJIECHTU(DUIMPOBAHHOW BBUIY
6eccumnToMHOCTH. [IpH BBISIBIEHUHU TUNIEPTPO(UHU CepAlla B CTAPUIMNX BO3PACTHBIX TPYMIIAX H
tommuHe creHku JDK 12 MM 1 6osiee HEOOXOIUMO YYUTHIBaTh BO3SMOXKHOCTH (peHokonuii ' KMIT
u Bropuunoi ['TIK [34,175,176].

B mepByto ouepens 310 Kacaercs TpaHctupeTHHOBbIX (TTP) amunoummgHbix
kapauomuonaruid. Beiaenstor nBa tTuna TTP-KMII — HatTuBHOr0, HOPMaabHOTO «JIUKOI0» THUIIA ,
nproOpeTeHHBI HeHACIIEICTBEHHBIN aMIIIONI03 Cep/Iia, K KOTOPOMY OTHOCHUTCSI OOJBITMHCTBO
cny4aeB Oone3nn W HacneactBenHoro tuma [177]. C 2020 roxa amunounsas TTP-KMIT Bxogut
B IIEPEYCHb penkux (opdannbix) 3aboneBanuil. Amunouanele TTP-KMII wacto He
JIMAarHOCTUPYIOTCA HM3-32  TOTO, YTO HAIIOMUHAIOT ApPYrHe NPUYHHBI THIEPTpOo(UU JIEeBOTO
xenygouka, Takue 'KMII, AI' wu aopranbHblii creHo3. B koroprax mnammentoB ¢ AC u
TpaHcKaTeTepHoi 3ameHoit AK pacnpocTpaHeHHOCTh puoOpeTeHHOoro kapauansHoro TTR wt -
ammwiIouzo3a  coorBerctBoBana 16%, u3 xoTopelx B 62% cilydaeB BBISBIEHBI KPUTEPHUH

HU3KOTOrpaJIneHTHOro HUu3kormorokosoro AC [178].

1.4 Ocob0eHHOCTH KOAMPOBAHUSA 3200JIeBAHUA WJIH COCTOAHUSA (rpynnbl

3200JIeBAHUHA WJIH COCTOSHHUNI) mo MeKIVHAPOAHOH CTATHCTUYECKON KJaaccu(uKanuu

00J1e3Hel M MPo0JaeM, CBA3AHHBIX CO 3I0POBLEM

MKB-10

142.1 — OGcTpyKTUBHAS TUIEPTpOPHUECKast KapAMOMHONATHSI.

142.2 — Jlpyras runepTpoduueckasi KapAHOMHUOTIATHSL.



1.5. Kuaaccudukanus 3a0oJeBaHus] WJIH COCTOSSHUSA (rpynnbl 3a00JeBaHUil MM

COCTOSIHM)

B noBcenHeBHON KIMHUYECKON MPAKTUKE MPUMEHSIOT HECKOJBKO KIIacCU(UKAITMOHHBIX

MOJXO/I0B — KJIIMHUYECKUH, TeMOJUHAMHYECKHI, MOP(OIOrHuecKuii, FreHeTUYe CKUM.
Knunnueckue Bapuantel Teuenus [ KMII — cm. paznen 1.6.
I'emonuHaMu4YecKuil MPUHIHUI KIaccuPpuKranmu
B 3aBucumoctu oT Hamuuus wiaM orcyrctBus ooctpykuuun BTJDK B mokoe u mpu
Harpy3ke BbIIEIAIOT cieayronue BapuanTel ' KMIT:

- nueobctpyktuBHas ' KMIT: I'J B BTJIDK <30 MM pT.CT. B MOKO€ U NPH HArpyskKe;

- o6crpykrtuBHas KMII: T'Zl 8 BTJDK >30 (50) MM pT. CT. B MOKO€ U IpH Harpyske. B
TOM 4HCJIe JJaTeHTHas ooctpykuus, npu koropoi I'Jl B BTJDK <30 B nokoe u >30 (50) mm pr.
CT. Ipu Harpyske (moapobuee kputepuu ooctpykuuu BTIDK cMm. B pazaene «JluarHocTuka).

Mopdoaoruyecknii npuHunn kiaaccupuranun 'KMIIT

1. Acummerpuunas gpopma 'KMIT:

* Tuneprpodus MXKII (+/- BoBieuenue [1K);

o bazanpnoii yactu MXKII (cybaopranbHas);

o CurmosumHas MXKII,;

(@]

['uneprpodus Beeit MXKII;

o JBosikoBeimykiass MOXKII (anrm.  «reverse curve») — NPEUMYIIECTBEHHO
cpeanexenynoukoBass rumneprpopuss MIXKII Ge3 Bomnedenus cBoboanoit crenku JDK
[179-182].

» KomoOunuposannas (MXII + npyroit ornen JIK umu I1XK);
* T'uneprpodus npyroii crenku JDK (6okoBast, 3a1Hs5).
2. AnwuxkanbHas runeptpodus (+/- cpenunnslie cermeHTsl JIK);
3. CpennexenynoukoBas ['KMII (¢ BoBneueHneM cpeAMHHBIX 0TAeN0B He Toabko MXKII, Ho
u cBoboHoM crenku JDK, JDK tuma «necounsie 4acoi»);
4. Cummerpuunas popma 'KMII.

ITo nanHbIM MHOTOLIEHTpOBOrO peructpa namueHtoB ¢ ' KMII 6onee 80% manueHToB C
['KMII otHOCcATCA K OBYM MOP(OIOTMYECKUM MOATUIAM - TUnepTpopus Oa3aqpHOW YacTH
MKII (46%) u nBosikoBsimykias MIKIT (38%) [181].

Konnentpuueckas I'KMIT cocraBmsier 1% caydaeB, CpeaHEKEITyI0YKOBas
ooctpyktuBHass ['KMII ¢ ¢opmupoBaHreM BepXymiedHOW aHeBpu3Mbl - 3%), BepxylieuHas
['KMII - 8%.

Knunnyeckue ocobeHHOCTHM Haubojiee YacTo BCTpeYaroUIMXcs MOpQOIOTHYECKUX

nontunoB ['KMIT npeacraenenst B Tadmute 3, [punoxenne A3.



Knaccupukamus I'KMII o creneHu BbIPaKeHHOCTH TUNIepTPOUu:

1. «YmepenHas» (B aHIIOS3BIYHOM  JIMTEpaType HCIONB3yeTcs TepMuH  «mildy):
MakcuMaiabHasg TonnmHa creHkd JDK <18 mw;

2. IIpomexxyTouHas,

3. DkcrpemanbHas (MakcuManbHas ToimuHa cteHkn JDK >30 mm).

Knaccudukanus kapauomuonaruii MOGE(S) BblfenseT HE TONBKO «KIACCHUECKHE)
Mop(hodyHKIIMOHATBHBIE (DEHOTHIBI (TUMEPTPOPUICSCKUI, NUIATAIIMOHHBIA, PECTPUKTUBHBIN,
apUTMOTEHHasl JMCIUIa3us, HEKOMMAKTHBIH MHOKapA), HO M CMEUIaHHbIe (EHOTHUIIBI
[27,183,184].

Kaunnuko-mopgosioruyeckas kiaaccuukanusa no craguam I'KMII

B 2012 r. Olivotto | u coarops! [185] Beinenunu 4 craauu pazsutus ['KMIT:

1 cragus: porunepTpodudeckas - dTal B pa3BUTHH 3a00JIEBaHUS Y JUI, SBISIFOIIMXCS
HOcUTEeNsIMU  MyTanui, Bbi3bBatomux ['KMIL, npu  KOTOpoil  OTCYTCTBYIOT — IpPU3HAKU
runeprpodun MIUOKap/aa, OpeneIsieMble C IIOMOIIBIO BU3YaTU3UPYIOIINX METOOB.

2 cramus: «xinaccuueckuid penotum» I'KMII - sran, npu kotopoMm runeprpoduyueckuit
denotun noiaHocteio BoipaxkeH, JOK runepaunamuuen (OB JDK >65% no nanasim MPT), npu
OTCYTCTBHHM OOIIMPHBIX (PUOPO3HBIX HM3MEHEHHU, CBUACTEILCTBYIOUIMX O MPOrPECCUPOBAHUU
3a00J1eBaHU.

3 crajus: HEraTMBHOE PEMOJEIUPOBAHUE - ATall, KOTOPBIA ONpenenseTcs HaJIudyueM
HEOIaronpusTHBIX CTPYKTYPHBIX M3MEHEHUH, HaK/IaJpIBalOIUXCa Ha "Kiaccuueckuil" enorun
['KMII, Belpakaromuxcs B HapacTtatouieM pudposze JDK n yxyameHnu cucTonuyeckoil GyHKInu
JOK (®B JIK B muamazone ot 50% m0 65%), npyu OTHOCHUTEIHHO COXPAaHHOM KIMHUYECKOM M
reéMOIMHAMUYECKOM CTaryce.

4 crapusa: BeIpaXeHHass JUCQYHKIMS - 5Tan  KiauHudeckoro passutus ['KMII,
xapakTepusyrouuiica cucronndeckoi nucynkiueit JOK (OB JDK <50%), conpoBoxxaaromuiics
KpaliHel cTeneHplo prubpo3a U peMoneTupOBaHMsI U OOBIYHO CBSI3aHHBIN C TEMOIMHAMUYECKOMN
JEKOMIIEHCAIMeN U HeOIaronpusTHIM HCXOJOM.

B mnacrosmmx pexomeHganusx 3 u 4 craaus oObeAMHEHBI TEPMUHOM «HETAaTUBHOE
PEMOAEITUPOBAHUE.

OXO-KI" npuznaku «xinaccuueckoro penoruna» 'KMII:

e acummerpuuHas [JDK;

e pasmep nonoctu JIK B mpenenax HOpMaabHBIX 3HAUEHU/ YMEHBIIICHHBIN;
e OB JDK >65%;

e o6ctpykuus BTIDK;



e nuactonudeckas ¢ynkius JDK coxpanena wnm amactonmueckas guchyakums JDK 1

CTCIICHHU.

1.6. KauHnnyeckas KapTHHA 3200J1€BAHMS WM COCTOSAHHUA (Ipynnbl 3200J1eBaHU

MJIN COCTOSTHUN)

I'KMII — 3aboneBaHue, XapakTepU3YIOIIEECs BBIPAXKEHHON TI'e€TepPOTe€HHOCTHIO
KJIMHUYECKUX MPOSIBICHUH.
Kaunnuyeckue Bapuantbl Tedenuss 'KMII:

1. BCC - moxer ormeudarbcs npu Jo0om Bapuante TeueHus ['KMII, B Tom uucie 6e3
NPEAMECTBYIOMIEH CUMITOMATHKHU (Hanboiee 4yacTo BCTPEYACTCS y MOJIOJBIX MAIMEeHTOB < 35
JIET, BKJIFOYasi CIIOPTCMEHOB);

2. beccMMIITOMHOE TEUEHHE - BCTPEUAETCs Yy MAIMEHTOB C HMCXOAHO HEOOCTPYKTHBHOMN
dopmoii 'KMII (neGonbias crenens runeprpoduu Muokapaa, 6e3 COmyTCTBYIOLUX aHOMATHA
MK). IIponoKuTeNbHOCTh KM3HU Y ATHX MALUMEHTOB Kak B oOIIed momynsuuu - 75 Jer u
ooitee;

3. CumnromHoe ctabmibHOE (Ha (hoHE MEIMKAMEHTO3HOH Tepamuu) M00pOKaueCTBEHHOE
TEYCHHE!

a) y MalKMeHTOB C UCXOIHO HeoOCTpyKTHBHOM (hopmoit ['KMIT,

b) mpu OT'KMII ¢ HeGomnbiioi crenenbio ooctpykuu BTJIK.

4. CumnromHoe ocinoxxkHeHHoe Tedenne I'KMII nposiisiercs:

a) ubpwLIsIIMel Tpeacepanii — MapOKCU3MajbHas, MEPCUCTUPYIOIIAs WK MOCTOSHHAS
(ot 25 mo 30%), accouuMpoBaHHAs C CEPACYHON HEIOCTATOYHOCTHIO PA3TUYHOU CTETCHU
BBIPQXEHHOCTU U TOBBIIIEHHBIM PHUCKOM TpPOMOO3MOOINYECKUX OCIONKHEHUM, BKJIIOYAs
UHCYJIBT;

b) XCH - mosiBiieHHE ONBINIKH, CITa0OCTH, YTOMIIIEMOCTH, B COYCTAHUH, MPECHHKOINbBI H
cunkonsl, aputmuu. Hapacranme tsokectu XCH po II-1IV ®K (NYHA) npu coxpaneHHoi
cucrtonuueckoit pynkuuu JIK;

c) CuHIpOM CTEHOKAapIuH (B TOM YHUCIE aTUIHYHBIA OONEBOI CHHIpOM) WM Oe300iieBast
umemusi. Umemust Muokapaa npu ['KMII moxet ocnoxusatseest UM 2 tumna;

d) «Koneunas craaus»: majdbHEHIIICE MPOTPECCUPOBAHUE SABICHUN 3aCTOWHOM CEepAEeYHOM
HE/JIOCTaTOYHOCTH, CBSI3aHHOM €  HETaTUBHBIM  PEMOJAEIUPOBAHMEM U  BBIPAXKEHHOU
CHCTOJIMYECKON U nuactonuueckoi auchynkuueit JOK;

e) PasBurue Bepxymieunoit aneBpu3mbl JIK.

Cumnmomvr XCH ecmpeuaromces wacmo, Ho ee Kaunuyeckuu npoguie (IV cmaous no

Onueommo) paziuyaemcsi y pasHuvlX NAyueHmos. Y 0O0HUX cepoeyHas HedoCmamoyHoCmb



C8A3aHA C OUAcCmonuyeckol ouc@yuxkyuetl npu coxparennou @B u manvix pazmepax JDK
(pI’ KMII) unu oocmpyxyuei BTJDK (¢ mumpanvhoti Hedocmamounocmovio uiu 6e3 uee), 8
opyeux, CUMNMOMbL 8bl38aHbl cucmoauyeckou oucpyuxyuer JDK (0IKMII). Ilpu smom
ocnosnomy I'KMII-gpenomuny npucoeounsemcs 0OnOIHUMENbHbIUL PeHOMUN — OULAMAYUOHHBLU
UnU pecmpuxmuenslil, oboznauaemvie Kax ounamayuonnas cmaous I'KMII (0’ KMII) uiu
T'KMII ¢ pecmpuxmusHnvim henomunom (pI KMII) coomeemcmeenno. Cmenens ysenuuenus JDK
6 ounamayuonnou cmaouu I'KMII, kax npasuno, nHebonvas, bonee mozo, pasmep u oovem JDK
Modicem Oblmb 8 Npedenax HOPMAIbHLIX 3HAYEeHUll, HO NPU IMOM OUHAMUKA C8UOemeNbCmaEyem O
ounamayuu (nanp. KHAPrxc 35 mm — 55 mm, npu ycroeuu KoppekmHoco uzmepenus). B
ounamayuonnou cmaouu I'KMII mooicem nabniooamvcs ymeHvueHue moawunsl muoxkapoa JDK
— maxk Hazvleaemuvli (eHomeH «8bleopanus eunepmpoguuy, 00yCi061eHHblL  2Ubenblo
kapouomuoyumos. Ipu I'KMII earxcno npusnanue zemepozeHHOCMU MEXAHUIMOB CEPOEUHOU
HeQOCmamo4HOCMuU, NOCKONbKY 9Mo élusiem Ha jevenue u npocros [35,118,185,186].
dopmanu3oBaHHBIN MOAXO0, MpemiokeHHbIii Rowin E.J., Maron M.S. u coaBT., K OlleHKe
BapUaHTOB KIIMHUYECKOTO TEUCHHUS MpeNsIaraeT y4yUThIBaTh y MalMeHTa OJHOTO U OoJiee OJJHOTO
cugapoma (XCH+®II), (XCH+BCC), (®II+BCC), (XCH+O®II+BCC) u wucnonab3oBaHHe
TEPMHHA «IIporpeccupyroinee teuenue cummnromuoin I'KMITD» [187].
OcHOBHBIE KIMHUKO-MOP(HOIIOTHYECKAE BAPUAHTHI TCUCHUS M MCXOMBI 3a00JICBAHMS TTPU
['KMII npexacrasienst B Tadnuie 4, [punoxenne A3 [3,20,61,187-193].
OO0mme npuHnHMNbI popmyaupoBku quarno3os npu 'KMII
Hapsny ¢ MmopdoyHKITMOHATEHBIM KJIACCOM HEOOXOAMMO yKa3aTh:
e C(Cewmelinas ¢opma,
- TEHETHUYECKHUH BapUaHT OOHAPYKEH - KJIaCC MAaTOT€HHBIN UM BEPOSITHO NATOT€HHBIIA;
- TEHETUYECKHUI BapuaHT HE OOHApYXKEH;
- TEHEeTHYECKOE UCCIIEOBAaHKNE HE MPOBOIUIOCH.
e Hecewmeiinas opma,
- TEHEeTWYECKHWi BapuaHT OOHapyXeH, Myranus de novo — KJacC MaTOTeHHBIH WiIH
BEPOSITHO MATOTCHHBIH;
- TEHETHUYECKUI BapuaHT He OOHAPYXKEH;
- TEHETHYECKOE UCCIIEIOBAaHUE HE TIPOBOIUIIOCH.
e Bapuanr runeprpoduu J1eBOro xeiayrouka (aCHMMETpUYHAas/CUMMETpUYHAs);
e [larrepn mopdonorurn MXKII (nBosikoBBINTyKIast, Oa3anbHas THIETPOdUs, BEpXylICIHAS
U T.J.);
e Vkazarh  TeMOJAMHAMHYECKHI BapuaHT: OOCTPYKTHBHas (B TOM dwWCie jaTreHTHas) /

HEOOCTPYKTUBHAS,



e Vka3zarbh KIIMHUYECKHUI BapUaHT;
- BCC;
- 0eCcCHUMIITOMHOE TEYEHHE,

- CHMNTOMHOE cTabmiIbHOE (Ha (hOHE METMKAMEHTO3HOU Teparnun);

- IporpeccupymIee.
e Orpasute B amaraoze craauio 1o Olivotto (I - IV cr.) m BapuaHTBl HETaTHBHOIO
pPEMOJICITUPOBAHMUS,;

- munaranuonHas ¢aza ['KMIT (al KMIT);
- T'KMII ¢ 70NOAHUTENBHBIM PECTPUKTUBHBIM (DEHOTHIIOM;
- Hajau4ue BepXyleyHou aHeBpusmsel JDK.
e HeoOxoanmo yka3aTh B TUArHO3€ PAacUYETHHIN PUCK BHE3AMMHON CEpJCUHON CMEPTH U AaTy
Ha MOMEHT CTpaTU(HUKAIIHH.
Kanpkynstop» pucka BCC ( ¢ yuyeToM €BpOMNEHCKOM U aMEepUKAHCKOW Mofenu )

npeiacTaBleH  Ha caiite https://professional.heart.org/en/quidelines-and-statements/hcm-risk-

calculator (npu BeimonHenHolt MPT ¢ koHTpacTupoBanueM - BHecTu cBerenus o [THI)
Bapuantsl popmysmposku auarnoza I'KMII nocie pexyxkuun MIKII:

- Cocrosnue nocie CMD MexKeTyT104KOBON Eeperopoku 13 aoptsl no Moppoy (nara);

- CocTosHHEe 1IOCIE€ PpAaCUIMPEHHOM  MHOJDKTOMHUHU MEXOKEIYIOYKOBOM IEPErOpOAKU
JIOCTYTIOM Yepe3 BEPXYIIKY JIeBoro keinynouka (nara) Il 8 BTJIK;

- CocTosiHMEe T1OC/IE€ pACHIMPEHHOM  MHOIKTOMHUH MEXOKETYIOUYKOBOM IEPErOposIKH
JIOCTYIIOM 4epe3 npaBblii xkenynodek (nara) I'J] 8 BTIDK;

- CocTosHHE T1OCIE pacCUIMPEHHOM  MHOJIKTOMHH MEXOKETYIOYKOBOM IEPETOPOIKH
JBYXenyao4koBbIM foctynom(aara) I'/] 8 BTJIK;

JloGaBnsiTh: ¢ BUACONOMJEpKKOoW / ¢ MoOunm3anueidl cepaua; B yceioBusx WK
(nepudepuueckoro MK), runorepmun u @XKII/KKII (nara);

- HMMmiaHtanus JByXKaMepHOIO KapaunoBepTep-neuOpMIIATOpa B 3HIOKAPIUAIBHOM
Bapuante B pexkume crumynsiima DDD Vitality 2 DR (zmara). Koppekiusi >kemyno4koBOro
anektpoza. [lonnoe ucromenue 6arapen nutanus (coctosuue EOL). XCH IIA ct., II ®K.

- DranonoBas centaiabHas abmanus. Cocrosaue mocie DCA ot (nara).

IIpumeps! (popMYJIHPOBKH IMATHO3A

1. Ocunonoit: Hecemeitnas ['KMII (reHernueckoe ucCCleNOBaHHE HE MPOBOIUIIOCH),
ooctpyktuBHas ¢opma. Cramus Il mo Olivotto. Acummerpuunas runeprpopus JIK
(MakcumanibHas runeptpodus - 6azanpHoi yactu MXKII, SAM—cungpom. I'/l B BTJDK=67 mm
pr.ct.). KAI': remopMHamMU4ecKd 3HAYUMbIE CTEHO3bI KOPOHAPHBIX apTEPUH OTCYTCTBYIOT

(mara). Cunnpom CTECHOKAP/IHH. Puck BCC-3,87% - HU3KHAH (mara)
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https://professional.heart.org/en/quidelines-and-statements/hcm-risk-calculator OCIOKHEHHUS:
MH 0-I cr. XCHc®B (®B JIXK 87%), 1 cramus, 2 ®K. OnuHouHast U mapHasi mpecepaHas

skcTpacucronus. XKenmynoukoBas dKcTpacuctonus 4 rpagauuu no Ryan.

2. OcHoBHo¥l: Kapauomuonarus co cMelIaHHbIM ()EHOTUIIOM: HEOOCTPYKTUBHAS CEMEiHast
I'KMII. Acummerpuunas tuneptpodus JDK (komOunupoBanHas runeprpobus MKII wu
nepeaneit crenku JDK). ['enetnueckoe mccnenoBanue He mpoBoaminock. Puck BCC-3,26% -

Hu3kuii (marta) https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator).

buBenTpukynsapHas HekomnakTHas kapauomuomnatus. OcnoxHenne: XCHc®B (OB JIXK 76%),
1 cragusa, 1 ©K.

3. OcnoBHoii: Cemeitnas reneruueckast HeooctpykruBHas ' KMII. Cranus no OnuBotro IV
Hunatannonnas ¢aza. Acummerpuunas runeprpodus JDK (Bceit MIXKII). I'enermueckuit
BapranT MYBPC3 (chr11:47360209: C>T NM_000256.3:R724W), matoreHeHHbI BapHaHT 110
kinaccuukanun AMEpUKAHCKOW KoJuieruu meauinuHckod reHetuku (ACMG ot 2015 rona).
Ocnoxuenne. OII/TII nmapokcusmanbHas ¢opma (HAS-BLED 2, EHRA II). XenynoukoBas
sKcTpacucronus S rp. mo Ryan. HeycroitunBas mapokcusmainbHasi MOHOMOP(HAs JKEITy109KOBast
taxukapaus. Beicokuit puck BCC - (7,87%) (mata) https://professional.heart.org/en/quidelines-
and-statements/hcm-risk-calculator, ummmanraus UK/ DF-1 (mara) XCHa®B (®B JIXK 35%),

1 cramusa, 4 ®K. Acuur. JIBycropoHnmii ruaporopakc. [uaponepuxapa. 3actoiiHas
renatoMeranus. PenuauBupyromias TpoMOOIMOOIHS MEJIKUX BETBEH JIETOYHON apTepuu
(matsr). [ToctanoBka OKMO (nata).

4. OcuoBHoii: Cemeitnas HeoOctpyktuBHass ['KMII. Cramus mo Olivotto Il (®Bmxk-71%).
AcummerpuuHas runeptpodus nesoro xenynouka (Bcs MIXKII). ['enernueckoe uccienoBaHue
He npoBogmwiock. beccumnromHoe teuenue. Puck BCC - 2,89% HU3KUN  (nara)

https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator. [Ipencragus

CEpAECYHON HEAOCTaTOYHOCTH.
5. OcuoBHoii: Cewmeiinas HeoOcTpytuBHas ['KMII. Cragus mo Olivotto 1. (®B 74%)
['enernyeckuil BapuaHT He omnpeneneH. AcumMmerpuunas runeprpodus JOK (aBoskossinmykiias

dopma MIXKIT). Puck BCC-9,87% - Beicokuii (nara). https://professional.heart.org/en/guidelines-

and-statements/hcm-risk-calculator. Briepsbie BBISIBIICHHAS. OcrnoxxHeHue: XK,

npenotBpamieHHas BCC (mata). UK]I (nata). [Ipencraaus cepaednoit HEAO0CTaATOYHOCTH.


https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator

2. JInarnocTuka 3a00J1eBaHUS] WM COCTOSTHUSA (TPYNIbI 3200/1€BAHMH WIH
COCTOSIHMA), MEIUIUHCKHE MOKA3aHUS M NPOTUBONOKA3AHUS K NPUMEHEHHNI0

METOA0B TUATHOCTHKH

Kpurepun auarnoza 'KMII

Kpurepuem nuarnosa 'KMII y B3pocibIX siBisieTcsl yBeaudeHue Toamuasl creHku JDK B
OZHOM WK OoJiee cerMeHTax > 15 MM (ompezensieMoe JH00bIM BU3YaTH3UPYIOIIUM METOIOM —
OXOKI/MPT/KT), xotopas He OOBSICHACTCS WCKIIOYUTEIBHO YBEIUUYCHUEM Harpy3Ku
naBjaeHueM (CM. ompenenieHue). Y pPOJACTBEHHHMKOB IpoOaHma kputepuem nuarHo3a ['KMII
sBsiercst TonmHa ctenku JK, pasuas 13—14 mm [1,3].

JlnarnocTtrka MOXeT ObITh 3aTpynHeHa B cuTyauusx coueranus ['KMII ¢ AT (cm. pa3aen
«'KMIT u AI'»), co CTeHO30M aopTalbHOIrO KiamaHa, y crnoptcmMeHoB u ap. [Ipm T'KMII-
denorune Tpebyercs uckimoueHue Genokornuii 'KMII, B mepByro ouepenb HACIEACTBEHHOTO U
HeHacnencrseHHoro TTP-amunonnosa.

Kpurepuem Bosieuenus IDK mpu I'KMII sBiserca yBennuenune tonmuHsl creHkn [DK
>5 MM, a ToamuHa Muokapaa ITK >10 mm cuuraercs sxcrpemansaoi I'TIK [175,194].

Kputepuem auarnoza o6ctpykruHoii [ KMII cunraercs I'J] 8 BTJK >30 mwm pT. ct., B
NOKOe WM MpoBouupyemblid. Kpurepuem remMonvHaMu4ecKd 3HAYUMOM OOCTpPYKLIMH, KOraa
TpeOyloTCsl 0ojiee HMHTEHCHBHAs Tepamnus WIA XUPYPrHYECKUE/IHIOBACKYISPHBIE METO/bI
nedenust cautaercs [J] > 50 mm pr. cr. [1,3,195].

IIpu T'KMII, kpome cyOaopTanbHOM  OOCTpYKIMH, MOXET  HaOJII0AaThCs
CPEAHEXKETyI0uKoBasi OOCTPYKLUs (M30JIMPOBAaHHAsE WM B COYETAHHUM C CyOaopTalibHOM).
Kputepuii cpennexenynoukoBoit oOctpykunun - IJ[ > 30 MM pr. cr. B IMOKOE WU
npoBoIMpyeMbIii [1].

Kpurepuem obctpykiun BTIDK cuutaercs yBenuuenue I'Jl 8 BTIDK > 16 MM pr.cT. B
nokoe [122].

2.1. /Kaj1o0bl 1 aHAMHE3

e V BcexX NAIMEHTOB PEKOMEH/OBAH JCTAbHBIA aHaIW3 JKalod W aHaMHe3a B T.4.
CEMCIHBI aHaMHe3 JI0 3-To mokoseHus: (COOp aHaMHe3a M JKajuo0 MPH MaTOJOTHU Cepila U
nepukapna) [1,3,97,196,197].

EOK/PKO IC (YAA5VYYP C)
KommenTapuii: muocue nayuenmoi ne umeiom xHcanobd uiu OHU MALOZHAYUMETbHbL. B

maxkux cayda:ix OUAcHO3 CIMABUMCS C/lyllaﬁHO uau no pesyiiomamdam CKpuHuHzaa.



Honoxwcen Ovimov peuwien 8onpoc 00 OMAUYUYU UCMUHHO2O0 OMCYMCMEUS CUMAMOMO8 Om
aoanmayuu 3a cuem oopasa HCU3HU, Nymem NpoGedeHUs: mecma ¢ MAKCUMATbHOU NepPeHOCUMOt
pusuueckotl Hazpysrot u oyenku duomaprepos XCH 6 ounamuxe.

B pazsepuymou cmaouu 3abonesanuss npu I'KMII naubonee uacmvimu dtncanobamu
ABNAIOMCA 00bIUKA, CHUdICeHUue monepanmuocmu K @H, paznoobpasuvie 6Gonesvie owyujeHus 8
2PYOHOUL KllemKe Kapouani2uiecko2o u/uiu CmeHoKapoOumu4ecko2o xapakxmepa, HapyueHus pumma
cepOeyHoll OesmenbHoCmu (nepedou, yuaujeHHoe cepoyebuenue), 201080KpyHceHUe, NPECUHKONbL
U CUHKONDL.

Baowicno nomnums, umo manughecmayus xkaunuveckux npossienuit ' KMII ¢ monooom u
HOJICUTIOM 803pACE UMEEM CYUeCMBEHHbIe PATUYUSL.

Monoodoti 6o3pacm accoyuuposan ¢ cemeuHou hopmotl 3a001e6aHUs U AGIAEMCA BANCHOU
O0emepMUHanmou maxjcecmu medenus, pucka HeldcelamelbHblX KapOUoSaACKVIAPHbIX cOObIMU,
ookazannwvim pakmopom pucka BCC [25].

Heobxooumo yuumsieame 6ce, 8 mom uucie OONOIHUMENbHbIE «HOBbIEY, (PAKMOPbl PUCKA
BCC, ocobenno y Hocumerneti namozenHvblx 6apUaHmos, 8 mom 4ucie y poOCmeeHHUKO8 npoobanoa —
eenomun (+)/chenomun(-) (cm. cooms. pazoenvl).

Ilpu cbope cemetinoco aunamHesa obpawjarom GHUMAHUe HA MO, OblLIU AU Y
poocmeennuxos ykaszanus na BCC, XCH, cunxonanvuvie cocmosinus, umnianmupogantsvie IKC,
UHCYTIbM 8 MOTLOOOM 803pacme U Opyeue cucmemubvle 3a001e6aHUsl.

THooicunoti  6o3pacm  accoyuupogan ¢  HecemelHou Gopmoi  3abonesanus U
komopouonocmoio (A, HUMT/oxcupenue, oucrunudemus, HUBC).  Ilpu cbope oncanodb u
uccnedosanuu aHamHe3a 8 Kocopme nayueHmos 6 eospacme cmapuie 60 nem HeoOX00uMo
MaKoce NOMHUMb O 8bICOKOU 4acmome GblABIEeHUS AMUIOUO03A cepoya y AUy ¢ HeoOBbACHUMOU
eunepmpodgbueti 1e6020 Hceny00uKa U cepoedHol HedoCMamo4HOCMbIO C COXPAHEeHHOU paryuel

evibpoca (CHc®B), komopas eapvupyem om 6 % do 16% [156,198].

2.2. Du3zuKaJbHOE 00CIe10BaAHNE

J VY Bcex MalueHTOB peKOMEHAYETCs CTaHJapTHOE (PU3UKaIIbHOE 00Ce10BaHNe
CEep/ICYHO-COCYJUCTON CHCTEMBI, BKIIIOYAIOIIEe ayCKYIbTAIHIO cepAla (aycKyIbTanus
TeparneBTHYECKas), U3MEPEHHEe apTePHAIbHOTO JIaBJICHUS Ha TIepu(EepPUISCKUX apTePHSIX TPH
HE0OXOIMMOCTH — MOBTOPHOE, a TAaKXKe JIeXkKa, CUJIS, CTOsI, UCCIIEZIOBAHNE TYJIbCa, U3MEPEHHE
4acToThI cepauedunenus, npu OI1 — nepunur mynsca, [1,3,199-202]

EOK/PKO IC (YAA5YYPC)
KommMmenTapuii: ocnosnoti ouacnocmuueckuti npuznax oocmpykmuenou ['KMIT —

2pyOblll cCUCMONUYECKUll Wiym 8v10poca, KOmopbulil 8bIAGIAIOM HAO 6Cell NOBEPXHOCMb cepoyd, ¢



MAKCUMYMOM HA 8epXyuiKe U 8 uemeepmom medcpebepve ciesa om epyounsl. Cucmonudeckuil
WYM — HUZKOYACMOMHBIU, HOCUM Xapakmep KpeujeHO0-0eKpeweHOo, BbiCIYUUBAemcs 800b
J1€8020 Kpas 2pyoOuHbl U YCUIUBAEMCA NOO 6030elcmseuem Gakmopos, Veeruyusaouux
BHYMPUICETYOOUKOBBLUL  2PAOUeHmM  OdGlleHUs: Nnepexo0 8 BepmuKaIbHoe NoJNodce- Hue,
OuHamudeckas Quauueckas Hazpy3Ka, maxuxkapous, npuem nuwu, npoba Banvcanwvewvi, npuem
nepughepuyeckux 6azo00UIAmamopos.

bonvuwuncmeo nayuenmoe ¢ oocmpykyueti BTJDK makoice umerom ayckyibmamugHble
npusHaku mumpanviou pecypeumayuu. Co cmoponvl opyeux cucmem u opeanos npu I'KMII
00bIuHO KAuHuYecku 3Hauumvix omriaonenutl nem [3,20,203,204].

YV  nayuewmoe ¢ obcmpykyueti BTJDK wacmo evisgnsemcs — Heycmouyugocms
apmepuanvHo2o nyavea (3nauumenvrule konebanus YCC 6 opmocmase u kKauHocmase, 60 8pems
600pcmeosanus U CHa). Omo mooicem makdxce Oblmb 00YCI08IEHO ABMOHOMHOU
(6ecemamuenoti) oucghynkyeti (cm. pazoen «Ilamozenes).

e [Ipu ¢pusukamTbHOM OOCIICIOBAHUH TMAIIMEHTA PEKOMEHIYETCS TIIATEeIhHOE MCCIIEIOBaHNE
CUMIOTOMATHUKH HE TOJIHKO CO CTOPOHBI CEPACYHO-COCYIUCTOM CUCTEMBI, HO M APYTUX OPraHOB U
CHCTEM, YTO MOXKET yKas3biBaTh Ha (penoxormu ['KMII [68,70,208-212,71,73,75,76,183,205—
207].

EOK IB (¥4 VYYPC)

2.3 JIabopaTopHAasi AMATHOCTHKA

e V Bcex mnamueHtoB ¢ I['KMII nis  BbIsIBIEHMS CONYTCTBYIOUIMX —3a0ojieBaHUN
PEKOMEH/TyeTCsl PyTHHHOE JIabopaTopHOe 00CieI0BaHKe, BKITFOYAtOIIee OOmMi (KIMHIYESCKUiT)
aHalu3 KpOBM M OO (KIMHUYECKHUH) aHalu3 MOYM, aHaIW3 KPOBU OMOXMMHYECKUH
o0IeTepaneBTHIeCKUil (MCCIeIOBaHNE YPOBHS XOJECTEPUHA B KPOBHU; HCCIICIOBAHUE YPOBHS
TPUITIMLEPHUIOB B KPOBH; UCCIIEIOBAHNE YPOBHs KA B KPOBH; UCCIIECIOBAHUE YPOBHS HAaTpHs B
KPOBH; HCCIEIOBAHUE YPOBHS IVIIOKO3bI B KPOBHU; OIpEJeNIEHUEe COOTHOILEHUS OEIKOBBIX
bpakuuit MeTonoM anekTpodopesa; ompeneseHHe AaKTUBHOCTH alaHWHAMHUHOTpaHcdepasbl B
KpOBH; OINpeje/ieHue aKTUBHOCTH acmapraTaMHHOTpaHc(epasbl B KPOBM; OIpe/eeHHe
AKTUBHOCTH KPEaTMHKHHA3bI B KPOBHU; HCCIIEAOBAHUE YPOBHSI MOUYEBUHBI B KPOBU; HCCIIEOBAHUE
YPOBHSI KpeaTMHHMHAa B KPOBU; MHCCIEIOBAaHHE YpOBHSA oOmero OwiaupyOMHa B KpOBH;
UCCIIEIOBaHNE YPOBHS MOYEBON KHUCIOTHI B KPOBH), PacueT CKOPOCTH KIIyOOUKOBOW (pumbTpanuu
(pCK®). [3,205,213].

EOK/PKO IC (YAA5YYPCO)



Kommenrtapuii: pymunnoe nabopamopHoe obciedosanue nomozaem — 8blA8UMb
conymemaylowue 3a001e6anus, KOmMopvle MO2SYM 6bl36amb UIU YCY2yOums MUOKAPOUATbHYIO
OUCYHKYUIO U COCMOsIHUE NayueHma.

Hccneoosanuss  yposusa N-mepmunanonoco  ¢pacmenma  Hampuilypemuuecko2o
nponenmuda mos2oeo2o  (Nt-proBNP) 6 kposu u yposns mpononunose I, T 6 kposu
(svicokocneyughuunoeo cepoeunoeo mpononuna 1 unu T 6 Kposu) — He 6x00um 8 pymuHHOe
nabopamopHoe obcredosanue, 0OHAKO, UX 8bICOKUE YPOBHU ACCOYUUPOBAHDBL C BbIPANCEHHOCMBIO
I, TTDK, msoicecmovio (hyHKYUOHANbHBIX HAPYUIEHUU (UleMUU MUOKAPOd, NPO2peccupos8aHue
XCH) u netnazonpusmuwvim npoernoszom [3,60,61,110,188,213].

Buicokuii yposenv N-kOHYe6020 M03206020 Hampuiiypemudeckozo nponenmuoa (NT-
proBNP) u ewicokouyscmeumenvrozo cepoeunoco mpononuna T (hs-cTnT) accoyuuposanvl ¢
CcepOeyHoll He0OCMamo4HOCMbI0 U OpYeUMU CepPOeuUHO-COCYOUCmuiMuU coovimuimu. Hecmomps
Ha conocmasumvle 3HA4eHUus MOWUHbl CMeHoK dicenyooukos, sHauenus Nt-proBNP & niazme
Kposu 6 3-5 pas gvluie y NayueHmos ¢ aMuiouoo3om cepoya. JucnponopyuoHanbHo 6vicokoe
yeenuuenue ypoeHs Nt-proBNP npu amuiouoHvlx KapOUOMUONAMUAX 6ANHCHO YHUMbIGAMb
nposedenuu ouppepenyuanvrozo ouaenosa suympu I KMII-gpenomuna [214,215].

IIpu mnonmo3penun Ha KoHKpeTHylo @Qenokonnio ['KMII ¢ uenpto mpoBeneHus
muddepeHIMATLHOTO JIMarHo3a PEKOMEHYETCs CHelHallbHOe J1abopaTopHOe 00CiIeJOBaHUe
[3,75,205,206,211,212].

s ucknrouenus AL-amunoudoza onpedensiom noxazamenu, Xxapakmepuzyioujue
NIIA3MOKIEMOYHYI0 OUCKPAZUIO!

a) uccnedosaHue MOHOKIIOHaIbLHOCMU fle2KuxX uernel uMMyHo2106yIuHo8 8 Kposu Memodom
uMMyHoghbuKcayuu, uccriedosaHue MOHOKITIOHaNbHOCMU fie2Kux ueneli UMMyHO25106yIUHO8 8 MoYe

Memodom UMMyHogUKcayuu

b) nosvuuenue rxonyenmpayuu 00HOU U3 C60600HBIX NecKUX Yeneu UMMYHO2I00YIUHOS
(60611euennas yenv) 6 cuigopomie Kposu u/unu moue (negperomempuyeckuii memoo, Freelite™,
Birmingham, UK) ¢ napywenuem ux nopmanvrnoeo coomnowenus kl1;

C) ysenuuenue KOAULECMEAd NIAMAMUYECUx KIemok 8 muenoepamme (00viuno om 5 0o 10%
nO OQHHBIM YUMOJI02UYeCKo20 ucciedo8aHusi Maska KOCmHO20 Mo32a (Muesioepamma))

Amunouonas ATTP-KMII sensemcs neobpamumo npozpeccupyrouum 3abonesanuem ¢

BbICOKOU ~ CMENeHbl0  UHBANUOU3AYUU  6CNIeOCEUe  MANCEN020 — NOPAXCEHUs.  cepoyd,
nepughepuveckol u/unu - aemoHomMHou noaunesponamuu. CmepmHocmo nayuewmos ¢
amunouonot ATTP-KMII ob6viuno sensiemcs pe3yibmamom npocpeccupyioweli cepoeyHoll
Heoocmamounocmu. Ilocne nocmanosku ouacnoza  amunouonou ATTP-KMII meouana

8blocusaemMocmu y nayuernnios, He noayuasuux jle4erHusl, cocmaeisient ~2—3,5 200a.



ATTP-KMII uacmo ue OuacHoCmupyemcs u3-3a moco, 4mo OHO HanomuHaem opyaue
npuuunsl 1JDK, 6 nepsyro ouepeon, ' KMII. YV nayuenmos ¢ ATTP-KMII (nachedcmeennotl u
NPUOOpemeHHot) MO2ym NPUCYMCMBOBAMb KAK KApOUdlbHvle, MAaK U HeKapOuaibHbie
NpOosAGIeHUs. U NPUSHAKU, KOMOpble, OCOOEHHO 8 COBOKYNHOCHU, MO2YM YKA3bl8amsb HA HAIUYUE
omoeo 3abonesanusi [216]. Cpeou nux: XCH ¢ coxpanénnou ¢pakyueii evibpoca,
HENnepeHoCcCuMoCmy  CmaHoapmuvlx npenapamos 0aa nevenuss XCH, Huskuii eonbmasic
omuocumenvro maccol JDK. K HekapouanbHublm cumnmomam 3a601e8aHUsi OMHOCAM CUHOPOM
3anAcmHO20 KAHAd, CMEeH03 NOSICHUYHO20 OmOoeld NO360HOYHO20 KAHALA, HapYuleHus pabomol
JHCENYOOYHO-KUUEYHO20 MPAKMa U OUCQYHKYUs nepugepuyeckol u 8e2emamusHOl HepEHOl
cucmemol.

s mpancmupemunogol aAMUIOUOHOU KAPOUOMUONAMUY HE3ABUCUMO OM  OpPYeUx
nposienenuil paspabomana 3muonamozenemuydeckas mepanus (Tagpamuouc 61 me (Bunoamskc)
Ou0IK8UBANIEHMEH, HO He 83aUMO3AMeHsIeM 8 nepecyeme Ha M2 maghamuoucy mMe2uiomMuny 8 0ose
80 me).

Hannvie nayuonanvrnoco pecucmpa Ppanyuu nokasaru, umo 8% nayuenmos,
HanpagieHHvlx No MN08o0y 2UNepmpouyeckol KapOUOMUONAMUU, UMEIOM NAMO2EeHHYIO
mMymayuio 8 2eHe mpancmupemuna [217]. R Maypusu u Op. obnapyscuiu, umo
PACRPOCMPAHEHHOCIb  KAPOUAIbHO20 AMUIOUO03a Cpedu NAYueHmos ¢ HNepeOHAYATbHbIM
ouaznozom I'KMII cocmaensem 9%, u ona yeenuuusaemces c ospacmom. ¢ 1% 6 eo3pacme 40—
49 nem do 26% y nayuenmos 6 6ozpacme > 80 1em [218].

T'KMII — s3mo ouazno3 uckarouenus: genoxonuu, smopuytule u cneyuguyeckue npudursl 1 JDK

u I'TDK Oonotcrvl Obimeb UCKAIOYEHDbL.

B paoe cayuaes cneyuanvnoe nabopamopHoe ob6cnedosanue — mpebyemcs npu
BO3HUKHOBEHUE — OCLONCHEHUU, UHOYYUPOBAHHBIX NEKAPCMBEHHOU mepanuell, Hanpumep, npu

amMuo00apoOH-uHOYYUPOBAHHOM _2UNOMuUpeose, amuo0apoH-uHOYYUPOBAHHbIN MUPEOMOKCUKO3E

Imuna, amuoOapoH-uHOYYUPOBAHHOM MUPEOMOKCUKo3e 2 muna, CMewauHou g@opme
AMUOOAPOH-UHOYYUPOBAHHO20 MUPEOMOKCUKO3€e - ONpedelieHue COOEPICAHUsT aHmumen K
2OPMOHAM WUMOBUOHOU JHcele3bl 8 KPOBU, OnpeodeieHue COOepHCAHUs. aHMmumen K 2OpMOHAM
WUMOBUOHOU Jicene3bl 8 KPOSU, UCCed08aHue YPOB8Hs 0owe2o mputioomuponuna (13) 6 kposu;
uccnedosanue ypoeus obweco mupokcuna (14) cvieopomxu Kpoeu;ucciedosanue ypoeHs
mupeomponnoco 2opmona (TTI) 6 xkposu). I[loopobHoe onucanue npedcmasneHo & pazoeie
3.1.8.1. cmp 71

Hexomopwie nokazamenu, nosgonsiowue NpeonoioN*CUMs  KOHKPEMHbI — OUACHO3
genoxonuu I'KMII, npusedenvt 6 mabnuye 5, [lpunoscenue A3 u 6 mabauye 6, Ipunoscenue A3.

Meauko-reHeTH4ecKoe KOHCYJbTUPOBAHUE U TCHETUYECCKOE OGCJICI[OB&HI/IC



e MenuKo-TeHETUYECKOEe  KOHCYIBTUPOBAHUE  PEKOMEHAYETCS  MPOBOAUTH  BpadyaM-
TeHETUKAMH WJIM BpadaM KapIuOJIOTaMH C ONBITOM BEICHHS TaHHOW pymrbl manueHtos [219].
[lenecooOpa3Ho ydacTue Bpada-TeHETHKA B padOTe MYIBTHIUCIUIUIMHAPHONW KOMAaHJIbI
CIEIHAIMCTOB, 3aHUMAIONIUXCS TuarHoctukoit u neuerareM 'KMIT [3,20,220].

EOK IC (YA 5 YYPC)

KommeHnTapuii: meduxo-eenemuueckoe KOHCYIbMUpPOBAHUE PEKOMEHOOBAHO NAYUEHMAM
¢ 'KMII u ux poocmeeHHuKam, u OOJIICHO GKIIOYAMb 8 ceOsl 00CYIcOeHUe Nolb3bl, PUCKOB U
02paHudeHuli 2eHemuyecko2o mecmuposanus. Cmpame2usi 1eueHusi 00IHCHA OA3UPOBAMbCI KAK
HA OGHHBIX 2eHEeMUYEeCKO20 MeCmMUpos8anusl, maxK U OnUpamsCs Ha pe3ynbmamsl 6CeCopOHHE20
KAUHUYECKO20, UHCIMPYMEHMAIbHO20 U 1a00opamopHo2o oociedosanus [25].

o [Ilepen mpoBeACHHEM TI'E€HETHYECKOTO TECTHPOBAHUS PEKOMEHIYETCS pPacCMOTPETh
BO3MOXKHOCTh MPOBEICHHUS MPETECTOBOT0 MEIUKO-TEHETHYECKOr0 KOHCYIBTUPOBAHUS, a TMOCIe
MOJTyYEHUS] PE3YJbTaTOB TEHETHYECKOTO TECTUPOBAHHS ISl KOPPEKTHOW WHTEPIIPETAINH
PE3YABTaTOB PEKOMEHAYETCSl MPOBOANTH MEIUKO-TEHETHICCKOE KOHCYIBTHPOBAHUE B IICHTpAX,
CHEIUAIU3UPYIOIIUXCS] HA TEHETUYECKOM 00CTIeIOBAaHUY U TMHAMUYECKOM HAOIONCHUHU CeMEH C
reHeTHYeCKU-00yCIOBICHHBIME 3a00neBanusamu cepana [1,41,221-223].

EOK IlaC (YA 5 YYP C)

KomMmeHTapuii: 6 xode Mmeduxo-cenemuyecko20 KOHCYIbMUPOBAHUS 6Ce NAYUEHMbL
00NJICHbL  ObIMb  NOTHOYEHHO OCBEOOMIEHbl O CMbICIe U 3HAYUMOCU 2eHemUiecKo2o
MecmMupoB8anus, €20 BGO3MONCHLIX De3VIbmamax, UX KIUHUYeCKOU 3HAUUMOCMU, a Maxdce 8
yenom 0 8ONPOCAX dMUONAMO2EHe3A U HACTe008aHUL 2eHemMUYecKU-00)Cl061eHHbIX CepOeyHO-
cocyoucmsix 3a001e6aHUl.

PexoMeHnanuu no reHeTHYECKOMY TeCTHPOBAHUIO NMPOOAH/IOB

e [eHeTMyeckoe TECTUPOBAHWE TAIMEHTaM C TMOJO3PEHHEM Ha TEeHETUYECKH-
oOycioBneHHOe 3a0olieBaHUE CEPJCUHO-COCYAMCTON CHCTEMBI PEKOMEHIYETCS BBITIOTHATH
TOJIBKO B COYCTAHHH C HAJICIKAIUM METHKO-TeHETHYECKUM KOHCYIbTHpOBaHueM [223].

EOK IIaC (YA 5VYVYPC)

e [enermueckoe  tectupoBanne npu [KMII  pekomenayercs  BBINONHATH B
cepTU(HUIIMPOBAHHBIX JHATHOCTHYSCKHUX JIA0OPATOPUAX C IKCIICPTHHIMH HAaBBIKAMHU B OIICHKE
MIaTOT€HHOCTH TCHETUICCKUX BapHAHTOB, ACCOIMUPOBAHHBIX c MIEPBUYHBIMHU
KapIUOMHOIIATHSIMH, COTJIACHO COBPEMEHHBIM pekoMeHaarusm [1,3,221-223].

EOK IB (Y415, YYP C)
e B mnepedeHb reHOB MpHU TeHETHYECKOM TecTHpoBaHUM mpobannoB ¢ 'KMII (Bxirouas

ciryuan HOCMepTHOﬁ I[HK-III/IaFHOCTI/IKI/I) PCKOMCHAYCTCA BKJIIOYATh TICHBI C YBCPCHHO



JIOKa3aHHOW MpUYMHHOHN posbio B oTHomeHnu ['KMII. B mactosmee Bpemst 3to reast MYH7,
MYBPC3, TNNI3, TNNT2, TPM1, MYL2, MYL3 u ACTCL1 [1,3,58,222].
EOK IB (YAA 5, YYP C)

e V mamuenroB ¢ I'KMII (Bkmarouass ciydan mnocmepthoit JIHK-amarnocTuku) mpu
TUNUYHOM, arunuyHoi kiuHU4Yeckod kaptuHe ['KMII wim npu nomo3peHuM Ha 4YETKO
OUEpUCHHBIN TeHeTHYeCKHil cuHapoMm c runeptpodueit JDK reHernmueckoe TeCTUpPOBAHHE C
[ENbI0 YTOYHSIOMEH AMAarHOCTUKM PEKOMEHAYETCS NPOBOAMTH C UCIIOJIb30BaHHEM Oolee
mmmpokoro crekrpa ucciaeayembix reHoB (ACTCL, ACTN2, ALPK3, ANKRD1, CSRP3, FHL1,
FLNC, GLA, JPH2, LAMP2, MYBPC3, MYH6, MYH7, MYL2, MYL3, MYPN, NEXN, PLN,
PRKAG2, PTPN11, RAF1, RIT1, SOS1, TCAP,TNNC1, TNNI3, TNNT2, TPM1, TTR u VCL)
[1,3,58,221-223].

EOK IB (YAA 5, YYP C)

e PekomeHayeTcss pacCMOTPETh BO3MOXHOCTH BBIMOJHEHUS MOCMEPTHOTO T€HETHYECKOTO
MCCIIeI0BaHMUs 00pa3IloB 3aKOHCEpBUPOBaHHBIX TKaHed win JJHK mms ymepmimx manueHToB ¢
natomopdororuuecku noarBepxkaeHHOH ['KMII, 4yToObl MMETh BO3MOXHOCTH BBITIOJHUTH
KacCKaJHbII FreHeTHYECKHI CKPMHUHT poAcTBeHHuKoB [3,20,33,183,193].

EOK llaC (YA 5VYYP C)

KommMmenTapuii: nposedenue cenemuueckoeo mecmupogsanus npu T'KMII mooxcem
HOCUMb OUAZHOCIMUYECKUI U NPEOUKMUEHDLI XapaKmep.

B nepsom cnyuae cenemuueckas oOuacHoOCmMuxa A6IAEMCS YACMbIO UHCPYMEHMO8
OUACHOCMUYECKO20 NOUCKA U NPU38AHA NOMOYb 6 noomeepycoenHuu ouacnoza I'KMIT npu
HaIuyuy cmepmou Ul HenoIHOU KIUHUYECKOU KApMuHbl, a maxdxce Npu  HATUYUu
IKCMPAKAPOUATILHBIX NPOsAGIeHUll 3a001e8anusi 01 UCKIIOYeHUs Cheyupuyeckux npuduH
I'KMII-¢penomuna  (gpenoxonuii 'y  83pocivix U  CUHOpoMHBIX Gopm y  Oemeli)
[3,19,20,27,224,225].

Oyenka namozeHocmu  Kaxco0020 HAUOEHHO20 &  pe3yibmame  meCmuposanusl
2eHeMUYECKo20 8apuanma OONHCHA NPOBOOUMBCA 6 COOMBEMCMBUU C DPEKOMEeHOAYUAMU
Amepukanckoul konnecuu meouyurckou cenemuxu (American College of Medical Genetics and
Genomics — ACMG) om 2015 200a, pexomenoayusmu POMI (2019), a maxoce psoom ux
MOoOuGhurayuil u OONOIHEHUN, PaspadbomanHvLx 0iisi omoeibHo 63amouix 2enos [220,226].

Ilpu I'KMII, 6 oOononneHue K 6vlulenepeducieHHbIM UCMOYHUKAM, 005S3amenbHbIM
OOKYMEHMOM Ol UHMepnpemayuu pe3yabmamos 2eHemuiecko2o UCCcie008anus AGNAemcs
PYK0600Cm80 no oyenke sapuanmos ¢ cene MYHT [21].

PeKOMeHZIalII/[P[ Mo rCHETUYC€CKOMY M KIIMHHY€CKOMY TECTUPOBAHUIO POACTBCHHUKOB



e Jlna mpobanmoB ¢ 'KMII, y koTOpbIX ObUIM BBISIBJICHBI BAPUAHTHI C HEYCTAHOBICHHBIM
kinandeckuMm 3HadeHueM (VUS, |l kmacc maroreHHOCTH), pPEKOMEHAYETCS PacCMOTPETh
BO3MO)KHOCTH BBITIOJTHEHUSI TEHETHUECKOTO TECTUPOBAHMS OONBHBIX poacTBeHHHKOB ¢ ['KMII
(cerperallMOHHBIN aHANN3) [T YTOUHEHHMS KJlacca MaroreHHocTH BapuanTa [3,20,222,223].
EOK IIb C (YA 5 YYPC)

e B cnyuae, ecnu y npo6anaa ¢ ['KMII BbIsiBIIeHBI IPUYMHHBIE TEHETUYECKUE BapHUAHTHI
IV-V  kiacca maroreHHOCTH (MaTOreHHbIE U BEPOSTHO-MATOTCHHBIE), €ro  B3pPOCIBIM
POICTBEHHHKAM PEKOMEHJYeTCS pacCMOTPETb BO3MOXHOCTb IPOBEIEHUS TE€HETHUYECKOTO
TECTHPOBaHUS (KACKaJHOTO CEMEWHOTO CKPUHUHTA) /ISl BBISBICHUS/UCKIIIOUEHUST HOCUTEIHCTBA
TEX e TeHETHUYCCKUX BapUaHTOB, KOTOpPbIC ObUIH BbISBICHBI Y pobana [3,20,21,222,223,227].
EOK IIb C (YAA 5 YYP C)

e B cnyuae, eciu y npobanga ¢ ['KMII BbisiBjIeHbI MPUYMHHBIE T€HETUYECKUE BapHAHTHI
IV-V kiacca maroreHHOCTH (MaTOTeHHbIE U BEPOSTHO-TIATOT€HHBIE), €r0 HECOBEPILIEHHOIECTHUM
POICTBEHHUKAM PEKOMEHAYETCSl TeHETHUECKOEe TECTHPOBaHME (KaCKaHbIA CEeMEHHBI CKPUHUHT)
JUTS BBISBJICHUS/MCKITIOUCHHUSI HOCHTEIBCTBA TEX )K€ TEHETHYECKUX BapUAHTOB, KOTOpBIC OBLIH
BBISBIICHBI Y Mpo0aH/a, HaunHast ¢ Bozpacra 10-12 ner, ecnu B ceMeiHbI aHaMHE3 He TpeOyeT
uHoro [1,3,221-223].

EOK I1aC (YA 5 VYYP C)

o Kinnnueckoe o6caenosanue, Bkirodaromiee DKI, OXOKI u mmuTeabHoe JMHAMAYECKOE
HaOII0ZIeHne, PEKOMEH/IyeTCsl POACTBEHHUKAM MEPBON CTENEHU POJCTBA, Y KOTOPBIX BBISBICH&
TOT JK€ NPUYMHHBIA TeHeTHuyeckui BapuaHT (BapuanThl) V-V Kkinacca mnaroreHHOCTH
(MaToreHHBIN W BEPOSATHO-MIATOTCHHBIN ), 4To U y ipodana [1,3,221-223,228]

EOK IB (YA 5YYPC)

e PO/ICTBEHHUKOB IEPBOM CTENEHH POACTBA, Y KOTOPHIX HE OOHAPYKEH TOT ’K€ MPUYMHHBIN
reHeTH4eckuid BapuaHT (BapuaHTthl) V-V kiacca maToreHHOCTH (IAaTOTEHHBIM M BEPOSTHO-
MATOTE€HHBIN), YTO U y MpoOaHAa, PEKOMEHAYETCS BBIBECTH M3 JAJbHEWIIEro JTMHAMUYECKOTO
HAOJIOIEHUs, HO C pEeKOMEHJaIeil oOpaTuThCs 3a MOBTOPHBIM OOCIEAOBAaHUEM, €CIH Y HUX
pazoBproTcsi cuMmntoMbl ['KMII wnm mnosiBITcs HOBBIE, uMeromue oTHomeHue k ['KMII
KIMHUYeckue nanueie [1,3,221-223].

EOK IC (¥AA5YYPC)

e FEcmu renernueckuit ckpuHuHr npodanny ¢ I'KMII we mnpoBoauics, KIMHHYECKOE
obcnenoBanue ¢ JKI' u OXOKI' pekomenayercs A pOACTBEHHUKOB MEPBOI CTENEHU POJICTBA
Kaxaeie 2—5 et (wmm 6—12 mecsneB, eciii UMEIOTCS TMarHOCTUYSCKA HEe3HAYMMbIE aHOMAJTUH)
[1,3,221-223,228]

EOKIIaB (YA 5 YYP C)



KomMmenTapuii: npeduxmuenvlil cenemuyeckuil CKPUHUHE OCHOB8AH HA UCNONb308AHUU
uHgopmayuyu 0 KOHKpEemHOU 2eHemuyeckol npuduHne 3a001e8aHusi, UOEHMUDUYUPOBAHHOU Y
2eHOMUN-NO3UMUBHO20 NPOOAHOA, O ONpeoeleHUss HOCUMENbCMBA NAMO2eHH020/6ePOSMHO
NAmMo2eHHo20 6aAPUAHMA )y €20 POOCMBEHHUKOS. Llenblo 0aHH020 CKpuHuHea s61semcs
onpeoeneHue HeoOX0OUMOCMU PecYIAPHOU OUCNAHCePU3AYUU U NPUYETbHO20 KAUHUYECKO20
HAOMI0OeHUs NPU HAAUYUU NAMO2EHHO20 BAPUAHMA, A MAKICe UCKIIOYeHUe HeoOXO0UMOCmu
MAK020 CKPUHUH2A NPU OMCYMCMBUU HOCUMETbCMEA IMO20 8aPUAHMA.

Ilpu nposedenuu KaAcKaoOno20 CKpUHUH2A YAEHO8 ceMblU NPOOAHOA PeKOMEeHOYemcs
coyemams €20 €  KIUHUYECKOM  0OCIe008aAHUeM  CepOeyHO-COCYOUCMOU — CUCmEeMbl
(anamnecmuyeckue Oaumvie, obwvekmusHvli ocmomp, IDKIT u DXOKI)(cm. mabruyy 7,
Ipunooicernue A3).

e B cempax npodannoB ¢ KMII, y KOTOpbIX HE ObLIO BBISBICHO MaTOTCHHBIX/BEPOSTHO
natoreHHbIx BapuaHToB (IV-V kmacca) B reHax, otBercTBeHHbIX 3a ['KMII (renorur-
HETaTUBHBIC), KAaCKAaJIHbI CEMECHHBIH CKPUHHHT C JUArHOCTHYECKUMU IICISIMH BBIIOJIHITH HE
pexkomenayercs [1,3,221-223].

EOK IIIC (YAA 5 YYP C)

e PerynspHoe AuHAMHYECKOE HAOIIOACHUE U KIMHUYECKUN CKPUHUHT HE PEKOMEHIYIOTCS
TCHOTHUII-HETaTUBHBIM POJICTBEHHHKAM TI'e€HOTHII-MIO3UTUBHBIX mpobanmoB ¢ ['KMIT [1,3,221-
223].

EOK IIIC (YAA S5 YYP C)

2.4. HNHCTpYMEHTAJIbHBIE TNATHOCTHYECKHE MCCIETOBAHN S

duekTpokapauorpagus u Mounropupoanue IKI

N3menenus npu cranpaptHord OKI' moryr Habmtomarbest yxe y Hocutened ['KMII-
aCCOLMUPOBAHHBIX ~ MyTauMil  (reHoTun-no3uTuBHbLIX/I JIDK-HerarnBHbIX), T.C. Ha
noruneprpoduueckoit craauu ['KMIL. K Takum mnpusnakam otHocsatcs RVI1I<RV2>RV3,
U3MEHEHHUs] Penojsipu3aliy, perucTpanus mnaronorundeckoro Q-zyéua (y nereit). Oanako, npu
COTOCTABJICHUH CO 3J0POBBIMH JIMI[AMH 3THU M3MEHEHHs, 00Ja/ias BBICOKOHM crenn(uyHOCTHIO
(98 %), moKazanu HU3KYIO0 9yBCTBUTEIBHOCTE (25%) [229,230].

Y nanueHToB ¢ «kjgaccuyeckuM penorunom» 'KMII B 75-95% cayuaes IKI' B 12
OTBeJCHUAX SIBJISICTCH AHOMaJIbHOH, Bkiaw4yas npusHaku [JIK, perucrpanuio
narosiornyeckoro Q-3youa u usmMeHeHus penosipuzanun [182,231,232].

VY HekoTopbIX ManueHToB (0Koio 5 % B3pocnbix U 10 3% nereit) OKI' mMoxeT ObITh
HOpMaJIbHOM. B 3TOM rpymnme kiIMHUYeckoe TedeHue 3aboseBanus OblI0 6osiee OraronpusTHHIM

110 CPaBHEHUIO C MAI[MCHTaMH, Y KOTOPBIX uMenuch anomanuu Ha DKI [233].



BbiensitoT HECKOJbKO MATTEPHOB, XapaKTEPHBIX [UIS «KJIACCHYECKOro (eHoTHmay
['KMIT:

1. TTaronorudeckue Q-3yOlbl B HUKHE-OOKOBBIX OTBEACHUSX (IIPH 3TOM B OTBEACHHSIX C
naronorudyeckumu Q perucrpupyrorcs nonoxuresnbibie T - T. Ha3 Q/T-aucKkopaaHTHOCTH) +
usMeHenus penossipusanuu + [TDK (kputepun Romhilt-Estes);

2. Twurantckue cummerpuunsie (-)T-3yousr — mpu Bepxymeunoir I'KMII (TpansuropHoe
yrIyOlNeHne OTPUIIATeNIbHBIX T  MOXET CBUICTENBCTBOBATH 00 HWIIEMUH, TpeOyromei
peBackyisipusanuu [234];

3. «lIceBmo-STEMI» marrepn (mogbem cermenta ST w/mnu Beicokue (+)T B 2-x u Oosee
HOCIIeI0BATENbHBIX OTBeCHUsIX pu oTcyrcTBun BJIHIIT) [182];

4. lenpeccus cermenrta ST;

5. Hecneunduueckue nuzmenenus cermenta ST u 3youa T va DKI' [235,236].

Oparmenrtanusa komruiekca QRS (fQRS) y mammentoB ¢ I'KMII  moxker
CBHU/ICTEIILCTBOBATh O HANMYMK odaroB ¢ubpoza B muokapae. Kpome toro, fQRS moxer
CIY’KHTh XOPOILIUM MapKepoM-KaHauaaToMm s npornoupoBanus JKHP y nanuenToB ¢ I'KMII
[237,238].

e Perucrpaiiys 3MeKTpOKapAHNOrpaMMbl peKOMEH/yeTcesl BCeM MallMeHTaM MPU EPBUYHOM
obcnenoBanuu ¢ nopo3peHuem Ha ['KMII, mocne mocTaHOBKM IuarHosa B Impoliecce moadoopa
dbapMakoTepanuu, TMOCJIE XUPYPrHUYECKUX M OSHIOBACKYISPHBIX BMEIIATENLCTB W IPH
JTUHAMHUYEeCKOM HaOmroneHnn Kaxasie 12—24 mecses [3,182,201,205,233,239-242].

EOK IB (YA 3 YYP B)

e Bcem mnaumentam c¢ I'KMII mpu yxyameHMM CHMOTOMAaTuKd, Hpu  mogdope
dbapmakoTepanuu, TMOcCiA€ XHPYPrHMUECKUMX U DHJIOBACKYISAPHBIX  BMEIIATEIbCTB, MPH
JTUHAMHYECKOM HAONIOEHUH PeKOMEeHAYyeTcsl TIOBTOPHAsI PETUCTPALIUS DJICKTPOKAPINOTPaMMBbI
C TENBIO BBISIBIICHUS HAPYIICHHHA CEPACYHOTO PUTMA W IMPOBOJAUMOCTH, HIIEMHU MHOKapja
[3,201,205,233,239-241].

EOK IB (YA 3 YYP B)

e Bcem nmanumentam ¢ ['KMII He3aBHCHMO OT CUMIITOMATUKU PeKOMEHAYeTcsl TIOBTOpHAs
perucTpanusi dJIEKTPOKApIUOTPAMMBI KaKIple 1-2 Toma ¢ IeNbI0 BBHISBICHHS HapyIICHUMN
CEpJCYHOr0 PHUTMA M MPOBOAMMOCTH, UIllleMur Muokapaa [3,201,205,233,239-241].

EOK/PKO llaB (YA4 3 YYP B)

e Perucrpamus 3JEKTPOKapIUOTPAMMBI PEKOMEHAYeTCsl KaK KOMIIOHEHT CKpPHUHUHT-
aNropuT™Ma |y pOJICTBEHHHMKOB TI€pBOM  cTenmeHu poxacTBa mnamueHtoB ¢ ['KMII
[3,201,205,233,239-241].

EOK IC (YAA5VYYPC)



Xo0JITepOBCKOe MOHHTOPHPOBaHHe cepaedHoro purma (XM cepaedyHoro purmMa) npu
'KMII

Snuzonsl HYXKT Bxomat B mkany pucka BCC. CymectByer Bce Ooubliie JOKa3aTeIbCTB
TOrO0, YTO Takue apuTMuu y Mononpix namueHToB ¢ ['KMII sBrusiorcs Oonee IeHHBIM
nporHoctuyeckuM npusHakoM BCC, yem y nmanueHToB crapiie 35 JeT.

Ecim y mnamueHnTa nOpUCYTCTBYIOT CHMNTOMBI, XM CepAeyHOro purMa  JOJDKHO
MPOJOJIKATHCS JIO TEX MOP, ITOKA ITH CUMIITOMBI HE TIPOSIBATCS] BO BpEMs HOILLIEHUSI MOHUTOpA. Y
HEKOTOPBIX MAIMEHTOB C PEIKUMU CHMIITOMAMU MOXET MOTpeOoBaTbcs HCIOIb30BaHUE
MOPTAaTUBHBIX WJIM UMILIAHTHUPYEMbIX MOHUTOPOB. [losTomy mamumentam ¢ ['KMII, y koTopbix
BO3HUKAET Y4YAIllCHHOE CEpAICOMEHUE WM TOJOBOKPYKEHHE, PEKOMEHAYETCS MPOBOAMTH
qurtensHoe (> 48 yacoB) XM cepiedHoro purMma.

e XM cepaeuHoro put™Ma pekoMenayercsi Bcem mnaunveHtam ¢ ['KMII, B Tom uyucne
ACUMIITOMHBIM, C LIebI0 BbIsBIeHUA HapymieHuit putma cepaua (OIT u XKT) u nmpoBogumocTu
s crparudukanuu  pucka BCC m orbopa kanawmartoB s uMimiantanum  MKJ***
[3,129,130,202,205,243-245].

EOK uetr/PKO IC (YA 3 YYPB)

e [IpoBenenne XM cepiedHoro purmMa (ONTUMAJIbHO MPOAOIKUTENBHOCTRI0 48—72 yaca)
peKoMeHayeTcsi TP [EPBHUYHOM  KIMHUYECKOM  OOCIeAOBaHWHM, TMpU  Togdoope
AHTUAPUTMHUYECKON Tepamnuu, Mocjae XUPypruueckKux M SHA0BACKYISIPHBIX BMEIIATENbCTB U IIPU
JUHAMHAYECKOM HaOmroneHnu Kaxasie 12—-24 mecsues [3,202,205,239,243,246].

EOK IIaC (Y442 YYPCO)

Kommenrapuii: @I1 sasnsemcs naubdonee pacnpocmpaneHHviM HAPYUEHUeM PUmma y
nayuenmos ¢ [KMII u ocno8HbiM NpeOuKmopom CMepmHOCMU, C6A3aHHOU C CepOeyHOl
Hedocmamounocmuio. Ee uacmoma ecmpeuaemocmu ¢ I' KMII 3nayumensro eviuie, uem y nooetl
amanocuuHo2o ospacma 8 oowel nonynayuu, cocmasiis om 18% oo 28%. Oounaxo ucmuunyio
yacmomy 6cmpeduaeMoCmu CJIONCHO OYeHUumsv u3-3a ciyyaes, koeoa DI moixcem ocmasamuvcs
HezameueHHoU. Buiasnenue wxnunuuecku Henpossnennou @DII, xomopas obuapyscusaemcs
monbko npu oaumenvhom XM cepoeunozo pumma, umeem 6adxicHoe 3HaAueHue OJisl OYEHKU
cmpamecuu edenus U npoQUIAKMUKU UHCYIbMA, NOCKOIbKY PUCK ULLEMUYECKO20 UHCYIbMA )
nayuenmos ¢ I'KMII u @II svuue 6 8 paz no cpaguenuro ¢ nayueHmamu Ha CUHYCOBOM pumme
[1].

e Pexomenayercs MMIUIAHTAlKMsT TETJIIEBOrO perucrparopa Juisl JOJITOBPEMEHHOU
PEruCTpalMK AIEKTPUUECKONW aKTUBHOCTH IMPOBOJSIIEH CUCTEMBI CEp/illa C LEIbI0 BbISBICHUS

HapymeHI/Iﬁ CCPACYHOI'O pUTMA Y MMAIUCHTOB C »Kajto0aMy Ha 4acThIe CCpI[I_[e6I/IeHI/IH, Y KOTOPBIX



npu JIuTeapHOM MoHuTOpHpoBanuu DKI' mpuumHa ocrtanacs Heyrounennoi [3,139,205,247-
250].
EOK IIaC (Y143 YYPB)

e Jlammmentam ¢ ['KMII u nmomosuutensHbiMU (akTopamu pucka DII (mwmaranus JIIT,
crapueckuii Bo3pact, XCH III-IV ®K), koTopble HEe UMEIOT IPOTUBOMOKA3AHUI K Ha3HAYCHHIO
AHTUKOATYJITHTOB, PEKOMEH/yeTcsl pAacCMOTPeTb BO3MOXXHOCTH BBIMOJIHEHUS PACIIMPEHHOIO
amOynaropaoro MonutopupoBanusi DK ¢ 1menpio BBISBICHHS aCUMIITOMHBIX Mapokcu3MoB DI
IpU TIEPBUYHOM OOCJIEIOBaHMH, B Tpolecce moadopa apmMakoTepanuu U Mpu TUHAMHYESCKOM
Haomonenuu (kaxapie 12-24 mec) [205].

EOK net/PKO I1b C (YA 5 YYP C)

KommenTapmii: adexeamnas oyenxa napywienuti pumma u nposooOUMOCmuU KpUmu4ecku
Heobxoouma ons cmpamugurkayuu pucka BCC, nosmomy 8 HEKOMOpwIX CAyYasx HeobdXooum
onumenvrvii  IKI-monumopune. Kpome pymumnoeo cymounoco monumopuposanua IKI,
803MOJICHbL  8apuanmvl.  48/72- uacosou MOHUMOPUHZ, HAPYICHINL NEmIegol pecucmpamop,
pe2ucmpamop cooblmutl, UMniaHmupyemviii nemnesou pecucmpamop. IKI-ouaenocmuxa Odondxcua
nosmopsmucs Kadicovle 12—24 mecaya, onmumanvrio npooonicumenvhocmoio 48 yacos.

llokasanuem k XM cepoeunozo pumma s6nsemcs nosigleHue y nayueHma iauiob Ha
cepoyebuenue u/unu 201080KpyHCeHUe.

Heobxooumo yuumeieams, umo Hapywienus pumma U HnpogoouMocmu moeym Ovimy
00YCN08/1eHbl NPOBOOUMOU mepanuell.

OKT-npusnaxu, nomoearowue 6 oughghepenyuanvnor ouacnocmuxe I'KMII u
genoxonuii 'KMII, npedocmasnenvt 6 mabnuye 8, Ilpunooicenue A3.

Ixoxapauorpadus

OXOKT -uccnenoBanue mamueHTaM  HEOOXOAMMO BBIMIOJMHATH B COOTBETCTBHH C
OTEUECTBEHHBIMH M 3apyOe)KHBIMH pEKOMEHAanusMu 1o sxokapauorpadpum AHA, ASE
(American Society of Echocardiography) u EACI (European Association of Cardiovascular
Imaging) [1,194,258,205,251-257].

e Bcem nmnamumentam ¢ nogospenremM Ha [KMII g BesiBnenns IJDK  w
BHYTPHKEITYIOYKOBOM OOCTPYKIIMHM TpH TEPBUYHOM 0O0cCleqoBaHUN pexoMenayercss TT-
OXOKT ¢ npoBokannonHo# npoboit Banbcanssel [180,205,259-264].

EOK IB (YA 4 YYP C)

e Bcem mnammentam ¢ ['KMII wu3mepenne MakCUMalbHOW JUACTOIUYECKOM TOJIIIUHBI
muokapaa JDK pexomenayercss mposonute B 2D-pexxnme mo koportkod ocu JDK Bo Beex
CErMeHTax, OT 0a3aJbHBIX J10 Bepxyiku [112,254,255,259,265-267].

EOKIC (Y14 YYPCO)



e Bcem namuentam ¢ ['KMII pexomeHnayercsi TiiaTenbHas OILEHKA JAUACTOJIMYECKOMN
byukuun JDK, BKiIrOUas TpaHCMUTPAJIbHBIN KPOBOTOK, KPOBOTOK B JIETOUHBIX BEHAX, TKAHEBYIO
nommuieporpaduio, u3Mepenue pasmepa u obdvema JIII mis crparuduxanum pucka BCC
[109,124,180,205,268-272].

EOK IC (YA 4 YYP C)

e CumnToMHbIM manueHTamM ¢ MakcuMmanbHeiM  [JI B BTJDK (B mokoe wim
CIIpOBOLIMPOBaHHBIM) < 50 MM pT. cT. pekomenayercs nposeneHue crpecc-TT-OXOKI mms
BBIsIBJIEHUs ~ mpoBouupyeMort  ooctpykmumu  BTJDK  wu  crpecc-unayuupyemoir  MP
[86,125,276,277,132,180,205,262,263,273—-275].

EOKIB (Y444 YYPC)

¢ ACHMNOTOMHBIM MAalMEHTaM C MaKCHUMaJbHBIM rpagueHToM AaBieHus B BTJDK (moxos
WIM MHAyUUpOBaHHBIM) < 50 MM pPL.CT. PeKOMeHAyeTcsl pPacCMOTPETbh BO3MOXKHOCTh
BoinonHeHust crpecc-TT-OXOKI, ecnu Hamuume OOCTPYKIMHM HMMEET 3HAYeHHe IS
peKoMeHJanui  1mo  o0pa3dy  KH3HM W Ha3HA4YeHUA  JICKAPCTBEHHON  Tepanuu
[86,205,262,273,274].

EOKIIbC (YA 4YYPC)

e V OONbHBIX C CyOONTHUMAlIbHBIM Kaue€CTBOM H300pakeHUs WU C MpearoyiaraeMoin
anukanbHoU runeprpodueit JOK wim anukanbHol aneBpuzmoit JIK, nian arunuyHbIM narTepHOM
runeprpoduu, pexkomenayercsi BoinoaHenue OXO-KI' ¢ koHTpactupoBanueM mnonoctu JDK,
kak anprepHaruBa MPT cepana [1,258].

EOK IIaC (YAAS5YYPC)

e UutpakopoHapHoe koHTpacTupoBaHue wmuokapaa npu TT-DXOKIT Bo Bpems
nuarHoctuueckoi KAIT pexomenayercsi mamueHTaM, y KOTOPBIX IUTAHHPYETCS ITaHOJIOBAs
centanbHas abmanus (OCA), s uaeHTU(DUKAIMY TTOIXOIAIICH AT abJalyy cenTaabHOW BETBU
KOpoHapHOii apTepun [258,278-281].

EOK IB(YAA4VYYPC)

e TloBropusie DXOKI -uccnenoBanus pexomenayrwores 6oabHbiM ['KMII npu u3menennu
KIIMHUYECKOTO CTaTyca, MPH MOSBICHUHU HOBOW CEpJIEYHO-COCYIUCTON CUMITOMATUKH, OLIEHKH
3¢ GEKTUBHOCTH TPOBOAUMON TEPaNuU WM XUPYPTUUECKOTO/IHIOBACKYISIPHOTO JEUCHUS JIIIS
CBOEBPEMEHHOTO BBISIBJIEHUS] OCJIO)KHEHUM W JWHAMHMKHU PEMOJICIUPOBAHUSA cepAala
[86,262,263,282].

EOK IB (Y14 YYPC)

e DOXOKI pexoMeHnayeTcsi Kak KOMIOHEHT CKPUHUHT-aITOPUTMA YWICHOB CEMbH OOJBHOTO

'KMII, ecnu xoTs Obl ONWH W3 HUX HE SIBIAETCS TEHOTHI-OTPHUIIATEIHHBIM U BBISBICHA

acCcOIMMPOBaHHAas ¢ 3a0o0eBaHueM reHHas myrarus [183,227].



EOKIC(YAA5YYPC)

KommenrTapuii:  mpebyemcs  ucnonvzoeams  pacwupennviii.  npomoxon  IXOKIT,
aoanmuposantwviil Kk ouacnocmuxe I'KMII. [lepeuenv noxazameneii, exooswux 6 npomoxon TT-
OXOKT, npeocmasnenst 6 mabauye 9, Ipunoscenue A3.

3abonesanuss  (kpome  oocmpykmuenou — I'KMII), npu  xomopwvix  modicem
pecucmpuposamuvcs nosviwenue 1] ¢ BTJDK u SAM-cunopom (IICH MK) npeocmaenenvi 6
maobnuye 10, Ilpunooscenue A3.

s oughgheperyuanvHoti OuacHOCMUKU ¢ (HeHOKONUAMU U NPpU 8blO0pe XUPYPSUUECKOU
makmuku npu TKMII moeym ucnonvzoéamovcs oOonoaHumenvhvie onyuu npu IXOKT,
npedcmasnenvl 6 maoauye 11, Ilpunoocenue A3.

OXOKT -naxooxu, noszsonsiowue ouppepenyuposamo I'KMIT u genoxonuu [I'KMII,
npeocmasnenvl 6 maonuye 2, Ilpunosxcenue A3 u mabnuye 12, Ipunoscenue A3.

Pexomenaanuu no ypecnuuieBoaHoM 3xokapauorpaguun npu 'KMII

e Uurpa/mepuonepanuonnas YII-OXOKIT mpu CMD pekoMeHayeTcsl TMalMEeHTaM JUIs
yrouHeHuss Mexanu3ma oOctpykuuu BTJDK, KOHTpOisi XUpYprudyeckod CTpaTeruu, OLICHKHU
NOCTXUPYPTUYECKUX  OCJIO)KHEHUHM U BbIABICHUS  ocTaroyHod  oOctpykuuu  BTIDK
[256,278,279,283-286].

EOKIC (YA 4YYPC)

e PexomennoBano BeimonaHeHue UII-ODXOKI, kak anprepHatuBsl MPT ana manueHTOB C
['KMII npu BbIOOpE Buaa oneparuBHOro BMemarensctBa CMD wim OCA, y KOTOPBIX HE sICE€H
mexanu3M oOctpykuuu BTJDK unu nns ouenku cocrossHuss MK mnm ecnm perucrpupyercs
BeIpakeHHass MP, mpeanosnoxkutenbio He cBszanHass ¢ SAM-cunapomom (ITCJ ctBOpoK), a
o0OycnoieHHast coocTBeHHbIMEU aHoManusivu MK [1,205,256,278,279,283—-286].

EOK IIaC (YA 4VYYPCO)

e [lammentam ¢ 'KMII mpu Bemonunennn DCA 11 KOPPEKTHOTO OIMpPEAETEeHUs 11eTIeBOI
30HBI BO3/EWCTBUSA pekoMeHayeTcsi uHTpaonepaunoHHoe UII-OXOKI' ¢ uHTpakopoHapHBIM
KOHTpacTUpOBaHUEM MHOKapna [258,278-281].

EOK I1aC (YA 4 YYP C)

IIpoBenenue nmpoBoKaUMOHHOM NMPoObI BaabcanbBbl A1 JUATHOCTHKHU JIATEHTHOM
oocTpyknuu BTJIZK

[Ipo6y Banscanbssl npu TT-DXOKI' cnenyer npoBoauTh B MOJOKEHUHU MAllMEHTA JIeXkKa
Ha JieBoM Ooky. IlammeHTy cieayeT Hampsiub MBIIIBl MepeaHe OpIOIMIHOM CTEHKH, 4YTO
MOBBIIIAET BHYTPUOPIOIIHOE W BHYTPUTPYAHOE HaBiieHHE. KOHTpONb YpOBHS HampspKEHUs
1e1ecoo0pa3Ho  OCYIIECTBISATH C TOMOIIBIO YCTPOMCTBA, MPEICTABISIIOIIETO MaHOMETD,

COGJII/IHGHHBIﬁ C MYHAUITYKOM; IMIPU 3TOM IMAIMCHTA MPOCAT YACPKUBATH HAIIPSAXKCHUC, YTOOBI



JIaBjieHue Ha MaHoMmeTrpe coctaBiasuio 2040 mm pr.ct. Bo Bpems mpoOsl BanbcambBbl
PETUCTPUPYETCSI MAaKCUMAJIbHAsE CKOpOCTh KpoBoToka B BTJDXK ¢ ucnons30BaHrEM IOCTOSHHO-
BOJHOBOTO Jommuiepa. Eciy B MOJNOXKEHWHM TanueHTa Jeka npobda oTpuuareibHas, To
PEKOMEHYeTCs IPOBECTH MPOOY B MOJIOKEHUU CUIISI U CTOSI.

MarHuTHoO-pe30HaHCHAas TOMorpadus

e MPT cepaua ¢ KOHTpacTUpOBaHMEM (IIpM  OTCYTCTBUM  IPOTHBOIIOKA3aHUI)
PEKOMEH/yeTCsl BBIIIOJIHUTh KaK MUHMMYM OJIMH pa3 Inociue nocrtaHoBku nuarHosa I'KMII mis
yrounenus AanuHeix DXOKI' (anaromum cepana, GyHKINHU JKEIYIOYKOB), a TAK)KE BBIBICHUS U
OIICHKH pacrpocTpaHeHHOCTH (hrbpo3a muokapaa u uckaodeHus Gernoxkonuit [KMII u npyrux
3aboneBanuii [287,288].

EOK IB(YAA4VYYPC)

Kommenrtapuii: neooxooumocms evinonnenuss MPT eviseana mem, umo TT-axoKI
MOdIcem HeKOPPEKMHO OYeHUBAms MOaWUHY MUuoKapoa 6 Hekomopuix ceemenmax JIK, ocobenno
6 ANUKAILHBIX, He BbIABTIAMb ANUKAIbHbIE AHE8PU3MbL HEOONLUUUX PAZMEPOS.

e MPT cepaua ¢ KOHTpacTUpOBaHMEM (IPU  OTCYTCTBMM  IPOTHBOIOKA3aHUIN)
PEKOMEH/yeTCsl BBIIOJIHUTD NallMeHTaM, KOTOpbIM NokasaHa peaykuus MIKII, u y koropsix TT-
3xoKI' He mo3BojieT omnpenenuTh aHaroMUuYeckuil wmexaHusM obOctpykuuun BTJDK, s
00ocHOBaHMs BbIOOpa MeToza peaykimu MIXKIT [1,289].

EOK ner/PKO IC (YA 5 YYP C)

e Pexomenayercas paccMOTpeTb BO3MOKHOCTL BbinoJHenus MPT cepaua ¢
KOHTPACTUPOBaHUEM (IIpU OTCYTCTBUHU MPOTUBOINOKAa3aHW) MpU MOAO3PEHUU HA alHMKaJIbHYIO
W cpenHexenynodkoByto popmy ['KMII u anukansHyto aneBpusmy JIXK [205].

EOK uer/PKO I1b C (YA 5 YYP C)

e PexomeHayercss paccMOTpeTb BO3MOKHOCTH BbImoiHenuss MPT cepauma c
KOHTpacTtupoBanueM Juisi nanueHToB ¢ [KMII mpum wm3MeHEHMM KIMHMYECKOrO WIH
reMOJMHAMHYECKOr0 CTaryca, C LEIbI0 OLEHKU JAWUHAMUKH MOp(hO-PYHKIIMOHAIbHBIX
m3menenud JDK (OBJDK, wmakcumanbHas TONIIMHA MHUOKapAa, pa3BUTHE alUKaIbHOM
aHeBpu3MbI) [1].

EOK uet/PKO I1b C (YA 5 YYP C)

e Pexomenayercss paccMoTperb BO3MOKHOCTH BbInoJHenuss MPT cepana ¢
KOHTPAaCTHUPOBAaHUEM pOJCTBEHHHKAM IMpoOaH[a MEepBOM JIMHHUM POJACTBA, €CJIHM IOCTAaHOBKA
JMarHo3a 3Ha4MMO BIHUSET Ha o0pa3 *KU3HM (Hamp. 3ampenieHne COPeBHOBATEIBLHOTO CIIOPTa), a
npu OXOKT UMEETCS HU3KOE KaueCTBO U300paKeHUs, I JTaHHbBIE

MOTpaHUYHbIe/COMHUTENbHBIC, WU ecTh m3MeHeHus Ha DKI, a DXOKI' 6e3 oTkioHeHU# Ot

HOpMBI [223,278].



EOK netr/ PKO 1IbC (YA 5 YYP C)

e [lammmentam ¢ npennonaraembivu GeHokonusmu ['KMIT (amunonio3 cepama u apyrue,
cM. Ilpunoxenue, Tadmuisr 1/A3, 5/A3, 7/A3, 11/A3) pexomeHnayercsi BbinojiHenue MPT
cepaua C KOHTPAaCTHPOBAHHEM C IIeJbI0 BBIABICHUS CHEUU(PUYECKUX s KOHKPETHBIX
denokomnuii marrepHos [72,76,208,290-294].

EOK IIaC (YA 4 YYP C)

KommenTapum: nayuenmam ¢ npeononazaemvimu amuioudo3om cepoya pekoMeHO08aHO
0151 nepsoHavanbHol oughgepenyuanvrot ouasrocmuku 11R-amunoudosa u AL-amuroudosa
npu koumpacmuoti MPT ucnonvszoéamo wkany QALE [295]. Ilkanra QALE npusedena 6
Hpunooxcenuu (Tabnuya 116/T2. QALE. Ilkana ons oupgepenyuanvHol OuacHOCMuKu
MPAHCMUPEMUHOB020 AMULOUO03A ¢ nomowblo Konmpacmuou MPT cepoya.)

e Pexomenayercs BbimosHeHue MPT cepama ¢ KOHTpacTUpPOBAHUEM 10 OIEpPaLMKU
XUpypruueckoil u  Hexupyprudeckoil penykumu MOXKII ans  oueHku Xapaktepa H
pacrpocTpaHeHHOCTH runeprpodun u hudposza muokapaa [72,76,208,290-294].

EOK IIaC (YA 4 YYP C)

e Amnamu3 wusoOpaxenuedr MPT cepama U cOCyloB PpeKOMEHAYeTCSl  BbBIIOJHATh
CHeNHaINCTaMH, UMEIONIMMHU OTIBIT B BU3yaIM3alliU CEpAIla U OICHKE 3a00JeBaHUIl MHOKapaa
[3,78,296-298].

EOKIC (YA 4YYPC)

e Pexomenayercas paccMOTpeTb BO3MOXKHOCTH BeinojiHenus MPT cepoua ¢
KOHTPAaCTHpOBaHHEM JMJis mManueHToB ¢ mnoxo3peHueM Ha [KMII  u coMHUTENbHBIMU
pesyabraramu TT-3x0KI" ¢ morpanndHbsIMU U pamu TOMIMHBI MEOKapaa [205].

EOK uer/PKO I1b C (YA 5 YVYP C)

Kommenrtapuii: MPT ne umeem npucywux IXOKI oepanuuenuti u s6usemcs «3010Mulm
CManoapmomy OyenKu moawuHvl muokapoa u obvemos JDK u IDK (6onvwe mounocms
uUsMepeHuti U  8OCHPOU3IBOOUMOCMb, MeHblle ONepamopo3aAsUCUMOCIb), NOIMOMY  NpU
omcymcmeuu npomueonoxkazaHuil, eciu noseonsiiom pecypevl u  onvim, MPT Oondxcua
paccmampusamvcst 013 nayuenmos ¢ I'KMII 6 kauecmee 6a3z06020 memooa ucciedo8aHus
[278,297-300].

MPT maxkoice noszgonsiem uccie0o8ams CMpyKmypHvle UsMeHeHUs 8 MUoKapoe, mo ecmb
2eHes, Hamuyue u pacnpocmpaneHHOCms MUOKaApOuaibHo2o ¢uoposza. Memoouka ocHosana Ha
MOM, YMO 8 YYACMKAX MUOKAPOA ¢ QUOPOZHBIMU USMEHEHUSMU BbLABIAEMCS (heHOMEH NO30He20
HAKONNIeHUs NapamazHumHo20 KOHMPAmcHo2o Gewjecmea — 3aoepicka evimvieanus Gd-
cooepoicaujeco KOHMPACMHO20 8eujecmea npu CKanuposanuu cepoya uepes 10-15 mun nocne e2o

B8HYmMpueeHHo2o 6eedenus. Hanuuue pacnpocmpanennoco @ubposa sasnsiemcs npeouxkmopom



He2amusHo20 pemMoOoenuposanus, paszeumus cucmonudeckot oucynxyuu u XCH, a maxoce
omuocumcs Kk dononnumenvruim gpaxmopam pucxa BCC. Ipu nanuuuu ¢pubposnvix usmeHeHull 8
muokapoe JIK 6 xonuwecmse >15% maccor JDK puck BCC 3nauumenvno ospacmaemn.

Ilpu MPT eviaensatomest 2 0CHOBHBIX nammepha Gpuobposa:

1. Bwipaocxcenno HeOOHOPOOHBI UHMPAMYPATbHBIU GuOpo3 6 npedenax Haubonee
VMONWEHHBIX CEe2MEHMO8, KOMOPbIU HA SUCMOLOSUYECKOM YPOBHE AGNAEmCs OmpadceHuem
APAMO20 O0eUCmBUs «NPUYUHHO20» 2eHEeMUYECKO20 BaApUAHMA U MOAEKYIAPHO20 NamozeHesd,
npossnAloue20 OUCKOMNIeKcayuell KapouoMuyumos U MblUUeUHbIX B0N0KOH — (heHoMeH
«disarrayy, pubpozom pasHoii cmeneHu 8blpadceHHOCU.

2. 3onbl hubposza mocym 6vims guvissneHvl 8 MIKII 6 nepedneii u/unu 3a0Heti obnacmsx, 8
MeCmax coeOUHeHUsl CMEeHOK NPAaso2o U Jie6020 JHcely0oukoe (m. Has «right ventricular insertion
pointsy). Cuumaemcs, umo 3mom mun Quodposa modxcem HAOMOOAMbC Yiice HA HAYANbHLIX
cmaousx 3aboneeanus u yacmo ecmpedaemcs npu I'KMII, oonaxo He saensemcsi abconomuo
cneyuguunbim 0N 9moeo 3abonesanus. Takoil mun KOHMPACMUPOBAHUS MOXMCEM MAKHce
ecmpeuamscsi npu  «CHOPMUBHOM — cepoye» UlU  KApOUuonamuu, 6bl36AHHOU apummuen.
Cuumaemcs, umo 3mo UHMEPCMUYUATbHBIU GUOPO3 ulu npomedcymounvii genomun IIHI,
Hauanvras cmaous [114,278,301].

Iapamempuwi, komopvie Heobxooumo oyenums npu MPT cepoya y nayuenma ¢ I'KMII,
npeocmasnenvl 8 madauye 13, [punooicenue A3.

YV nocumeneu mymayuii 6 oocunepmpodghuueckori cmaouu I'KMII npu MPT mooxcHo
8bIAGUMb «MaAlble AHOMANUU cepoya» — Kpunmel muoxapoa, avomamuu MK, anuxanvroe
cmeujenue nanuiiApHuvlx mulwy. Ha OokauHuueckoti cmaouu y HEKOMOpwblX NAYUEHMO8 C
eenomunom(+)/  ¢enomunom(-) moecym Ovimv eviaenenvt 30ubl IIHI (cm. ancopumm
ouaznocmuxu Ha dokaunuveckou cmaouu) [299,302,303].

Ilpu MPT cepoya maxoice eviagnsiomes awomanuu annapama MK (cm. mabruyy 13,
Tpunooicenue A3).

Kpome 3nauumocmu 6 ouacnocmuxe I'KMII, MPT cepoya uepaem ponv 6 ouacHocmuke
genoxonuni I'KMII. Ilpu amunouoose 3sousvt I[IHI onpedensromcs npeumyuecmeesHo 8
UHMPAMYPATLHBIX U CYOIHOOKAPOUATLHBIX OMOENAX HCENYOOUK08. Mo HAKONLeHUe He 3a8UCUm
om 30H KPOBOCHADINICEHUSL MUOKAPOA, MONCEM HAONI00AmMbCs 80 6cex CMpyKmypax cepoya. /s
amunoudo3a cepoya makxice XapakmepHo HAIuyue HCUOKOCMU 6 NOIOCMU nepukapoa u
ymomwyenue MIKII [293,294].

Ilpu 60one3nu Anoepcona-@abpu — nanuyue uHmpamuoxapouaivrnozo IIHI uawe ecezo
no 3a0Heb0K080OMy ceemenny Ha bazanvrom u cpeonem yposusx [304]. V cnopmemenos ¢ I'TDK,

omcymemeytom 30nul ITHI (uckniouenust — em. pazoen «I'KMIT u I'TDK y cnopmemenos») [305].



Komnbrorepnasi romorpagusi / MyJabTHCIIHPATIbLHAS KOMIILIOTEPHAs TOMOTpadust
e [lamentam ¢ 'KMII, y kotopbix HU3K0€e KauecTBO DXOKI" m3o0paxenus, a mpoBeeHNE
MPT npoTHBONOKa3aHO i OLEHKM TOJIIMHBI MHOKapAa M pa3sMepoB IOJIOCTEN cepaua
pexomeHnayercsi  BbinogHeHue  DKI-cunxponmsupoBanHo  KT/MCKT  cepama ¢
KOHTPAaCTHUPOBAaHHEM CEp/lla U OLIEHKOM TOJIIMHBI MHOKap/a JIEBOIO KENylIOouKa B KOHEUHYIO
nuacrony [1,205,278,306].
EOK IIaC (YA 5 YYP C)

Kommenrapuii: Msmepenue monwunvt muoxapoa npu KT/MCKT cepoya crnedyem
npoBoOUMb 8 KOHEUHYIO OUACTNOITY.

KT  cepoya, «kpome anamomuyeckux OaHHblX cepOyd, NO3601dem  MAKIHCE
BU3YATUZUPOBAMb KOPOHAPHbIE apmepuu, OYeHUsamv Uux NpoXoOUMOCMb U AHAMOMUYECKUe
0COOEHHOCMU, HAIUYUEe MUOKAPOUATLHBIX «MbIUUEUHBIX MOCIMUKO8Y», YMO USPAem BAXNCHYIO POlb
6 ouaenocmuke UBC, ¢ mom yucie npu I'KMII y nayuenmos cmapuieii 803pacmuoii epynnoi.
Ilpu KT/MCKT cepoya maxoice 6biA8110MCA  OUBEPMUK)IbL U KPUNMbL CMEHOK J1€8020
arcenyoouka - npusnaxos I' KMII na panneti cmaouu pazsumus 3a0071€6aHUS.

MCKT cepoya, umerowas 6biCOKOe NPOCMPAHCMEEHHOE pda3peuieHue, No360/sem
obecneuums MmouHoe usMepeHue MoauUHbl, MaAccbl MUOKAPOAd, 00bemMa HceryoouKos U Gpaxkyuro
svibpoca. CpasnumenvbHoe ucciedo8anue NOKA3aI0 Bvlcokyio mounocms memooda MCKT,
conocmasumyto ¢ pesyiomamamu memooa MPT cepoya [307,308].

Ilo cpasnenuro ¢ MPT, munycom MCKT sensemcs 6onee HU3Koe pemMeHHoe pa3peuieHue,
Jyyesas Hazpy3Ka Ha NayueHma npu uUcciedo8aHuu, HU3KAsh KOHMPACMHOCb MASKUX MKAHell
npu oyeHKe No30He20 KOHMpPACMUPOBAHUS, UMO NO360JiAem OYeHUmMb MONbKO KpYNHble 30Hbl
Pubposza [308].

CumHTHrpadus

Pexomenayercs BoimonHenue cuuHTHTrpadun muokapaa ¢ [Mupdorex 99 Te (VOIBAO3
Texneruit 99M-nupodocdar) naunentam ¢ I'KMII, y koTopbIx mogo3peBaercsi KapAHaabHbIN
TPaHCTUPETHHOBBIN ammonao3 [183,205,208,291,309,310].

EOK I1aB (Y1 3 YYP B)

Kommenrapuii: cyunmuepagpus muoxkapoa (ODPIKT) maxaice modcem ucnonb308amucsi
0 UHCMPYMEHMANbHOU OUACHOCMUKY UWEMUU, NOOMEEPHCOEHUSI 3HAYUMOCMU CMEeH03a
INUKAPOUAILHBIX KOPOHAPHBIX apmepuil npu NOSPAHUYHBIX 3HAYEHUAX CMeNneHu CmeHo3d npu
KOPOHAPHOU aHuozpapuu.

Ilpu  nooospenuu Ha  amuroUd03  cepoya,  CrLEOVIOWUM  WA2OM  SGJISLeMCS
oughghepenyuanvuviii ouacnoz  amunouonvix ATTP-KMII u nopascenus cepoya npu AL-

amunoudosze. Mcmopuuecku 3010mulM CMAHOAPMOM OUACHOCMUKU ObLIA 9HOOMUOKAPOUATbHASL



ouoncus. B nacmosiwyee epems marxoice 00CmyneH HEUHBAZUBHLIL NOOX00 C NOMOUBIO
cyunmuepaguu muoxapoa c¢ ocmeomponuvim P®II. Dmom nooxoo, enepevie onucanmwiii
Gilmore 6 2016 e., sxniouen 6 Pexomenoayuu skcnepmos ma ochose xoncencyca 2019 2ooa
[311,312].

Cyunmuepaguio muokapoa ¢ ocmeomponuvim PPII modcho nposooums ¢ nodvim uz 3
paznuyHulx gocghonamos, oonako 6 PD wupoxo npumensemcsa moavko 99mIc-nupogocgham
(nupoghoccham mexueyus). Amepuxancrkoe obwecmso sdeprou kapouonoeuu (ASNC) nedagno
8bLINYCMUNIO NPAKMUYEeCKUue pexomeHoayuu no eusyamuzayuu 99m-mexneyuti-nupogpocpama,
OMMemus8 BbICOKYI0 UY8CMBUMENbHOCMb U CHEeYUPUUHOCMb 6 8blsasleHuu  aMuiouoHvix TTP-
KMII u 6o3moorcnocms ougpgepenyuposams ee om Opyeux munog amuiouoosa cepoya 0Oe3
HeoOxo0uMocmu 6uoncuu.

Cywecmeyem 06a nooxooa K KOIUYeCmMEeHHOMY anaausy Hakonienus P®II ¢ muoxapoe:
NONYKONUYECMBEHHbIL U KoauvecmeeHnulll.  TlonykonuuecmeenHovlii.  n00X00  GKIHOYAem
BU3YANILHOE CPABHEHUE C HAKONJIeHUeM 8 Kocmsax (pebpax) uepes 3 uaca:

Cmenens () - Hem Hakonenus 8 cepoye U HOPMAIbHOE HAKONJeHUue 8 Kocmsax (pebpax);

Cmenens 1 - ecmb Hakonienue 8 cepoye, HO MeHbuULe, YeM HAKONIeHUue 8 pebpax;,

Cmenens 2 - HakonieHue 8 cepoye pagHo HaAKONJLEHUIO 8 pebpax;,

Cmenens 3 - nakonnenue 6 cepoye 6oabule, Yem HaKONJleHue 8 pebpax ¢ yMepeHHvimM Uil
OMCYmMCcmeyoWUM HaKkoOnieHuem 8 peopax.

Ilpu nooospenuu Ha amuioudo3 cepoya CmeneHv HAKOMIeHus 6 muokapoe 2 unu 3
(nnockocmuas cyunmuepagusa u ODPIKT), 6 couemanuu ¢ aumaruzamu oaa uckiodenus AL-
amunouoosa, noomeepacoaem ouazno3 ATTR-KMII.

Baosicno ommemumu, ymo npu Hanuuuu Kakoeo-1ubo NAAHAPHO20 HAKONLEHUs cledyem
8LINOIHUML ~ OOHOQOMOHHYIO  IMUCCUOHHYIO  momozpaguto,  4modvl  yoeoumuvcs, umo
HaOvO0aemMoe HaKonieHue Haxooumes 6 MUoKapoe, a He 8 KPOBIHOM 0eno Ul NPuiecaoujux
KOCMHbBIX CIPYKMYPAXx.

AnbmepHamusHo,  KOIUYeCmMEeHHblll NO0X00  BKIoYdaem  ucciedyemyro  001acmo,
PACNONONCEHHYIO  HAO MUOKAPOOM, U UCCIedyeMylo  001aACmb  aHANO2UYHO20 pasmepa,
PACNONONCEHHYIO HAO KoHmpaamepanvbim neekum. CoomHouenue HaKonienus 6 ucciedyemou
obnacmu cepoya Kk KOHMPLAMepPaibHOMY 1e2KoMy Modcem onpedensimo Haauyue ATTR-KMIT:

1. Coommnowenue 6orvwe 1,5 ykazovieaem na ATTR-KMIT
2. Coommuowenue om 1,0 0o 1,5 aersemcs HeonpedenénHvim
3. Coommnowenue menvuie 1 He ykazvigaem na ATTR-KMII
Hezasucumo om pesynomamos s0epHou cyunmuepaguu, 3mo ucciedosanue 6ce20d

cnedyem couemams ¢ ucciedosanuem Ha Haiudue AL-amunouoosa.



Takoice no oOanuvim cyunmuepaguu ¢ 99mTc-nupogocghamom 6o3modcna mounas
oughghepenyuanvuas ouaecnocmuxa AL- u ATTR-amunoudosa cepoya (npu yciosuu UCKIOHUeHUs.
MOHOKJIOHANIbHOU 2aMmanamuu Heonpeoeienho2o snavenust) [69,291].

ITo3uTpoHHasi S3MUCCHOHHASA TOMOTPadust

[To3uTponHas smuccuonHas Tomorpadus Mmuokapaa (I19T) moxer ucronb3oBaTbCs AJs
WHCTPYMCHTAILHOW  JUarHOCTUKH  WIIEMUH, IOATBEPXKICHUS  3HAYMMOCTH  CTCHO3a
AMUKAPIUATBHBIX KOPOHAPHBIX apTepUil MPHU MOTPAHUYHBIX 3HAYCHUSX CTEIICHH CTEHO3a IPH
KopoHapHoii anruorpaduu [205].

19T u MPT sBastoTCs MpeAOYTUTELHBIMU METOIAMU IS UCCIISAOBaHUS IepPy3UH TIPH
OH.

[13T MoXeT UCTONIb30BaThCs I UCCIEI0BaHUS KOPOHAPHOH nepdy3nn u Meradbonm3Ma
muokapaa (paguodapmmpenaparsi — Dnynesokcuriokosa (18F) (ATX - VO091X04
Onynezokcurmoko3a [18F]), warpus amerar ([1-11C]), Asor-13 (ATX V09GX [pyrue
pannodapmManeBTHUECKUe CPEACTBA ISl JUATHOCTUKU CEPIIEYHO-COCYIAMCTOM CHCTEMBI), BOAA
(**0), Py6bumus (82Rb) xmopun (ATX V09GX04)) n AMarHOCTHKH aBTOHOMHOW JUCHYHKIHHI
cepaua.

[Tpu 'KMII MokeT BBISBISATHCS HapyllleHHE OOpaTHOTO 3axBaTa HEHPOMEIUaTOPOB U
YMEHBIIIEHHUE IIOTHOCTH OeTa-aapeHOPenenTopOB.

Koponapuas anruorpadus

KA sBnsercs w™eTogoM BbeIOOpa JMAarHOCTUKU HAlWYMs U BBIPAKEHHOCTH
00CTPYKTUBHOTO MOPaKEHUS MUKAPAHAILHBIX KOPOHAPHBIX apTepuid.

e Bspocneim namuentam ¢ I'KMII ¢ npeporBpamennoit BCC (mocne ycrenrHbix
pEaHMMAIIMOHHBIX MEpPONPUATHi), manueHTam ¢ ycroitunBoit KT u manueHTaM co cTaOMIbHOM
creHokapauein >3 ®K (mo knmaccudukanmm KaHajackoro cepaedHO-COCYIHCTOrO 00IecTBa —
CCS) pexomenayercsi BoinojeHHue wuHBasuBHOW KA wium KT-anrumorpaduu ¢ 1enbio
TUATHOCTUKA  OOCTPYKTMBHOTO  TOPAKEHUS  SIUKAPAMAIBHBIX  KOPOHAPHBIX  apTepuit
[1,3,92,205,313].

EOK IC (¥YAA5VYYPC)

e [lammmentam ¢ 'KMII ¢ TunuyasiMu 60mssmMu B rpyaHOM kietke (<3 ®K crenokapanu mo
knaccudukanuu Kanazackoro cepaeuno-cocyauctoro obmecrsa — CCS), y KOTOPBIX €CTb
MPOMEKYTOUYHAS TIPEATECTOBAsS BEPOSTHOCTH AaTEPOCKICPOTHUSCKON HWIIEMUYSCKOW OO0JIe3HH
cepama C Yy4eToM BoO3pacTa, moja u (PAKTOPOB pHUCKA arepocKiIepo3a PeKOMeHIyeTcs
BeimonHenne KA wnu KT-anruorpadus ¢ menbi0 TUarHOCTUKA OOCTPYKTUBHOTO TMOPAKEHUS
SMHMKAPANATBHBIX KOPOHApHBIX aprepuii [1,3,92,205,306,314].

EOK IIa C (Y44 5 YYP C)



e Bcewm nanuentam ¢ ['KMII crapuie 40 et pexkomenayercs BoinonHeHue KA wim KT-
kopoHaporpaputo o  penykumum  MXKII, He3aBucumMO OT HAIUYUS  TUIHYHOTO
CTCHOKapAMTUYECKOTO OOJIEBOrO CHHApPOMA C IENbI0 JUArHOCTUKH O0OCTPYKTUBHOTO
HOpaXEHUsI SIMKAPIHaIbHBIX KOpoHapHBIX apTepwii [3,306,315,316].

EOK IIa C (Y144 YYP C)

KommMmenTapuii: reooxooumocmo KAI' oukmyemcs ocobenHocmuvio 8paueOHOl maKmuKu.
Ilpu INOCA y nayuenmos ¢ I'KMII nosenisemcs Heodxo0umocms 8 NOCMAaHO8Ke CMeHmMOo8 npu
MeHvwel, yem npunamo y nayuenmos ¢ U5C, cmenenvio cmenosza, m.e. npu cmenozax <50%.
(cm.  pazoen  «luaenocmuxa ['KMII y omoenvubix Kameeopuii nayueHmosy» u pasoen
«llamozenesy) [92,94,100,103,317].

HuBa3uBHOe U3MepeHHe 1aBJIeHUs B MOJIOCTAX cepaua

e PexoMeHnayercsi BBINIOJHHME YPE3BEHO3HOW KaTeTEepHU3allMM CepAla ISl  OLCHKH
(GYHKIMH KEITYIOYKOB U JIABIICHUS 3aKIMHUBAHUS JIETOYHOW apTepuu y MAlMEHTOB, KOTOPHIM
IUIAHUPYETCSl TPAHCIUIAHTALUS CEp/Illa WM MEXaHW4YecKas MOoIIepKKa KpoBooOpamieHus [318—
323].

EOKIB (Y44 3 YYP B)

e VYV CHMITOMHBIX TAIlUCHTOB C HEOMPEACICHHBIMH pPE3yIbTaTaMH HEWHBA3UBHOMN
BU3YaJIM3allMK CepAlla PEKOMEHIYeTCsS PacCMOTPETh BO3ZMOKHOCTH BBIMIOJHEHUS YPE3BEHO3HOM
KareTepu3anus cepana (JIEBOro M MPABOTO JKEIYJOYKOB) JUIS OLIEHKH TSHKECTH OOCTPYKIIUH
BTJDK/BTITXK u usmepenus naBnenus Hanonuenus JOK/TDK [87].

EOK IIbC (Y414 YYP C)
J1eKTPO(PU310JI0THYECKOE TECTHPOBAHUE

e BuyrpucepaeuHoe 31eKTPOPHU3HOIOTHIECKOE UCCIEAOBAHIE PEKOMEHIYETCs TTallueHTaM
C JOKYMEHTHPOBAaHHBIMU MEPCUCTUPYIOUIUMH WIH TEPUOJUUECKUMH HAKEITYI0YKOBBIMH
TaxuKapIusIMu (TpeneTaHue MpeACcepanid, TpeacepaHas TaXWUKaApAWs, aTPHOBEHTPHUKYISIpHAS
y3JI0Basi PHCHTPH TaxXUKapIUs, TaxXUKapIus, OMOCPEIOBaHHAS JT0OABOYHBIMH IPOBOISITAMHI
MyTSMHU) U MalUEHTaM C CHHIPOMOM PAaHHETO BO30YKIEHUS >KEIYIOYKOB, JUISI UACHTH(PUKAIIUH
cyocrtpara abnanuu u jteuenust [139,248,324-327].

EOK IC (YA 4 VYYPC)

e Jlnsg OTHENBbHBIX MAIMEHTOB C JOKYMEHTHPOBAaHHBIMH, CUMTOMHBIMH, MOHOMOP()HBIMHU
ycroiuuBeiMu  (>30 ¢) KT pexoMeHayercsi paccMOTpeTb BO3MOKHOCTH BBITIOJTHEHUS
BHYTPHCEPICIHOTO DJIEKTPOPHU3INOIOTUISCKOTO MCCIENOBAHUS /ISl WACHTU(UKAIIMKA CyOcTpaTa
aOnaruu u geueHus [139,326,328,329].

EOK IIbC (YA 4 YYP O)



Kommenrapuii: nayuenmam ¢ I'KMII ne pexomenoosano 6Hympucepoeunoe
ANEKMPOPuU3UOIO2UYECcKOe UCCLe08AHUe C NPOSPAMMUPYEMOU HCETYOOUKOBOU CMUMYAYUEl 6
Kawecmee pymunHou npoyedypul oasi cmpamuguxayuu pucka BCC [3,128,239,328].

Harpy3ouHble TecTbl

e PexoMeHnayercsi BBINOJHEHHE dJeKTpokapauorpabuum ¢  (GU3MYECKOM HaArpy3Kon
(rpeammun-tect ¢ moauropupoBanreM DKI' u AJ]) s crparudukammu pucka BCC nanueHToB
¢ 'KMII, npu HenoctynHoctu 3procnupomerpun [3,228,330,331].

EOK IIaB (Y4 YYP C)

e CumnromueiM nanuentam ¢ 'KMII, y xoropeix B nokoe makcumanbubiii ['J[ B BTJIDK
<30 MM pr.cT., pu npobe BambcanbBbl I/l <50 MM pr.cT. pekomenayercs mposenenue T7T-
OXOKI" B ycnoBusix Harpy3ku (ctpecc-OXOKI') ans ompezneneHuss U KOTUYECTBEHHON OLIEHKH
nuHamudeckoit ooctpykimu BTJIK [1,194,274,277,332,333].

EOK IB (Y44 3 YYP B)

e AcuMnromubeiM nanuentaM ¢ I'KMII, y xoropsix B nokoe makcumanbHbii [J1 B BTJDK
<30 mm pr.ct., npu npode BanbcanbBel ['J[ <50 MM pr.cT. pekomenayercs BoinoiaHeHue TT-
OXOKI B ycnoBusix Harpy3ku (crpecc-OXOKI') mnst onpeneneHuss U KOJIMUYECTBEHHOW OLICHKHU
nuHamuueckoit ooctpykimu BTJDK [1,194,274,277,332,333].

EOK IlaC(¥YIA5YYPC)

e V mnamuentoB ¢ ['KMII, y KOTOpBIX HE sCEH TE€HE3 CHUMIITOMOB WIH CHM)KCHHUS
tosiepaHTHOCTH K PH pexoMeHiyeTcsi paccMOTpPETh BO3MOXKHOCTh BBIMIOJTHEHUSI CTPECC-TECTA C
®H nepen penykuueit MKIT [1].

EOK uet/PKO I1b C(¥AJA5YYPC)

e V mamuentoB ¢ 'KMII, y koTOpbIX MpH NWHAMUYECKOM HAONIONEHUM HESICEH TI'eHe3
CUMIOTOMOB WM CHIDKEHHS ~ TOJEPAHTHOCTH K (PHU3UYECKON Harpyske, peKOMeHIyeTcsl
paccMoTpeTh BO3MOXKHOCTD BBIMOMHEHUS cTpecc-tecta ¢ @H [1].

EOK uet/PKO I1b C (YAJA5VYYPC)

KommMmenTapuii: sapuanmol nacpyszounvlx mecmos npeocmasienvl 6 maoauye 14,
Ilpunoowcenue A3.

Bonpocwi, na komopuie donxcna omeemums cmpecc-IXOKI (0onswchbl bbims ompasicetsi
6 3aKII0HEeHULL):

1. Benuuuna napacmanus IJ] ¢ BTJDK na nuke naepy3xu u 8 60CCmano8UumenbHoM nepuooe.

2. Peaxyus A/ na nazpysxy.

3. Unoyyupyemcs nu naepy3sxou uwemus muoxkapoa JDK.

4. Vcyeyonaemcs au ouacmonuyeckasn oucynkyus (E/A, E/e’).



5. Cmenenv  usmeneHuss mumpanvHou  pezypeumayuu Ha  Goune cmpecc-OXOKI'
(Ounamuueckas MP).

Haubonee nooxooum ons cmpecc-OXOKI' y nayuenmoe c¢ I'KMII «nesxcauuil
senioapeomempy, Komopwiil nossonsem noayuamo IXOKI -uzobpasicenus Ha pasuvix CMyneHsx
Hazpy304HoU npodul (pekomeHnoyemcs pecucmpayus nokazameneu Ha cmynenu Hazpysku 50 em.,
HA nuKe HA2py3Ku U 8 80CCMAaHO8UmMenbHomM nepuoode). Hcnonvzoeanue mpeomuna u cuosye2o
senoapeomempa He noszgonsem pezucmpuposams IXOKI -nokazamenu 6 npoyecce npoeeoeHus
HA2py3KU, NOIMOMY Dpe2Ucmpayus Hnpo8oOOUMCsi HeMeONeHHO Nocle ee NpeKpaujeHus: u 8
soccmanogumenviom nepuooe. I[loxasano, umo maxcumanvuwviii I /] 6 BTJDK na nuxe naepysxu u
cpasy nocie ee npekpaujenus noumu cognadaiom [274].

IIpu mpeomun-mecme npumensirom npomokon bproca uiu moouguyuposannwiii npomoxon
bproca. IIpu éenospeomempuu cmynenu mecma — 50-100—1750 em.

YV nayuenmos ¢ I'KMII ne pexomendyemcs nposooums cmpecc-OXOKI ¢ dooymamunom
u3z-3a evicokozo pucka unoykyuu XHP. Kpome mozo, dobymamun modxcem cnposoyuposams
yveenuuernue 1/] ¢ BIJDK y nayuenmoeg 6e3 ' KMII.

Bo epemsa nposedenus macpyzounozo mecma pecucmpupyemcs IKI' (nocmosanno), A/
(kaodicovie 2 MuH) u usMeHeHUss KIUHUYECKOU CUMNMOMAMUKU.

Peaxyus A/l na nacpysky aensiemcs 6ax)cHOU Yacmvlo HASPY30UHO20 MEeCMUPOBAHUA.

Heaoexeammnoii peaxyueu A/ cuumaemcsi:

1. T'unomensusnas (A na nuxe Hacpy3Ku HUdMCE UCXOOHO2O UU eCIU HA NEPBbIX CMYNEHIX
Haepysku AJ[ HeckonwbKko nosviuiaemcs, a Ha nuxe Hazpy3ku — oonee wem Ha 20 mMm pm.cm. Hudice
9MO20 YPOBHS);

2. Heoocmamounwiii npupocm AJ[ na nuxe nacpysxu (menee 20 mm pm.cm.)

Kpumepuu npexpawenus nazpyzounozo mecma:

- Hocmuocenue cyomaxcumanvuou YCC;

- Buwipaswcennas ycmanocms u 00vluika,

- bonu 6 obnacmu cepoya,

- Tunomensus (chusicenue AJ] >20 mm pm.cm. om ucxoono2o),

- JKusneonacnvie JKHP [86,194,273-277,333,334].

JprocnupoMeTpust

e [lammmentam ¢ T'KMII ¢ BbIpaXeHHOW CHUMIITOMATUKONH C CHCTOJIMYECKOW W/WIH
nuacronuueckoi aucynkiuenn JOK nms ompeneneHus moka3aHWM K TPAHCIUIAHTAIMM CEpIia
WM  MEXaHMYECKOHW  TOMJEp)KKE  KPOBOOOpAIlleHHsS  PEKOMEHIYeTCH  BBITOJHEHUE
AProcIUpoOMeTprr  (KapIuOMyIbMOHAIBHOE HArpy304YHOE TECTUPOBAHUE C OJHOBPEMEHHBIM

U3MEpEeHUeM pecnuparopHbix ra3os) [3,318-320,322,323,335-338].



EOKIB (YA 3 YYP B)

e Jlanuentam c¢ ['KMII, He3aBUCHMMO OT CHUMITOMATHKH, PEKOMEHAYETCH IPOBEICHHUE
SprocuupoMeTpur (WIM CTAaHJAPTHBIA TPEIMUI-TECT, HJIA BEJOIPIOMETPUIO  IIPU  €ro
OTCYTCTBHH) C IIEJIbIO OLICHKH TSDKECTH U MEXaHM3Ma HENEPEHOCUMOCTH (PU3NYECKON HArpy3KH
U u3MeHeHui cucrommueckoro AJl [3,336,339,340].

EOK I1aB (Y11 4 YYP C)

e PexomeHayeTcsl BHINOJHEHUE SPTOCIUPOMETPUH (MU CTAaHAAPTHBIN TPEAMUI-TECT, UITU

BEJIOPTrOMETPHS IIPU €0 OTCYTCTBUH) Y CUMIITOMHBIX MalIMEHTOB, KOTOPHIM Iutanupyetrcs CMD

JUIsl ONpeJIeNiCHHsI OTpaHrYeHUH 1o Harpyske [3,336,339,340].

EOK I1aC (VI 4 VYP C)

2.5 Unble JAUATHOCTHYECCKHUE UCCIICA0OBAHUSA

Buoncusi Muokapaa u aGIOMHUHAIBLHOIO KHPA

o Pexomenayercsi  BBIMOJIHEHHE  OMONCHUM  MHOKapAa  OpH  MOMO3PEHHHM  Ha
WH(QUIBTPATUBHBIE, BOCTIAJIMTEIBHBIC 3a00JICBaHMSI Cep/Illa WIIM OOJIC3HSIX HAKOIUICHUS! KOTOPHIS
HE MOT'YT OBITh ITOATBEPIKACHBI IpyruMu Metoaamu [3,74,341,342].
EOK IIaC (YA 4 YYP O)

e PexoMeHnayercsi BBITIOJTHEHHE BBHIMOTHCHHUS OWOIICHH a0JOMHHAILHOTO JKHpa IPHU
nojgo3peHnn Ha amuaon 103 [3,30,292,343,344].
EOK IIaB (Y41 2 YYP B)

KomMmenTapuii: 6uoncus nookoxicho sdHcupoeou Kiemuamku Oonee uHgopmamusHa npu
AL-amunouoosze u nacneocmeennom TTP-amunoudose.

OMb  ue mpebyemcs, eciu  npu  cyuHmuepaguu - cmeneHvb — HAKONJEHUS
paouoghapmnpenapama 6 cepoye no wxane Ilepyoscunu 2 unu 3 u npu smom 1ab6opamopHo
uckntouen AL-amunouoos.

OMHB nokasana eciu pezynomamul cyunmuepaghuu comHumenvusl (no wxana Ilepyoscunu
cmenensb Hakonnenus 0 unu 1), npu ompuyamenvHom pezynivmame OUONCUU AOOOMUHATLHO2O
HCUpa, OMPUYAMENbHBIX 2eMamosiocuyeckux mecmax U evicokou eeposimuocmu ATTP-

aAMUI0UO03d.

2.6 JluarHocTuka 3a00J1eBAHUS V OTIACJIbHBLIX KATCrOPUH NAIMEHTOB

Juddepennnansubiii auarno3s 'KMII un TIUIZK  BciaeacrBue aprepuajbHOM

THNEePTCH3UHN



Ha ecrectBennoe Teuenue ['KMII oka3piBaeT BimsiHue Haimuuue (HaKTOPOB
Kapauomeradonudyeckoro pucka (Al, oxupeHue/n3ObITOUHAs Macca Tella), BCTPEUAEMOCTH
KOTOPBIX YBEJIHUUBACTCs ¢ Bo3pacToM [345-349].

B crapmeii Bo3pactHoM rpymne nanueHToB ¢ aokazaHHoil ['KMII Bcrpeuaemocts Al
cocraBisger 70-90%. Ilo ompenenenuto mpu ['KMII runeprpodus muokapaa JDK He
oOycioBieHa Harpy3koi naBieHHeM, HO A’ — 3TO Harpys3ka JaBI€HHEM, [IOATOMY B Cilydae
coueranust ' KMII ¢ A" Tpebyercst monudukarus kputepues ' KMIT.

Bepostaocts 'KMII y manmenToB ¢ A" moBbIIaeTcs mpyu HATMYUU OJHOTO U OoJiee U3
CIIEYIOIIUX KPUTEPHUEB:

1. Vkazanue Ha cemeinbiii anamue3 'KMII unu BHe3annyio cepaeunyto cmepts (BCC) B
MOJIOJIOM BO3pacTe y pOJCTBEHHUKOB IIEPBOM JIMHUU POACTBA;

2. HecootBercTBHE MeXAy BbIpakeHHON runeprpoduein JDK (MakcumanmpHas TONIIMHA
CTeHOK >15 MM) W HeIaBHO BO3HHKIIEH Jerkoii u ymepeHHoir Al mpu anekBarHOMI
MIPUBEPKCHHOCTH MMALMEHTA TEPAITUHU, & TAKKE JIPYTHX MPUIHH, CIIOCOOHBIX BBI3BATh MOI00HYIO
crenens [JDK.

Bo3moxnabiM BapuanTtom kputepusi 'KMII npu conyrcrByromenn Al saBisercs
tonmuHa Muokapaa JOK >20 mm; tonmmnaa muokapaa 15—20 MM IpencTaBIIsieT «CEPYIO 30HY .

Boi6op kputepus 'KMII «rommuua crenku JDK >20 mm» npu comyrcerByromeid Al
00yCJIOBJIEH T€M, YTO MOKa3aHO: IpHU Ineperpyske nasieHueM (Al, aopTanbHBIA CTEHO3 WM UX
codyeranue) tonuHa Muokapnaa JDK, kak mpasuno, He mpeBbimiaer 20 MM (B HEKOTOPBIX
Uccre0BaHusAX mpeBbiaeT 20 MM Juib y eanHuuHbIX nanuertos) [100,334,356,345,346,350—
355].

Ecnu BhIsBIIEHHAs] TONIIMHA MHUOKap/a y TalueHTa B «cepoil 3oHe» (15-20 mm), TO
BbIBO 0 auarHoze ['KMII MoxHO caenarb TONBKO HAa OCHOBAaHMM TIIATENBHOTO aHANINA3a
Ooripiioro ymcna (akTOpoB: CEMEHHBIH aHaMHe3, ATUTENbHOCTh Al, YpOBEeHb «HArpy3ku
naBiueHueM» (dmm3oanueckue moBbimieHuss AJ[ wim  ctabwibHO moBbimieHHOE  AJ),
npuBepxKeHHOCTh nauueHTa tepanuu Al, Hanuune ndmenenuilt DKI'/OXOKI' no paszsutus Al,
JMHAMUKa pa3MepoB MojiocTelt cepaua u yeenndenus Tonuunsl creHok JOK npu OXOKI/MPT
u 7p.) [53].

Crnenyet Takxe y4YuThIBaTh, uTo npu Al” MoxkeT HaOmonarbesa acummerpuyHas [JDK — no
HEKOTOPBIM JaHHbIM, 10 20% (T.e. cootHomenune TMXKIT/T3C >1,5) [352,354].

I'KMII wu OasanbHaa cenrtajbHass runeprpodusi (S-odpaszmas MXKII ¢
«BBINYKJIOCTHI0» B 0232JIbHOM CerMeHTe)

Y  noxunelx — manMeHToB ¢ S-oOpasHoit MXKII  Moxer — BBIABIATHCA

«BBIYKJIOCTh» (aHmI. bulge) B 0a3zanpHOM 4YacTH NEPEropoAkH, KoTopass He OO0yCIIOBJIeHa



I'KMII. Kak mpaBuno, y O3THX TAIMEHTOB TMPHUCYTCTBYET comyTcTBytomas Al' u/unm
[aTOJIOTHS A0PTAIBHOrO KilarnaHna (HeOobIas aopTaibHas perypruTaus U/ Wil HeBbIPaXKEHHBIN
aopTanbHbIN cTeH03) [265,266,352,353,357].

bazanpHas cenranbHas runepTpodust MokeT MpUBOAUTh K yBenuueHuto [/l 8 BTJIK, kak
npaBwio, He Bblle 15-20 MM PT.CT. B MMOKOE M BO3pacTarh 10 35 MM PT.CT. IIPU HArPy30YHBIX
npodax [334].

Cxema muddepennnansaoro auarnoza ['KMII u 6azanpHO# cenTanbHOM runepTpodun
npenacrasiena B Tadmuie 15, Ipuioxenne A3.

I'KMII u undgapkr muokapaa 1 u 2 TunoB

Kinunnuecku y manentoB ¢ 'KMII u umemueit muokapnaa (INOCA) MoxxeT pa3BuBaThCs
OCTpBbIif KOPOHAPHBIHA CHHIpOM 1 HH(apkT muokapaa (MM) [92,94,106,314].

VUM 1npu HeoOCTPYKTMBHOM IOPAKEHUHU SIUKApIUAIBHBIX KOPOHAPHBIX apTEpui,
NMBOKA (MINOCA) — 310 «paboumii 1uar1o3», TpeOyIOi yTOUHEHUS TPUYUHBI, JeKaIlei
B OCHOBE Y KOHKPETHOI'O ITalIUEHTA.

B reneze UM npu TI'KMII wmoryr oOcyxpaarbCsi CHEOYIOUIHME MaTOTeHETHYECKHE
MEXaHU3MBI.

1. Wmemus npu HEOOCTPYKTUBHOM MOPAKEHUU SMHUKAPIUAIBHBIX KOPOHAPHBIX apTepuit
(INOCA — Ischemia with Non-Obstructive Coronary Arteries) (cM. paszaen «Ilatorenes»);

2. Vmemus mpu oOCTPYKTHBHOM TOPAKCHHUH DMHUKAPIUAIBHBIX KOPOHAPHBIX apTEPHd —
NBC B crapuieit Bo3pacTHo# rpymnmne nauueHtoB ¢ I'KMII (cm. Taxoke Tabnuny 2, [Ipunoxenue
A3).

[Tpu I'KMII moxert pa3zButbess UM 1 Thna, AMarHoCTUKA U JIeYEHHUE KOTOPOTO U3JI0KEHBI
B COOTBETCTBYIOLIUX KIIMHUYECKUX PEKOMEHAAINSX.

Jis  MCKIIIOYEHUS/TIOATBEPKIACHNUS OOCTPYKTHBHOTO IMOPAXKEHUS  SIUKApIUaIbHBIX
KopoHapHbIX apTepuii nanuentam ¢ ['KMII nokaszana unsasusHas KAI' niu KT anruorpagus.

OnnoBpemenHo ¢ KAI' mnamuenram ¢ T'KMII  pekomeHayercst  BBINOJHATH
BEHTPUKYIIOrpaduio cepila, KOTopasi BbIBISET y MallMeHTa JU00 «3MUKapHalIbHbIN MaTTepH»
(30HBI HapyIIEHUs] COKPAaTUMOCTHU B TpeJieNiax CTEHO3MPOBAaHHBIX KOPOHAPHBIX apTepuid), Tubo
«MUKPOBACKYJISIpDHBIH TaTTepH» (30HbI HApYyIIEHUS COKPaTUMOCTH B OacceifHax pa3HBIX
KOPOHAPHBIX apTepuii, B TOM uucie u 6e3 creno3os) [92,94,361-363,95,103,104,106,317,358—
360].

Jlanublii heHoMeH B oTeuecTBeHHOM nuTeparype HaszbiBaeTcsa «IMBOKA» — undapkr
MHOKap/ia 6e3 0O0CTpYKIIMH KOPOHApHBIX apTrepuid (aHmios3pluHbI TepmMuH — MINOCA) unu

UM 2 Ttunma. UM 2 tuna (UMBOKA, MINOCA) — »s10 MM, pa3BuBatomuiics 6e3



arepoTpoM003a, M3-3a HECOOTBETCTBUS MEXIY HMOTPEOHOCTHIO MHOKapAa B KUCIOPOAE M €ro
JIOCTaBKOM.

WNmemuss npu HEOOCTPYKTHBHOM TMOPAKEHUHM SMUKAPAUATBHBIX KOPOHAPHBIX apTEepHid
(INOCA — Ischemia with Non-Obstructive Coronary Arteries) wumeeT  OOIIHiA
MaTOTCHETUYCCKUM MEXaHW3M KaK TIpH KapauoMHomarusx, Tak ¥ mpu ¢enokonusx ['KMII,
HarpuMep, MpU aMIIONIHON KapIuoMuonaTuu [72].

I'KMII u I'T’K y ciopTcMeHoB

PexoMeHnganmum 1mo 3aHATHIO CHIOPTOM, (PU3KYJILTYPOH, YYACTHI0 B CHOPTHBHBIX
COPEBHOBAHMSAX
[Tatmentam ¢ 'KMII He3aBucuMoO OT BO3pacra, Mojia, pacOBOM NMPUHAIIEKHOCTH, HAITUUMS
ooctpykunu BTJDK, nposenennsix panee onepanuu CMO win OCA unu ycranoBka MKJ[***
He PEeKOMEHJI0BAaHO (MPOTHUBOIMOKA3aHO) Yy4YacTHE B CIOPTUBHBIX COPEBHOBAHUAX U
yIPaXHEHUSIX BBICOKOM nHTeHCHBHOCTH [3,20,137,199,244,324,364-367].

EOKIII C(YAAS5YYPCO)

Kommenrtapmii: u3-3a evicokoco pucka BCC sanamusi copesHosamenbHulMU GUOAMU
cnopma 8vicoxou unmencuenocmu nayuenmam c¢ ' KMII npomueonokasanui.

e bonpmmHcTBY mnamueHtoB ¢ ['KMII pexomenayercsi paccMoTperb BO3MOXKHOCTH
BBIMIOJTHEHUST (PU3UYECKUX YOPAKHEHHM JIETKOM M yMEepeHHOW WHTEHCHMBHOCTH (0e3
CUCTEeMAaTUYECKUX TPEHUPOBOK U yJaCTHUSI B COPEBHOBAHUSX ) TS YIyUIIEHUS (PYHKIIMOHATBHOTO
craryca, pU3uUecKoi peaduInuTalliy U KadecTBa xu3uu [1,2].

EOK uet/PKO I1b C (YA 5 YYP C)

e Jlna 6onpmmHcTBa nanueHToB ¢ I'KMII pexkomenayercsi paccMOTpeTh BO3MOXKHOCTH
Y4acTHsl B CIIOPTUBHBIX COPEBHOBAHUAX HHU3KOM MHTEHCHBHOCTHU IOCIIE BCECTOPOHHEN OLEHKU
PHCKOB M COBMECTHOTO 00CYXIeHHUs ¢ sKcrepramu [1,2].

EOK uer/PKO I1b C (YAA 5 YYP C)

e Hocurensm renernyeckux BapuaHToB [V-V kiacca (IaToreHHbIX/BEPOSTHO NAaTOT€HHBIX )
IpU OTCYTCTBUM (DEHOTHNHUYECKUX MPOSIBICHUN PeKOMEHAYeTCsl PacCMOTPeTh BO3MOXKHOCTh
y4acTHs B CIIOPTUBHBIX COPEBHOBAHUSX JTFO00W HHTEHCUBHOCTH [1,2].

EOK ner/PKO I1b C (VA4 5 YYP C)
e V mnamumentoB ¢ I'KMII He pexomenayercs ycranoBka WKII*** Ttompko ¢ menbio

BO3MOYKHOCTH y9aCTHsI B CIIOPTHBHBIX COpeBHOBaHUsX [1,2].

EOK ner/PKO IHIC (YAA5VYVYPC)
KommenTapuii: ora ¢penomun-necamusnoix Hocumeneu ceHemudeckux eapuanmosg V-V
K1acca (namo2eHHbIX/6EPOSMHO NAMO2EHHbIX) DEKOMEeHOAYUuu Hno ONMUMALLHOMY YPOGHIO

@uszuueckoil akmueHocmu U Xxapaxkmepy Qu3uueckux Hazpy30K O0NHCHbL OblMb CHOPMYTUPOBAHDL



nocie KOHCURUYMA C Yuacmuem MYIbmUOUCYUNTUHAPHOU KOMAHObl CHeyudalucmos (8pau-
2eHemuK, 8pau-Kapouoioe, 6paiy no CHOPMUBHOU MeouyuHe, MeOUYUHCKUL NCUxoioe u op) Ha
OCHOBE pACCMOMpPEHUs BbIAGNEHHOU MYMayuu, pe3yibmamos peyiapHblX U NOGMOPHBIX
Kaunuyeckux uccneoosanuil (MPT ¢ konmpacmuposanuem, npogedenue cmpecc-1T-DXOKI), ¢
yuemom cmpamughuxayuu pucka BCC na ocnose egponetickoil u amepukanckou Mooenell.

Heobxooumo yuecms, umo 6 nexomopuvix cayuasx TT-sxoKI' mooicem nexkoppexmuo
oyenusamov monwuny cmenku JDK. Hanpumep, ¢ uccredosanuu Huurman R et al. noumu 25%
nocumenet  2enomun(+)lgpenomun(-) no oOamneim TT-2x0KI' nocine nposeoenus MPT
nepexnaccugpuyuposanvt 6 cenomun(+)Igpenomun(+) [287]. [Ana pexomenoayuu cnopmemenam
1O 803MONCHOCMU Y4ACMUSL 8 COPEGHOBAHUSX MO UMeem NPUHYUNUATIbHOE 3HAYEHUE.

Cnopmcmenwt evicokoeo knacca ¢ IJDK u monwunou cmenxu JK >13 mm (13—15 mm)
cocmagnsaiom auws Heborvuyto yacmo (1,5-1,7%). Kax npasuno, s3mo cnopmcmeHul ¢ 601101
maccou mena. Hmenno y smoti epynnvl mpedyemcs oughgpepenyuanvuviii ouaznos ¢ I'KMII
[244,365,367].

Haubonee uacmo ucnonvzyemvie nokazamenu 01 Ou@@epeHyuanivHo OuacHoCmuKy
T'KMII u aoanmuenoii I'JDK y cnopmcemenog npeocmasnenvt 6 mabnuye 16, Ipunoocenue A3.

Baoicuvim oughgpepenyuanvro-ouacnocmuyeckum npusHakom saensemcs evisignenue [IHI
npu MPT ¢ xommpacmuposanuem. Kax npasuno smo ceudemenvcmeyem 6 noavzy I'KMII,
oonaxo omcymcmeue IITHI' ne uckmouaem 3abonesanusi. Ooumaxo y cnopmcemenos c¢ TJTDK,
3AHUMAIOWUXC  adPOOHBIMU 8udamMu cnopma (Mapgonysl, eernocenuoucmsi u 0Op.), Mo2ym
Habnwodamvcs omoenvuvle yyacmxu [IHI manoeo pazmepa.

Ananuzupysa cnopmusnyio I'JDK, neobxooumo maxkowce npunumams 8 paciem cieoyroujue
gaxmopwl: 6u0 cnopma U UHMEHCUBHOCMb MPEHUPO8oK, eo3pacm, noa (v myocuun [JDK
bonvue), pocm u eec cnopmemena. OkonuamenvHulll 81600 0 ouazroze I KMII y cnopmcmena

oenaemcsi Ha 0CHO8e KOMNAEKCHOU OUEHKU KAK MOJHCHO bonvue2o yucaa nokazameinei.

2.7 CtpaTudukanus pucKa M CTPATErHd MEPBUYHON U BTOPHMYHON NPOPUIAKTHKHA

BCC

[Tokazarenu eXerogHoil CMEPTHOCTH OT CEPACUYHO-COCYIUCTHIX MPUYHH Y B3POCIBIX
narueHToB ¢ [KMII coctaBmsror 1-2%. BCC, XCH u TpoMO03MOOTHUYECKUE OCIIOKHEHUS
SBJISIFOTCS. OCHOBHBIMH IPUYMHAMH.

Bueszannas cepaeunas cmepth (BCC) — 3TO cMmepTh, HAcTymaromias HEOKHUIAHHO W
MT'HOBEHHO M3-3a KapJuajbHBIX MPUYKH (y ManueHTa 6e3 3a0os1eBaHusl ceplilla UM ¢ TAaKOBBIM)

B TeueHue 1 9 rmociie mossBIeHUS IEPBBIX CUMIITOMOB YXYAIICHUSA O6I].[CFO COCTOsIHHA.



K mnonsaruito BCC He OTHOCAT cilydaud HAacWIbCTBEHHOW CMEPTH WIH CMEPTH,
BO3HUKAIOIIEH B pE3ylbTare OTPaBICHUS, ACPUKCUU, TPABMbI WU JPYroro Kakoro-mmudo
HECYaCTHOTO Cy4Jasi.

Puck BCC y naruentoB ¢ 'KMII 6e3 TpaguimoHHbix (pakTopoB pucka cocrabiser 5,9%
3a 10 net [3,134].

e 5-metHuii puck BCC pexoMeHayeTcs OLIEHMBAaTh MpPU IEPBUYHOM OOCIIEI0BAHUU
narmenta ¢ ['KMII u B panpHeiimem nepeoneHnBarbh Kaxasle 1-3 roga wiu rnpu U3MEHEHUHU
KJIMHHYeCcKoro craryca [3,131,139,243,368,369].

EOK IC (Y11 3 YYP B)

e Illkama HCM Risk-SCD pexomeHyeTcss B KaueCTBE METO/A OILEHKH PHCKA BHE3AITHOM
cMepTu B Tedenue 5 jer ais nanueHTtoB ¢ [KMII > 16 ner Ge3 cnyyaeB peaHHMMAalUU MOCHE
snuzonoB JKT/®X wnu  crnonrtanHoit  ycroitumBodt KT ¢ morepeil co3HaHus WiId
reMoauHaMu4YecKkumMu Hapymenusmu [3,131,133,139,241,242,261,327].

EOK IB (Y4/ 3 YYP B)

KommenTapuii: pecucmpayus  orcuzuneyepooicarowux  KHP  u  Opaduapummuii
ocywecmensemcs ¢ nomowvto nogepxnocmuou IKI' 6 noxoe, npu XM cepoeunoeo pumma, c
HOMOWbIO HAPYIHCHO20 UNU UMNIIAHMUPYEMO20 3aNUCHIBAIOU €20 YCMPOUCMEd, makice — npu
Haepy3zounoi npooe [241].

Taxoce neoasnue uccinedosanus noxkasanu, ymo pecucmpayus IKI' ¢ noovemom mouxu J
u gvlemroti 8 konye QRS unu nanuuuem J-6onnvl Ha Hucxodsawel wacmu 3yoya R >1 mm 6 08yx u
bonee omeedeHusix (0OLIYHO 6 HUMNCHeNIAmepanibhvlx) 3a uckatovenuem VI-V3, oOwvina
NONOHCUMENLHO C853aHa ¢ makumu coovimusimu, maxkumu xkak BCC, JKHP u ¢uopunnayus
arcenyoouxos [370].

Hezasucumo om nosonozuu, nooasnsaiouee OONbUUHCIMBO ONACHBIX OJIsl  HCUZHU
JHCENYOOUKOBLIX — Hapyulenuti cepoeynHozo pumma (83,4%) obycrosneno snekmpuueckoii
HecmaobunvbHocmovio muokapoa. BCC uawe obycnosnena DK (62,4%), Opaouapummusimu
(16,5%), KT muna «Torsades de pointes» (12,7%) u KT (8,3%,).

KT neycmontuueas — )KT, cocmoswas kak MUHUMYM U3 3 HCETYOOUKOBLIX KOMNIIEKCO8, C
yacmomou >120 u npooondxcumenrvHocmoto He 6onee 30 cex, Komopas npeKpauaemcs
camocmoamenvro. KT moocem 6vimb MOHOMOPDHOU (HeusmeHneHHas Mopdonous KoMniexkca
QRS 6 12 omeedenusix) u nonumopgrnoi (60 epems KT 6 12 omeedenusix IKI uzmensiemcsi
Kougueypayus komniexca QRS.

KT ycmoiiuueasn (monomopghnasn, nonumopghnasn) — KT npooonsxcumenvrocmovio 6oee

30 cex, 3a4acmyro He Kynupyruwasiacsa camoCcmoimeilbHo.



Quopunnayua HcenyoouKo8 — HepeYIAPHLIL  JHCENYOOUKOBbIL pumm (00bIYHO C
yacmomou oonee 300 yoapos 6 mMunymy) ¢ GulpadNCEHHOU 6apUAbEIbHOCIbIO ONUHbL YUKIA,
Mmopghonozuu u amnaumyowt komniekcos QRS.

Cywecmsyem 0se modenu cmpamugpuxayuu pucka BCC:

1. Ha ocnose mpaouyuorHvlx (hakmopos pucka (amepuKanckas Mooeis);
2. Ha ocnose pacuema uHOUBUOYANbHBIX OYEHOK PUCKA, NEPCOHUDUYUPOBAHMBIN NOOXOO
(esponetickast mooenv) — wikara HCM Risk- SCD.

Hlxana oyenxu pucka BCC y nayuenmos ¢ I'KMII (esponeiickas mooens) npedcmasiena
6 maoauye 112, npunoosicenue 2.

«Kanvxynamop» pucka BCC npu I'KMII no egponeiickoti mooenu npedcmasiet na caiime
http://doc2do.com/hcm/webHCM.html (http://doc2do.com/hcm/webHCM.html).

Ulkana oyenxu pucka BCC y nayuenmos c¢ I'KMII (amepukanckas mooenn)
npeocmasnena 6 mabnuye 113, npunoscenue I2 (cm. Kanekyrismop Ha — canme
https://professional.heart.org/en/guidelines-and-statements/hcm-risk-calculator).

Esponetickass  modenv  npoenosuposanuss pucka BCC HCM  Risk-SCD  umeem
02PAHUYEHUL:

1. He npumensemcs y nayuenmos cmapuie 80 nem u monodice 16 nem;
2. He npumensemcs y nayuenmos c ¢penoxonuamu I'KMII, I'JDK y cnopmcemenos;
3. ITlocne CMO.

Hocne DCA moocem ucnonvzoeamocs wxara HCM Risk-SCD (esponeiickas). Mooenw
ASA-SCARE Risk Score ons npoenosuposanus pucka BCC naxooumcs 6 npoyecce 8anudayuu
[371].

Ilposedena mooughuxayus hopmynvl pacuema ¢ UCNONBL30BAHUEM MAKO20 PAKMOPA KAK
makcumanvras momyuna cmenxku JIDK (6 HCM Risk-SCD Calculator — pexomenoosarno
ykazvieams e 6onee 35 um) (npodondxicaemes anpobayus Hosou mooenu) [243].

Aneopumm nepsuynoi u emopuunou npogurakmuku BCC y nayuenmoe ¢ I'KMII

npeocmaener 6 [lpunosxcenuu b7.



3. JleueHue, BKJIOYASI MeIUKAMEHTO3HYI0 M HEMEIUKAMEHTO3HYI0
Tepanuu, 1MeToTepanunio, 00e300,1uBaHue, MeIMIUHCKUE TOKA3AHUS H

NMPOTUBOINMOKA3ZAHUA K IPUMECHCHHUIO METO/I0B JICYUCHUHA

Jleuenue T'KMII Bkiodyaer MEIUKAMEHTO3HYKO  TEpANMIO,  3HAOBACKYJISpPHbIC
BMEIIATENIbCTBA, XUPYPTUUECKUE U HEXUPYPIHUECKHE METOAbl PEAYKIIMH THIIEPTPO(UPOBAHHOM
MIKII, MmexaHUYeCKYI0 MOIACPKKY KPOBOOOpAICHHS, TPAHCIUIAHTAIUIO CEPIIIa.

Pexomennanuu mo nedenuto ['KMII ocHoBanbl Ha AaHHBIX 00 3(GQGEKTHBHOCTH U
0€30MacHOCTH NPUMEHSAEMbIX (PapMaKOIOrHUYEeCKUX CPEACTB, IMOJYYEHHBIX B OCHOBHOM B
HAOIIOIATENIbHBIX UCCIICOBAHUSAX.

®apmaxorepanus npu I'KMII B 0CHOBHOM yiydIiaeT CUMITOMAaTUKY M IIPEXYIPEKIAET
OCIIOXHEHHUs1  (aHTHKoarymsHTHas  tepamusi mnpu DI, kopmapoH-papmakoIormuecKas
KapauoBepcus U npodmiiaktuka peuuauBoB DII, nedenune KemymouKOBBIX HApYLICHHA
cepaeyroro putma u ap.) [180,372-374].

EnnncrBennsiMu BMemarensctBamu npu 'KMII, koTopsle, kKak moJiararoT, BIUSIOT HA
JOJATOCPOYHBIA TPOTHO3, ABIsAoTCS CMD M uMMIUIaHTanmMs KapAuoBepTepa-neduopuiuisaTopa
(UK ) [369,375-380].

Jleuenue comyTcTByromux 3adoneBanuii npu 'KMII paccMoTpeHO B COOTBETCTBYIOIINX
paznenax (Al, creHokapausi, oCTpbIil KOpoHapHbIi cuHpoM, XCH).

Koppekiuto ¢pakTopoB cepeqHO-COCYAUCTOrO prUCKa (IUCTUTIUIEMHUS, CaXapHbIi TuadeT
u 10) y 6onpHBIX ['KMII pexoMenayeTcssi MpoOBOAWTh B COOTBETCTBHH C CYIIECTBYIOIIMMHU

KJIMHUYECKUMH pekoMeHaanusamu [381].

3.1 MeaukaMeHTO3Hasl Tepanus

3.1.1 Toaxoabl K MeIMKAMEHTO3HOIl Tepanuu Ha rumneprpoduyeckoii craguu

I'KMII v 6eccCMMIITOMHBIX NAIIMEHTOB

e He pexomenmyetcs Ha3HA4YCHUE Oera-aapeH00I0KaTOPOB U OIIOKaTopoB
«MEJJICHHBIX» KaJbIIMEBBIX KAaHAIOB (HEIUTHUAPOIUPHIUHOBBIX OJIOKATOPOB «MEJICHHBIX
KaJIbITUEBBIX KAHAJIOB (CEJICKTUBHBIC OJIOKATOPHI KAIBIIMEBBIX KAHAIOB C MPSMBIM JICHCTBHEM Ha
cepame)  (Bepamamwia**,  guaTHa3eM) — MaleHTaM ¢ OECCHMITOMHBIM  TE€YEHHEM
HeoOcTpyktuBHOM ['KMII, Tak kak ux moyie3Hoe aeiicrBue He gokaszano [1,3,20,40].

EOK ITIC (YL 5 VYP C)



e PexoMeHayeTcsl paccMOTpPETh BO3MOXKHOCTh Ha3zHaueHUs OeTa-apeHOOIO0KaTOpOB HIU
BepanamMuia®*, acMMOTOMHBIM B3pociibiM ¢ obctpykiuer BTJIDK (mokost uinum wHIAyIUpyeMoil)
s cavokenns [/ B BTJIK [3,382,383].

EOKIIb C (Y414 YYPC)

KommeHnTapuii: Cumnmommuslil Uiy acuMnmoMHbuIl NayueHm, peuiaem 6pad nocje
0emanbHo20 06C1e008aHUS.

Omu nayuenmsi Hepeoko umerm O02paHuyeHue neperoCcCUMocmu Qu3UYecKux Hazpy3ox,
Komopoe ycyeyonsaemcs npuemom nuuju.

Honoicen 6vimv peuten 6onpoc 06 omAUYUU UCHUHHO20 OMCYMCMEUS CUMNIOMOS Om
aoanmayuu 3a cyem obpaA3a AHCUHU, Nymem NpoeedeHUs mecma ¢ Qu3udeckol Hazpy3Kou u
oyenku buomapkepos XCH 6 ounamuxe.

Heobxoouma excecoonas nepeoyenxa pucka BCC, sxnouarowas IKI, XM cepoeunozo
pumma, IXOKT.

Aneopumm maxkmuxu eedenus acumnmomHvix nayuenmos ¢ I'KMII npedcmaénen @
Ipunooicenuu b1.

3.1.2 MeaukaMeHTO3HAs Tepanus cuMOTOMHBIX nanueros ¢ FKMII

OO01re TpUHLKITBI MEJUKAMEHTO3HON Tepanuu:

1. JleyeHue maMeHTOB C OOCTPYKTMBHOW M HEOOCTPYKTHBHOW (opMamu 3a001eBaHUS
MMEET CYILIECTBEHHBIE Pa3IN4HMsL.

2. Jleuenwe mOMKHO OBITH aJaNTHPOBAHO K YHHUKAIBHBIM XapaKTEPHCTHUKAM KaxJIOTO
OTJIEJIBHOTO MallUEHTA.

3. JlexapcTBeHHbIE Mpenaparsl, TPAAULUOHHO npuMeHsemble B Tepanun I'KMII, spnstoTcs
CPEICTBAMM C OTPHLIATENILHBIM MHOTPOIHBIM JIEHCTBUEM M HAIpaBICHbl HA KyNMPOBAHHE WIH
o0yierdyeHre CUMITOMOB 3a00JI€BaHMSL.

4. IlpaBoxenynoukoBass ooOctpyktuBHas ['KMII u nByxokemymoukoBas OOCTPYKTHUBHas
['KMII nevarcst mo TeM ke NPUHLIMIIAM, Kak U Tipu oocTpykuun BTIDK.

3.1.3 MeaukaMeHTO3HAS Tepanusg OOCTPYKIHMHU BBLIXOAHOI0 TPAKTA JIEBOIO

KEJIY/104YKaA

e V nanuentoB ¢ o6ctpyktuBHOU ['KMII neuenue no0bIMu JIeKapCTBEHHBIMH CPEACTBAMU
peKoOMeH/1yeTcsl HauMHaTh ¢ MUHUMAJbHBIX /103 U C OCTOPOXHBIM UX TUTPOBAHHEM B TEUECHHE
nocrarouHo gonroro Bpemenn [1,3,20,40,64,65,382,384].

EOKIB (YAA 3 YYP B)
KomMmenTapuii: ynpowennviti  ancopumm OuaeHOCMuKU U NOOX0008 K Je4eHUI0
oocmpykmusHvlx opm I'KMII npeocmaenen 6 Ilpunosxcenuu b2. Aneopumm ¢papmaxomepanuu

oocmpykmusrotu I' KMII npeocmasnen 6 [Ipunosxcenuu b3.



e VY manuenTtoB ¢ obctpyknuei BTJDK (mokost u uaayniupyeMoit) 6eta-aapeHo0I0KaTOPkI C
nog00pPOM MaKCHUMAaJIbHOM MEepeHOCHUMON J03bl PeKOMEHAYKTCSl B KaueCTBE IE€PBOM JIMHUU
Tepanuu s yMeHbIneHus: cumntomos [1,3,20,149,382,384-387].

EOK IB (YA 3 YYP B)

KomMmenTapuii: npasura u ocobennocmu HazwaueHus Oema-aopeHodIoKamopos
npeocmaenenvl 6 maoauye 17, Ilpunoscenue A3.

e Bepanamun** ¢ mogOopoM MakCHMaldbHON MEPEHOCHMMOM J/03bI PeKOMEHAYyeTCsl TeM
nanuenTam ¢ obcrpyknuer BTJDK (mokost iy MHIYITUPYEMOii), KOTOphIE HE MEePEHOCAT OeTa-
aJIpeHOOJI0KATOPHI MJIM UMEIOT MTPOTHBOIIOKA3aHUs K MX HazHadeHuto [1,3,20,382,383,388,389].
EOKIB (Y412 YYP B)

Kommenrapuii: npasuna u ocobennocmu Haznauenus eepanamuna™* npeocmagienvl 8
Tabnuye 18, Ilpunoocenue A3.

e PexoMeHayercsi paccMOTpETh BO3MOXKHOCTh Ha3HA4€HWE AWITHA3eMa C IMOJ00pOM
MaKCUMAaJIbHON MEPEeHOCHMOU /103bl CUMIOTOMHBIM mainueHTam c¢ obctpykuueit BTIDK (mokos
WIM UHYLIUPYEMOI1), KOTOpbIE HE MEPEHOCST OeTa-aipeHO0I0KAaTOPbI, BEpAIaMuiI™™ WU UMEIOT
NPOTHUBOIIOKA3aHuUs K X HasHadeHuio [1,3,20,382,388].

EOK IIa C (YA 2 YYP B)

KommenTapuii: pexomenoyemvie nauanbHvle U yenesvie 003bl NPU MeOUKAMEHMOZHOU
mepanuu I'KMII npeocmasnenvt 6 Tabauye 19, I[punosicenue A3.

Hayuenmam ¢ T'KMII u cpeounescenyooukogou oocmpykyuei JDK pexomenoyromces
gvicoKUe 003bl bema-aopenobnokamopog (buconponron®*) , wiu eepanamuna**, unu
ounmuazema.  Omeem Ha JjeyeHue  BbICOKUMU 003aMu Oema-aodpeHooIoKamopos, Uil
sepanamuna™*, unu ounmuazema y nayuenmos ¢ I'KMII u cpeonexcenyoouxosoii oocmpykyueti
JDK uwacmo neonmumanvuwiti. Oma kocopma nayueHmos, Kax Npaeuilo, umeem CUMNMOMHbIL
8apuUaHm meueHus, XapaKxmepusyrowuiics no8blUEeHHbIM pUckom npoepeccuu cumnmomos XCH
u BCC. Yacmoma eviaenenus anespusmvl eepxyuiku JDK eapvupyem om 10% oo 25%.
Bvipabomka onmumanbHoUu  8paAueOHOU  MAKMUKU Y MaKux NayueHmos OO0JHCHA
ocyujecmansimocs myiomuoucyuniunaprou komanoou [89-91,390-394].

Aneopumm epauebnoti maxmuxu nevenuss XCH npu I'KMII npeocmasnen 6 Ipunosicenuu
b4.

e [lanimentam ¢ o6ctpykruBHOM ['KMII 11 ocTpoii runoTeH3uei, KOTOpbie HE pearupyroT Ha

**

BBCACHUEC XHUJIKOCTH, PEKOMEHAYETCH BHYTPUBCHHOC BBCICHHC (bCHI/IJ'IE)(I)pI/IHa WM JpYyrux

Ba30KOHCTPUKTOPOB 0€3 MHOTPONHOW aKTUBHOCTH, OTAEIbHO WM B KOMOMHAIuu c Oera-
anpebnokaropamu [1,3,20,149,382].
EOK IC (YAA5VYYPC)



e [lammentam c¢ TI'KMII um oOcrpykmueit BTJDK (mokos winum WHIynmupyemoi) He
peKoMeH/yeTcsl MPUMEHEHHE OPraHMYeCKUX HHUTPATOB M HMHTUOMTOPOB Qocdoamuscrepassl
[1,3,20,382].

EOK IIIC (YAA 5 YYP C)

e [lammentram c¢ I'KMII wm oOcrpykmuein BTJDK (mokos wiauM HMHIynUpyeMmou) He
peKoOMeH/yeTcsl TPUMEHEHUE TUTHUIPOMUPHUINHOBBIX OJIOKATOPOB «MEIJICHHBIX)» KAJIBIIUEBHIX
KaHaJOB (CeNIeKTUBHbBIE OJIOKAaTOPHI KaJbLMEBbIX KAaHAJIOB C MPEUMYIIIECTBEHHBIM JIEHCTBUEM Ha
COCY/IBI) MIPOU3BOIHBIX TUTHAPONUPUINHOB (Hudeaumuu**) [1,3,20,382].

EOK HIC (YA 5YYP C)
KomMeHnTapuii: ocHosHoli  Hedcenamenvuviii  MexaHuzm  Oeucmeus OpeaHUuyecKux
HUMpamos u uneuoumopos ghocghoouscmepasvl, obyciosnen ysenuvenuem oocmpykyuu BTJDK.

e [lammentam ¢ I'KMII u o6crpyknueit BTJDK (mokos u uHAayuupyemoii) He
pexomeHayercsi aurokcun** [156,395].

EOK IIIC (Y45 YYP C)

e Bepamamun** He pexomeHnayercss mnanueHtam c¢ oOctpykruBHo I'KMII B cimywasx
HAJINYMsI CHCTEMHOM T'MITOTEH3UHU M BBHIPA)KEHHOM OZBIIIKY B Tokoe [1,382,385,396].

EOK IIIC (YAA 5 YYP C)
3.1.4 Jleuenne XCH vy 60abHbix TKMII

Pacnipocrpanennocte XCH y manuentoB ¢ I'KMII cocraBisger ot 17% no 67% B
3aBucumoctu ot ®K [150,397,398].

XCH y nanuenTtos ¢ ['KMII nposiBnsiercsa nsyms penorunamu: ¢ coxpanenHot @B JIK B
85-90% ciyuaeB u B 8-10% — c Huskoit DB JIK, koropas ¢popmupyercs B Oojee mo3mHei
craauu [’ KMII unu B pe3ysbTare Apyrux COMyTCTBYOIINX 3a0oneBanuii [149,154,185,186].

XCH pacnpoctpaHeHa y OonbIIMHCTBA O0sbHBIX ¢ obcTpykTHBHOM ['KMII u y 10%
nanuenToB npu orcyrcTBun ooctpykiuu. OCH mpu I'KMII BcTpeuaercs peako u MOXKET OBITh
BBI3BaHA TAaKUMHU COCTOSHHUAMHM, Kak Taxuapurmus, MM, octpas wm yxyqmaromas MH wim
conmyTcTByroIMMH 3aboseBanusmu [399,400].

e V Gombubix 'KMII nmpu mnosiBnennn cumnromMoB XCH pexomeHnayercsi MpOBOIHMTH
nuarHoctuky B coorBerctBuu ¢ KP mo XCH [155].

EOK IC (¥YAA5VYYPC)

e V OGompHbeix 'KMII u XCH nezaBucumo or ®B JIJK pexomenayercsi paccMOTpeTh
BO3MOKHOCTh HA3HAUEHUs HEMEIUKaMEHTO3HBIX peKoMeHjanuil (o0yueHue, AUeTa, CHUKEHHUE
Beca, OrpaHUYeHHE COH, pu3ndeckue Harpy3ku) B 3aBucumoct oT @K XCH B cooTBeTcTBHH C
KP no XCH [155,156].

EOK IIb C (YAA 5 YYP C)



e VY OGonpubix HeoOcTpykTuBHOW ['KMII neuenne XCH pexomeHnayercss paccMOTpeTh
BO3MOKHOCTh HA3HAYCHHS JIGKAPCTBEHHBIX IPENapaTroB B COOTBETCTBUU C KIMHUYECKHUMHU
pexomenaanusmu o XCH [1,3,150,155,156,401].

EOK IIb C (YAA 5 YYP C)

KommenTapuii:  npu uanuuuu npusHaxoé 3acmosi Ol U30edcanusi 2unosoiemuu
DEKOMEHOYem sl OCMOPONCHOE NPUMEHEHUE HUZKUX 003 NemesblX Ul MUa3uOHbIX OUYypemuKos
ouypemukos [156]. Bepanamun™*/ounmuazem pexomenoyromes y 6onrvnvix XCH ¢ coxpanennoil
@B JDK > 50%, eciu 6Gema-adpeHobiokamopvl NpOMUBONOKA3AHbL, He NePeHOCAMCcs Ulu

neappexmuenwvl [156].

e V mnammeHtoB C oocmpykmuenou I'KMII m XCH  pexomeHayeTrcsi NpUMEHEHHE

HEBa30AMJIATUPYIOIIUX OeTa-aJipeHOOI0KATOPOB KaK TEPAIHIO MEPBOM JIMHUK IS YMEHBIICHUS
kauandeckux cumnromoB XCH u camxenus I'JT B BTJIK [1,3,150,155,156,387].
EOK llaB (V112 YYP B)

Kommenrapuii: sepanamun™*/ounmuazem y nayuenmos C oocmpykmuenou I'KMIIT u

XCH c¢ coxpanennou @B JDK > 50% mocym 6vimb paccmompeHvl Kak nepedas JNUHUSA, eCclu
bema-adpenobiokamopsl RPOMUBONOKA3AHbL, He NePeHoCAmcs uiu Hedgpexmusnvt [156].

Y nammentoB ¢ oocmpykmusnou 'KMII w XCH npu HanWYuu TPU3HAKOB 3aCTOS

PEKOMEH/IyeTCsl PACCMOTPETh BO3MOKHOCTH HAa3HAYEHHUs] HU3KUX 103 TMETVICBBIX HIIU
THA3HIHBIX AUypeTHKOB [156].
EOK IIb C (YA 5 YYP C)

Kommenmapuii: ciedyem usbecams ycioguil, npu KOMOpvIX NPOUCXOOUM YMeHbUleHUe
00vemMa yupkynupyrowel Kposu (cunosoiemust), ons npedomspawjerus yeenuvenus 1] 6 BT/DK.

e V mamnuentoB ¢ obocmpykmusnou I'KMII u XCH HWAII®/APA, auroxkcua** He

peKoMeHTyroTCs u3-3a pucka yenmdenus ['J] 8 BTJIK [156,395].
EOK I C(YAAS YYPCO)

Kommenmapuii. Cnupononakmon™* y nayuenmoe I'KMII ne ynyuwaem cumnmomamuxy
XCH [402].

Ilpenapamvl, pexomenoyemvie 0ns aedenuss XCH ¢ Huskou, npomedcymouHou u
coxpanennot @B JDK [155],  makue xax uHeubumopvi Hampuuzaeucumozo nepeHoCHurd
2NI0KO3bl  2-20 mMuna, 9NjlepeHoH, eaicapmana/cakyoumpun**, ueabpaoun™*, omeea-3-

NONUHEHACHIWEHHbLE JiCUPHblE KUCAIOmbL, He usydanucy npu oocmpykmusnou ['KMII u XCH.

Pewenue o naznauenuu Ooaummvix epynn npenapamos nayuenmam c¢ oocmpykmuenou I'KMII u

XCH modrcem Obimv npunamo moiabKo MynbmuOUCYUNIUHAPHOU KOMAHOOI.
I unepxonmpaxmuibHocmb cepoeunoll MblLUYbl A61emcsl KJII0Y€e6bIM

namodghuzuonoeuveckum mexarnuzmom npu I'KMII u ochoeuvim gaxmopom, onpeodensiomum



OuHamu4eckyro obcmpykyuio 6vixoonoeo mpakma JDK. Jocmynnvlie gapmaronocuueckue
eapuanmvl Jedenus cunepmpopuueckou KapoOuOMUonamuy He AsIAI0mcsa CneyuQuuHblMu 01l
3aboneséanus.  IIposooamcs KiuHuueckue uccie008aHusi 1eKApCMEEeHHbIX Npenapamos ¢

mapeemHuvim 8030eticmaeuem Ha 0CHO6HOU namozenemuyeckuti mexarnusm [403].

3.1.5 Jleuenune crenoxkapauu v nanuestos ¢ I'KMII

CreHokapaus/unieMuss MHUOKap/a SBISETCS YacTO BCTPEYAIOIIUMCS CHHAPOMOM Yy
6onpHbIX 'KMIT [404].

[TaroreneTndyeckne MexXaHU3Mbl (HDOPMHUPOBAHUS CTCHOKAPAMTUYECKOTO CHUHApPOMA IIPU
['KMII pa3nu4Hbl: TOBBIIICHHE MOTPEOHOCTH MUOKAp/Ia B KUCIOPOIE U3-3a OOJBIIECH ero Macchl
Y TOBBIIICHHOTO JaBjieHus HarmoigHeHus [56,405,406]; ymeHbIlleHHE PErHOHATIBHOIO KPOBOTOKA
3a CYET arepOCKIIepo3a SUKAPIUATbHBIX KOpOHApHBIX aprepuii [407]; aHOMalInu KOPOHAPHOTO
KPOBOOOpAIIEHUSI U MBIIICYHbIE MOCTHKH, CIIOCOOCTBYIOIIME WINEMHH 33 CYET JITUTEIBHOTO
CHIABJICHUS M CHW)KECHHMsS KPOBOTOKa B paHHe# auacroimyeckoin ¢asze [408]; koponapHas
MHUKPOCOCYAHMCTass JTUCQYHKUIUS TPH OTCYTCTBHH 3HAYUMBIX CTEHO30B OIHKAPIUAIBHBIX
KOpOHapHBIX aprepuii [409-411].

Yacrtora BCTPEYaeMOCTH  WIIEMHUHU/CTCHOKApAWHU, CBSI3aHHOM C  aTepOCKIEpO30M
KOpoHapHbIX aptepuit, y O0onbHbIXx ['KMII cocraBnser B cpemnem 20%, cTeHOKapAWH TMpu
HEOOCTPYKTUBHOM KOpoHapHOH nucdynkuuu — 51-86% [108,412].

Yactora paszsutus OKC y OompHbix ['KMII mpu HEOOCTPYKTMBHOM MOpaKeHUU
KOPOHApHBIX apTepuil cOMmocTaBMMa € YacTOTOM NpU HAJUYMK KOPOHApHOTO arepocKieposa
[412]. V nammentoB ¢ TKMIT u OKC npu HEOOCTPYKTHBHOM MOPaKEHUH KOPOHAPHOTO pyciia
perucTpupyercss Ooiee HH3Kas BEPOATHOCTh CMEPTH II0 CPABHEHHIO C TAMEHTaMH C
KOpOHApHBIM arepockiepo3om [412].

e JlmarHocTtuky creHokapauu y mnauueHToB ¢ ['KMII pekomenayercs mHpoOBOAMTH B
COOTBETCTBUH C KIIMHUYECKHMH PEKOMEHIAIMSIMH TI0 CTabHIbHON cTeHoKapuu [413].
EOK IC (¥YAA5VYYPC)

MenukaMeHTO3HOE JiedeHue cuHapoma crteHokapanu y OonbHbIXx ['KMII onpenensiercs
HanmuuueM obctpykuuu BTJDK m maroreHeTnyeckuM MexXaHHU3MOM KOPOHAapHOW IUCHYHKIUU
[414].

e V mamuedTtoB ¢ HeoOctpyktuBHOW ['KMII  rnedeHue cTeHOKapIuM PEKOMEHIYETCS
npoBOANTH B cooTBeTcTBHH ¢ KP 1o crabuibHol crenokapauu [413].
EOK IC (YA 5VYYPC)

e V nanuentoB ¢ oocmpykmusrnou I'KMII npumenenne MAIID/APA He pexomeHnayercs

u3-3a pucka ysenumdenus []] 8 BTJDK [395].
EOK 111 C (YAA5YYPC)



e VYV mamueHTtoB C obcmpykmuenou ['KMII ~ pexomeHayercsi mnpuMeHeHue Oerta-

aZpeHo0I0KaTOPOB KakK IMpernaparoB MEepBOM JIUHUM IJI1 YCTPAHEHUS IPUCTYIOB CTEHOKAPIUU U
camwkenuss [J[ B BTJDK He3aBUCMMO OT IarOr€HETHYECKOIO MEXAHU3Ma KOPOHApPHOMU
muchynkimm [1,3,95,415,416].

EOK l1aB (Y1 2 YYP B)

e VYV OompHBIX oO0cmpykmusnoti I'KMII pekoMeHayeTcsi paccMOTpeTh BO3MOKHOCTH

Ha3HAYCHMS  BepanmaMuia** wiM JuiTHa3eMa i YCTPaHEHHs MPHUCTYIOB CTEHOKAPIUU
HE3aBHCHMO OT ITaTOr€HETHYECKOr0 MeXaHu3Ma KopoHapHoi nuchynkiuu [383,388,417,418].

EOK I1b C (¥4 2 YYP B)

KomMmenTapuii: npasuna u ocobennocmu nmazuauenus eepanamuia™* npedcmasnensi 8
mabauye 18, Ipunooicenue A3 u mabauye 19, Ipunoocenue A3.

YV 6onvnvix neoocmpykmusnou I'KMII eepanamun™* cnocoben ymenvuiams umiemuio Muokapoa,
6 m.u. bezbonesyio, u yryuuams ouacmonuyeckyio gynxyuio JDK [383].

Ipumenenue eepanamuna™* umu ounmuazema JDK C yenvlo ycmpanenus cumnmomos
npomueonoxkazaro (e pekomeH0o8arno) y oonvHuix I' KMII u cmenoxapoueu npu nanuuuu XCH ¢
Huskoti @B u3-3a Hanuuus ompuyamenbHO20 UHOMPONHO20 OelCmEUsl, Ymo Cnocoocmeyem
pazeumuio dekomnencayuu XCH [155].

e He pexomeHayeTcsl OIHOBPEMEHHOE Ha3HAYCHHWE BepamaMmwia®™* wim aunTuasema c
uBabpaguHoM™* y nanueHToB ¢ I'KMII co crabmibHOI cTeHOKapaueil u3-3a pucka pa3BUTHS
Opanukapauu u GpubdpwUsimy npencepauit [419,420].

EOK/PKO IIC (YA 1 YYP B)

e V OonbHbIX o0cmpykmuenoti I'KMII Ha3HaueHHMe OpraHMYeCKMX HUTPAaTOB He

pexkomMeHayeTcsi u3-3a pucka yBeiaudenus ['J] 8 BTJIXK [415].
EOK B (YA 5 YYP C)

VY 6onpHBIX 06cmpykmusnoi 'KMII pexkomeHayeTcs paccMOTpeTh BO3MOXKHOCTh Ha3Hau€HUs

KOMOUMHAIHI aHTHMAHTMHAJIbHBIX  IpenapaToB (6era-aapeHOOIOKATOPBI,  OJIOKATOPHI
"MeIJIeHHBIX " KaIbIIUEBBIX KaHAIOB (OJIOKATOPhI KAJBIMEBBIX KAHAIOB), OPraHMYECKUE HUTPATHI
JUINTENIBHOTO JIeMCcTBUSL (OpraHUYeCKUe HUTPAThl), MBAOPaAMH™*, HUKOPAHIWJ, pPaHOJa3MH,
TPUMETA3UANH) JUIsl YCTPAHEHUS MPHUCTYHOB CTEHOKApAWU B COOTBETCTBUHM C KIMHUYECKUMU
pEeKOMEHJALUAMU 1O  CTa0WIbHOM  uWIIeMHuYecko Ooyie3HM cepAlia U pelleHueM

MYJIBTHIUCIMITHHAPHON KoMaH b1 [413].

EOK IIb C (YA 5VYYPC)
3.1.6 Jleuenune OKC vy namuenros ¢ 'KMII




Cpenu nanuentoB ¢ UM nons mammentoB ¢ ['KMIT cocrasnser B cpennem 0,1% [421].
Cpenu 60ompHbIX [KMIT y 23% paszsuBaercs OKC B Teuenue 11 ner nabmonenus [412].

VY nauuentoB ¢ I'KMII yame passuBaercs M 2 tuna 6e3 nogbema cermenta ST, npu
KOTOPOM HIYKE TOCIHUTAIbHAsK JIETaIbHOCTh, YeM y maiueHToB 6e3 'KMII [421,422].

[Tatorenernyeckune mexanuambl popmupoBanus OKC y manuerToB ¢ 'KMII paznuynbr:
pa3pbIB aTepOCKICPOTUIYECKOM OJSIIKY SMUKAPIHATILHON KOPOHAPHOM apTepuu perucTpupyeTcs
B 20% ciyuaeB [423], TpomM0O3 Ipu HEOOCTPYKTUBHOM KOpoHapHOU aAuchyHKImMU — B 51% B
cTpykType npuuns [412].

[Tarodu3unonoruueckre MexaHHU3Mbl (OPMHUPOBaHMS TPoMOO3a B KOPOHAPHBIX apTepUAX
0e3  aTepOoCKIEPOTHYECKOTO  MOPaKCHUS npu ['KMII cBa3anbl CO  cHaBieHUEM
BHYTPUMHOKApAHAIbHBIX KOPOHAPHBIX apTepUil M CHIDKEHHEM KpPOBOTOKAa B HUX B paHHEH
IUACTONIMYECKor (pase, Ba3ocCmasMoOM U HHAOTENUATBHONW JUCPYHKIHEH MHUKPOCOCYIHCTOTO
KOpOHaApHOTo pycia [424].

e V nauuentoB c¢ HeoOctpyktuBHOW ['KMII neuenne OKC npu Hamuuuum paspbiBa
aTepOCKJICPOTUYECKON OJSIIKK KOPOHApHBIX apTepuil MO JaHHBIM KOPOHAPOAHTHUOTpaPUH
pexomMenayercs poBoauTs B coorBeTcTBUU ¢ KP o UM ¢ nogbemMom u 6€3 nogbema cerMeHTa
ST [425,426].

EOK IC (¥YAA5VYYPC)

e VYV nmanueHtoB ¢ HeoOcTpykTuBHOI ' KMII pexomenayercsi paccMOTpeTh BO3MOXKHOCTH
neyenuss OKC 1mpu HeOOCTpYKTHBHONW KOPOHApHOW JUCQOYHKIMM B COOTBETCTBUU C
KJIMHUYECKUMH pekoMeHTanusamu mo MM ¢ momxbeMoM 1 6e3 mogbema cermenta ST [425,426].
EOK IIb C (VA4 5 YYP C)

Kommenmapuii: Mema-aHanu3vl HaobM00amenbHbIX uccnedosanuil
npodemoncmpuposanu, umo y nayuenmos OKC ¢ neobcmpykmusHot KOpOHApHOU OuchyrKyueri
npumeHeHue HATID/APA, bema-adpenobroKamopos, CMamuHos, 080UHOU

AHMUMPOMOOYUMAapPHOL Mepanuu  CHUdMCaem OmHOCUMENbHblE PUCKU OOTbUUX CePOedHO-
COCYOUCmbIX COObIMUL U/UIU CMepMenbHbIX ucxo006 [427,428].

Ecmb mnenue, umo 6ul00p anmumpomoOOyumaphvix cpeocms u ux mepanesmudeckuli
appexm Mmodcem 6apvbuposamev 6 3ABUCUMOCIIU OM  NAMOPUIUOLOSULECKUX MEXAHUIMOB

pazeumusi UM npu HeobCmpykmueHoU KOpOHApHOU OUCHYHKYUU, HO onpedeneHue Ux Kpaiue
s3ampyonumenvro 8 ouacnocmuke OKC [429-431].

e VY IaIyeHTOoB C 06cmDVKmU6HOZZ I'KMII He3aBUCHMO OT HAaTOTCHETUYECKOIO MEXaHU3Ma

pa3BUTHS TpoM0OO3a pPeKOMEHIyeTcsl PpaccMoTpeTb BO3MOXKHOCTHL  JjedeHus OKC B

COOTBE€TCTBHUH C KIIMHUYCCKUMHU PEKOMEHIAIIUAMHU 1O UM c IIOABEMOM U 0e3 noabeMa CErMeHTa



ST 3a uckmouennem MAIID/APA u3-3a pucka ysenuuenus [J] B8 BTJDK npu ux npuMenennn
[432].
EOK IIb C (YA 4 YYP C)

3.1.7 Jleuenne AI' y naumnenToB ¢ TKMII

Y 37% oOGompubix ['KMII peructpupyercs AI, 4YTO B 1LEJIOM COOTBETCTBYET
pacrpoCTpaHEHHOCTH B 001IeH momysisiiuu [46].

Al' 'y Oompubix I'KMII He Bimser Ha puck cmeptu, cBszaHHbli ¢ ['KMII, HO
YBEIUYHUBACT PUCK OOJIBIINX cepacuHO-cocynucThix codbrtuii 1 XCH [50].

[Iporno3 mamumentoB ¢ I'KMII, nmomy4aronux aHTUTHIIEPTEH3UBHYIO TEpamuio, Jydlle,
BKJIIOUasi CHWKeHue cMeptHocTH [51].

e JluarHoctuky Al y nanuentoB ¢ I'KMII pexkomenayercst IpoBOJUTh B COOTBETCTBUU C
KP o AT [433].

EOK I C (YA 5VYYPO)

e VYV nanuentoB 'KMII u AI' pekomenayercsi 1OCTHKEHUE 1IeI€BbIX MoKazarenet Al B
COOTBETCTBUU C KIMHUYECKUMH PEKOMEHIauusaMu 1o Al crienianbHbIX LHEIeBbIX 3HaYeHUN A /]
He ycranosieHo [433].

EOK I C (YA 5VYYPC)

e [lanmenram I'KMII u AI' pexomeHayroTcsi HEMEIMKaMEHTO3HbIE Mepbl (0OyueHue,
JMeTa, CHUKEHHE Macchl Tejla, OrPaHUYEHUE COJH, (PU3MUECKHe Harpy3ku) B COOTBETCTBUU C
KJIMHUYECKUMH pekoMeHaanusmu o Al [433].

EOK I C(YAA5YYPCO)

o [lanmenram ¢ neobcmpykmusnoti 'KMII neuenue AI' pekoMeHayeTcsi B COOTBETCTBHH C

KJIMHUYECKUMH pekoMeHaanusmu mo AT [433].
EOK I C (YIA5YVYPC)

e V nanueHtoB ¢ oocmpykmusnoti T'KMII u AI' pexomeHnayercsi Ha3zHaueHUe

MaKCHMAaJIbHO MEPEHOCHMBIX /103 HEBA30AMJIATHPYIOIINX OeTa-aJpeHOOI0OKaTOpPOB KakK Teparus
nepBoit uaun s camkenns AJ{ u I'J] 8 BTJIXK [1,3,150,386,387].
EOK llaB (V113 YYP B)

e VYV 6onbHbIX 06cmpykmusnot T'KMII u AI' pekoMeHayeTcsi paccMoOTpeTh BO3MOKHOCTh
Ha3HA4YeHUs BeparnamMmia** wind JuiTHa3ema, eciu 0eTa-aJipeHOoO0I0KaTOpbl MPOTUBOIIOKA3aHbI
i He nepenocsres [1,3,150,434,435].

EOK IIb C (¥I14 YYPC)

e He pexomenayercsi KOMOWHHPOBAHHOE Ha3Hau€HUE OeTa-aIpeHOOI0KaToOpoB ¢

BepanaMuiaoM™* unu auntrazemMoM y Beex manueHtoB 'KMII u AT n3-3a pucka cymMMHUpoBaHUS

no6ouHbIX 3 dexton [436].



EOK 111 C (VUL 5 YYP C)

e V OonbHbIX 00cmpykmusrnou 'KMIT u AT’ npu HEIOCTHMKCHHH ILIEJICBBIX TOKa3arese

AJl mpu  HCIONB30BAaHUM  MaKCHUMaJbHBIX  J103  OeTa-aJipeHOOJIOKAaTOpOB WU
BepanamMuia**/nuinruazeMa peKoMeHAyeTcsl paccCMOTPeTh BO3MOKHOCTh TIPUMEHECHUST HU3KUX
7103 THA3UHBIX/THA3UA0MON00HBIX JAUYPETUKOB IO KOHTPOJIEM IPHU3HAKOB THUIIOBOJEMHUH
[1,3,150,433].

EOK IIb C (YA 4 YYP C)

2y GonbHbIX

Kommenmapuii: npu nanuuuu XBII u CK® < 30 mw/mun/l,75 m
oocmpykmusnot I KMII u AI" npu nedocmusicenuu yenesvix nokazameneu AJl moocem Ovimo
PACCMOMPEHO OCMOPONCHOE NPUMEHEHUe HUSKUX 003 NemiiesblX OUYpPemuKos noo KOHMpoLem
npusnaxoe cunosonemuu [1,3,150,433].

e V namumeHtoB ¢ obcmpykmusnou T'KMIT u AI' npumenenue HWAIID/APA ne

pexkoMeHayeTcs u3-3a prucka ysenuuenus [J] B BTJIXK [395].
EOK Il C(¥YAA5YYP C)

o V 6onbHbIX 00cmpykmusHnou I'KMII He pexomenayercs (MpOTHBOIIOKA3aHO) HA3HAUYECHUE

JTUTHIIPOTTUPUINHOBBIX ~ OJIOKATOPOB  «MEJJICHHBIX» KAJBIIHMEBBIX KAHAIOB (CECIICKTUBHBIE
OJIOKaTOpbl KaJbIMEBBIX KaHATIOB C MPEUMYIECTBEHHBIM JICUCTBHEM HA COCYAbI, aHTAaTOHUCTHI
KaJbIUsl TUTUAPONUPUINHOBOTO psiaa (Hudemqunuu**) wuz-3a pucka ysenuuenus [J] 8 BTJDK
[415].

EOK 11 C(¥YAA5YYPC)

Kommenrapuii: npenapamei, pexomenoyemvie 0ns nevenus Al, maxue Kak
CRUpOHONAKMON™™, sancapmana/cakyoumpun™>, anrvgha-aopeHobroxamopol, MOKCOHUOUH™™, He
usyuanuce npu oocmpykmusnou I'KMIT u AI' ¢ nosuyuii xonmons AJ] [433]. Pewenue o
HA3HAYeHUU OAHHLIX 2PYNN NPenapamos Modxcem Obimb NPUHAMO MYIbMUOUCYUNTUHADHOU
KOMAHOOU NpU  pe3UCMeHMHOCIU K NPOBOOUMOMY AHMULUNEPMEH3UBHOM) Je4eHUuio Hnoo
HCECMKUM KOHMPOLeM NePEHOCUMOCTIU U 2eMOOUHAMUKU.

3.1.8 Jleuenue pudopusissuuu npeacepaui v nanmeros ¢ 'KMIT

OIT sBnsercs HamOomnee vactoit aputmuei pu ['KMII, pacnpocTpaHeHHOCTh KOTOPOH
3aBUCHT OT TsbKecTu 3aboneBanus: 22% B obOmiel koropre u 10 32% B KOTopTe MalMeHTOB C
MOKa3aHuAMU 11 uMIutanTaiuud MKJT*** u DKC***/J[JOKC*** [40,151,246,373,399,437,438].

Yacrora BcTpeuaemoctu DII de novo B o6mieit koropre ['KMII coctaBnsier okono 2% B
rox [151,373,399].

3amayamu ¢apmaxorepanuu npu 'KMII, ocnoxunennoit ®@II, aBnsioTcst KynupoBaHHE

npucTyna, npo(UIaKTUKAa pPEUUIUBOB apPUTMUU U TPOMOOIMOOIMYECKUX OCIOXKHEHUH.



OcHosHble  Meponpusimus N0 Npouiakmuxke — mMpoMOOIMOOIUYECKUX — OCTLOMCHEHULL
npedcmaenenvl 8 maonuye 23, Ilpunoscenus A3.

3.1.8.1 BoccraHoBJieHHE CHHYCOBOIO _pHUTMAa M NpodMJIAKTHKA _PpenuanuBOB

buopnaasuun npeacepauii v nanuenTos I'KMII

e Jlns BbIsABICHUS OECCUMIOTOMHBIX WJIM MAaJIOCUMIOTOMHBIX mapokcu3smMoB OII u
onpeaenenuss pucka BCC B koropre namueHtoB ¢ I'KMII, pasmepom JIII =2 45 MM u ¢
CHUHYCOBBIM PUTMOM peKOMeHayeTcs poBeieHne 48-yacoBoro XM cepaeuHOro puTMa Kaxapie
6 - 12 mecses [1,3,129,148,152,241,373,439,440].

EOK llaC (YA 4YYPC)

KomMmenTapuii: oonapyocenue @I ¢ nomowpio UMNIAHMUPYEMO2O  NEMIEBO20
peaucmpamopa npeocmasgisem coOou YHUKATbHYIO 803MONCHOCMb Ol ObICMPO2O GblAGIEeHUs
bec- unu manrocumMnmomHuix napoxcusmos @II ¢ yenvro npoguiakmuxu mpomooIMOOIUYECKUX
OCI0JCHeHUll 00 M020, Kak cayduncs uncyrom. I[lpeduxmopamu pucka éosHuknosenus PII npu
T'KMII sensomces: npedcepOnas Kapouomuonamus, yeeiuveHue pasmepa u obdwvema JIII,
nosviwenue yposueti NT-proBNP ¢ kposu, XCH III - IV ©K, noscunoi eospacm, oocmpyKkyus
BTJDK, sosneuenue npasvix omoenoe cepoya, ceHemuieckue hakmopbi.

e Pexomenayercsi BOCCTAHOBJICHHE CHHYCOBOTO PUTMa ITyTEM MPSMOM SJIEKTPUUECKON WK
(hapMaKoJIOTHIECKON KapIMOBEPCUHU C BHYTPUBEHHBIM BBEICHUEM aMHUOapoHa™** y MallueHTOB C
HemaBHO Bo3HHKIIEH (< 48 yacos) OIT [1,148,152,245,439,441].

EOK llaC (Y44 5, YYP C)

KommenTapuii: nayuenmam ¢ 2emoounamuyeckolr HecmabulbHOCMbl0O HaA poHe
napokcusma DI pexomen0o6ana 3SKCMPEHHAS INEKMPUUECKAs. KApOUosepcus no mem ice
npasunam, kaxk u nayuenmam o6e3 I'KMII.

T'emoounamuyecku cmadbunbHuIM nayuenmam 6e3 npeoulecmsyroujeli AaHmuKoazyIaHmHoU
NO020MOBKU Kapouosepcusi modxcem Oblmb NPO8eOeHd MONbKO 6 clyuae, eclu ONUMeNbHOCHb
meKkyujeco napoxcusma ne npegviuiaem 48 wuacos. YV nayuenmos c¢ beccumnmomHvIMU
napokcusmamu DI, a makxce 6 cumyayusax, Ko20a nayueHm 3ampyoOHsIemcs HA36aAMb
OIUMENbHOCMb  MeKyuje2o Napoxkcu3mMa U He RHOAy4aem aHMUKOA2YIAHMHYIO Mepanuro
HOCMOSIHHO, ~ PEKOMEHOYemcs  8030epHCamvbCsl  OMm  He3aMeONUmenbHO20  80CCMAHOGIEHUS
CUHYCOB020 PUMMA.

B smoti cumyayuu 603mM0#cHO npumenenue 08yx cmpame2uti 6e0eHusl.

Ilepsas cmpameeus: nposedenue pawnHeli kapouosepcuu nocie YII-DXOKI, He
sviagusell MpoMObl 8 NONOCMAX npedcepouti. AHMUKOASYISHMHASL N000epICKA 60 8peMs

npoue()ypbl 60CCMAHOBIEHUS CUHYCOB8020 pummda obs3amenvua.
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Bmopas cmpamezus: npu nesozmodcnocmu nposedenus HYII-DXOKI' unu evisisnenuu
mpombog 6 nonocmax npedcepouti npu YII-DXOKI' crnedyem npogooums NO30HIOW
Kapouogepcuio nocie 3 Hedeilb aHMuKoazyissHmHou mepanuu (nocie koumponvtou YI1-2XOKT,
00513amenvHOl 8 Cyuae HAnuyUus mpomoos 8 NOI0CHAX NPedcepoull npu nepeom 00C1e008aHulL).

Ilpunumas 6o enumanue mom ¢paxm, umo @II y nayuenmos, cmpaoarowux I'KMII, kax
nPasuio, npomexaem c GblPAMCEHHOU CUMNMOMAMUKOU, 80CCMAHOGIEHUE CUHYCOB020 DUMMA
OO0JIHCHO PACCMAMPUBAMBCA He MOAbKO NPU HEOA8HO GO3HUKULEU, HO U Npu Nepcucmupyoujetl
Gopme DII, Ko20a 6occmarnosIeHUe CUHYCOB020 PUMMA NPEOCMABIAEeMCs 8eCbMA 8EPOSIMHBIM.

e V mammentoB ['KMII mocie mnpsmol dieKTpUYeCKOr WM (PapMaKoIOTHISCKOM
KapIMOBEPCUU PEKOMEHAYETCS Ha3Haue€HUE TEeparud aMUOJAapOHOM™™* 1y mpodUIaAKTHKU
peumauso OIT [1,148,152,372,373,439,441,442].

EOK IIa B (Y14 YYP C)

Kommenmapuii: amuooapon™* saensemcs camvim 3¢hghekmusHvim anmuapummuyeckum
npenapamom 0oas npoghunaxmuxu DII, on bezonacen u s¢ppexmusen y nayuenmos ¢ I'KMII,
ocnodicnennou DI1.

B cnyuae, ecnu amuooapon** nasnauaemcs de novo, mauame mepanuio ciedyem c
NpUMEHeHUs Hacblyalowux 003 npenapama (Hacvlujaroujue 003bl U MeMNnbl HACLIWEHUS 6
COOMBEMCMEUL C peKoMeHOayusaMU 015 0owell nonyiayuu nayuenmos, cmpaoaowux PI1) noo
peaynapuvim koumponem YCC u IKI - konmponem npooonscumensnocmu PQ u QT. B nepsvie
mpu OHst mepanuu pekomenoyemcs exceonesuviit IKI' konmpons. Yonunenue unmepsana QT oo
3Hayenutl, npesviuarowux 500 mc, mpebyem chudxicenuss 003bl UIU OMMEHbL NPEenapama.

Monekyna amuodapona™* codepxcum 0ea amoma 100a 8 CEA3U C HeM AMUOOAPOH™*
oxazvleaem GIUAHUE HA MemadOIUIM 20PMOHO8 WUMOBUOHOU Jcelle3bl 3a CUEM UHUOUPOBAHUSL
npespawenusi 136 T (bnokupyem mupokcun-5-oetioounasy). Ha ¢one Oonumenvroeo
XPOHUUECKO20 NPUEMA amMuo0apora™* mozym Habno0amovcs Hapyulenuss OyHKYuu wumosuoHoll
Jrcenesvl, KaKk AmMuoOapOH-uHOYYUPOBAHHBIU 2UNOMUPEO3, MAK U SUNEPMUPEO3.

Hcxoono, 0o naznauenus amuooapona™*, ciredyem uckuouums Haauuue y nayueHma
namono2ul WUMoBUOHOU Jicelle3bl (6bINOTHUMb YIbMPA38YKOB0E UCIIE008AHUE WUMOBGUOHOIL
JHcenezvl U NAPAUUMOBUOHBIX JHcele3 U Onpeoeums ypoeeHs MupeomponHozo 20pMoHd U
anmumen K mupeonepokcuoaze 8 Kpoeu nayuenma). Ilpu nanuuuu namonocuu wumosuoHou
Jcenesvbl  803MONCHOCMb — HA3HAYEHUs — amMuo0apona™*  u/umu  npooondceHuss — mepanuu
amuooapoHom**  oondcna  Obimv  00CYHCOeHA ¢ IHOOKPUHONO2OM. B npoyecce neyenus
amuooapoHom™** Ha pezynapHol OCHO8e (Npu OMCYMCMEUU KIUHUYECKUX NOOO03DEHUll Ha
namono2uro WUmoBUOHOIL Jceilesbl uepez 3 Mecaya om Havania mepanuu u oaiee e pedxce 1 paza

8 6 mecayes) ciedyem onpedensims yposeHb MUPEOMPONHO20 20PMOHA, HPU HE0OX00UMOCmuU —
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6bINOJIHAMb YIbMPA3BYKOBOE ucineoosanue mumosuduoﬁ HHcesie3nl U napamumoaudubtx

Jcenes, onpeoenams c60600uvte T3 u T4 u ux coomunowenue. AmuodapoH-uHOYUUPOBAHHbLIL

2UNOmupeos, KAk _Npasuno, He _mpedyem ommeHvl npenapama. Jleuenue mupoKCUHOM
pexomeHoyemcs 8cem OONbHLIM ¢ MAHUDECMHBIM AMUOOAPOH-UHOYYUPOBAHHBIM 2UNOMUPEO3OM.
Cyokaunuueckue @opmvi 00bIYHO He mpebdyIom e20 HA3HAYeHUs, HO 34 NAYUeHmoMm cledyem
ocyujecmeanames HabnooeHue ¢ onpedeieHuem YpoeHs 20pMOHO8 WUMOBUOHOU Jicene3bl Kaxcoble
4-6 mecayes. Bedenue nayuenmos ¢ amuoO0apoH-uHOYYUPOBAHHbIM MUPEOMOKCUKOZOM 3A8UCUM
om muna eunepmupeosa. Paznuuaiom amuodapon-unoyyuposanHvlii mupeomoxcuxos 1 muna
(pazeueaemcsi npu HAIUYUU AGMOHOMHLIX AKMUBHLIX V3108 WUMOBUOHOU Jicene3bl  UlU
namenmuou  6onesnu Ipetisca), amuoOapoH-uHOYYUPOBAHHBIIL MUPEOMOKCUKO3 2  muna
(pazeusaemcs 6ciedcmaue 0eCmpyKmuHO20 MUpeououma u3-3a Yumomoxcuyecko2o ¢gdexma
aAMU00apoHa) U CMEeWanHylo Gopmy amuooapoOH-uHOYYUPOBAHHO20 MUPEOMOKCUKO3A, OJisl

KOI’I’lOpOlZ XapaKkmepHo covenmaHue oboux mexanuszmos. Ilosenenue GMMOaaDOH'MHOVMMDOSGHHOZO

mupeomoKkcuxKkosa 6 bonvuurcmee caydaes mpe5yem OmMmeHbl npenapamda. Hpu ClMLlO@ClpOH'

UHOYYUPOBAHHOM — mupeomoxcukoze 1 muna noxkazana mepanusi AHMUMUPEOUOHBIMU
npenapamamu, npu  AMUOOAPOH-UHOYYUPDOBAHHOM  MUpeomoxcukoze 2 muna  —
2noKokopmukouoamu. Hx komouHayus pekomeHoyemcs npu CMeuaHHom 8apuanme amuooapoH-
UHOYYUPOBAHHO20 MUpeomokcukosza. Pewenue o npooondicenuu uiu ommene amuooapoua npu
aAMUOOAPOH-UHOYYUPOBAHHOM — MUPEOMOKCUKO3e  OOINCHO — NPUHUMAMBCA  UHOUBUOYATILHO
COBMECMHO CReYUaIUCmamu-Kapouoio2amy U 3HOOKPUHONL02AMU C Y4emoM NOAb3bl U PUCKA
[443-445].

Comanon**  moocem UCNONb308AMbCA 8 Kauecmee AnbMEPHAMUBHO2O
anmuapummuveckoeo npenapama 8 nevenuu PII y nayuenmos I'KMII, ocobenno & ciyuae
umnaaumayuu UKJ[***, xoms kaunuyeckuii onvim e2o npumeHnerus oepanuder. B mo oce apems,
cedyem yuumsléams CyuecmeenHo boiee HU3KYio sghgexmusnocms comanona™** 6 cpasnenuu ¢
amuooapoHom** u bOonee evipasicenHvie npoapummozenuvie d¢gpexmui. Kax u 6 cayuae
HazHaveHnusi amuooapona™**, mepanus comanonrom™* mpedoyem peeynaproco xonmpons 4YCC, PQ
u QT.

e bera-aspeHOOI0KATOP MM BepanaMHuiI™* WM TUITHA3eM PEKOMEHAYIOTCS ISl KOHTPOJIS
4acTOTHI COKpAIIEHUH kKenynodkoB y nanueHToB ¢ I'KMII, noctosHHON WK nepcucTupyrouiei
®IT [1,3,128,148,152,372,373,439,441,442].

EOK IC (¥4 5YYPC)
KommMmenTapuii: odokazamenvnas 6aza, noomeepocoarowas 3¢pgdekmusHocms bema-

aopenoonoxamopos, eepanamuna** umu ourmuazema y nayuenmos, cmpadaowux ['KMII,
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ocnodxcnénnou DI, omcymemayem. Jleuenue 6ema-adpenobroxamopamu, eepanamuiom™* unu
ounmuazemom 00axcHo ocywecmansimscsi nod koumponem YCC u AB nposooumocmu.

o Pexomenayercsi paccMOTPeTh BO3MOKHOCTH HAa3HAUCHUs HU3KUX 103 TUTOKCHHA** y
nanuenToB ¢ HeoOctpyktuBHOW 'KMII, crpagaromux nocrosuuon ¢opmoit @I1 u XCH 11 - IV
OK ¢ ®B JIXK < 50%, mus kourpons YCC [1,3,148,149,152,155,156,373,439].

EOK IIb C (YA 5YYPC)

KommenTapuii:  dokasamenvhas — 0aza,  noomeepocoaiowas — d@P@HexmusHocms
oueokcuna** y nayuenmos, cmpaoarowux Heoocmpykmusnou I'KMII, ocnoxcnénnon @I,
omcymemeyem. — Huousudyanvhas  003a  OueokcunHa**  onpedensiemcsi  ONMUMALbHOU
KoHyenmpayuel npenapama 6 cvieopomxe kposu (0,5-0,9 ne/mn), obecnevusaroweli Hauryuuiee
coomuouenue s¢hgpexmusnocmu u 6ezonacnocmu [152].

Hauanvuvie u yenesvie 0o3zvi npenapamoé npu jaexkapcmeennou mepanuu 1'KMIT
npeocmasnenvl 6 19, Ipunooicerue A3.

3.1.8.2 IlpoduaakTuka TpOMO0IMO0JINYECKHX OCI0kHeHHIT v nanuenToB ¢ T'KMII

n OII

e Antaronuctsl ButamuHa K (Bapdapun**, neneoe MHO 2,0 - 3,0) miu I[IOAK
(maburarpana >Tekcwiaar** wim puBapokcabaH™* wiam anmkcabaH**) pPeKOMEHIYIOTCSl BCEM
nangpeHtTam ¢ [KMII npu  oTCcyTcTBMM NPOTMBONOKAa3aHWM, Yy KOTOPBIX PpAa3BUIIACH
NEpCUCTUPYIOIIAsA, TOCTOSHHAs WM MapokcusManbHas ¢opma DI, 11 npoduiiakTUKU
TpoMbOoIMOOHYecKkuX ocnoxuenwuii [1,3,449,450,148,152,246,374,439,446-448].

EOKIC (VA4 2YYPA)

KommMmenTapuii: neooxooumo nomuums 06 3mOpuomokcuyHocmu eapghapuna™* (cm.
pazoen "I'KMII y bepemennvix").

Menvue 0aHHbIX NO AHMUKOARYISIHMHOU Mepanuu npu mpenemanuu npeocepoutl, Ho
PUCK MPpOMOOIMOONIULL npU HEM cuumaemcs maxum e, kak npu PI1.

e PexoMeHayeTcsl OlLIEHKa pHUCKAa KpPOBOTEUEHHUH MpU HA3HAYCHUM IEepPOpaIbHbBIX
AHTUKOATYJITHTOB (MPSIMBIX UTHOUTOPOB (pakTopa Xa WM MHTMOUTOPBHl TPOMOMHA MpsIMbIE) B
COYETaHUM C MHTUOUTOpaMM arperanyy TPOMOOLIUTOB (aHTHUArperaHTbl KpoMe renapvHa) Win
0e3 Hux € nomornpko mkaiasl HAS-BLED [1,3,450,451,148,152,373,374,439,441,446,447].
EOKIIaB (Y14 YYP C)

Kommenrapuii: 3 u bonee 6amnoe no wkane HAS-BLED (ne eanuduposana 0ns
nayuenmos ¢ I'KMII) ykasvisaem Ha 6blCOKUU PUCK KpoBOmMeuYeHUl. Y maxux nayueHmos
O0NJHCHBL  ObIMb  NPUHAMbBL  MePbl  NPEOOCMOPONCHOCMU € 1AOOPAMOPHLIM U KIUHUKO-
UHCMpyMenmanvHoim Koumpoaem (Koazynoepamma (OpueHmuposouHoe uccied08anue cucmemsl

2emocma3a); aAKmueupoeaHHoe 4acmuvroe mp0M60nﬂacmuH060e epem:; onpe()eﬂeuue
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MENHCOYHAPOOH020 HOopmanuzosanno2o omuowenus (MHQO)). Ilpedxcoe e6ceco, Heobx00umo
npoéecmu  NOUCK — NOMEHYUANbHO20 — cybcmpama  KpoBOmeyeHus nepeod  HA3HAYEHUeM
nepopanbHo2o0 ammukoazyianma. Pexomenoyemvie nabopamopuvie aHanuzvl yenecooopasHo
nOBMOPsAMb NO Mepe HeobX0OUMOCMU, HO He pedice 00H020 pasa 6 200 [148,152].

Hlxana HAS-BLED — cm. mabnuyy 115, Ipunoscenue I2.

Pexomenoayuu no noucky nomenyuanibHo2o cyocmpama KpogomeueHus — cm maoiuyy
21, Ilpunoocenue A3.

Tax kax namonocuss NOYeK ACCOYUUPYEMCs He MOIbKO C  B8bICOKUM  PUCKOM
MPOMOOMUYECKUX OCNONCHEHUl, HO U C BbICOKUM PUCKOM KpOBOmeueHutll, 01 obecnedenus
0e30nacHoti aHmMuKoa2yIAHMHOU mepanuu mpedyemcs pe2ynsApHulli KOHMPOIb KpeamuHuHa
CHIBOPOMKU KPOBU U pAcuém KaupeHca kpeamununa no gopmyre Koxpogpma-Ioima 6es
cmanoapmuzayuu K Raowaou nosepxHocmu meia st évloopa onmumanvhou 0oszvl ITOAK [152].

Pexomenoyemasn wacmoma o6a3amenvHbIX aHANU308 KPOBU HA KPEAMUHUH Y NAYUEHIO8 —
em mabnuyy 20, Tpunooscenue A3.

e Ecmu narmmment ¢ 'KMII, ocnoxuennout @I, He MoxeT npuHUMATh MOAOOPAHHYIO 103y
BapdapruHa*™* n3-3a MOOOYHBIX EHCTBUI WM HEBO3ZMOXKHOCTH TIOICPIKUBATH TSPATICBTHYCCKHIA
ypoBenb antukoarymsiuuun (MHO 2,0 — 3,0), wim ocymectBiuiate mouutopunr MHO,
pexomenayercs ucnoib3oBarth [IOAK (maburarpana stexcuiar** wnm puBapokcaban™*, wim
anukcaban**) [1,3,449,450,148,152,246,374,439,446-448].

EOK IB (YA 2 YYP A)

KommenTapuii: sapgapun™* unu dabueampana smexcuram™* unu pueapoxcaban™* unu
anuxcaban™®* cnedyem Ha3HaAuamov HE3ABUCUMO OM KOIUYECmEad Oao8, NOJYYeHHbIX NAYUEeHIMOM
no wxare CHA2DS2-VASc oasice nocie oonozo snuzoda @II. Ilkarna CHA2DS2-VASC — cm.
mabauyy 114, [punoscenue 172

e Bo Bcex cimywasx I'KMII, ocnoxuennoit ®II, pexkomenayercs NOKW3HEHHAs TEparus
Bappapunom** (MHO 2,0 - 3,0) wumu TIOAK (mabGurarpana sTekcuwiaroM™**  wumu
puBapokcabaHoM™* win anukcabaHomM™*), nayke eciu CHUHYCOBBIM pPUTM ObUI BOCCTaHOBJIEH U
cToiiko ynepxuBaercs [1,3,449,450,148,152,246,374,439,446—-448].

EOK IC (VA4 2VYYPA)

e [lanimentam ¢ I'KMII, ocnoxxuennoi @I 6e3 BeipakenHoro ysenudeHus JIII, B cmydasx
pedpakTepHOil K (papmMakoTepandd CHMITOMATHKH WM HEBO3MOXHOCTH HCIOJIL30BaHUS
AHTHAPUTMUYCCKUX TIPENapaToB WIH HX HEIPPEKTUBHOCTH PEKOMEHAYeTCsl BbITOJTHEHHUE
KareTepHbIX nporueayp [1,3,148,152,439].

EOK IlaB (YA 5VYYPC)

Kommenrtapuii: Hnsazusnvie memoowl nevenus PII - cm. pasoen 3.2
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3.2 Xupypruueckoe v vHTepBeHnonnoe jJeuenne 'KMIT

3.2.1 Penykuusg MKII

IIpu o6ctpyktuBHOM ['KMII XuUpyprudeckuii MeETOA JICYCHHS SBISETCA «30JI0THIM
CTaHAAPTOM.

Jns M30IMpOBaHHONW MHOSKTOMHMHM CpPEIHHME MOKA3arelld TOCIHUTAIBHON JIETAIbHOCTH
coctaBisAT MeHee 2%, 3pdekTuBHOCTL — 6osee  uyeM y 90% manueHToB, YacToTa OCIOKHEHU I
— MeHee 5%.

o Penykius MXKII pexomenayercst nmanuentam ¢ obcrpykruBHoit 'KMII ¢ cumnromamu
XCH wnmu ¢ NOBTOpPHBIMH OOMOPOKaMH, HECMOTPS Ha ONTHUMAIbHYI0 MEIWKAMEHTO3HYIO
tepanuio [1,3,91,123,380,452,453].

EOK IB (YA 4VYYPC)

KomMmeHnTapwmii: noo oocmpykmusnou ['KMII paccmampuearomces  credyowue
sapuanmul oocmpykyuu: 1/ ¢ BIJDK (6 nokoe unu maxcumanbHo npogoyupyemsiii) > 50 mm pm.
cm., 8 MOM uucie npu 08yXypoBHeBolU 00CMPYKYUulU (CPeOHeNHCenyOOuUKo8asi 00CMPYKYUs Uil
o0b6cmpyKyusl Ha YyposHe Xopo); 08yxaceryooukosas oocmpykyus (I /] ¢ BTJ/IDDK 6 noxoe unu
Mmakcumanvro nposoyupyemoiii > 50 mm pm. cm; IJ] ¢ BTIDK > 16 mm pm.cm. 6 nokoe).
Baso-sazanvuvie obmopoxu y 6016H020 credyem uckarouums (cm. npunodicerue bS).

e PexomeHnayeTcs pacCMOTPETh BOBMOKHOCTh BBINOJHEHUS peaykiun MOKII B onmbITHBIX
neHTpax y nauueHToB ¢ ooctpyktuBHOM ['KMIT u XCH II ®K npu Haauuuu 10MOIHUTENbHBIX
knuHudeckux ¢akropon: Tsokenas JII -1V ©K cesazannas ¢ obctpykuuein BTJDK ninun MH;
pacmpenue nojoctu JIII ¢ oguum u OGonee cumnroMmHbIMU smnu3onamMu PII B aHamHese;
MoJTo/IbIe JTFOAM ¢ 04eHb BbicokuM /I (> 100 mm pr.ct.) B BTJIK B mokoe [1,454,463,464,455—
462].

EOK lIb B (Y114 YYP C)

Kommenrapmuii: pedykyus MJKII ocywecménsemcs ¢ nomowpio  CenmanoHot MUOIKIMOMUU
(CMD) — xupypeuueckoui muskmomuu no Moppoy (Morrow) 6 ycnosusx uUcKyccmeeHHO20
kposoobpawenus  (A16.10.003.23  Muskmomus no  Moppoy (Morrow) 6 ycrogusx
UCKYCCMBEHHO20 KPOBOOOPAUJEHUS]) € UCCEYEHUEeM 30HbL ACUMMEMPUYHOU 2unepmpoguu ¢
UCNONL308AHUEM YPE3A0OPMATbHO20 00CMYNA, C UccedeHueM 2Unepmpoupo8aHHoU MululedHOU
MKAHU 8 30He OOCMPYKYUU U3 KOHYCHOU YACU NPABo20 HCeNYOOUYKd, UCCeYeHUEe MbIUUEYHOLL
MKAHU 8 30He 2eunepmpouu npu Co4emaHHolu OOCMPYKYUU BbIBOOHBIX OMOeN08 000uUx
JHCENYOOUKO8 cepoya, ¢ ucceyeHuem cunepmpopuposanHol MullUeuHOol MKAHU 8 COYemaHuu ¢

NAACMUKOU 8bIXOOHBIX 0MOEN08 000UX .?iC@le()O’-lKOG cep()ua; ucceueHue MblUeyHol MKAHU 8 30He



eunepmpoghuu ¢ pekoHCmpyKyueu noiocmell Hcenyooukos cepoyd; ¢ UcceyeHuem MululedHoU
MKAHU 8 30He eunepmpoguu 6 couemanuy ¢ nAACMUKOL MUMPATbHO20 KIANAHA, C UCCeYeHUeM
MbIUEYHOU MKAHU 8 30He UNepmpoduu 8 couemaHuu ¢ NPoOme3uUposanuem Kianamos cepoya, ¢
ucceuenueM MblUUEUHOU MKAHU 6 30He 2unepmpopuu 6 couemaHuu ¢ aopmoKOPOHAPHLIM
wynmuposanuem (A16.10.031.003 Hcceuenue mviuieunoti manu 6 30He 2unepmpoduu npu
COUemaHHol 00CMPYKYUU 8bl800HBIX 0moenos oboux ceryoouxos cepoya A16.10.031.001
Hcceuenue 301b1 acummempudHol cunepmpo@uu ¢ UCNOIb308aHUEM YPE3A0OPMATbHO20 O0CMYNA
A16.10.031.005 Mcceuenne MBIIIIEYHON TKAHU B 30HE THIIEPTPOPUU C PEKOHCTPYKIIUCH

MOJIOCTEH KEITYNOYKOB CEPILIA) wru smarnonosoi cenmanvhoti abaayuu (ICA). Onpedensowum paxmopom

01 docmudicerus xopowiux pezyaomamos CMO u DCA agnaemcs onvlm KIUHUKU, KOMOPBIU O0IXHCEH USMEPAMbCs
bonee uem 50 npoyedypamu, 8blnoaHAembiMU 8 200, U boaee wem 20 npoyedypamu, bINOIHAEMbIMU CEPOSUHO-

COCYOUCBIM UL PEHIN2EeH-DHO08ACKYIAPHLIM Xupypeom [3,123,465-471].

Peoykyusa MPKII O0ondxcHa 6bINOIHAMBCA ONBIMHBIM CHEYUATUCTNIOM, PADOMAOWUM 8
MYTbMUOUCYUNTUHAPHOU KOMaHOe dKkcnepmos 6 nedvenuu ' KMII.

Toxazanus x pedykyuu MIKII npeocmasnensi 6 [punoscenuu b 10.

Aneopumm OuacHocmuxku u 6paueOHOU MAKMUKU NPU CUHKONAIbHLIX COCMOSAHUAX
npeocmaenen 6 Ilpunooxcenuu bS.

Aneopumm 6v160pa Xupypauueckoeo/I3H008ACKYIAPHO20 EMEUAMENbCNEA Y NAYUEHMO8 C
T'KMII npeocmasnen 6 l[Ipunoscenue b5.) (cm. makace pexomenoayuu k MPT).

Aneopumm evibopa memooa pedykyuu MIKII npu I'KMII npeocmasnen 6 Ilpunoxcenuu
bo.

Cpasnenue CM3O u 3CA npeocmasneno Ipunosxcenuu b 11.

e [lanmenram I'KMII ¢ nokasanusamu k penykunu MOKII m umeronmum mokasaHus AJis
JIPYTUX XHPYPTHUSCKUX BMEIIATEIbCTB (AHOMAMK MANWUISIPHBIX MBI,  YXYAIIAIONTHE
obocrpyknuto B BT JIK, anomamuu crBopok MK, Tspkenas MH ve SAM-acconmupoBannas, OI1,
MHOTOCOCYAMCTOE TOPaKeHNE KOPOHAPHBIX apTePHil I APyrue COMyTCTBYIONINE 3a00eBaHuS,
TpeOyolue XUPYpruueckoro JIEYeHHs]) PEKOMEHIYeTCS BBINOJHEHHE XUPYPTrU4YecKOn
MHOKTOMHH B OIBITHBIX IIEHTPaX, Kak Ooiee TNpeAnodYTHTeIbHBIA MeTon, 4yemM DCA
[1,3,380,469,470].

EOK IB (YA 2 YYP B)

KommenTapuii: «muoskmomuss no Moppoy (MOITOW) 6 ycrnogusix ucKkyccmeeHHo2o
KpOB00OpAWeHUA» MPAHCAOPMATbHBIM docnynom ycmpansem oocmpykyuio BTJDK, evizéannyio
eunepmpoghuposannou MIKII, oonaxo me ycmpamnsem aunomaruu MK, enocawue exiad 6
napacmanuu 1] BTJ/DK u  pazeumue mumparvhou  Hedocmamounocmu  (SAM-

accoyuuposannoi) [472].



Messmer B.J. ¢ coasém. ycosepwencmeosanu muodsxkmomuro no MOrrow, pacwupus
obnacmo pezexyuu eunepmpoguposannou MIKII 6 anuxarvhom nanpasnenuu Kk ocHosanuio 1M
[473].

Ilpu evisisnenuu 08yxyposHesot oocmpyxyuu (yeerudennviti 1/] 6 BTJDK u na yposue
cpeonel yacmu norocmu JDK) muosxmomus modxcem 6vimsb pacuupera 00 cepeoursbl noiocmu
JDK u 6okpye ocnosanus nanunnapHvix meiuiy (A16.10.031.003 Hcceuenue muluieunot mxkanu 6
30He eunepmpoguu npu COYemaHHou OOCMPYKYUU 6bl6OOHBIX OMOEN08 0DOUX IHCETYOOUKO
cepoya A16.10.031.001 Hcceuenue 30Hbl aCUMMEMPUUHOU 2UNEPMPOPUU C UCNONB30BAHUEM
upezaopmanvrozo oocmyna A16.10.031.005 Ucceuenue mvluteunoti mkanu 6 30He 2unepmpoguu
€ peKoHCcmpyKyuell noiocmett Jcey0ouKkos cepoya)

B cneyuanusuposannvix yenmpax, umerowjux Haubonrbwull Onvlim no 1e4eHuio nayuenmos
¢ I'KMII, ucnonv3yemcs mpaHCcanuxkaibHulll OOCMYN, HANPAGIeHHulll Ha cHudcenue 1] u
VMeHbUleHUe CUMNMOMO8 y NAYUEHMO8 co cpedHedcenydouxosoli oocmpykmusnou ['KMII. B
peoxux cayuasx npu  08yxyposHesou oocmpykyuu JIXK ucnonwbzyiom KOMOUHUPOBAHHGLL
MPAHCANUKATLHBIUTMPAHCAOPMATbHBLLL oocmyn unu npagodceny00UKo8bltl u
mpancaopmanvHoiii docmynwi [89,392,474-476].

Ilpu cpeonesicenyoouxosou obcmpykmusnot I'KMII, npu omcymcmeuu 6blpadceHHbIX
AHOMANULL  MUMPATLHO20 KIANAHA MOdcem OblMb GbINOIHEHA MUOIKIMOMUSL U3  NPABO2O
JHCENYOOUKA MPAHCEBEHMPUKYIAPHBIM UIU MPAHCHPEOCEPOHBIM 00CHYROM. DMOm XupypeuvecKui
docmyn umeem NpeuMyujecmeo nepeo mpaHcaopmaibHblM 0OCHYNOM y NAYUEHMO8 MOI00020
6o3pacma c evipadicennou eunepmpodpuei MIKII ecnedcmeue 6onee HU3K020 pucka pazeumuis
ampuosenmpuxysipusix onoxao [477,478].

Ipu svisignenuu 08yxacenyooukosou oocmpykyuu (veenuuennwiii 17 6 BTJDK> 50 mm pm.
cm. u ysenudennwii 1] 6 BTIDK> 16 mm pm. cm.) modcem NpUMEHAMbC KOMOUHUPOBAHHBILL
00Cmyn: mpancaopmanbHulM 00Cmyn u oocmyn co cmopouwvt I1DK.

B cneyuanusuposannvix yenmpax, umerowjux Haubonrbwull Onvlim no 1e4eHuio nayuenmos
¢ T'KMII, npu ewiseneHuu 08yxaiceay0ouKkosou oOCMpPyKyuu, npu OMCYMCmeuu aHOMAaIui
NOOKNIANAHHBIX CIMPYKIMYD MUMPATbHO20 KIANAHA MUOIKMOMUS MOdCem Obimb BbINOIHEHA U3
IDK mpanceenmpukynapruim unu mpancnpedceponvim oocmynom [123,466,479,480].

Anomanuu cmpyxkmyp annapama MK, accoyuuposannvie ¢ I'KMII, Oondxcuvt Obimoe
yempanenvl 60 8pems onepayuu ¢ yeavto cHudxcenus 1/] ¢ BTJDK 6e3 3amenvt mumpanvno2o
K1anaua.

Tlokazamenamu s¢hpexmuenocmu npoyedypol muoskmomuu npu IXOKI aenaromcs:

1. Konmaxm nepeoneii cmeopxu MK u MKII (SAM-syndrome) omcymcmeyem;

2. Ocmamounwiti I/ 6 BTJDK npu nposoxayuu donsicen ovime ne oonee 20 mm pm. cm.;



3.0mcycmaue 8bipasicenHol pe3udyaibHOU MUmMpanbHou pecypeumayuu <5%.

Hooicenanus nayuenma (nocie noopooOHO20 00CYHCOEHUS BAPUAHMOB NeHeHUs]) UMelom
3HaueHue O/ NPUHAMUSA OKOHYAMETbHO20 PeUleHUs.

Bvibop memooa peoykyuu MIKII Oondwcen  ochogvleamvbcsi HA — MWAMENbHOM
00C1e0068aHUU NAYUEHMA U 0OCYHCOCHUU MYTbIMUOUCYUNTUHAPHOU KOMAHOOU CReYUATUCTOS.

e [lanmenram ¢ I'KMII, kotopeiM noka3zaHo BeinonHeHue pexykuuu MIKII, nepsuynOe
U30JUpOBaHHOE Tpore3npoBanne MK He pekoMeHAyeTcs C LeNbl0 yCTpaHEHUs OOCTPYKLIUHU
BTJIX [1].

EOK IIIB (YAA 5 YYP C)

KomMmenTapuii: npomesuposanue MK conpososxcoaemes  xyowum omoanieHHbiM
NPOCHO30M 8 CpasHenuu c e2o pekoHcmpykyueu. IIpomesuposanue MK 6 oononnenuu x
MUOIKMOMUU 3HAYUMETLHO NOBbLUUAEN 20CNUMANbHYIO Temanvhocmsb [481,482].

¢ V nmanuentoB ¢ o6ctpyktuBHOM ['KMII 1 MakcuManbHOM TONIIMHON MEXKKETyI0YKOBOM
neperopoaku <17 MM PEKOMEHIYeTCsl PacCMOTPETh BO3MOXKHOCTH BBIITOJHEHHS OTKPBITOTO
KapIMOXUPYPTrUYE€CKOr0 BMEIIaTeNIbCTBA HAa MHTPAIbHOM KJlallaHe M €ro MOJKJIAIlaHHOM
anmapare ¢ 1enpto ycrpaneHus oOcTpykuuu BTJDK (ucceuenue MbllieuHoil TKaHM B 30HE
THIEPTPOQHU B COYETAHHUHU C TUTACTUKONW MUTpajibHOrO KiamaHa) [1,3,483,484].

EOKIIb C (YAA 2 YYP C)

Kommenrapmii: ¢ 2015 Ferrazzi P et al. onucan pesyrnomamer mexnuxu «neany6okou
MUOIKMOMUYU U  pe3eKyul BMOPUUHBIX XOpo» V nayuenmos ¢ oocmpykmuenoi I'KMII u
OMHOCUMENILHO MOHKOU nepe2opookol. bvina npodemoncmpuposana >¢hexmuenocms memooa
6 cruuscenuu I'J] 6 BTJDK ¢ 82 + 43 mm pm.cm. 00 9 + 5 mm pm.cm. [485]. Dma memoouxa dvina
80CNPOU3BOOUMOU U BOCPEOOBAHHOU U MAKIICE 3ACTYHCEHHO noayyula pazeumue 8 Poccutickou
Deoepayuu [469,484].

Takowce epynnoii  aémopod noo pykosoocmeom boeauesa-Ilpoxkogvesa AB  6Oviio
NPOOEMOHCMPUPOBAHO, YMO OONOIHUMETbHOE K MUOIKIMOMUU BMEUUAMENbCMBO HA MUMPATbHOM
kaanane oonee s¢hgpexmusno nossonsiem ycmpanums SAM-accoyuuposannyio MP [469].

Omoii oce epynnoii agmopos OvLIO0 NPOOEeMOHCMPUPosano, ymo npomezuposanue MK 6
cpasHenuu ¢ pexoncmpykyueti MK conposodcoaemcs xyouum OmoOaieHHbIM HPOSHO30M U
bonbUUM KOTUYECMBOM MPomboombonuueckux ocroxcrnenutl [468].

Veselka J et al. mpooemoncmpuposan, umo OCA nayuenmam c¢ MIKIT < 16mm,
conpogodicoaemcss maxou dice ppexmusHocmovro ¢ mouku 3perus peoykyuu 1J] BTIDK;
OONLUWUM  YUCTIOM UMNIAHMAYUU NOCMOAHHLIX DNEKMPOKAPOUOCMUMYNIAMOPOE, HO  JYUUUM

npoenosom, Hedxcenu nayuenmot ¢ MOKIT > 16mm [452].



e VYV OONBHBIX C anmuKadbHOM W cMmemaHHoW (opmamu HeoOcTtpykTuBHONH ['KMII ¢
KIMHUYECKUMH CHMIITOMAaMH CTEHOKapAWM WM ofblmku Ha ypoBHe 3-4 DK XCH,
COXPaHSIOIIUMHUCS, HECMOTPS Ha MPOBOJUMYIO0 MAaKCUMAJIbHYIO MEIMKAMEHTO3HYIO Teparuo, a
taxke XCH c coxpanennoit @B JIK u maneim pasmepom nonoctu JOK (nupexe KJ1O JDK < 50
mi/mM2, uaaekc YO JDK < 30 mur/m2), peKOMEHIyeTCsl pacCCMOTPETh BO3MOXKHOCTD BBITTOTHEHUS
omepanuu 1Mo pemojaenupoanuto nonoctu JOK (CMD) tpaHcanukaabHBIM, TpaHCAOPTAIbLHBIM
WK KOMOMHHPOBAHHBIM JIOCTYIIOM OIBITHBIMH XUPYpraMu B CHEIHAIM3HPOBAHHBIX IEHTpPaX
JUIsL YAYYIIeHUs] CHMIITOMOB 3a0ouieBanus [486—488].

EOK uet/PKO I1b C (YA 2 YYP C)

Takum obpazom, ICA maxoice modrcem 6bimb paccMOmMpeHa Kaxk aibmepHamueHas onyus
Y RAYUEHMO8 ¢ « MOHKOU» Nepe2opoOoKoll.

Cneyuguueckozo 06e3601u8anus npu Xupypeuieckux u UHBAZUSHBIX BMEeUlamenbCmeax
nayuenmam ¢ I' KMII ne mpebyemcsi.

3.2.2 UuBazuBubie MeToabl JedyeHus OII nammenros ¢ 'KMII

e V mamuentoB ¢ obctpykruBHoit ['KMII, xotopeiM He mokazana peaykuus MXKII u
Jpyroe BMEIIaTeIbCTBO Ha KJalaHaX MM KOPOHAPHBIX apTEpUsX, PEKOMEHIYETCS pacCMOTPETh
BO3MOKHOCTH BBIMIOJTHEHUSI PAJMOYACTOTHOM abialuu apuTMOTeHHBIX 30H, eciau @II He moxer
ObITH TIpelOTBpallieHa aHTUapuTMuyeckoil Tepanued, wuimu YCC He KOHTpOIHMpYyeTCs
JICKapCTBEHHBIMHM TIperaparaMd, WIM CBSi3aHA C HENEPEeHOCUMOCTBhIO WM TMOOOYHBIMHU
JICWCTBHUSIMH JICKAPCTBEHHBIX mpemnaparos [3,128,148,373,439].

EOK IIb C (YA 5 YYPC)

e V mnanuentoB ¢ ob6ctpyktuBHo I'KMII, ocnoxuénnoif ®II, pedpakrepHoil
dbapmakoTepanuu, PEKOMEHIYETCs BhIMOJHEHWE orepanuu Maze («Jlabupunt») nubO ee
MOIU(UKAIUIO C TMPUMEHEHHEM paJuOvyacTOTHOM W KpUO-abJlallud TP  BBITIOJHEHUU
XUPYPrHYECKOW MHOIKTOMHH JIJTsi KOHTPOJIst puT™a [1].

EOK IIaB (Y15 YYP C)

Kommenmapuii: 6 wnacmoswuii MOoMeHm Hem O0O0KA3AMeENbCMs, Umo Hnpoyeodypa
«/labupunmy y nayuenmos c¢ obcmpykmusrnou ['KMII, nodsepearowuxcs xupypeuueckotl
MUOIKMOMUU, YIYHUaem omoaileHHylo svixcusaemocms [489].

Tem He MmeHee, OaHHOE BMEUWAMENLCMBO MONCEM CHOCOOCMBO8AMb  OUMENbHOMY
COXPAHEHUIO CUHYCO8020 pumma y 3moii kocopmol 6onsHbix [490].

Ecnu  onepayua «Jlabupunm» noxazana, mo GbINONHAMbBCA OHA OONCHA KAK
conymemeyowjas, nocie KOHCUIUYMA MYTbMUOUCYUNTUHAPHOU KOMAHObI, XUPYP2OM, UMEIOWUM

ONbIM BbINOJIHEHUSL NOOOOHO20 BMEULAmelbCmed.



B yemwmpax, wucnonvsyrowux onepayuro «Jlabupunmy (moouguxayus Il u IV),
ommeuaiom, umo y nayuenmog c¢ I'KMII smo OononnumenvHoe 6mewamenrscmeo npu
XUPYpeUYeCKOU MUOIKMOMUYU ABTIAEMC Oe30NACHbIM U I PeKMUBHBIM.

Xupypeuueckoe neuenue @I y nayuenmos ¢ I' KMII menee ycnewrno, uem 6e3 I'KMII.

Ilpeouxmopamu  nHeagppexmuenocmu  nevenus @I npu TKMII  senaromces:
8bIPAJICEHHOCMY 2unepmpouu u ouacmonudecko oucghynkyuu JDK, ounamayus npedcepouil,
onumenvrocms u mun PII.

Hanuuue conymcmeyioweii opeanuueckoti namonocuu, 6vloop memoda U cxema
XUpypauueckol U30NAYUY, a MAaKdHce ONblMm Xupypea ONpeoeisiiom YCNeuwHoCms Hpoyeoypbsl
xupypeuueckozo nedenus PII y nayuenmos ¢ 'KMII.

Ilpu kamemepnou abnayuu nayuenmam ¢ I'KMII u ®@II wawe mpedyromces nposedenue
HOBMOPHBIX NPOYEOVP.

Pemooenuposanue npeocepouii, zasucumoe om I'KMII, moocem nosuusmv Ha uUcxoo,
oadice ecnu npoyeodypa UHA4aIbHO YCHEeUHd.

3.2.3 PexoMeHIAIIMH 110 NMPAKTHYECKUM ACHEKTAM HMMILIAHTAIIMHM KApJAHOBEpTEpPA-

nedpuopuaagaTropa***

Anroputm nepBu4HONl U BTopuuHOM mpodunaktuku BCC y manmentoB ¢ ['KMII
npezcrasieH B Tabmuue [Ipunoxenne b7.

[lIxana onenku pucka BCC y manmenTos ¢ ' KMII (eBponeiickast Moniens) mpeacTaBieHa
B Tabnuue [12, npunoxenue 1°2.

kana ouenku pucka BCC y mnamuentoB ¢ I'KMII (amepuxanckas MOAETb)
npenacrasiena B Tadnuie 113, npunoxenue 2.

AmepukaHcKkass Moneiab 1o3Bosigser oueHuBarb puck BCC y manumeHToB €
HU3KUM/CPETHUM PUCKOM.

Hanuuue pacnpocrpanenHoro ¢pubposa, onennsaemoro no ITHI' mpu MPT (> 15% or
Mmaccel JIK) saBnsercs nmpenukropoM pucka BCC nmpu 'KMIIL. OTtor mokaszarens HE BXOAWT B
€BPOIEHCKYI0 MOJIENIb CTPAaTU(QUKAIIMKN PUCKA, OJJHAKO, €CJIM Y MalMeHTa HU3KUI W cpeaqHuil’
puck BCC (<6%), a npu MPT mnomane ¢ubpo3a > 15% ot maccel JDK — 310 sBnsiercs
JIOTIOJTHUTEIIBHBIM apryMEHTOM B T0JIB3y ycTanoBky MK/I*** [131,491].

[kansr He npumenuMbl k nanueHtaMm ['KMII mocne CMO 3a cuer TOro, 4ro
YCTPaHAIOTCA KJIIOUEBbIE TapaMeTpbl pacuera, Takue kak ['J[ B BTJDK, Tommmua MXII,
npoucxomut pemozaenuposanue JOK u T.n. Tem He MeHee, TpeOyeTcs nanbpHeHmas OIeHKa
puckoB BCC nocie xupyprudeckoro Je4eHus ¢ LeNblo onpeneneHus nokazanui k MK/,

Mogens HCM Risk-SCD moxeT ObITh HCIONB30BaHA AJI IPOTHO3UPOBAHUS BHE3ATHON

Cep/IevHON CMEpTH y marueHToB, neperecmx DCA [368].



e VYV nmamuentoB ¢ 'KMII, nepenecunx ocranoBky cepana no npuuune KT wim XK, nium
NP HAJIIMYHUKM 3MU3070B CrOHTaHHOW ycTounBod KT, mpuBojsieid K MoTtepe CO3HaAHUS WU
HapylIEHUsM TIE€MOJMHAMUKH, NpPHU OXUJAEMOW MPOAOIDKUTEIBHOCTH >KM3HM >1 Toma
pekomenayercs ycranoska MKJ[*** [3,131,138,139,325,326,492].

EOKIB (YAA5YYPCO)
Kommenrapuii: o0na egepugurkayuu apummuu 8 OMOENbHLIX CAYUAAX — MOMCEM
BbINONHAMbCS UHBAZUBHOE LEKMPOPUIUOTIO2UYECKOe UCCTe008AHUE.

e VY nanuenToB ¢ [ KMII nsaTuneTHU puCK BHE3AITHOM CMEPTH PEKOMEH1yeTCs OLICHUBATh
IpY [IepPBOHAYAILHOM OOCIIEIOBAaHUH MALMEHTa, a TaKXkKe Kakple 1—2 rofga uiu npu W3MEHEHUN
KIMHHYEeCcKoro craryca [3,131,139,243,368,369].

EOK IC (Y4 YYPC)

e Pexomennyercss BbInoHeHue ycraHoBku WKI*** y mpamumentroB T['KMII ¢
NpeAnojaraéMbIM  S5-J€THUM  PUCKOM  BHE3almHOW cMmepth > 6% U oxujgaeMon
MPOAOJDKUTENBHOCTRIO KHU3HU > 1 roma mociie MOAPOOHOTr0 KIMHMYECKOTo 00CeoBaHUS C
OIICHKOM pHUCKa MOCIEnyIomuX ocinokHeHnit u Biausiuuga UKJ[*** na oOpa3 »xu3Hu, colmaibHO-
HKOHOMHUYECKHUI CTATyC M MCUXoJornueckoe 3a0posne [131,139,243,282,368].

EOK llaB (YAA 3 YYPA)

e Pexomenayercsi BbINOJIHEHHE ycranoBku MK JI*** C IENbI0 TEPBUYHOU
npodwmiaktuku BCC nanuentam ['KMII B Bo3pacte 16 jer u crapiie ¢ MpOMEXYTOUHBIM 5-
netauM puckoM BCC (>4 — <6%) u:

(a) sHauntensubiM [THI ipu MPT (>15% maccer JIXK); unu
(b) ®B JIXK <50%; nu

(c) aneBpu3moit Bepxymiku JIXK [2,131,139,493].

EOK IlaB (Y14 YYP C)

e PexoMeHayeTcsi paccMOTpeTh BO3MOKHOCTBL ycTaHOBKM MK]I*** ¢ nienbio nepBuuHOM
npopunaktuku BCC npu 'KMII nanuentam B Bo3pacte 16 JeT u crapiiie ¢ npearnoaaraeMbiM S-
netHuM pruckoM BCC >4 — <6% 6e3 nononHuTenbHbIX (hakTopos pucka [139].

EOKIIb B (YA 5 YYPC)

e Pexomenayercsi paccMOTpeTh BO3MOKHOCTb ycTaHOBKM MK[*** ¢ menpio mepBuyHOMA
npodmiaktuky nanueHtam ['KMII B Bo3pacte 16 jeT u ctapiie ¢ HU3KUM Pacue€THBIM S-JIETHUM
puckom BCC (<4%) u
a) 3HaunTenbHbIM npouentoM [THI™ mpu MPT (>15% maccer JIK); nnu
(b) ®B JIXK <50%; nnu
(c) JIXK anukanbHoi aHeBpu3Moii [139].

EOK 11b B (YL 5 YYP C)



e PexoMeHayeTcsi paccMOTpeTh BO3MOKHOCTb  BBITMIOJIHEHUS PAIMOYaCTOTHON a0IsAuu
ApPUTMOTEHHBIX 30H B ONBITHBIX IEHTpPaxX OTIEJIbHBIM THIATEIIBHO OTOOPAaHHBIM MAlMEHTaM
[KMII ©u peuuauBUpYIOLUMMH, CHMITOMAaTHYECKUMH YCTOWYMBBIMH MOHOMOP(HBIMHU
napokcm3Mamu KT wnm wacteimu  cpaGarbiBanusmu UK/*** B cBa3um ¢ ycToMYMBBIMU
MoHoMop(hHbIMU mapokcuzMamu KT, npu HeIPPEKTUBHOCTH aHTUAPUTMHUUYECKUX IPENaparos,
YX HENePEHOCHMOCTH WJIM HAJIMYUH K HUM NpoTHBoIoKa3zanuii [139].

EOKIIb C (YAA5YYPC)

3.2.4 PexkoMeHIAIIMM N0 MMILIAHTAIIMM _BCIIOMOIATEIbHBIX JIEBOKEIYI0YKOBBIX

YCTPOICTB

e VYV Hekoropeix manueHtoB 'KMII ¢ tepmunansuoii craaueit XCH, KOoTOpbi€ SBISIOTCA
KaHJUJaTaMu JUid TPAHCIUIAHTAllMK CEpAlla, PEeKOMEHAYeTCsl PaccMOTPeTb BO3MOKHOCTH
UMIUTAHTALMN YCTPOHUCTB MEXaHMYECKOH MOAACPKKU KPOBOOOPAIEHUS HA TIEPUO]] HAXOXKICHHS
B JiicTe okuaanus [277,319,494,495].
EOK IIb C (YA 4 YYP C)

Kommenmapuii: 6 muposoii npaxmuxe 50% onepayuii no nepecadke cepoya
8LINOIHAIOMCA HA (QoHe npeduwiecmaylowell UMNIAHMAYUU  YCMPOUCME MeXaHU4ecKol
noooepoicku kposooopawenusi [319]. Ho onvim ucnonvzosanus ycmpoucme 6CnoMo2amenbHo20
Kposoobpawenus y nayuenmos ¢ I'KMII oepanuuen. B oonom uz cucmemamuyeckux 0030pos
ObIIO  YCMAHOBNIEHO, YMO UCNONb308aHUE NO00OHbIX cucmem Y nayuenmos c¢ [I'KMII
CONpPOBOAHCOANIOCh OONLUUM PUCKOM NEPUONEPAYUOHHOU U KPAMKOCPOUHOU JNemalbHOCHU,
nPaAgodHCceny00uUK080OU HEOOCMAmMOYHOCMY, UHGeKYul, KpoGomeyeHull, UHCYIbMmd, HNOYEYHOU
He0oCmamo4HOCMU U ApuUmMMUU 8 CPAGHEHUU C NAYUEHMAMU ¢ OUNAMAYUOHHOU U UULeMUYECKOLL
kapouomuonamueti [496]. Tem ne menee, Hekomopvle pempoOCHEKMUEHbBIE UCCIEO08AHUS
APOOEMOHCMPUPOBALU OMCYMCMEUE PAZHUYBL 8 UCX00AX Medxcdy smumu koeopmamu [497,498].

Hayuenmvr ¢ I'KMII mpaouyuonno cuumanucov He npucoOHbiMu OJisl UMIIAHMAYUU
YCmpOUCmME 8CNOMO2AMENbHO20 KPOBOOOpAWEeHUs U3-3a MAO NOAOCMU J1eB020 HCENYOOUKd U
OMHOCUMENbHO COXPAHHOU pparkyuu evlopoca. Heckonvko cepuil cyyaes npooemoHCmpuposau,
YUMo UCNONL308AHUE YCMPOUCME C HEeNpepul8HbIM NOMOKOM CONPOBOHCOAEMC NPUEMAEMbIMU
pe3yibmamamiu, 0COOeHHO Y NaAyueHmos ¢ 06OIbUUMU pasmepamu NOAOCMU J1e8020 HCelyO0UKd
(>46-50 mm) [497,499].

3.2.5 Tpanciianrauus cepaua v nanuesros ¢ F'KMII

o V mamuentoB ¢ I'KMII, umeronux ®BJIK <50% u cumntomer XCH II-IV ®OK, nan
HEYCTPAHUMBbIE  JKETyAOYKOBBIE  apUTMHH, HECMOTPS Ha  ONTUMAJbHYIO  TEpaIluio,

PCKOMCHAYCTCA BBIIIOJIHCHUC OpTOTOHquCKOﬁ TPpaHCIUIaHTAOUWU CepAla NIpHh HaJIWU4YUU



MoKa3aHui u OTCYTCTBHE MIPOTUBOMNOKAa3aHU I JUISE ee BBITIOJTHEHU ST
[1,156,157,192,319,321,323,494,500].
EOK IlaB (Y14 YYP C)

Kommenmapuir. npu 3-4 cmaouu I'KMIT no Olivotto npucoeounsiomes
OononHumenvHole  MOPPOPYHKYUOHATbHbLE ¢enomunevr  coenacno  Kuaccuguxayuu
MOGE(S):ounamayuonnsiti penomun (0I KMII); ounamayuonnas cmaous I'KMIT (F'KMII +
JKMII) unu pecmpuxmusnwiii pernomun (I'KMII ¢ pecmpuxkmuenvim penomunom) [68].

Tpancnianmayus cepoya modcem ObIMb HCUSHEHHO BANCHOU cmpamezuell 1edeHus npu
I'KMII 6 koneunotl cmaouu 3a001e8aHus.

IInoxoti kKpamkocpouuslil npocHo3 y nayueHmos ¢ ouramayuonuou cmaouet I'KMII
npeononazaem yenecooopazHocmes 0ojee paHHe20 PACCMOMPEHUs aA2pPecCUBHBIX Memo008
Jle4eHUsl, NOCKOIbKY «OKHO B03MOJICHOCMEL) MOdicem Oblmb HeOONbUUM, 0COOEHHO Y NAYUEHMO8
C ceMetiHbIM anamue3om pazsumus ounamayuornnou cmaouu I'KMII.

Pazsumue ounamayus JDK y 6onvuvix I'KMII cnedyem sepugpuyuposamv na 0cHOBaHUU
ounamuxu  pazmepos JDK. aoxce «Hopmanvuviey pasmepvr JDK  mocym  o3mauams
«ounamayuounyio cmaoutoy npu yeenuvenuu KJP/K/[O JDK (npu ycinosuu Koppekmuozo
usmepeHus).

Ilocmmpancnaanmayuonnas evidcusaemocms y nayuenmos ¢ I’ KMII cxoona ¢ maxosoi
npu mpancniaHmayuu cepoya ecieocmsue opyeux npuyun [321,323,494].

o V manuentoB I'KMII ¢ ®B JIXK > 50% u cumnromamu XCH III-IV ®K, BrI3BaHHOM
JUACTOIMYECKON AUCPYHKIIMEH, pe3UCTEHTHON K JIEKApCTBEHHOW Tepanuu, IPU BHICOKOM pUCKE
HeOnmaronpusatHoro wucxofga penykumn MXKII wunm  Koppekuuu KIamaHHOW —TMaToJOTHH,

PEKOMEHAYETCHA PACCMOTPETh BO3BMOKHOCTDb BBITIOJIHEHUSA OpTOTOHquCKOﬁ TPpaHCIIaHTAalluN

cepz[ua HpI/I HaJInunuunu HOKa3aHPII>i nu OTCYTCTBI/II/I HpOTHBOHOKa?;aHPIfI
[1,156,157,192,319,321,323,494,500].
EOK Ilb C (VU1 4 YYP C)

KommenTapunii: msacenas XCH c¢ coxpanennoti @B JDK moocem nabniooamscs npu
T'KMII ¢ pecmpuxmuenom ¢henomunom coenacro xknaccugpuxayuu MOGE(S).

Hmoczoswtit anzopumm epavednou maxmuxu 6 3asucumocmu om cmaouu I'KMII u
sapuanma KAuHuYecko2o meuenus npeocmasinet 6 Ilpunoscenuu 9.

3.2.6 TakTuka Beaenus oepemennoctu npu ['KMII

e [Ipu 6epemennoctu namuentkam ¢ I'KMII pexomenayercss nmpoBeneHre cTpaTuduKaum
MaTepUHCKOTO PHCKA, MCIOJIb3ys MOIUGHUIMpOBaHHYIO Kiaccupukanuio BO3 marepuHCKHX
Cep/IeuHO-COCYTUCThIX ocnokHeHui [501-505].

EOK IC (YL 5 YYP C)



KomMeHTapuii: 6 wuodeane oyenxa pucka OO0adCHA NPOBOOUMBCA 00 3AYAMUSL.
bepemennvie ¢ I'KMII coenacrho mooupuyuposnanoti Kiaccugurkayuu MamepuHcKux cepoeyHo-
cocyoucmulx ocaodichenuti kiaccuguyupyromesi 6o Il - Il @K BO3, oonako coenacHo 0anHou
K1accugukayuu nayueHmKu He pasoensaomcs 8 3a8UCUMOCMU OM HAIUYUS UIU OMCYMCMBUs.
oocmpykyuu BTIDK, umo sensemcs cywecmeeHHbIM HeOOCMamKom OAHHOU Kidaccugurkayuu.
Cumnmomusie nayuenmku c¢ oocmpyxmusnot gopmoi I'KMII u I']] 6onee 100 mm pm cm 6
BTJDK moeym Ovimb coomueceHvl N0 2eMOOUHAMUKE U BO3MONCHBIM OCLONCHEHUIM 80 8DEMs.
bepemeHHOCMU U POO08 C NAYUESHMKAMU C MANACEILIM CUMAMOMHBIM AOPMATbHLIM CHEHO30M,
omuocawumcs k IV xknaccy @K BO3 u mpebyrwowue onepamusroco nedeHusi OCHOBHO2O
3abonesanust neped nianuposanuem depemennocmu. CoenaCuo npuxazy Ne736 om 03.12.2007e:
eunepmpoghuueckas KapOUOMUONAMUsL C BbIPANCEHHOU 0OCMpYKyuel 6bl600H020 MpAaKma
J1€6020, NpPABO20 UNU 00OUX JHCeNyOOouUKo8 U 2unepmpoduueckas Kapouomuonamus 6e3
06CcmMpyKyuU 861600HO20 MPAKMA J1€B020 AHCENYOOUKA CO CLONCHBIMU HAPYUEHUAMU CEPOEUHO20
PUMMA AIAIOMC NOKA3AHUAMU K NPEPLIBAHUI0 DepeMeHHOCU HA T10O0M CPOKe bepeMeHHOCMU.

e [lanmentkam ¢ I'KMII ¢ I'Jl B8 BTJDK 6onee 50 mm pt. cT. u 'KMII 6e3 obcTpykiumn
BTJDK co ClIOXHBIMH HapylICHUSIMH CEPACYHOIO pPUTMA PEKOMEHIYETCS MPOBEICHHUE
MYJIBTHIMCIUITIAHAPHOTO KOHCHJIMYMa O BO3MOXKHOCTH IUIAHUPOBAHUS OCPEMEHHOCTH W/WIIN
poJIoHrupoBanus 6epemennoctu [506].

EOK ner/PKO IC (YA 5 YYPC)

e OcmoTp nmauueHTok ¢ ooctpykTuBHOM (opmoit ['KMII win clnoXHBIMH HapylIEHUSIMU
pUTMa cepia BO BpeMsi OEpEMEHHOCTH PEKOMEHIYeTCsl MPOBOJUTh HE MEHee | paza B Mecsl
BPaYOM-TEPANICBTOM H/WJIH BPAYOM-KapAHOJIOTOM JJIsi CBOEBPEMEHHOTO BBISBIICHUS OCIIOKHEHHI
TEYCHUs1 OEPEMEHHOCTH CO CTOPOHBI cepieuHo-cocymuctoi cuctemsr [501,505,507].

EOK ner/PKO IC (YA 5 YYPC)

e Ocwmortp nauuentok ¢ 'KMII 6e3 o6ctpykuuu BTIDK u 6e3 cinoxHbIX HapylIeHUH puTMa
cepAla BO BpeMsl OEpeMEHHOCTH PEKOMEHAyeTcs MpOBOAMTH He MeHee | pa3a B 2 Mecsua
BpPaYOM-TEPANleBTOM  W/WJIM  BPAauyOM-KapAHOJIOTOM, JUII ~ CBOEBPEMEHHOTO  BBISBICHUS
OCJIOKHEHHH TeUeHHsI OEPEMEHHOCTH CO CTOPOHBI CepeYHO-cocyanucToit cucremsl [505,507].
EOK net/PKO IC (YAA S YYPC)

KomMenTapuu: 6o gpemsa ocmompa obazamenvra oyeHka noasieHuss HO8blX CUMNIMOMOS,
oyenka YCC, oyenka s¢ghgpexmusrHocmu npo8oOUMOLL mepanuu 8 Cryyae ee HaAuyusl.

e V mnanueHTtok ¢ obctpyktuBHOM ['KMII pexomenayeTcsi paccMOTpPETb BO3MOKHOCTh
IPONIOJDKEHUS Tepanuu OeTa-aapeHo0I0OKaTOpaMy, €CId OHW MPUHUMAI MX 10 OepeMEeHHOCTH
[501,503-505,508].

EOK llaC (YAA3YYPC)



e Tepanuio Oera-aApeHOOIOKATOPOM PEKOMEHIOBAHO HA4yaTh OCPEMEHHOW J>KCHIIHUHE C
I'KMII u cumnromamu obcrpykuuu BTJDK wmam mapymenwsmu putma cepama [501,503-
505,508].

EOK llaC (YAA5YYPC)

e [lpu tepanuu Oera-aApeHOOIOKATOPOM PEKOMEHIOBAHO KOHTPOJIUPOBATH COCTOSIHHE U
temi pocra moga [501-505,508,509].
EOK IC (¥4 5YYPC)

e [Ipu HenmepeHocMMOCTH OeTa-aApeHOOIOKaTOpOB y OepeMeHHoM x)eHmuHbl ¢ [KMII u
cumntomamu  ooctpykiuu  BTJDK  wunm  HapymieHusiMu  puTMa  cepilla  pEeKOMEHIyeTcs
Ha3HAYCHHE Tpenapara BTopoi tuHun — Beparnammia** [3,501,505,510].

EOK ner PKO IC (¥4 5 YYP C)

e bepemennsiM ¢ 'KMII npu passutun PII pekoMeHI0BaHO BBIOIHEHUE KAPAUOBEPCHH C
ONTUMAJILHOM 3aruTol oT 00nydyenus [147,148,501,505,511,512].

EOK llaC (Y444 YYP C)

e bepemennnpiM ¢ 'KMII u ®II mas nmpodunakTuku TpoMOOIMOOIMUECKUX OCIOKHEHHM
peKoMeHI0BaHa aHTHKoaryissHTHas Tepanus [148,501,503,505,508,511,512].
EOK IC (YAA5YYPC)

KomMmenTapum: pexomenoyemsie pedxcumvl anmuxoa2ynaumuou mepanuu npu I'KMII y
bepemennvix ¢ @I u onacnocmu, ceazamnvie ¢ mepanueil eapgapunom™*, npedcmasnenvl 6
maonuye 21 (Tabnuya 22, npunosxcenue A3). Bwibop npenapama — 2enapun™™
(HU3KOMONEKYIAPHBIU 2 pasa 6 0eHb ¢ 003UPOBKOU pacuumanHoll no eecy) unu eapgapun™* —
803ModCeH co 2 mpumecmpa bepmeHnocmu 0o 36-37 nedenu, ¢ noddepaicanuem yeiesoco MHO
2-3 [148].

e Hasnauenue naburarpaHa sTekcuiaTta™* win puBapokcabaHa**, niam anukcabana** e
pekoMeHayeTcst Bo Bpems 6epemennoctu [148,501,503,505,508,511].

EOK IIIC (YAA5YYPC)

e PeKOMEeH/I0BaHO paccMOTPeTh BO3MOXKHOCTh Tepanuu BappapuHoM™** mpu OII vy
OepeMEeHHBIX CO 2 TpUMeCTpa MU C 00s3aTeIbHON 3aMEHON Ha HU3KOMOJIEKYJISIPHBIA TelapuH C
36-37 nenenu 6epemennoctu [148,501,503-505,511].

EOK IB (YAA5VYYPC)

e bepemennbiM ¢ 'KMII 6e3 Tspkenoit oOctpykuuu, B cinydae npuema OAK c 3amenoit
BappapuHa®™™* Ha HU3KOMOJEKYIspHBbIM remapuH nepea poaamu (MHO wmenee 1,5) wu 0e3
Tsokesiod XCH ~ pekoMeHAOBaHO pOIOpa3pelIeHHe Yepe3 €CTECTBEHHBIE POJOBBIE IIYTH
[501,503,505,509,511].

EOK IC (¥YAA5YYPC)



KommenrTapmuii: spauebOnas maxmuxa 6edeHusi OepemeHHOCmU U pooopaA3peuleHus
npeocmasnena 8 Ilpunoscenuu b12.

Buvibop meduyunckozo yupedcoenus Ol 6e0eHUsi OepeMeHHbIX U pPOoOopA3peuleHUs
npeocmaener 6 [lpunooxcenuu b13.

Oepanuuenusi 8 6blOOpe Memo008 OUACHOCMUKU ) OepeMeHHbIX npedcmasieHvl 8 Tabnuye
23 (Tlpunoxcenue A3).

I1pu sedenuu bepemeHnocmu 1 pooo8 uHmMepecbl Mamepu O0JHCHbL OOMUHUPOBAMD.

Bonvuwuncmeso scenwyun ¢ neocnooicnennou I'KMIT omuocames no mooupuyuposanHnoti
knaccugpuxayuu BO3 mamepuncrkoeo pucka x knaccy I (BO3 ). Yacme cumnmomnwvix
nayuenmox omuocumcsi k¥ BO3 I, onu odomicnvl nabniooamscs 6 cneyuanuzsupoBaHHvix
yupexcoenusix (cm. maon.). Kenwunvr ¢ I'KMII, ocnooxcnennoti XCH u oucghynxkyueu JDK
(Ounamayuonnas cmaous uiu NPUCOeOUHeHUe PecmpuKmusHo2o Genomuna), OMHOCAMC K
knaccy N mamepunckoeo pucka, u um b6epemeHnocms npomugonokazaua. llpu ewvipasicennoti
cumnmomnou oocmpykyuu BTIDK (maxoce omnocamces x xnaccy N BO3) 6epemennocms
MOdiCem Cmams 803MOAICHOU NOCe NpedsapumenvHol koppekyuu oocmpykyuu BTJDK.

Tepanuro 6ema-aopenodorokamopom (memonponon™**, pesepsuviti — oOuconponon™**)
bepemennvin ¢ T'KMII Heobxooumo ocywecmenamos noo xowmpoirem HYCC u AJl, m.k.
upesmeproe cHudcenue AJ] modxcem npugecmu K YMEHbUIEHUIO MAMOYHO-NIAYEHMAPHO20
KPOBOMOKA U 3a0epicke eHympuympodono2o pazsumus niooa [3,20,501].

Kommpayenyus y scenuyun ¢ b6eccumnmomuou unu manocumnmomuou I'KMII ne umeem
KAKUX-1u60 0cobenHocmeti no CpaBHEeHUI0 cO 300POBbIMU.

Ecnu 'KMII ocnoocnunacoe XCH u @11, mo cnedyem ¢ 0CmoposCHOCMbIO UCNONIb308AMb
nepopabHble KOHMPAYEenmuesbl U3-3a pUCKa mpomoOOoIMOONUL, BOIMONCHO UX UCNONb30BAHUE NPU
adexeamnou anmuxoazynsnmuou mepanuu [3,20,501,505,509].

e Ummnanranuio UK*** nns npopunakruku BCC y sxeHmuH ¢ BeicokuM prckom BCC
pPEKOMEHIyeTCsl BBITIOIHATE Mepejl MlaHupoBaHueM oepementocTu [131,139,243,282,368,505].
EOKnuer/PKO llaB (YA 4 YYP C)

e PexoMmeHnayercsi OIleHMBaTh HEOOXoauMOcTh ycTaHoBku WKJ[*** mna npodunaktuxum
BCC Bo Bpems OepemeHHoctd 1o  eBponeiickoir  mkane (HCM — Risk-SCD)
[131,139,243,282,368,505,513].

EOK ner/PKO llaB (Y1 4 YYP C)

e PexomeHnpayercs BbIMONHEHHWE ycTaHoBku MKJ[***  Bo BpeMs OepeMEHHOCTH IpHU
BbIcOKHX puckax BCC ¢ yd4eTroM ONTUMANbHBIX CPOKOB OEPEeMEHHOCTH IMOCie 8 HeAelb C
ONTUMAJILHOM 3aruToi ot oomydyenus [131,139,243,282,368,505,513].

EOK ner PKO llaB (Y14 YYP C)



4. MequuuHCcKas peaduanTanus, MeAMINHCKHAE MOKA3aHUS U

NMPOTUBOINOKA3AHUSA K IPMMEHEHUIO MEeTO/I0B PeaduIuTaAlNU

CrnenmanpHbIX pekomMeHAanui no peadunuranuu nanueHToB ¢ ['KMII He cymecTByer.
[Tocme Xupypruyeckoro WIM 3HAOBACKYJIPHOrO BMemiareibcTBa mnmamueHram ¢ ['KMII
MIPOBOATCS TAKUE KE peabMIUTALIMOHHBIE MEPOTIPUATHS, KaK U MallUEHTaM C JPYrod cepAeuHO-

COCYHHCTOﬁ HaTOJIOFHeﬁ, NEPCHECIINUM XUPYPTUICCKHUE WUIIW DHAOBACKYIAPHBIC BMEIIATCIIbCTBA.



5. IIpodpunakTuka U AUCNIAHCEPHOE HAOII0/IeHNe, MeIUIIUHCKHE TIOKA3AHUS U

NPOTHUBONOKA3aHUSA K IPMMEHEHUIO MeTO/10B NPOPUIAKTUKHA

[Tpodunaktuku I'KMII kak 3a00eBaHUs HE CYIIECTBYET.

[Tpodpunakruueckue meponpusTus y nanuentos ¢ ' KMII 3akinroyarorcs B mpopriIakTHKE
OCHOBHBIX OCJIO)KHEHHIA 3a00JIeBaHus, KOTOpBIE TpeicTaBieHbl B Tabnuue 24, [Tpunoxenue A3.

O6mme pexoMeHmanuu 10 00pasy >ku3Hu mnamueHty ¢ [KMII npencraBieHsr B
[Tpunoxenuu B.

JAucnancepnoe Hadawnenue nanuentos ¢ F’KMII

[Manmentsr ¢ T'KMII HyxkmaroTcs B TOXU3HEHHOM HAONIONEHUU JUIS  BBISBIICHUS
M3MEHEHUH B CUMIITOMATUKE U MPEAYIPEXKICHUS OCIOKHEHUI.

Ha navanpHOM 3Tane MeIMKaMEHTO3HOIO JICUYEHHMs IIJIAHOBBIE IMOBTOPHBIE BHU3UTHI K
Bpauy eJlaTreabHO MPOBOIUTH uepes 6, 9, 12 mecsueB (pu HE0OXOAUMOCTH Yallle) JJIsl OLEHKH
NepeHOCUMOCTH, 3(P(PeKTUBHOCTH U O€30IaCHOCTU JICUEHUS, a4 TaKKE KOHTPOJS BBINOIHEHUS
BpaueOHbIX pexomennanuid. [Ipu HemocTtaTouHON >(PPEKTUBHOCTH U IJIOXOH MEPEHOCUMOCTH
MPOBOAMMOIO  MEIAMKAMEHTO3HOIO  JICYEHUsT PEKOMEHJIOBaHAa 3aME€Ha  HCIO0JIb3yeMOIo
JIEKapCTBEHHOTO INpenapara ¢ MOCJIEAYIOIUM KOHTPOJIEM IPOBOAUMOIO JIEUEHHUS.

e Bcem mnammentam ¢ ['KMII, Bkitoyass HocuTened MaTOJIOTMYECKUX MyTanui 0e3
(EeHOTUNIMYECKUX NPOSBICHUNA OO0JIE3HM U MAUEHTOB C OECCUMOTOMHBIM TEYEHHEM
3a005ieBaHUsl, PEKOMEH/IOBAaHO JIMHAMUYECKOE HaOoAeHue (Bpay-TepameBT, Bpad oOIein
IIPAKTHKH), B XOJE KOTOPOIO OLICHUBACTCS XapakTep U BBIPAXCHHOCTb KIMHUYECKHUX,
MOp(OJIOrMYECKUX U TeMOJUHAMUYECKHX HApyIIEHWH W oIpenessercs: JieueOHas CTpaTerus
[3,20,132,385,514-517].

EOKIB (YAA5YYPC)

e V KIMHMYECKH CTAOMJIBHBIX MAlMEHTOB peKkoMeHaytoTca mnoBropHble TT-DXOKI
kaxzapie 1-2 roxaa [3,20,515-517,132,159,233,246,278,282,385,514].
EOK IC (YAAS YYPC)

e [loBropubie OXOKI-uccnenoBanust pexkoMmeHayrorcs mamueHtaM ¢ [KMIT ¢
WU3MEHEHUSMU B KIMHUYECKOM CTAaryce WM IMOSBIEHUEM HOBBIX CEPACYHO- COCYIHUCTBIX
nposisienuii [3,20,515-517,132,159,233,246,278,282,385,514].

EOKIB (YAA5YYPC)
e 48-yacoBoe XM ceplieuHOro puTMa peKoMeHyeTcsl Kaxaple 12—24 Mecsia KIMHUYECKU

CTaOWJILHBIM TAITUCHTAaM, KaXJble 6—12 — MecsImeB MalueHTaM ¢ CHHYCOBBIM PHUTMOM |



pasmepom JIII >45MM WM TpU  MOSABIEHWHM HOBBIX Kajlo0 Ha  cepareOueHus
[3,20,129,243,246,373,518].
EOK IC (YAASYYPC)

e PeKOMEHJ0BaHO PAacCMOTPETh BO3MOXKHOCTH MPOBENEHUS HArpy304HOTO TECTHPOBAHUS
Kaxable 2-3 rofa Ans KIMHUYECKH CTAaOWJIBbHBIX NAIllMeHTOB W KAXKIBIH Trog — TIpHU
nporpeccupoBanuu cumnTomos [3,20,275,278,336].

EOK IIb C (YA 5, YYP C)

e PeKoMEHI0BAaHO PaCCMOTPETh BO3MOXKHOCTH ITpoBeneHus MPT cepana kaxablie 5 net s
KIIMHUYECKU CTAOMIIbHBIX MAIMEHTOB U KaXKble 2—3 rojja — MalHUeHTaM ¢ MPOTrPeCCUPOBAHUEM
3abonesanus [3,278,519].

EOK IIb C (YAAS YYP C)

e [lomnoe o6cnenoBanue, Bkmoyaromee DK u TT-DXOKIT u XM cepaeuHoro purtma,
pexkoMmeHyeTcsi B TeueHue 1-3 mecsueB u 6—12 mecsueB nocne nposenenus peaykunu MOKIT
[3,228].

EOK IC (¥YAASYYPC)

KommenTapuii: neomvemnemoti uacmolo meponpusamuil npu JeyeHuu u OUHAMUYECKOM
Habmooenuu 3a nayuenmamu c¢ I'KMII oondcho Ovimb nosviuieHue ux 00pazoeamenbHO20
yposHa. Ecau Oadice 8pay pazpabomaem ONMUMANbHYIO NPOSPAMM)Y JleyeHUs OJisl Ka# 0020
KOHKPEmHO20 NayueHma, nposecmu ee 8 HCU3Hb 0yoem 6ecoMda CIO0MHCHO NPU HATUYUU HUZKOU
Momusayuu K neyenuro. Bce npumensemvle Memoouvl ieyeHus U npoQuiaKkmuky 00IH#CHbL Obimb
0bcydxcoenvl U coenacosanvl ¢ nayueHmom. Ilpu evibope pedicuma HasHauewus npenapama
HeoOXo0UMOo yyumvleams 00pa3 HCU3HU nayueHma. Bce pexomenHOayuu, oasaemvlie nayuewmy,
00IHCHBL DBIMb ACHLIMU, YEMKUMU U COOMBEMCMBOBAMb €20 UHMEILLEKMYAlbHOM) YPOSHIO.

s nekomopulx nayuenmos, KOmopviM YCHHbIX PEKOMEeHOayull HeOOCMAamoyHo, ciedyem
paccmompens  803MONCHOCHb NPOOYOIUPOBAMb UX 6 NUCbMEHHOM 6ude O0asi obecneyeHus
OCO3HAHHO20 ydacmus nayueHma 6 J1e4eOHO- NPOoPUIAKMUYECKOM npoyecce U NOBbIULEHUS]

appexmusnocmu nevenus [3,20].



6. Opranusanusi MeIUIIMHCKON MOMOIIH

e [lanmeHTamM ¢ HEOYEBUIHBIM JIMATHO30M, TSKEIBIMU CHUMITOMAMHU HWJIM TOBBIIICHHBIM
PUCKOM CBSI3aHHBIX C 3200JIeBaHUEM OCTIOXKHEHHH PEKOMEHIYETCS pacCMOTPETh BO3MOXKHOCTH
0o0ceIoOBaHUSl U JICYEHUS] y CIEHHAIMCTOB MYJIbTHANCIUIUIMHAPHON KOMaH/IbI, SKCIIEPTOB B
senennn ['KMII [1,3,522,20,34,43,68,186,433,520,521].

EOK IIbC (YYP C, Y 5)

e He3aBUCHMO OT BBIPAKEHHOCTH CHUMIITOMOB PEKOMEHIYETCSl PEryIsipHOe 00cie0BaHue
NalMeHTOB W, TMpU  BO3MOXHOCTH, POJICTBEHHMKOB  II€pBOM  CTENEHU  POACTBA
[1,3,246,282,385,437,514,515,517,20,21,33,58,132,159,220,233].

EOK IC (¥4 5 YYPC)

e Bcewm nammuentam ¢ ['KMII pexomenyercst o0cneoBaHue U JIedeHUE B IIEHTPax ¢
MYJABTUAUCHUIUIMHAPHON KOMaH101 CIIEUAINCTOB, C ONBITOM IUATHOCTUKH U JICUCHUS
3abosneBanuii Mmuokapaa [1,3,521,522,20,34,43,53,68,186,433,520].

EOK IlaC (YA 5 YYP C)
IHoka3anus K NJIAHOBOM rOCIIUTAIU3ALNHU

- VYrounenue npuunHbl [JDK HesicHOrO reHe3a u HEOOXOIUMOCTH B CIICIIUATBHBIX METOIAX
uccienosanus (uckiarouenue gpenoxonuit 'KMIT);

- MHcnonbs3oBaHue NMATHOCTUYECKHUX MPOLEAYpP, MPOBEIECHUE KOTOPHIX HEBO3MOXKHO HIIH
Helesnecoo0pa3Ho B YCIOBUAX MOJIHKIMHUKHY,

- TpymHocTn B mogdbope MEIUKaMEHTO3HOW Tepamuu JUisi KOPPEKIMH CUHAPOMOB (M3-3a
coueranwus marojoruii [KMIT/OT'KMII + AT, TKMII + CJ1 2 tuma, CHHAPOM CTEHOKAPIHH);

- Hasnauenue Oera-aapeHOONIOKATOPOB, BepamaMuia** pEKOMEHIyeTCsd HauWHaTh B
YCIIOBHSIX CTallMOHapa C MaJIbIX 103, IPOBOJUTH TUTPOBAHUE JO MAKCHUMAaJIbHO MEPEHOCHMBIX
7103 071 KOHTpoJieM camouyBcTBUs U DKT;

- PedpakrepHocth kK mpoBOAMMON B TOJHOM OObeMe (apMakoTepanud W HaJIW4YUe
nmoka3anu k CM3, 3CA, BOKC.

IMoka3zaHus K IKCTPEHHON I OCHUTAJIU3ANMNH:

- Ilporpeccuss XCH, Tpebyroriasi HHTEHCUBHOM Teparnuu;

- OTex nerkux;

- Hucynsr;

- OmnacHple AN KU3HU HAPYIICHUS CEPACYHOIO PUTMA U MPOBOAUMOCTH, TPEOYIOIIHe
WHTEHCHBHOW Tepanuu,

- CuHKOIIaILHEIC COCTOSIHUA,



- OKC;

- IlpenorBpamennas BCC.

Iloxa3zanus K BbINUCKe NALMEHTAa U3 CTAIIMOHAPA:

- [Ilpu nnanoBoi rocnuranu3anuMy NokazaHueM K Bbinucke naunuventa ¢ ['KMII saBnsercs
yAy4llIeHHe KIMHUYECKOM CHMNOTOMAaTuKU Ha (GOHE MPOBOAUMON  (apMakoTepanuu,
ummiantauun - UKIA***,  DKC***/J[IOKC***, sHnoBacKynsspHOro/XUpypruueckoro —JIe4eHus
(CMD, 2CA);

- Ilpm »sKkcTpeHHOM rocnUTaIM3alUU IOKa3aHWeM K BbINUCKe nanueHta ¢ ['KMII
SBJISIETCS. KOPPEKIIHS HApYLIIEHUI pUTMa U IPOBOJUMOCTH, B TOM YHcIe (aTallbHbIX, OTCYTCTBHE
OCJIO)KHEHUH TPeOYIONINX, MHTCHCUBHOU Tepanuu u cradmmm3anms XCH,;

- Hopmanuzanus nokasareneil (ueneBble ypoBHU AJl, IMKEMHUM, JHUIUIOTPAMMBI) IIPH,
cootBercTBeHHO, Al, CII Tun 1 miam Tun 2, AUCIUWNUIEMUH, €CIIM YXYAUIEHUE B TEUEHUE 3TUX
3a00NeBaHUl  SBUJIOCH OCHOBaHMEM /I IUJIAHOBOM WM OSKCTPEHHOW TOCIUTAIU3alUuU
nanuentoB ¢ ' KMII B couetanun ¢ KOMOpOWIHOW TATOJIOTUEH;

- Ilpm cunapome cTeHOKapauu NoKa3aHueM s BbIUCKU nanueHTta ¢ I'KMII sBisercs
IOCTIbKeHHe crabunusauuu cocrosaust namuenta ¢ ['KMIIuwa Qone dpapmakorepamnuu,
SHAOBACKYIsipHOTO / XUupyprudeckoro jeuenus (AKIL);

- YcranoBnenue guarHo3a (Qenoxommii ['KMII, Bbeimmcka/mepeBoj TNamnuMeHTa B
CHEeUaIN3UPOBAaHHbIE OTAENEHUS [ DSTUONATOT€HETHMYECKOro JiedyeHus (Hampumep, B
reMaroyioruyeckoe otaeneHue npu AL-amuionsosze ¢ M30IMPOBaHHBIM/ MPEUMYIIECTBEHHBIM
HOpa)keHUEM Cep/ILa).

HHble opranu3anuoHHbIe TEXHOJIOTHH

[enecoobOpa3Ho co3maHue TEPPUTOPUATIBHBIX perucTpoB nanueHToB ¢ ['KMII.

IIpu ananmuze paboter JIIY ¢ mamumentamu ¢ ['KMII nenecoobpa3Ho oneHHBATh
CIIEYOIINE TIOKA3aTeNu:

- coorHouienne ['KMII u ¢enokonmit ['KMII, sTuonormueckuit crnexkrp ¢(eHoKonui
['KMIT,

- COOTHOIIEHHE OOCTPYKTUBHBIX U HEOOCTPYKTUBHBIX popm ['KMIT;

- COOTHOIICHHE CEMEUHBIX U CIIOPAIMYECKHX ClTyyaeB 3a00JIeBaHUS;

- 4acTOTy rocnuTanu3anuii B cBs3u ¢ nporpeccupoBanueM XCH, @II, OKC, ciyuyan BCC;

- mporpedbnocts B OKI, DOXOKI, MPT, KT, xoponaporpapumu s BBINOJIHEHUS
peKoOMeHalui M0 AUHAMHYECKOMY HaOIOIEHUIO U 00CIeI0BaHUIO TPOOaHaa U POJCTBEHHUKOB
NAIMEHTOB NIEPBOM JIMHUU POJICTBA;

- cmeptHOCTH (%), ocnoxkuenust (%) 3a rox, 3 roaa, 5 e,



- 4YacToTy BbIsBICHHS (DakTOpoB Kapauomerabonmuueckoro pucka (Al, mucnunupemus,
oxxupenne/n30brounbiii Bec, C/[ 1 u 2 tTuna) B pa3Hbix Bo3pacTHbIX rpynnax ['KMIT [53];

- pe3ynpTarhl ~ MOHUTOPHPOBAHHUS  MOTEHIHAILHO  MOAU(PHIMPYyEeMBIX  (HaKTOPOB:
antponioMerpudeckux naHHbiXx (MMT, OT), mnokazareneld JUMUIHOTO TPOQMIIs, YPOBHS

FJ'II/IKCMI/II/I) B Pa3HbIX BO3PACTHLIX I'PYIIIIAX IMAIMUCHTOB.



7. JonmosHuTeabHast nH(popManus (B TOM 4uciae GpakTopbl, BJAUAIOIINE

HA UCXO0/1 3a00J1eBaHMSsI MJIH COCTOSIHMSI)

Hpyrumu BaxxubiMu 1esisiMu 1ipy gedeHun ['KMIT ssnsrores:
1. Koppekumsi BceX NOTEHIMATBHO MOAU(PHIHPYEMBIX (AKTOPOB pHCKa (KypeHHeE,
JTUCIUTUACMUS, TUTIEPITTUKEMHUS], O)KUPEHUE);
2. JledueHue cCoOmMyTCTBYIOIIUMX 3a0oieBaHU B  COOTBETCTBUM C  HallMOHAJIbHBIMU

KIIMHUYECKUMU PEKOMEHTAlMSIMU (UBC, AT, CUH, XBIT)



Kpurepun oneHku KauyecTBa NepBUYHON MeIUKO-CAHUTAPHOMN MOMOIIM B3POCJIbIM MPH

runeprpoduyeckoii KapaAuOMUONATUH

Ne Kpurepuii kauectBa OuneHka BbINOJHEHUS
n/n (Tekcr) (Jda/Her)
1 BrimonHen ananu3 KpoBU OMOXMMUYECKHIA Ja/Het

o01mierepaneBTUYECKUM (Kanuii, arTaHMHaMUHOTpaHcdepasa,
acrapraraMHHOTpaHCc(epasa, KpeaTuHUH, IJII0K03a) TPH
NEPBUYHOM OOpaIlleHNH U TUHAMHYECKOM HaOIIOIEHUH He pexe |
pasa B 12 mecsiieB.

2 Beinonnena peructparyst 31eKTpoKapIuorpaMmbl IpU Ha/Het
NEPBUYHOM OOpaIeHNH U THHAMHYECKOM HaOIOIEHUH He pexe |
pasa B 12 mecsiieB.

3 Brimonnena sxokapauorpadus mpu MepBUYHOM OOpPAICHUN U Ja/Het
JMHAMHYECKOM HaOIIIOIeHUH He peke | pas3a B 12 Mecsiies.
4 BpINONIHEHO XOATEPOBCKOE MOHUTOPUPOBAHKUE CEPACYHOIO PUTMA Ja/Het

IPU IEPBUYHOM OOpAICHUH U TUHAMHYECKOM HAOIIOICHUH HE
pexe 1 pa3za B 12 mecsies.

5 | BemonneHa crparuukanys MaTepHHCKOTO PHCKA C Ha/Her
UCTIONIb30BaHHeM MoauduimpoBanHoii knaccudukamun BO3
MaTepHUHCKOTO pHCKa OepeMEHHBIM MAIlMEHTKaM

6 | Bemmonnena crparudukanus pucka o mkaie HCM Risk-SCD, Ja/Het
10 pe3yibraTaM CTpaTU(PUKAIUHU PU HATUYUH METUITTHCKUX
nokazanuii Kk umruiantauuu MK/ BeInmosHeHa KOHCYJIBTALMS
(HarpaBJieH Ha KOHCYNBTAIMIO) Bpavya- KapIuoJiora U/uiy Bpaya-
CEepPAEYHO-COCYJIUCTOrO XUPYypra.

7 Ha3znaueHo neuenue 6era-aipeHOOI0KATOpaMH HITH Ha/Het
HEUTHIPOTTMPUANHOBBIME OJIOKATOPOMH «MEIEHHBIX)
KaJIbLIMEBbIX KaHAJIOB (CENIEKTUBHBIE OJIOKATOPBI KAJIbLIUEBBIX
KaHAaJIOB C MPSMBIM JICHCTBUEM Ha Cep/lle) U/WUIIM HHTHOUTOpaMHU
AQHTMOTEH3MHIPEBpALIAIONIero pepMeHTa Uil aHTarOHUCTaMH
penenitopoB anrroreH3uHa Il ninm quyperukamu (Ipu OTCYTCTBUU
MEIMIMHCKUX MPOTUBONOKA3aHUM).

8 BoinonneHo neuenue 0era-aipeHO0I0KaTOpaMy UK Ha/Her
0JI0KaTOpaMu KaJIbLIUEBBIX KAHAIOB M/UJIM UHTHOUTOPaMHU
AHTMOTCH3WHIIPEBPAIAIOIICTO Q)epMeHTa NI aHTaroHucraMmu
peuenTopoB auruorensuna Il nwnm auyperukamu (Ipu OTCYTCTBUM
MEIUITMHCKUX MMPOTUBOIIOKA3aHU).

9 Brinonnena nocraHoBKa MaleHTa Ha TUCTIAHCEPHOE Ha/Her
HaOIIOIeHNE

Kpurepun oneHku KavecTBa CHeUMAJIM3UPOBAHHON MEIUIMHCKOW MOMOIIM B3POCJIAbLIM INPH

runeprpoduyeckoi KapIMOMHUONIATHH

Ne | Kpurepnuii kauecTBa Ja\ner
Brmomraensr OKI™ u TT-DXOKI Jla/Het
2 Boemmonneno MPT cepana ¢ koutpactupoBanuem, KT cepana ¢ Ha/Het

KOHTPACTUPOAHUEM IIPU HAIMYMUKA MEIULUHCKUX NTOKA3aHUN U
IIPU OTCYTCTBUH NTPOTUBOIIOKA3aHUMI

3 Beinonaeno XM cepaedHoro purmMa Ha/Her




BrImosiHEHB! aHATN3EL:; OOIIHHA Ha/Het
(kTMHMYECKUI) aHAIU3 KPOBH U OOIIMI aHAIN3 MOYH, aHAJIN3
KpOBHU OMOXMMUYECKHUH 00IIeTepaneBTuYecKuil (BKIt0Uas
XOJIECTEPUH, TPUIIHLEpUIbI, Kanuil, Harpuit, ACT, AJIT,
MOYCBHHY, KpEaTUHHH, OMJIMPYOHH, TITFOKO3Y)

[IpoBenena crparudukanus pucka y namuentos ¢ 'KMII co Ha/Her
cpeaHuM U Hu3kuM puckoM BCC, a Takke y maiueHToB ¢
OI'KMII, nepenecuinx CM3 (aMepukaHcKasi MoOJeJib,
eBponeiickasi Mojaeb, mkaita HCM Risk-SCD

B 3aBucHMOCTH OT MEAMIIMHCKUX MTOKA3aHUM U MPU OTCYTCTBUU
MEJIUIIMHCKUX MPOTHUBONOKa3aHuH BbilioHeHa MPT ¢
KOHTpacTHUpOBaHUEM rafoaunueM. OrnpeaeseHbl NOKa3aHus K
HUKJI*** B 3aBUCIMOCTH OT MEAUITMHCKHUX MTOKA3aHUH U MPH
OTCYTCTBUM MEJIMIIMHCKUX MPOTUBONOKA3aHUM

[IpoBenena crparuduxanus pucka y naueHToB ¢ 'KMII u Ha/Her
BbicOkMM puckoM BCC, a taxxe y nanuentos ¢ OI'KMII,
nepenecux DCA (eBponeiickasi MoaeJib, mkaia HCM Risk-
SCD.

Omnpenenensl noka3zanus k UKJ[*** B 3aBucumoctu ot
MEIMIIMHCKUX MTOKa3aHUH ¥ MPU OTCYTCTBUU MEIUIIMHCKHIX
MIPOTUBOMOKA3aHUN

[IpoBenena tepanus 6eTa- aAPEHOOIOKATOPOM, WK Ha/Her
HEAUTUAPOTHPUIMHOBBIM OJIOKaTOPOM «MEJJICHHBIX)
KaJIbIIMEBBIX KaHAJIOB (CEJIEKTUBHBIC OIIOKATOPHI KaJIbIIMEBBIX
KaHaJIOB C MPSIMBIM JICHCTBUEM Ha CEPIIE) B PEXKUME
MOHOTEPAIUHU WU B PSKUME KOMOMHUPOBAHHOW TepaIiu
(coueranue ¢ AK® uHrHOUTOpaMH, I OJIOKaTOpaMu
penenTopoB anruorensuna |, u/unm quypernkamu B 3aBUCUMOCTH
OT MEIMIIMHCKHUX TIOKAa3aHUH U MPH OTCYTCTBUU METUIIUHCKUX
MPOTUBOIOKA3aHUI

Beinonnena koHcynbTanys Bpada-renetrka 6epemennoit ¢ 'KMIT | la/Her
WM NIPH IJIAHUPOBAHUU O€pEMEHHOCTH

[Marment ¢ 'KMII Haxoautcs non AucnancepHsiM Habmonenuem | Jla/Her
B IOJIUKJIMHUKE
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17(3-4): 115-23.



Ipuioxkenune Al. CocraB padoyeil rpynmsl o paspadorke u nepecMoTpy
KIMHUYECCKHUX peKOMeHI[a]_[I/Iﬁ
IIpe3uauym padoueii rpynmnbi

1. Bokepust JIL.A., akagemmk PAH, n.m.H.,, npodeccop (Mockga),
Acconuarus cepIeqHO-COCYIUCThIX XUPYProB

2. Insxtro E.B., akagemuk PAH, na.wm.H., mnpodeccop (CaHKT-
[TeTepOypr), Poccuiickoe kapauooruaeckoe 00IecTBo

3. la6pycenko C.A., am.H., npodeccop (Mocka), Poccuiickoe
KapJAHO0JIOTHYECKOE OOIIECTBO

4, I'yaxosa AL, JI.M.H. (Cankr-Ilerepbypr), Poccuiickoe
KapIMOJIOTUYECKOE OOIIECTBO

5. Kosmonosa H.A., a.mH., mnpodeccop (Ilepmb), Poccuiickoe
KaparOJIOTHUECKOE 00IIECTBO

Jlpyrue 4jeHnsl paGoueil rpynmnbl

6. Anekcangpoa C.A., k.M.H. (MockBa), Accomnuamus CcepaeuHoO-
COCYJIMCTBIX XHPYPIOB

1. Anexun M.H., amH., npodeccop (Mocksa), Poccuiickoe
KapIrOJIOTHUECKOE 00IIECTBO

8. AdanaceeB A.B., n.m.H. (HoBocuOupck), Accomuamusi cepJiedHoO-
COCYIUCTBIX XUPYPrOB

0. BorarsipeBa M. M-b., k.m.H., gonient (Ha3pans)

10. boraues-Ilpokodrer A.B., a.m.H. (HoBocubupck), Accoumanus
CepJIEYHO-COCYIUCTHIX XUPYPTOB

11. bormanos JI.B., nm.m.H.,, mpodeccop (Yensbunck), Poccuiickoe
KapHOJIOTHYECKOE 00IIECTBO

12. bepcenea M.U., km.H., gouent (Mocksa), Poccuiickoe
KapJIM0JIOTHYECKOe O0IIEeCTBO

13. Tlopnees M.JI., n.m.H., mpodeccop (Caunkr-Iletepodypr), Accoumarus
CepJICYHO-COCYIUCTHIX XUPYPTOB

14. JBememkeBnu C.JI., a.m.H., mpodeccop (Mockpa), Accoumanus
CepJIEYHO-COCYIUCTHIX XUPYPTOB

15. Eprymenko A.B., a.muH. (KemepoBo), Accoumarus cepaedHO-
COCYIUCTBIX XUPYProB

16. 3akmsemuHckas E.B., a.m.H. (MockBa), Poccuiickoe o0miecTBo



MEIMIIMHCKUX TCHETUKOB

17. 3enuenko JI.U., k.m.H. (Bonrorpan), Poccuiickoe kapanosiornaeckoe
0011eCcTBO

18. Uptiora O.b., n.m.H.,, nounent (Caunkr-IlerepOypr), Poccuiickoe
KapJIMOJIOTUYECKOE OOIIECTBO

19. Kammynosa B.1O., n.m.H. (Mockga), Poccuiickoe KapauoJIornaecKkoe
0011eCcTBO

20. Kamranos M.I'., k.m.H. (ExarepunOypr), Accommanusi cepaeyHO-
COCYJIHCTBIX XHPYPIOB

21. Kocrapesa A.A., amMmH., 1podeccop (Cankt-IleTrepOypr),

Poccuiickoe kapauonormdeckoe o0ImecTBo, Poccuiickoe O0OIIECTBO MEIUIIMHCKUX

TeHETUKOB

22. Kpyrukoe  A.H., xwm.H.  (Cankr-Ilerepbypr), Poccuiickoe
KapAH0JIOTHYECKOEe OOIISCTBO

23. ManenkoB JI.A. (MockBa), Accoumanus cepAeYHO-COCYIUCTHIX
XUPYPTOB

24. HoBuxosa T.H., n.m.H., pouent (Cankt-IleTtepOypr), Poccuiickoe

KapIMOJIOTUYECKOE OOIIECTBO

25. Pyne C.J., x.M.H., nouedt (Caunkr-Ilerepbypr), Poccuiickoe
KapHOJIOTHUECKOE 00IIECTBO

26. Pribka M.M., n.m.H., mpodeccop (MockBa), Accoruarus cepaedHO-
COCYIUCTBIX XUPYPrOB

27. CaumnpoBa M.A., a.m.H., dnpodeccop (Mockpa), Poccuiickoe
KaprOJIOTHUECKOE 00IIECTBO

28. CrpenbiioBa A.A. (Cankrt-IlerepOypr), Poccwuiickoe
KapJIM0JIOTHYeCcKoe O0IeCTBO

29. CrykamoBa O.B., x.m.H., goment (MockBa), Poccuiickoe
KapIHUOJIOTHUECKOE 00IIECTBO

30. UmeneBckuit ML.IL. (Cankrt-IletepOypr), Poccwuiickoe
KapJIMOJIOTUYECKOE OOIIECTBO

31. Mlanmomauk WM., n.m.H., mpodeccop (Yenmsbunck), Poccuiickoe
KapIHUOJIOTHUECKOE 00IIECTBO

32. Inoiimo E.A., x.m.H. (Cankt-IlerepOypr), Accommamus cepacyHO-

COCYIUCTBIX XUPYProOB



Unensr PabGoueidl rpymnmel MOATBEpAMIM OTCYTCTBHE (DMHAHCOBOM IOAJIEPIKKU/KOH(INKTA
uHTEpecoB. B ciaydyae cooOmieHuss 0 HaaMYUM KOH(IUKTa MHTEPECOB WieH(bI) paboyeil rpymibl

ObU1(M) UCKITIOUCH(BI) U3 OOCYKICHUS PA3eNIOB, CBA3aHHBIX C 00JIACTHIO KOH(IMKTa HHTEPECOB.



Ipuiaoxenue A2. MeTog0/10rusi pa3spadoTKi KJIMHUYECKUX PeKOMeHIanuii

Bcenencreue toro, uro Poccuiickoe kapauosiorudeckoe oduiectso (PKO) Bxoaut B cocta
EBporneiickoro o6mectBa kapauonoroB (EOK), u unensr PKO Ttakke sBisitorest wieHamu EOK,
BCE €BPOIEHCKHE peKOMEHAaUuu (HOPMUPYIOTCS C Y4acTHUEM POCCHUHCKHUX HKCIEPTOB, KOTOPHIE
SIBJISIFOTCSL COaBTOpaMu pekomeHaanuil. Takum oOpa3om, cymecTByomue pekomenganuu EOK
OTPaXKAIOT 0011Iee MHEHHE BEIYIIUX POCCHICKUX U €BPOMEHCKUX KapIUOJIOTOB.

B cBsi3u ¢ 3TEM, opMUpOBaHHE HAIMOHATBHBIX PEKOMEHJAIUI MPOBOIWIOCH HA OCHOBE
pekomenganuii EOK ¢ yderoM HalnMOHaNbHOW cCHeU(PUKH, OCOOCHHOCTEH 00ciIeq0oBaHus,
J€YEeHUs, AOCTYNHOCTHM TOW WJIM HMHOW MeIUUMHCKOM nomomu. [lo »Toil mpuumHe B Xozae
pa3pabOTKU POCCUMCKUX KIMHMYECKHX pexkomenpanuii PKO wucmons30BaHbl MEXITyHApOIHBIE
KJIACChI TIOKA3aHUI PEKOMEHIAIUH, MTO3BOJISIFOIINE OLIEHUTh HEOOXOIUMOCTh BBITIOJTHEHUS TE3HCa
pPEeKOMEHIalii ¥ YpPOBHHU JIOCTOBEPHOCTH JOKa3aTeNbCTB AaHHBIX KiaccoB (Tabmumsl 1/A2 u
2/A2).

B tex ciyuwasix, korja B €BpPONMEHCKUX PEKOMEHAAIMSAX OTCYTCTBOBAIM KJIACCHI U YPOBHU
JI0Ka3aTelbHOCTH, HO 10 MHeHuto »oskcneproB PKO naHHble Te3UCHl SBISUIMCH  KpaiiHe
HEOOXOMUMBIMU JUIS BBIIOJHEHHUS WM, HAa000pOoT, aOCONIIOTHO HE PEKOMEHIOBAaHBI K
npuMmenenuto, skcrepTsl PKO, ocHOBBIBasich Ha mpaBuiax (popMHpOBaHHUS KJIACCOB MOKA3aHUN
COTJIaCHO peKOoMeHaanusM EBporieiickoro o0miecTa KapIMoioroB, CaMy MPOCTABIISIIN KIJIACCHI U
ypoBHH. B nannoii curyanuu o6o3Hauenne EOK 3ameneno wa PKO-kmaccsl u ypoBHH,
npocrasieHHble 3kcniepramu PKO.

Kpome Ttoro, nobGaBnena HoBas cuctema mkan Y/ wu VYVYP nna nedeOHBIX,
peadMINTAIIMOHHBIX, MPO(UIAKTUUECKIUX BMEIIATEIbCTB M JMATHOCTUYECKUX BMEMIATEIHCTB
(Tabmuuer 3/A2, 4/A2 u 5/A2), BBenennas B 2018 r. ®I'BY IOKKMII Munszapasa P®. Takum
o0pa3oM, B TEKCTe KJIMHUYECKUX peKOMeHIanuid, pa3pabareiBaeMbix dkcrneptamu PKO,
OJTHOBPEMEHHO MCIIOJIb30BaHbI ABe mikanbl (Tabmumer 1/A2, 2/A2, 3/A2, 4/A2, 5/A2).

[IpencraBnennsie PexkoMennanuu paspaboTanbl Ha OCHOBE Poccuiickux pexoMeHAaruil mno
JTUArHOCTHKE U JICYEHUIO0 TurepTpopuueckoi kapauomuonatuu 2016 roma, pekoMeHIanuil mo
TUATHOCTHKE U JIGYCHHIO THUnepTpoduyeckoil Kapaumomuonatuu EBpomeiickoro oOmiecTBa
kapauosioroB 2014 rona, co3JaHHBIX HA OCHOBE MHOTOJIETHETO OIBITa M OOJBIIOr0 KOJIUYECTBA
WCCIIEIOBAHUN TIO pa3IM4HbIM acnektaM auarHoctuku u Jjiedenuss ['KMII. B Pexkomenpanmsix
W3JI0KEHBI OCHOBHBIC AaCIMEKThl MAaTOTeHEe3a, KIMHUYECKOTO TEUYEHUsS, METOAbl JUATHOCTHUKUA H

MMPUHIHUIIBI JICUHCHUS ITAUCHTOB C I'KMII ¢ YUYCTOM MHAUBUAYAIbHBIX oco0eHHOCTEH namuecHTa.



LeneBast ayiuTOpusi JAHHBIX KIMHAYECKUX PEeKOMEHAaluii
Bpau-kapauonor

Bpau-Tepanest

Bpau o0mieit mpakTuku

Bpau cepaeuHo-coCyAuCThIN XUPYPr

Bpau pyHKIIMOHATBHON TUArHOCTUKH

Bpau penrrenonor

Bpau ynpTpa3ByKOBOM TMarHOCTUKU

Bpau paguonor

© o N o gk~ wDdh -

Bpau-reneruk

Taommua 1/A2. Kiaccel mokasanuii cormacHO pekomeHaaiusm Eppornetickoro OoOmiecTBa

Kapauomnoros (EOK).

Kuaace Omnpexnesienue IIpensaraemas
pexoMeHIanuii ¢opmynuposka
EOK
| Joka3zano 1581071 001IeNTPU3HAHHO, gro | PekomenmoBano/
JUarHOCTHYECKAs IpOLENypa, | OKa3aHO

BMEIIIATEIILCTBO/JICUCHUE SBIISIOTCS 3(1)(1)GKTI/IBHLIMI/I

" IOJIC3HBIMU

I [IpoTuBopeunBble JaHHble W/WiM MHeHUs 00 [ Llenecoobpasno
3pPEeKTUBHOCTH/TIONB3E JMAarHOCTUYECKOM | MPUMEHSATh

npoucaypsl, BMCIIATCIbLCTBA, JICHCHUA

Ila BonpmmHCcTBO JAHHBIX/MHEHHH B MOJIb3Yy
3¢ $EeKTUBHOCTH/TIONIB3bI auarHoctuueckod | MoxHo
MPOIICAYPHI, BMEIIATEIILCTBA, JICUCHUS MIPUMECHSITh
Ib
DddexTuBHOCTH/MONB3A JUArHOCTUYECKOU
MIPOLIEAYPHI, BMEIIATEIbCTBA, JeYeHUS

YCTaHOBJICHBI MCHEC Y6G,JII/IT€J'II)H0




1l JlaHHBIC MJTH €IMHOEC MHEHHE, 4TO AUardoctudeckas | He
poLeaypa, BMEIIATENILCTBO, JICYCHUE | PEKOMEHIyeTCs
Oecrione3Hbl/HeAPEKTUBHBI, a B psjAe CIydyaeB | IPUMEHSATH

MOTYT IPUHOCHUTD BPEI.

Tadommua 2/A2. YpoBHU JOCTOBEPHOCTH JI0KA3aTEIBLCTB COMIACHO PEKOMEHIAIUSIM

EBponeiickoro O6mectsa Kapauonoros (EOK).

YpoBHH 10cTOBEepHOCTH A0Ka3aTebcTB EOK

A I[aHHBIG MHOT'OYHCJIICHHBIX PAHIOMU3HUPOBAHHBIX KIMHUYCCKUX I/ICCJIe[[OBaHI/Iﬁ
WJTU METaaHaJIN30B

B JlaHHble  MONy4YeHBl 1O  pe3ylbTaraM  OJHOIO  PAHIOMHU3UPOBAHHOTO
KIIMHUYE€CKOI'O HUCCIICOJOBaAHUA NI KPYIIHBIX HCpaHAOMU3UPOBAHHBIX
HCCIIEIOBAHUI

C CornacoBaHHO€  MHEHHE  OKCIEPTOB  W/UIM  Pe3ylnbTarbl  HEOONBIINX
MCCJICI0BAaHUM, PETPOCTIEKTUBHBIX UCCIEIOBAHUM, PETUCTPOB

Ta6auna 3/A2. Ilkana oleHKHM YpOBHEH mocToBepHOCTH nokazarenscTB (YIJ) nms

MCTOOOB JUAarHOCTHUKHN (I[I/IaFHOCTI/ILIeCKI/IX BMeH_IaTeJIBCTB)

YAA | Pacundposka

1 Cucremarnueckue 0030pbl HCCIEAOBAaHMM C KOHTpPOJIEM pe(epeHCHBIM METOJIOM WU
CHUCTeMaTH4yecKuil  0030p  pPaHJOMHU3UPOBAHHBIX  KIMHUYECKUX  MCCIEJOBAaHUN ¢
MPUMCHCHUEM MCTaaHaIn3a

2 OtnenbHBIE UCCIIENOBAHUA C KOHTPOJEM pe(epeHCHBIM METOAOM WM OTJeIbHBIC
pPaHIOMHU3UPOBAaHHbIE  KIMHUYECKHE HCCIEAOBAaHMS M  CHCTEMaTHYecKue 0030phbI
UCCIIeIOBaHUN J11000ro Au3aifHa, 3a HCKIIIOYEHHUEM PaHIOMM3MPOBAHHBIX KIMHUYECKHUX
UCCIICIOBAHUH, C IPUMEHEHUEM MeTaaHalIn3a

3 HccnenoBanus 06e€3 MOCIIEAOBAaTENbHOIO KOHTPONIS pPEPEPEHCHBIM METOAOM WM
UCCIIEIOBaHUA € pe(PEepeHCHbBIM METOAOM, HE€ SBISIOIMMCS HE3aBHCUMBIM  OT
MCCJIEyEMOT0 METO/la UM HEPaHJIOMHU3UPOBAHHBIE CPABHUTEIBHBIE UCCIIEIOBAHMS, B TOM
YHUCJIE KOT'OPTHBIC UCCIICAOBAHUA

4 HecpaBHuTenbHble HccieI0BaHMs, ONMMCAHUE KIIMHUYECKOTO ClTydast

5 Nmeercs nuiib 000CHOBaHUE MEXaHU3Ma JIEMCTBUS WM MHEHUE SKCIIEPTOB




Ta6mmma 4/A2. Illkana OuEHKHM YypOBHEH JOCTOBEpHOCTH mAokazarenbcTB (Y/I) s
METO/IOB  MPOGUIAKTUKH, JiedeHUs ©  peabunuranuu  (MpoPUIAKTUYECKUX, JIEYCOHBIX,

peadMIINTAIIMOHHBIX BMEIIATEIIHCTB)

YA | PacungpoBka

1 Cucremarnueckuit 0030p PKU ¢ npuMenenrem MeTaaHanmn3a

2 Otnensabie PKMI u cucremarnueckue 0030pbl  HCCIENOBAHUN JIOOOTO jam3aiiHa, 3a

nckimouenneM PKH, ¢ npumeHeHneM MeraaHanusa

3 HepaH,I[OMI/I3I/IpOBaHHI)Ie CpaBHHUTCJIbHBIC UCCIICIOBAHUS, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITCJ'IBHI)Ie HUCCICOO0BAaHUsA, OIMMCAHUEC KIMHHUYCCKOro ciiydad HWJIW CCPUU CIIy4dacB,

HCCJIEIOBAHUS «CIIy4aii-KOHTPOJIb)

5 Hmeerca maump 00OCHOBaHHE MeEXaHH3Ma JEUCTBUS BMeEIIaTeIbLCTBA (I[OKJ'II/IHI/I‘IGCKI/IG

I/ICCJ'IC,I[OBaHI/IH) HJIM MHCHHEC OKCIICPTOB

Tabauna 5/A2. Illkana oueHku ypoBHeH yoOenuTenbHOCTHM pekoMmeHganuil (YVYP) nns
METOJIOB NPOQWIAKTUKH, JAUArHOCTHKH, JIe4eHUs W peaOuwiuTanuu (Mpo(UIaKTUYECKHX,

JUArHOCTHYCCKHX, J'Ie‘le6HBIX, pea6I/IHI/ITaHI/IOHHHX BMGH.I&TCJ'IBCTB)

YYP Pacuiugposka

A CunpHas pexoMeHaauus (Bce paccMmarpuBaemble KpuTepud 3(P(EKTHBHOCTH
(ucxonpl)  ABISAIOTCS BaXHBIMM, BCE HCCIEAOBAaHHMS HMEIOT BBICOKOE MIIU
YAOBJIETBOPUTEIIBHOE METOAOIOTMYECKOE Kaue€CTBO, UX BBIBOJBI 110 MHTEPECYIOIUM

ucxogam SABJIIAIOTCA COFJIaCOBaHHLIMI/I)

B VYcnoBHas pekoMmeHaauus (He Bce paccMarpuBaeMble KpuTepuu 3()(EeKTUBHOCTH
(McXobl) SIBIISAIIOTCSL BaKHBIMH, HE BCE MHCCIEJOBAaHUS MMEIOT BBICOKOE WM
YIOBJIETBOPUTEIBLHOE  METONOJIOTHYECKOEe KaueCTBO M/MIM MX BBIBOIBI 110

MHTEPECYIOIIMM UCXO0/1aM HE SIBIISIFOTCS COITIACOBAHHBIMU)

C Cnabas PEKOMCHOal A (OTCYTCTBI/Ie JA0Ka3arCJIbCTB HAAJCKAIICro KadcCTBa: BCC
paccMarpuBacMbIC KPUTCPUU 3(1)(1)CKTI/IBHOCTI/I (I/ICXOI[BI) SABIIAIOTCA HCBAaXXHBIMHU, BCC
HCCICOOBaHUA HMCIOT HH3KOC MCTOAOJJOIMYCCKOEC Ka4€CTBO M HUX BBIBOAbLI IIO

MHTEPECYIOIIMM UCXO0/1aM HE SIBIISIFOTCS COIIACOBAHHBIMU)

Iopsaok 00HOBJIEHUSI KIMHUYECKUX PeKOMeHAaluii
Mexanu3M  OOHOBJEHMSI ~ KIMHUYECKHMX  pPEKOMEHJAMA  MpeaycMaTpuBaeT  UX
CHCTEMAaTHYECKYI0 aKTyaJIM3allMl0 — HE PEXE YeM OJUH pa3 B TPU IOl WU MPHU MOSBICHUU

HOBOH I/IH(I)OpMaI_II/II/I O TAKTHKC BCACHHUS INMAIIMCHTOB C JaHHBIM 3a0oneBanueM. Perienne 00




obHoBnennn npuHuMaer M3 P® Ha OCHOBE NpPENIOKEHUH, MPEACTABICHHBIX MEIUITUHCKHUMH
HEKOMMEpPUYECKMMHU TMpodheCCHOHATBHBIMU  opraHu3anusiMu. ChopMHUpOBaHHBIC TPEAJIOKCHHS
JOJIDKHBI y‘-II/ITLIBaTL pCSYJIBTaTbI KOMHHGKCHOfI OLICHKU HeKapCTBCHHBIX HpenapaTOB,

MCIUILIMHCKHUX H3,H€JIPII>1, a TaK¥KC pC3yJbTaThl KJIMHAYECKOM anp06au1/11/1 HOBBIX MCTOJOB JICUCHU .



Ipuiaoxenue A3. CipaBouHble MAaTEPHAJIbI, BKJIKYAsl COOTBETCTBHE
NMOKA3aHNH K MPUMEHEHUIO U POTUBONOKA3aHU, ClIOCO00B NMPUMEHEHUS 1
103 JIEKAPCTBEHHBIX NMPeNnapaToB, HHCTPYKIUM 10 PUMeHEHUI0

JJEKApPCTBCHHOI'0 IIperiaparta

1. TIIpuka3 MunucrepcrBa 3apaBooxpanenuss Poccuiickoit ®@enepamuu ot 15 HOs0ps 2012 r. Ne
918n «O06 yrBepxkaenuu llopsaka oka3aHuss MEIUIIMHCKOM NMOMOIIM OOJBHBIM C CEpACYHO-
COCYIUCTBIMH 3a00JI€BAaHUSAMUN

2. Ilpuka3 MunuctepcTBa 3apaBooxpanenus Poccuiickoit ®eneparuu ot 10 mas 2017 r. Ne 2031
«O0 yTBEpK/I€HNU KPUTEPUEB OLIEHKU KaueCTBAa MEAUIIMHCKON TOMOLIH

3. Ilpuxa3z MwunucrepcrBa 3apaBooxpanenusi Poccuiickoit @enepanun ot 15 umrons 2016 1. Ne
520H «O0 yTBEp)KICHUH KPUTEPHEB OLICHKU KaueCTBA MEIULIMHCKON TTOMOLIH

4. 4. Ilpuka3z MunucrepctBa 3apaBooxpanenusi Poccuiickoit @enepanuu ot 28.02.2019 Ne 103n
«O0 yTBepKJIEHUM TMOpsAAKAa U CPOKOB pa3pabOTKM KIMHUYECKUX PEKOMEHAALUUH, HX
nepecMoTpa, TUMOBOM (HOPMBI KIIMHUYECKAX PEKOMEHAAlui U TpeOOBaHUH K MX CTPYKTYpE,
COCTaBy M Hay4yHOM OOOCHOBAaHHOCTH BKJIIOUAEMOW B KIMHUYECKUE pPEKOMEHIAlUU

unpopmarum» (3apeructpuponat 08.05.2019 Ne 54588)

Taommua 1/A3. Moaekyasipubiii maroreHe3 cnenupuueckux mnpuuud FKMII (mo

ESC 2014) [3].

Ho3zon0rus MoJieKysipHbIi TaTOreHe3 ¥ BO3MOKHOCTH 3THONATOTeHeTHY eCKast
(penoxkonusa 'KMII) [repanuu B PD

AL-amunonno3 ITpn AL-ammionzose KIOH MalUTHU3UPOBAHHBIX IUIa3MaTHYECKUX KIIETOK
CHHTE3UpYyeT B OONBIIOM KOJIMYECTBE JIETKUE Lenu (Kamma Wi JsaM6a)
UMMYHOIJIOOYJIMHOB. YBEJIHYCHHE KOHLEHTPALMU OeiKa-NpeuiecTBEeHHUKA
BBILIEHEKOTOPOT'0 IIOPOrOBOTO 3HAYEHHUSI MOXKET aBTOMATHUECKHU MTPUBOJIUTD K
Haudany (GpuOpHITIOoreHe3a U OTJIOKEHHUIO aMuIonaa B TKaHsax. [Ipu stoMm B 5%
Clly4aeB  JMarHOCTHPYIOT  IPEUMYLIECTBEHHOE  IOpakeHHe  ceplua

aMIJIOUI030M.
HenacnencreeHsiit B ocHOBe  MONEKYJSpPHOrO  IaTOT€HE3a  HEHACIEACTBEHHOIO U
(WtATTP) HaCJIEICTBEHHOTO TPaHCTUPETUHOBOI'O aMUJIOUJ03a Jexar
158 HaCJ'ICIICTBCHHHﬁ KOH(I)OpMa[H/IOHHBIe HU3MCHCHUA )4 JIGCT8.6I/IJ'II/I33.HI/I${ TETpaMeEpa
(mtATTP) TPaHCTUPETHHA. Jecrabunmzanus TPaHCTUPETUHA NIPUBOJUT K
TPaHCTUPETHHOBBIN HenpaBWIbHOMY (GOJJIUHTY Oesika M arperandd BapHaHTHBIX MOHOMEPOB
AMIIONI03 TPAHCTUPETHHA c o0pazoBaHNeM TOKCHYHBIX MIPOMEKYTOUHBIX

AMMJIOMJIOT€HHBIX IIPOJAYKTOB ¥ aMHJIOMIHBIX (pUOPHILIL.

OTH MEeXaHU3MBl MOTYT HapyllaTbcsi C BO3PacToOM, YTO OOBSICHSIET
TMOBBIIICHUE PUCKA PA3BUTUA HEMYTAHTHOTO TPAHCTUPETUHOBOT'O aMHJION103a
(WtATTP) y au11 MOXKHUIIOTO U CTApPUECKOT0 BO3pPACTA.

TadamMuarc peKOMEHIyeTC sl MallMeHTaM ¢ TeHETHYECKH MOoNTBepKAeHHBIM TTP
amrmonaaoit KMIT u cumnromamu | nmw |1 kmacca mo NYHA i ymeHbmeHus
CHMIITOMOB, YHCJIa TOCIIUTAIM3AINN B CBSI3U C CEPACYHO-COCYANCTHIMHU




[TPOSIBJIICHUSIMU U CMEPTHOCTHU.
Tadamuguc pexomeHyeTcs nanuenTam ¢ npuodperenHoit TTP amunonanoi
KMIT n comriromamu | w11 kimacca mo NYHA s yMeHBIIeHHS CHMIITOMOB,
[I1ICIIa TOCHUTANN3AHN B CBSI3U C CEPIICUHO-COCYANCTBIMU MPOSIBICHUSIMHU
cMepTHOCTH [156].

-MHH Tadamumguic 20mr

-AKTHBHOE BEIECTBO-Ta(haMIIIC METTTIOMUH

-AT TR nonuaeBponaTus 6€3 KapAHaIbHBIX IPOSBICHUI

-MHH Tadamumuc 6 1mr

-AKTHBHOE BEIIECTBO-TaaMHUInC

-ATTR xapanomMuonaTHs HE3aBUCHMO OT JIPYT'HX IPOSIBICHUH
IIPOSIBJICHUM.

Bonesnr Annepcona-
Dabdpu

Myrauusi B reie GLA (omucano 6oiee 400), xomupyroueMm depMeHT a-
ranakro3ugasy A (a-Gal A) npHBOIUT K 3HAYUTEIHFHOMY CHH)KEHHIO
AKTUBHOCTH (pepMEHTa, BOBIICYEHHOTO B MeTab0IM3M C(HUHTOTIHKOIHUITNIOB
[6]. Drto mnpmBOAMT K HAKOIUICHHWIO HETHAPOIM30BAHHOTO CyOcTpara
OMOKMPOBaHHON (EPMEHTHOW pPEAaKIMH W COMPOBOXKAACTCS YyBEIMICHHUEM
YHCciIa JIM30COM B KJIETKaX, HapyIICHHEM HOPMAaJbHOTO (pyHKIMOHHPOBAHHS
3THX KJIETOK U HX THOEIBIO.

Pa3zpaborana stmonaroreHerudeckas tepamus. B P® 3apeructpuposano 2
npenapara: Arancujasa anbpa U Arancuaaza Oera

Hacnencreennsie
cunapomsl ¢ ['KMII
¢beHoTHIIOM Vi
MOJIPOCTKOB M MOJIOBIX|
B3POCTBIX, CBSI3aHHBIE C
MyTaIUsIMH B reHe

PRKAG2

PRKAG2 xomupyer mAM®-akTUBHUpYyeMYIO NpOTEHHKHHA3y-y2. JlaHHBIN
Oermok  ompenenseT BHYTPUKIETOUHYIO aKKyMYJALUIO T[JIHKOTEHa |
HapylieHus ero (QYHKIMM MOTYT TPHBOAUTH K IICEBAOTHIEPTPOPUU
KapJIMOMUOLIUTOB M 3aJI€PXKKE MHBOJIOIUN 3MOPHUOHANBHBIX MHPOBOSIINX
IIyTed B MUOKapJe.

IIpu sTOoM HabOmromaetcs yactoe coderanue [ KMII-¢penotuna u cunapoma
Boubga- [TapkuHCcoHa-YaiiTa.

Bonesns Jlanona

MouteKkyspHBIi MeXaHU3M pa3BUTHA Oolie3HH [laHOHAa OCHOBAaH Ha JIedekTe B
LAMP-2 ©Oenke, KOTOpBIM ONOCpeNyeT HAaKOIUICHHE TJINKOTEHAa B
KapAMOMHOLMTAaX M INPUBOAWT K ICEBIOTHIEpTpodun Muokapma. Korma
CYIIECTBYEeT TCHETHYECKUH oO0ycioBiIeHHBIH neduuur Oenka LAMP2.
HaOmrogaeTcss  HempaBWibHas — ayrodardueckas — Jerpajanus — OJKOB.
AyTodarnyeckass aKTHBHOCTb CBs3aHAa C MATOrCHE30M pPa3sHOOOPa3HBIX
Oonesneit. CymiecTByeT MHEHUE, 4To Oone3Hp JlaHoHa o0O0ycioBiIeHa
HAcJIeJICTBEHHBIMHU HApYUICHUSIMHU Mpoliecca ayToharuu.

Artakcust @puapeiixa

MounekynspHblii nmaroreHe3 arakcuu @puzapeiixa 10 CHUX IOp SBISETCS
mpeaMeToM Auckyccui. OmHako Ha HACTOSIIIUM MOMEHT YCTaHOBIJICHO
yuactue Genka (paTakcHHa B MOAJEP)KaHUU TOMEOCTa3a XkKeje3a B KIETKE U
TO, YTO €r0 HEeIOCTATOYHOCTh MPUBOJHUT K MHOXXECTBEHHOMY (hepMeHTHOMY
neuuuTy, MHUTOXOHAPHAJIBHOW  JAMCQYHKIMH W OKUCIHUTEILHOMY
MOBPEXKICHUIO.

RASonatnn
(cuappom Hynan u
curapom LEOPARD)

Myranuu B reHax, KOAMPYIOIIUX KOMIOHEHTHl U peryisropsl RAS/MAPC
curHapHOro  nytd  (RAS/MuTOreH-akTMBHpyeMas  NPOTCHHKHHA3a)
BBI3BIBAIOT MHOKECTBEHHBIE HACIIECTBEHHBIE TTOpoKH pa3Butus. RAS/MAPC
CHTHAQJIBHBIA ITyTh OTBETCTBEHEH 3a HNponudepanuio, AupdepeHIHpoBKY,
CTapeHHe M aroNTO3KIETOK M 00eCIeYnBaloIeii ’TUM HOPMaJIbHOE Pa3BUTHE
KJIETOK M TKaHEeH opraHu3Ma B II€JIOM B AMOPHOHAILHOM M IOCTHATAILHOM
HEepPUOAX.




Taommua 2/A3. dakTopbl prucKa pa3BUTHS MH(ApPKTa MHOKapaa 2 THNAa y

namuenToB ¢ 'KMII

Mposouupyrowme
BasoBble ycnoBuA: d:gma:hrlw =
CreHos KA dakTopbl : :;x:;app,uﬂ
< 50% XPOHMWYECKOH © G
(6 crapwen
BO3PAcTHON + vtemun + * HarpyskKa
rpynne) MHOKapaa . dJEHTDphI
npu KM CHHUKEeHMA
Komopbwug- o
HOCTb (INOCA) Rt

UM 2 tTuna (MINOCA) /
OCTpOe NoBpeXKAaeHne MMoKapAa

Tadmuma 3/A3 KunHnyeckne 0co0eHHOCTH Hamu0oJiee YacTO BCTPEYAIOIIUXCS

mMopdosorudeckux noarunos I'KMII (axantuposano u3 [89,181,523]).

I'uneprpodus
. JIBOSIKOBBINTYKJIAS
Xapakrep | 0a3anbHO# YyacTu MOKTI Bepxymeunas CpeaHesxkeay10uKoBast
HCTHKA MIKII I'KMII odcTtpykTuBHasgs I'KMII
(cybaopraJibHasi)
XapakTtepHa Yame oTcyTcTBHE OtcyTcTBHE CpenHexeny109KoBas
obcTpyKIus obcrpykumu BTJDK | o6cTpykimu ob6crpykmms JDK
BTJIX (Moxer BTJDK (MOXeT BCTpedaThCs
BCTpEYaThCA JIByXypOBHEBas
JIByXypOBHEBas obctpykmms JK: Ha
obctpykums JIK: yposHe BTJDK n
Ha ypoBHe BTJIK n CpPE/IHEKeyJOUKOBast)
O0cTpykn CPEIHEKETYJ0UKOB
us as) u 2-
KEITyI0UKOBast




Menee OOmmpHbIC Menee OOupHbIe 00JIACTH
BBIpa)KEHHBIH obmactu pudbpo3a BBIPOKCHHBIN ¢bubposa
MPT Gubpos bubpos
Yame renorun (-) | Yamie reqoru (+) Yariie reHOTHIT Yarue reqorui (—)
I'eneTnka )
Yarme Cewmetinag 'KMIT Yame
Hecemeitnas HeceMeiHas
Xapakrep | ¢opma dopma
HCTHKA MuorodakropHoe Mmuorodakropro | ?
F'KMII 3a0oneBaHue e 3aboreBanme
Hudd.n-3 ¢ TTP
KMIT
- AT Menee xapakTepHa | - AT
- IloBblmieHHBI - IloBbimienn
KomopGu i IMT wit IMT | 2
AHOCTH
- Jlucnumnume
MU
Hanuume | OtcyrcTByer OtcyTcTBYyeT B 10-20% Bonee uem B 20%
BepxyuIe4 cIIydacB CITydacB
HOM
aHeBpHU3M
bl

Ocobennoctu Bepxyueynoi 'KMIT:

Paznuuaror 2 ¢hopmer Bepxymeunoir ['KMIT:

- H30JMPOBaHHAs BEpXyILICUHas THIEpTpodus;

- CMENIaHHBIN BapHaHT (COUETaHHE CPEMHEKETYTOUKOBOM M BEPXYIIEUHOM MHIEPTPOdGHUH C
npeobiaganueM BepxyiiedHoi) [524][525].

Bepxymreunas [ KMII umeer oco6sriii nartepu OKI', KOTOpHIH BKIIIOYaeT B ceOsl:

- HaJuW4ue riy0okux HeratuBHbIX 3y01oB T (>1 mV (=10 mm));

- BonbTaxHble kputepuu ['JDK, nuusepcus Bosnel T;

- BBIII€ YaCTOTY BO3HMKHOBEHUS (pubpusutsiimu npeacepauii (OIT) [526].

Juddepenunanpuplii auarno3 Bepxynreunoi ' KMIT HeoOx0quMo NpOBOJUTS C:

e 0Oosie3npio @abpu (mpu_Oose3nn @adbpu MoryT HabmrOAaThCs 4 MOpdooruueckux denorurna: 1) 6e3
yronmenus crenok JIXK; 2) konuentpuueckas [JIK; 3) acummerpuynas IJIXK (runeprpodpus MIKII); 4)
npeobiaganue Bepxymeunoi [JIK [527].

® «CTIOPTHUBHBIMY cepieM [526].

® anMKaJIbHBIM CMENICHUEM NaMUISPHBIX MBI

Kimnnyeckas oueHka u aByxmepHas TpanctopakaibHast DXOKI' He MoryT B 10CTaTOYHOM cTENeH!
mudhepeHInpoBaTh 3TH COCTOSHUS, IIO3TOMY IMarHocTuka Bepxymeunoit ' KMII nomkHa BKIIoYats B
cebst kouTpactHyio DXO-KI uau MPT [528].




Taonmua 4/A3. YipoieHHas Moaelb KIHHHYECKHX BADHAHTOB TeYeHH s

I'KMII

feHeTHYeckun AcvmnToMHan AcvMmnToMmHas
aedexr —p|  [OTUNEPTPOPUNECKAR (=== rUNepTPOPUUECKan CTAAUA
cragua (+/- o6cTpyruma BI/IK)
_— y §
MENYA0NKOBanR
Bcamistaan JUK < CumnTomHas Mameiiiiat
runeprpoduyeckan P UK +soipax.
CrabunsHoe cragus obcrp. BUDK
m.”“. +/- obcrpykuma BUDK &
( axnaccuvecknit mopdo- v
GyHKUMOHANLHBIN deHoTHny ) é
BCC
‘L >
+ ¢|’| + HWemMuAa, T
CTeHOKapaua, l
UM 2 tuna >
HebnaronpuatHoe
Wncyer | \ 2. / s
v XCH -1V cr. | i
AnukanbHas a OBmw250% > OBmw<50% crapms)
anespusma JUK KypabenbHan [ pedpakrepHan
Taommua 5/A3. HM3MeHeHHsi J1a0OPATOPHBIX TECTOB, IO3BOJISIIOIIHE

3anon03puTh HekoTopbie (peHokonuu 'KMII (aganTupoBano u3 [3])

Tect

3a6oaeBanus (penoxonuu 'KMIT)

T'emorno6un

ITpu anemun ycunuBaroTcs OO B TPYIHOM KJIETKE U OJBIIIKA, U €€
CIIeIyeTHCKIIIOYaTh IPU U3MEHEHUH CUMIITOMATHKN

AHewmusl, BBI3bIBasg TaXMKAPAMIO, MOXKET CIIOCOOCTBOBATh YBEIUYCHHUIO
'l BBTJIK.

CHIDKEHHE KHCIOPOI-TPAHCIIOPTHON (DYHKIIMH KPOBH MOJKET SIBIISCTCS
JIOTIOJTHUTENBHBIM (PaKTOPOM HIIEMHH MHOKApJIa.

OYHKUMS TOYEK

VY manueHToB ¢ TshKeNon JeBokenymoukoBoir XCH moxer OBITH
HapymeHaQyHKIUS TOYeK.

CHmxernne CK® u mpoTenHypHs MOTYT HAOMIOAATHCS IPH
amuon103e,001e30u Aunepcona-®adpu 1 MUTOXOHAPUATTBHBIX
0O0JIE3HIX

MHVII u N-TepMUHanbHbINA
npo-MHVII (Nt-proBNP)

Juarnoctuka XCH Ha panHe#l ctaamu. Mouutopusr tsokectd XCH
n otBera Ha Tepanmio mpu ¢erokommax ['KMII T'KMII (mamp.
KapaWaJIbHOM aMIJIONI03€).

CepnedHsblil TPONOHUH

IoBsImieH:

- y manmentoB ¢ 'KMII, ocobenHo nipu mporpeccupoBaHUU CUMIITOMOB
I'KMII,

- ipu passutuu UM 2 unu 1 tuna

- ipu HeKoTophIX perokonusax ['KMIT (ramp., kapananbHOM
aMHUJIOUI03€)




Onpenenenue
KOHLIEHTPAL[H CBOOOIHBIX
JIETKUX Lienen
HMMYHOTJIOOYIIMHOB (Karma
u 1IM0J1a) B KPOBH M MOYE

[pu nogo3pennu Ha AL-amumono3 cepia

HccnenoBanne KOCTHOTO
Mo3ra

[Tpu o03peHUH Ha aMHIIOUI03 CepaIa

TpaHcamMHHa3bl IEUEHU

[TeyeHOUYHBIE TECTHI MOTYT OBITH H3MEHEHHBIMHU IPU
MHUTOXOHIPHAJIHHBIX00JE3HsIX, Oone3nn JlanoHa

Kpeatnadochokxunasza

Kpearnadochoxmnasa mra3mel Bo3pactaeT mnpu OonesHu JlaHoHa u
MHTOXOHAPHAIIBHBIX OOJIE3HSIX,
JCCMHHOIIATHSX

AKTHBHOCTb (-TaJIaKTO3HIA3bI
A B 1UIa3Me/JICUKOIHUTAX Y
Myx4uH >30 et

Y wMmyxunmH c Oone3Hpio AmnnepcoHa-@abpm Hm3kas (<10% or
HOPMaJIPHOTO YPOBHS) WJIM HEONpenenseMas aKTUBHOCTh aib(da
rajlakTo3Huaa3ssl A.

Y keHmMH ¢ Oose3Hbro AHzaepcoHa-Pabpu ypoBeHb (epMeHTa B
I1a3Me M JIEHKOIMTaX dYacTo B Mpefesiax HOPMBI, I03TOMY, MpHU
KJIMHUYECKOMIIOJI03PEHHUU TpebyeTcs TeHeTHIeCKoe TECTUPOBAHMUE.

I'mroko3a HaTomak

MoskeT OBITh TIOBBIIIEHA PU HEKOTOPBIX MUTOXOHIPUAILHBIX OOJIE3HX

OreHka QyHKIUH
MU TOBUIHOMKEIIE3bI

JlomkHa OBITH oONpeeiicHa B MOMEHT IIOCTAaHOBKHM JHAarHo3a |
MOHHUTOPHPOBATBhCS Kaxkaple 6 MecsaneB y manueHTtoB ¢ [KMII,
MOYYAFOIINX aMHOTapOH**

JlakTaT nnaa3Msel

VYBenuueH Y HEKOTOPBIX NAIMUEHTOB NP1 MUTOXOHAPHUAJIIbHBIX 00JIE3HAX

Tadiuna 6/A3. KnnHu4yeckne 0COGEHHOCTH M HHCTPYMEHTAJIbHbIE HAXOIKH,

MO3BOJISIIONIHE TPeanoaoxuTh, auaruo3 ¢enoxonuu ['KMII (apantupoBanHo u3

[205]).
Denoxonus Mertoant Haxonxn
Bonesns lanon | Kimandeckas Kaxk npaBnito B 1€TCKOM BO3pacTe, KpaifHe peJiKo — IM03/1Hee Hadao.
CHMIITOMAaTHKa CkeJleTHasi MUOTIATHS, HAPYILICHUS 3PEHHsI, yMCTBEHHAsI OTCTAJIOCTb. Y
JKEHIIWH MIPY 1M031Hel MaHudecTannu M.0. N30IMpOBaHHAas KapuaibHast
hopma.
OKI' M.0. ipe1Bo30YKACHUE KEIYITOUKOB
DxoKTI MaccuBHas koHueHTpuueckas [JDK
MPT Yame konuenrpuueckas ['JIK, ¢ pactnpoctpanénneim [THI
MIPEUMYIIECTBEHHO B CPEIHUX U anuKanbHbIX oTaenax JDK. XapakrepHo
HapacTaHus creneHu ITHI™ ot 6a3anbHBIX OT/AEIOB K allMKaJIbHBIM, OoJiee
BBIpQ)KEHHOE BOBJICUEHHE CYOIHIOKAPAHAIBHBIX OT/IETIOB.
Hpyrue X-CBSI3aHHOE JIOMMHAHTHOE HACJIEI0OBaHUE.
JI1s oCcTaHOBKM AMarHoO3a — UCCIIeI0OBaHNE KPEaTHHKUHA3EI, OHOTICHS
MBIIIII, TEHETHYECKOE TeCTHpoBaHue (MyTarus B rene LAMP2)
PRKAG2- Knuanueckas [TpokcuManbHasT MUOTIATHSI, MUAJITHS, TIIETICUS, paHHee pasputue Al
CUHIIPOM CUMIITOMATHKa
OKT [TpenBo30yXAEHNE KEITYTOUKOB, OI0Ka (bl HOXKEK ITydKa ['Hca.
@II, TII. BeipaxeHHas cunycoBas Opaaukapaus, ABB, C-Ab
OxoKI' Pasnas crenens yBenuuenus ronmuHsl Muokapaa JOK. Cucronuueckas u
Jacronrdeckas muchyukmus JOK.
MPT I'TIX ot MunnManbHO# acummerpuyuHoi Oe3 [THI™ B HayambHBIX CTaTusIX,
JI0 BeIpaxkeHHOH ¢ pacnpocTtpaneHHbIM ITHI™ B mo3nHux craausix
Hpyrue AyTOCOMHO-JOMHUHAHTHOE HACIE€J0BaHUE.
BrisiBnenue myranuii B rene PRKAG?2.




Arakcus
®punpeiixa

Kinunnueckas
CHMIITOMAaTHKa

[Iporpeccupyroras arakcusi, moteps NIyOOKUX pedIekcoB, MOTOpHAS
c1a00CTh, TU3aPTPHUs, CaXapHbIH JUa0CT.

OKTI'

CHmXeHHe aMIUTATY/IBI WIM MHBEpcHs 3yoma T.
HaJpKkeTyio4KOBBIe U JKETyIOYKOBBIC apUTMUH.

OxoKI"

B nunamuke: koHLEeHTpHUYecKoe peMonenuposanue JOK —
xoHnenTpraeckas [JDK (pexe sxcuenrpuueckas [JDK) — mumaranms JDK
C CHCTOIMYIECKOH TUCHYHKITHEH.

«buecramas» TekcTypa MHOKap/a.

MPT

Ha pannnx craansx — koHIeHTprUaeckoe pemonenuposanne/ [JIK. Ha
MO3THUX CTAJIUSAX — 3aMECTUTEIBHBIN (HUOPO3.

Hpyrue

AyTOCOMHO-PEIIECCUBHBIH THIT HACTIECOBAHS.
HccnenoBanue CBIBOPOTOYHOTO YPOBHS alib(ha-Tokodepoa.
MPT rojoBHOTO MO3ra.

Bbosnesnn
AHJjepcena-
Dabdpu

Knuanueckas
CUMIITOMATHKA

INonucucteMHoOe MopakeHUe: HeMponaTus, U3MEHEHHsI KOXKU
(aHrHOKEpaTOMBI), IpOoTEeUHYpHUs, porpeccupytromas XIIH. Cepaue —
00JIe3Hb MEJTKUX KOPOHAPHBIX apTEepPHH.

OKT

[Mpusznaku [TDK, u3aMeHeHus penoisapu3aliiy, HapyIIeHHe MPOBOIMMOCTH.
[IpenBo30ykacHHUE KETYI0UKOB.
IIpencepnHble U XKEIYA0UYKOBbIE aPUTMHUU.

OxoKI'

Konnentpuueckas unu acummerpuunas [JDK. Hapymenue penakcanuu
JDK, nHopmansnas ©B JDK.

Mosxet OBITH UCTOHYCHHE MHOKapa 3aqHe-00koBoi cterku JIK B
no3aHei cranuu. ['mneprpodust [TDK.

Kaxymeecs: yBenmueHne TUIOMAAN TAMWUIPHBIX MBI (OTHOCHTEIBEHO
miontanu JIXK). JIunaranus BoCXOJSIICH a0PThI.

MPT

Cummerpuunas ['JIK, ¢ sammauem [THI B 6a3anpHBIX OTaCAX 3aHE-
6okoBoii crenkr JOK B HHTpaMUOKapAHAIBHBIX OT/ENax. XapaKTepHO
cHibkeHne BpeMeHH T1 Hike HopMbl ipH T 1 KapTHpOBaHHM MHOKapja

Hpyrue

X-CBsI3aHHOE PEIECCUBHOE HAaClIeI0OBAHMUE.

VccnenoBanue akTUBHOCTH ayib(a-ragakTo3uaassl A.

VY Manp4uKkoB MaHH(ECTUPYET B IETCKOM BO3pacTe. Y JKCHIIUH M.0.
MO3/IHee HaJyaJo.

KapnuanbHbrii
aMHJIONI03

Kaununueckas
CUMIITOMATHKA

XCH c coxpannoit ®B. Hapymenus putma.

ITpu ATTR - nepudepuyeckas HeHponaTus, CHHAPOM 3aISICTHOTO KaHaua.
Hacnencreennas opma TpaHCTHPETHHOBOH aMHIIONIHON
KapJMOMHOTIaTHH BbI3BaHA MYyTaIMel B TeHE TPAHCTUPETHHA MOXKET
nposiBuThes B Bospacte 30 - 40 ner [529].

OKT

B 3aBHCHMOCTH OT CTEEHH HAKOIJICHUS] aMUJIOU/Ia — HU3KHUI BOJIBTAX
QRS (aHOMaBHBIE COOTHOIICHHSI BOJBTAX/Macca), HApYIICHUS
MPOBOIIMOCTH, HAJKEITYIOYKOBBIC APUTMHUH

3x0KI"

Konuenrpuueckas I'JIK, nnorna Tommumna MKII > 3CJDK.

Junaraius npeacepauil. Y TomimeHne CTBOPOK KinananoB. HeGonmbimoi
THIPOTIEPHKAPA.

B HawanpHBIX CTaANAX HOpMaibHAst cokpaTuMocTh JIK, He BeIpaskeHHbIE
HapymeHus HarnonHeHusa JDK. B mo3nHux cTagusx - peCTpUKTUBHBIN THIT
HanonHeHus JIK, cHuXeHne COKpaTUMOCTH.

CHmxeHue ckopocTei S', €' u ' mpu TKaHeBOoi Jomnmuieporpaduu

(Bce < 5 cm/c), cHIKEeHUE TI00abHOM ponobHO aedopmarn JIXK ¢
OTHOCHTENEHON COXpaHHOCThIO nedopmanun Bepxymku JOK (cumnrom
«BUILHA B BEpXYIIKe») mo3BoiisieT 3anono3putb ATTP-KMII [311].

MPT

I'JIK sxemy104KkoB, HHOTJa CTEHOK npencepanii. Cy0sHaokapauaisHOe 1
TpancmypanbHoe ITHI' ¢ oTHOCcHUTENbHOI HEBOBIEUEHHOCTBIO BEPXYIIKI
JDK. YBenuuenue BHEKIETOUHOTO 00beMa Oonee 27-28%, MOBEIIIEHHE
Bpemenu T1 Boie HopMbl ipu T1 kapTupoBaHMU MHOKapAa.

Apyrue

ITpu AL- amuiionio3e — ucciaeaoBaHne MOHOKJIOHAJIBHBIX OCIIKOB Karia 1
nsmMOma B KPOBH U MOYE.

ITpu ATTR — cumaTHTpadus Kocten ¢ Gucdochonaramm.

Brornicns Mmuokapaa ninm abIOMIHAIBHOTO KHPA.

YBenuuenue ypoBHs TponoHuHa 1 NT-ProBNP




Taommua 7/A3. JluarHocTMka y PpOACTBEHHHKOB NpPO0aHIa, HOCHTEJIE

myTanuii renoTun(+)/gpesorun(-) B roruneprpoduyeckoii cragun (a1anTHPOBAHO

w3 [530])

ITHONATOrEHES

MyTauma B rede,

MeTogbl AUarHocTHen f HaxoguM

KOAHPYHOLLEM > MeHeTHYECHHMA aHanMs
caproMepHblA Genow
m
¢ -g. AXOHI/MPT:
Dedert capromeproro asomanuu ME W nanunnapHbix
Genua E MbIWL, KPWATH MUOHEapad
‘L ; IXOMI:
= s CHOpOCTHBIE NOKASATEAW NPK
- THAHEBOW AonnaeporpaduM
HapyweHwe o <4
coxparmmoct  KIMLL E‘ / J- pedopmauyma muorapga JIH
o
c
Disarray i } MameHeHua Ha KT
Dubpo3 MPT: m.6. soubl THT
¥
MMneprtpodpma

Ta6anua 8/A3. Daexrpoxkapauorpadguyeckne aHOMAJIMH, IO3BOJISIIOIIUE

NPeANoI0KUTh KOHKpPeTHbIN quarno3 ¢penoxonuu I'KMII nian mopdostorudeckuii

Bapuant I'KMII (no Rapezzi C et al., 2013 [208]).

Ocob6enHocTH KommenTapmii
Kopotxuii PR- PanHee BO30YX/IECHHE J>KENYJOYKOB — 4YacThli (eHOMeH OoJe3Hei
UHTEpBal /panHee Hakorutennss  (Oomesam  Ilomme, PRKAG2 wu  [laHoHa) w
BO30YKICHHE MUTOXOHApHaTbHBIX Oone3nelt (MELAS, MERFF).
Koporkuit PR-mHTEpBa;m 06e3 paHHero BO30YXICHHS IKEIyIOYKOB
BCTpeuaeTcsinpu 6osie3Hn AHgepcona-dadpu.
AB-0nokana IIporpeccupyromee 3aMeIeHHe AaTPUOBEHTPHUKYJSIPHOIO INPOBEACHUS

4acTO BCTPEYAETCs IPH MUTOXOHAPHAIBHBIX 3a00JIEBaHUAX, HEKOTOPBIX
Oosie3HsiXx  HakomleHust (Bkiowas ©Oone3Hb  AnuepcoHa-Dabpwu),
aMHJION]I03€, IECMUHOTIATHSAX, & TaKkKe y MalHeHTOB C MyTALUsIMU B
rene PRKAG2.

Coxkonosa >50)

Bripaxennas ['VDK (uHzexc

UpesBbryaitHo 00ib110# BonbTaxk QRS TunmueH mis 6onesHei [Tomie u
JlaHoHa, HO MOXXeT OBITH PE3yJNBTATOM TOJBKO PAHHETO BO30YXKICHUS
KEITyJOUKOB.




Huskuit BossTaxk QRS (mm
HOPMaJIbHBIH BOJIbTAX
HECMOTPS HA YBEIUYCHHUE
TouHBI cTeHKH JIDK)

Huszkuit Bompraxk QRS B oTcyTcTBHE mepHKapAUaIbHOIO BBINOTA,
OXMpEeHUs: U OoNe3HH JIeTKUX peako Habmomaercss mpu ['KMIT (3a
WCKIIIOYEHUEM CIy9aeB CTaAWM JEKOMIICHCAIMH), HO XapaKTepeH I
nagueHToB ¢ AL-aMuUIOMIO30M M peke — IMpU TPAHCTUPETHHOBOM
aMHIIOHNI03€.

Juddepennnanprerii quarsos mexay I KMII u kapanaxpHO# Gopmoit
aMHJION]103a: aHOMAJIBHOE COOTHOIICHNE (HU3KHH BOJBTaX MPH
tommuHe cteHkn JOK > 12MM) xapakTepHO AJs KapAHAIBHOTO
amMuiion103a (4yBCTBUTEIBLHOCTH75%, cermduanocTs 67%).

Bexrop QRS ot -
90°mo —150°

HaGmonaercs y manueHToB ¢ cuHApoMoM HyHaH, MMerommx
BBIP@XXECHHYI00a3aIbHYI0 THIIEPTPOHIO, PACIIPOCTPAHSIONIYIOCS Ha
BbIXOHOH TpakT IDK.

I'mranTckuii HEraTUBHLIN
3yben T (>10 mMm)

I'mrantckuit HeratuBHbIM 3yOeny T B NPEKOPAMANBHBIX  W/WIA
nepeAHenaaTepanbHbIX OTBEACHUSAX CBUAETENBCTBYET O BOBJICUEHHUU
Bepxyuiku JDK.

IMaTonorugeckmii 3ybenm Q
(>40 wmc wwum >25%
rnyOuHbl  R-BONHBI  W/WiK
rnybuHa >3 MM XOTs Obl B

AHoManpHO TIyOOKHMH 3yOenm Q B mIepemHenaTepalIbHBIX OTBEICHHAX,
O00BIYHO ¢  TOJOXWTENbHOW  T-BOJHOM, aCcCOLIMUPOBAH  C
acummMmeTpuuHoi runeprpodueit JIK.

AHOMasbHas MPOIOKUTENBHOCTD 3y0ma Q (>40 mMS) acconuupoBana ¢

JIBYX OTBEACHUAX, KpoMme | obmactsimu pUOPO3HOTO 3aMELICHHUS.

avR

CBojguaras sneBauua | Y ~ HEKOTOPBIX MAllMEHTOB C  ANUMKAJIbHOW WM  JUCTalIbHOU

cermenTa ST B narepalbHbIX | runeprpodueil  pa3BUBAlOTCS — alMKalbHbIE AHEBPHU3MBI, HWHOTAA

TPYIHBIX OTBEICHUAX accolMUpOBaHHbIe ¢ (GuOpo3oM MHOKapAa. Manbix pa3mMepoB
aHEBpU3MBl BBIABIAIIOTCA Tonbko mnpu MPT cepauma, OXOKI ¢

KOHTPAaCTUPOBAHUCM WJIN BeHTpI/IKyJIOFpa(I)I/II/I, JacCTO aCCOLMUHPOBAHBI €
3neBauHeﬁ cermenTa ST B JIATCPAJIBHBIX I'PYAHBIX OTBCACHUAX.

Taomuma 9/A3. Ilapamerpbl mporokona TT-IXOKI-uccienoBanus y

nanuenta ¢ 'KMII (axanTupoBano u3 [182,278])

ITapamerpsl

KomMmentapun

Tommuaa Muokapaa JIXK (B 16
cermenTax JIDK)

[KosmaecTBo
CHITEePTPOGUPOBAHHBIX
cermenToB JIDK

- Uzmepenne tommuusl creHok JOK ciemyer mpoBoanTh B KOHEYHO-
JMACTOJIMUECKYIO (pasy, MPEeNIOYTHUTENFHO — B IapacTepHAIBHON
MO3HINHK TT0 KOpoTKo#i ocu JDK (>kenaTenbHO TONIIMHY MHOKapia B
THNepTPOQUPOBAHHBIX ~ CETMEHTAaX  OIEHMBATh B  HECKOJBKHX
MIPOCKIMAX, HO M3MEPEHUSI B ANMKAIBHBIX CKaHAX IE€PEOLECHUBAIOT
TOJIIMHY MHOKap/ia 3-3a OTPaHNYEeHU OOKOBOTO pa3pelIeHus).

- M36erath BKIIOYeHMs B TOMIUHY Muokapaa [DK-Tpabexyi.

- Kpurnunele nokazatenu: MakcuManbHas ToumuHa creHkn JIK
(crpatudukanms pucka BCC) u ToNmmMHA CTEHKH B MecTe
MUTPATBHO-CENTAIBHOTO KOHTaKTa (BbIOOp CMD-DCA).

Tun runeprpopuu JDK
[TaTTepn Mopdomorun
IMOKTT

AcuMMeTpHUYHAsI, CHMMETPHYHAs, aluKajbHas, CPEIHEe-
JKeJTy1ouKoBas, ipyrue otaeinsl JIK.

Mopdodomnorus MXKII: nBosKOBBITYKIIas, CHTMOBUIHAS (S-00pa3Has),
runeptpodust BcenMXKII.

Tonumna muokapaa [TK

OueHnBalOT B 0a3aJbHBIX, CPEIUHHBIX W aIlMKaJbHBIX CErMEHTaX
(HOpManbHBIE pasMepsl <5 MM B M300paKCHUH ITapacTepHAIBLHOM MO
JUIMHHOW OCH Ha YpPOBHE XOpJA TPUKYCHHMIAJIbHOTO KJallaHa).
W36erarhBKIIOYEHHUS SMTUKApAUAILHOTO JKUpa B M3MEpEeHHe MHOKap/aa
IDK.

Texctypa muokapaa JDK

«bnecTsaumii», TpaHyISIPHOCTH (V11 HCKITIOYEHUS (DEHOKOIUH
I'KMII).Hannuue xpunt muokapaa (mpu MPT Gosiee Tounas
JTIMAarHOCTHKA).




N3mepeHue pazMepoB u
ompenenenue oobemoB JIK

KAP*, KCP, K10 nu KCO
*[Ipumeuanue: npu S-obpaznoit MXKII K/IP cnenyer m3amepsts B 2
BapHaHTaX — Ha ypoBHe Oa3ambHBIX cermMeHTOB JDK m Ommxe x

CPEIMHHBIMCETMEHTaM, TJe OH MakcuMaieH (cM. pekoMmeHmanuu ASE
2019)

M3mepenue pazmepon IDK

B mapacTtepHanbHON M anyvKaabHOM O3ULIUU

M3mepenue pa3mepoB u
onpenencane oovemon JIIT u [1I1

Yeemmaenne JIIT oTHOCHTCS K JONOTHATENBHBIM (akTopam prucka BCC

OLeHKa TOJNIHHEI
MEXIPEICEPAHON TEPEropoIKU

Jus ucxmogenns perokormii ' KMIT (ammmonos)

BusyanpHas OICHKa KHHETHKH
mMuokapaa JOK u ITDK

BrisBiienue 30H uniemMuy /mepeHecesHoro UM

BusyaipHas OICHKA KIIAIIaHOB
(MK, AK, TK, IIK)
M3mMepeHue IauHbI NepeaHeil
ctBopkr MK

Onenka SAM-cuaIpoMa

Ocoboe Banmanne — MK:
- HaJIM4Yue MEepPEeJHE-CUCTOJUYECKOr0 JBHXKEHUS CTBOpoK MK,
HaJIM4ie MUTPaJIbHO-CENTAILHOTO KOHTAKTa (Ba)KHAs XapaKTEPHUCTHKA
I'KMII, HO Takxke MoxeT Habmomatecs He npu ' KMII y manmeHTOB ©
manenbkuM JDK HezaBucumo ot Hamuuus ['JDK, mpu runosonemuu,
rocjie KapAUOTOPaKaIbHBIX XUPYPTHUECKUX BMEIIATEIIECTR)
- €CTb 1M y/uInHeHHe (M30bITouHOCTh) cTBOpok MK, Hammuume wu
CTeNeHb nposadupoBanus ctBopok MK.
o crenenu BeipaskeHHOCTH SAM-CHHAPOMA BBIIEISIOT:
- HeOospoe [1C/] MK — HeT cenTaibHO-MHUTPaIbHOTO KOHTAKTa
- YMEPEHHOE — MUTPaJbHO-CENTAIbHBIH KOHTAKT < 30% IIUTETBHOCTH
CHCTOJIBI
- BEIpaXeHHbII SAM-cHHAPOM - MUTpalbHO-CENTaNbHBIN KOHTAKT >30%
TUTUTEIEHOCTH CHCTOJBI

HaHI/IJIJ'IﬂpHLIe MBIIIIBI

KOHI/I‘IGCTBO, €CTh JIU AUCJIOKAIIHA

Hannaune " CTCIICHb
0OCTpyKITNH BTJIK WA
CpEIUHHO- JKEINYJOUYKOBOI
oOCTpyKIMK

- Peructpammss  kpoBoToka uepes AK/BTJDK
JonrepoBckoro cnekrpa u Benuunna ['J] 8 BTJDK.
- CrnenmyeT mcrnonb30Bath cremyromue GepMyisl 1 pacyera I'J[ B

4 x V max |,

naTTepH

BTJIK: ypaBuenue bepunynu Ap €CIIM MOXHO
TOYHO HM3MEPUTH

CKOpPOCTH KpoBOTOka B MyTH oTToka JUK; dopmyna kimnuku Meko

«Ap =[(4 x V max MP ) + p JIII] — cucTeMHOE CHCTOIHYECKOE
All», ecnu

HAJIM4Me BBIPAKCHHOM MUTPANBHOW PpErypruTaluil HE II03BOJIET
TOYHO U3MEPUTh CKOPOCTh KpOBOTOKa B myTH oTToka JDK (pJIT —
JIaBJICHUE B JIEBOM NPEICEPANH, HCIONB3yeTCsl KOHCTaHTa — 20 MM
pT. CT.)

- Heobxomnmo yOemuThesi, 4TO pErUCTPUPYETCS] TOJIBKO KPOBOTOK B
BTJIXK u He «3axBaTbIBa€TCSA» TOK MUTPAJIbLHONW PErypruTalty.

- Ecmu B mokoe I'Jl 8 BTJDK <30 MM pT. CT., ciemyeT mpoBeCTH
HPOBOKALMOHHYIO P00y BanbcanbBel.

- YV Hekoropeix manueHToB BenunuuHa ['JI B BTJDK OGonbiie B
MOJIOKEHUH CHUAS W CTOSA, HYeM JIeXka, TI03TOMY HEOOXOIMMO
n3Mepenue I'Jl ¥ B 0JI0XKEHUM ALUEHTA CTOSL.

Eciu B mnosiokeHHH Jexa y HanueHTa npoba BasmbcaibBb
OTpHIATENbHA, TO HEOOXOIUMO MPOBECTH MPOOY TAKXKE B MOJIOKCHUH
MAINEHTA CTOsL.

EcTb mu 00CTpyKIUs
BoIxogHororpakra 1K

Perucrpanus ckopoctuxposoroka B BTIDK u Ha ypoBHe cpeanux
cermenToB 1K

OrneHKa KIamaHHON
perypruraiyu, ocooeHno MP.

IIpu MP, obycnosnennoit [ICJI MK, Tok, kak mpaBujo, HampaBieH
JaTepaJbHO M K3aaM, a creneHb MP  mpomnopuuoHanibHa
BoIpaskeHHOCTUIIC/] 1 MUTpaIbHO-CENTAILHOMY KOHTAKTY.

Ecnu nanpaenenue toka MP aTUnMuHO WM HE MPOMOPLHMOHAIbHA
IIC, Bo3aMoxkHa camocrtositenbHass marosorus MK; srto kpuruyno

JJIA BI:I60pa XUPYPIUICCKOro WJWM OHAOBACKYJSAPHOro METOoAad




JICUCHUA.

lccrnenoBanre CUCTOIMYECKOM
¢dyrxnun JIK u IDK

@B JIK uacTo cBepxHOpMaibHa, 0coOeHHO npu ManeHbkoM JDK, dro
MOXET HE KOPPEKTHO OTpa)kaTb COKPATUMOCTh KapIUOMHUOLUTOB.
Bonee TouHsl mpomonbHbii 2D-Strain u TkaHeBas mommieporpadus
(s’<4 cm/c — mpeaukrop pa3sutust XCH u m1oxoro nporaosa).

st TTK: TAPSE, 2D-strain crenxu TDK.

ccrnenoBanue AUACTOINYECKOM
¢byrkann JDK

Cornacao pexomenmanumssm ASE u EACVI (2016) mpu ['KMII
CIIEyeT OIEHUBATH CTENEHb JWACTONMYECKON  IUCHYHKIHH.
KittoueBoit mapametp amactonmyeckort auchynkumun JOK — naBnenue
Hanmomaenuss JOK  (KJJ JDK). Ero HewHBa3WBHas OICHKA
mHorodakropHa. Ilo pexomenmammsm ASE m EACVI (2016) npu
I'KMII BeiBog 0 nossimienuu KJ /I JOK cnenyer, ecnu:

1. cp. E/e’ >14 cm/c,

2. pa3HHUIA AJTUTEIHHOCTH PEBEPCUBHOM BOJIHBI A B JIETOYHBIX BEHaX

U BOJHBI A TPaHCMUTPAJIBHOTO KpoBoTOKa (Ar-A) >30 mc,

3. naAekc oovema JIIT >34 mn MJ'I/MZ,

4. IMKOBasi CKOPOCTh TPUKYCHHIANbHOW peryprurannu >2,8 M/c
(CHJIA >

3540 mm pT.CT.)
Bonee moapoOGHO 006 amropuTMax  OIEHKH  JHACTONHYECKON
TUCOYHKIMM B pasHbIX KIMHHYECKHX  CHUTyalUsiX —  CM.

peKOMEHAAIUH ASE/EACVI (2016) o HCCIIEIOBAaHUIO
Juactosmueckoil hyakuuu JIK.

OrnieHKa IpOoAOIbHON
nedopmanuu JIXK (2D-strain)

C noctpoennem cermenTapHoit cxembl-munienu JOK (bull's eye).
MMarrepusi2D-strain pasmuunst npu [KMIT u peroxommsax T'KMIL.

O1eHKa HATNYHUSA KUIKOCTH B
[TOJIOCTH MEpUKapIa

HUckmrouenne denoxonuit ' KMII (xapakTepHo 11 KapIHaaIbHOTO
aMUJION1034).

OreHka OuaMeTpa U CTEIeHH
KOJIIaOMpOBaHUS HUXHEH
[10JI01IBEHBI

Heob6xonuma ans pacueta CIUIA.

Taomuma 10/A3. 3adoneBanusi (kpome o6cTrpykruBHoii ['KMII), mnpwu

KOTOpPBIX MoskeT perucrpupoBarbesi ooctpykuusa BTJIK m SAM-cunapom (IICH

MK) (anantuposano u3 [205]).

IToxxusbie nanuentsl ¢ couetanueM Al, curmoBuHoit MXKII u runepaunamuanbsiv JDK

KommneHcaroHast runepcokparuMocTb 0a3anbpHbeIX cermMmeHToB JOK npu 0. BepxylieuHoM HH(apKTe MHOKap/a

KMII Takomy0o0 ¢ runepcoKpaTuMocCThio Oa3aibHbIX cerMmeHnToB JIK

MaccuBHas KaHLHI/I(i)I/IKaIII/ISI 3aJHUX CETMCHTOB MUTPAJILHOI'O KOJIbLA

[ocne Xxupypruueckux 1 9HJ0BaCKYJSIPHBIX BMemarebcTBax Ha MK

Iocne nporezupoBanusa AK y nanuenTosn ¢ I'TDK u runepaunamuuneiM JDK

Iloxxwmiere INallMCHTEI C aHCMI/Ieﬁ, FHHOBOHCMHCﬁ, TaXUAPUTMHUAMH, CCIICUCOM

Hcnons3oBanue IpenaparoB: HHOTPOIIbI, BA30AWJIATATOPHI, CUMIIATOMUMCTHUKH

[eperpyska nasnenuem IK (obocrpenne XOBJI n/umu OPIC)

Penoxonnu 'KMII (kapauanpHbIi aMmuiion 103, 6onesns Pabdpn)




Taommua 11/A3. lonoanuteiabHble onuun npu IXoKT

Onuus

].le.]]]; HCIOJb30BAHUSA

Ornenka npononsHON Aedopmarn JK
(2D-strain)

C mocrpoeHHeM cerMeHTapHOH cxembl-mumenn JDK
(bull"s eye). Tarrepust 2D-strain pasmugnst mpu ['KMIT n
¢denokormmax 'KMIT

3-D pexkoHcTpyKuus

Ouenka mopdonorun MK aist BeIOopa Xupyprudeckoi
TaKTHKU

Taommua 12/A3. Dxokapamorpaduyeckne 0COOEHHOCTH, MO3BOJISIONIHE

npeanoaokutTh quario3 genoxkonunu I'KMII (axantuposano u3 [3]).

OcodeHHoCcTH

KommenTapmii

VYronuenue MexnpeacepIHom
MIEPETOPOIKHI

AmMunonnos

Yronuenue crBopok MK

Awmmunonnos, 6o1e3np Annepcona-dadbpu

Tumreptpodus ceobomnoit crerku [DK

Awmunonno3, MHOKapauT, Oone3Hb Annmepcona-Dadpu,
cunapom HyHan

IlepukapananbHbIid BBIIOT

AMUIION103, MUOKAPAHT

YBenuueHnue sXxoreHHocty Muokapaa JIK

AMUIION103

Konuentpuueckas I'JIDK

MuTtoxoHIpHaNTbHEIE OONE3HH,
amuion103, Oone3Hs AHpepcoHa-DPaOpu, MyTanuu B TEHE
PRKAG2

DKcTpeManbHasi — KOHIEHTPHYECKas
T'JDK(Tommuaa cteHok >30 MM)

Bonesns Jlanona, 6one3ns [Tomre

I'mobansrast  rumokmuesus JDK  (c
HaJMYUEM WM OTCYTCTBHEM JMJIATALIHU
JIK)

MHUTOXOHIpUATbHbBIC 00JIe3HU, aMUIOUI03, MYTALIUU B [CHE
PRKAG2, bone3nsr JlaHOHA, MHOKApIUT, MO3MHSS CTaads
I'KMII, 6one3ns Aunepcona-®adpu

O6cTpykius BeixoaHoro Tpakta [DK

Cunppom HyHaH 1 accoruupoBaHHBIE CHHIPOMBI

Taommua 13/A3. IMapamerpbl, KoTOpblie He0o0XoquMO omeHuTh npu MPT

cepaua y nanmenta ¢ FKMIT

CTpyKTYpBI IMapameTpnl

JDK K10, KCO, KJIP, ®B, macca Muokapa

Hanuuue HapymeHnuii cerMeHTapHOro cokparienus muokapaa JDK




BTJIK Amnaromuueckue ocooennoctu BTJDK, tuna u mecta o6ctpykimu B JOK
Benmuuna mukoBoit ckopocti/I'Jl B BTJDK (dasoBo-konTpactaas MPT ¢
KOAMPOBAaHUEMCKOPOCTH)

DK K0, KCO, ®B, pa3mepsl, Hannuue ooctpykunu B BTTIK

Muoxkapz JIK - TonmmuHa MHOKapAa JIEBOTO KEIyIJO4YKa B AMACTONY IO KOpOoTKoM ocu JDK
coryacHO17-Tu cerMeHTapHO’ Moenn
- Jlokanm3anus/pacrpocTpaHEHHOCTE/KOJIMIECTBO THIIEPTPOHUPOBAHHBIX

cermenToB JIDK
- Mopodonormueckuid Tarn ' KMII (acuMMeTprudHas, CHMMETpUYHAs,
anMKalbHasl,CpeIHEKEIy10UKOBas)
- marrepH Mopdomorun MXKII (nBosikoBbImyKIIasi, curMoBuHasi, Best MOKIT)

Ilo3nnee Hanunuwe, natrepH, pacnpoctpanenHocts ITHI' B % ot o6mieii maccsl Muokapaa JIDK

HaKOIIJICHUE

Tal0JIUHUS

MP u TP Hanmame MuTpampHONH M TPUKYCIHIAIBHOW pErypruUTalliy, CTEICHb, (ppakims
perypruranuu

Amnnapar MK CrpoeHne, oOmMcaHne aHOMANMH (CMEIICHHE/«PacIICIUICHHE» TOJOBOK U

(cTBOpKH, XOpZBI,

THIEPMOOMIBPHOCTh MANMMUBIPHBIX MBIMII), CBs3pb ¢ obOctpykunmedt BTJDK u

HNanuUIpHBIE MUTpaJIBHON peryprutanuei

MBIIIIIBI)

JIIT u 1T Pasmepsnl

JononHurenbHb [Mpu nnanupoBanun CMD - uneHTUGHUIUPOBaHNE «KpUIT» y manueHtoB ¢ ['KMII
€ aHOMaJIuu CyKa3zaHHMEM KOJIMUECTBA U TITyOUHBI 1eeKTOB

Tadauma 14/A3. BapuaHThl HATPY30YHBIX TECTOB

Harpy3ouHnslii Tect Anmnaparypa s INoxa3anus/nenb
HArpy3KH
Harpy3ouHslii TECT c Tpenmun Crparudukanus pucka BCC
peructpanueit OKI' u A/l Benospromerp
(pexe)
Crpecc-DXOKI Tpeamun - JlnarHocTuka IaTeHTHON OOCTPYKIINU
«JIexaunii» - Crparudukanus pucka BCC (nunamuka A/l u
BEJIO3PTOMETP D)
- Uanynupyetcs 1 UieMus MHOKapaa
- Ouenka 3¢ peKTHBHOCTH IPOBOAUMON Teparnuu
- IImanupoBanue JUArHOCTHYECKUX
MEpONpUATHH y TMAaIHUeHTOB ¢ OOJsIMH B
obmactu cepana (Heooxomumocts KAI)
OprocnupomMeTpus Tpeamun [Ipu nnaHupoBaHKUU TPaHCIIIAHTALMH CEPALA




Ta6auna 15/A3. Cxema quddepennuanbaoro auaraoza 'KMII u 6a3aiabHoii cenTajJbHOM

runeprpoduu (agantupoBano u3 [531]).

S-ob0pazHan W
TonwmHa nepegHe-GazansHore cermedTa MA = 12 mm
OrHowenne TNEHT | GazansHbid cermenT) f TMEN [ cpegumi cermenT) > 1.5
HeT CemeliHbiid aHamHez TKMIM/BCC Aa
HeT KnMHW4YecKaa cMMNTOMaTHKa Aa
HeT Ob6etpykuyna BTN, NCO MK Aa
HeT TMHEMN >1.5; t3CNH >1.1 Aa
«BbINnyKNOCTbY
Y - HeonpegeneHHo TrKmMmn
basanoHoi MM
HeT MHI npn MPT Aa
HeT MpUUMHHAA MYTALUMA [PH TEHETHYECKOM TEecTHPOBAHMK Aa
HeT adisarray? HapAMOMMOUWTOE NpM GMoncke mMuoapaa Aa




II2K
CnoptcmeHd, [T, TonwmHa cteHKM JTH > 13 mm
rKmMn CnoptueHaa MK
CemeldHbld auamues THMI Het cemelnoro asamuesa FHKMI
HeHcewid non JKI: BonbTamHble NpU3HaKK [NH
IKM: natrepHsl TEMIT IXOHT 1 MPT: KOP MH>45 (55) mm;
IXOKI MPT: KOP NH<45 mm; acummeTpruHan [NH; OTC < 0,5;
acHummeTpuyHan [NiH; OTC =0,5; wae HeT NCA MK; cynpadHopmaneHaa [d
npasMno y cnoprecmenos HeT MCO MK; N (ypenWUYEeHWE CHOPOCTH paHHErD
Awactonwyeckan O@; ecTe 3ode MHT Hanondenwa JHK); s > 10cm/c;
(e B HauaneHbx dazax); HeT 30H MMHT;
Crpecc-tectei: VO, mawc. < 50 Crpecc-tectei: VO mawc. > 50
rnferfrme mnm < 120% osmgaemoH; rnfurfrne mwan > 120%
m.B. HMHP; m.6. L-Afl MK HEAOCT. oMMAaEMoH; HeT HHP;
MNPUPOCT Ha NHEE HArPY3IHM HOPMANbLHaA peadyWA Al
HeT yMeHbIWEHHMA TONWMHBI CTEHOHE YMEHBWEHHE TOAWMHLI cTeHoE JIH
I yepes HECHONBED MECAWEE nocne YEpEes HECHONBKO MECALEE nocne
NpexpalleHHa HarpysxM NpexpalleHHa HarpysKEu
Tadnmua 17/A3. IIpaBuiia n 0COOCHHOCTH Ha3HaYeHHsA OeTa-aApeHo0I0KATOPOB
npu 'KMII

Taommua 16/A3. JInddepenuuanbuas guardocruka IKMII u ciopTuBHOM

Bera-anpenobnokaTopsl ocrarorcst Hanbosee 3 (HEeKTUBHON IPYIIIOi JIEKapCTBEHHBIX CPEJICTB,
npuMensieMbix BiaedeHun ['KMIL.

B cBsi3u ¢ Goubllel KOMIUIAGHTHOCTBIO Y MAIMEHTOB PEKOMEHAYETCS OTAaBaTh MPENOYTCHHE
CeJIEKTUBHBIMOEeTa-aIpeH00IOKATOPaM MIPOJOHTHPOBAHHOTO JAEHCTBUSA, B YACTHOCTH, OMCOTPOIIONY ™ *,
METOIPOJIONTY* ¥,

o3y Gera-anpeHoOI0KaTOpa peKOMEHIyeTcss TuTpoBath 10 goctmwkeHns YCC 55-65 B munyTY 1mox
KOHTpoJeMA/l ¥ CHMIITOMOB.

Crenyer MOMHHUTH O JPYTMX H3BECTHBIX MOOOUYHBIX 3(deKTax Oera-aIpeHOOIOKATOPOB: HapyIIeHHEe
MPOBOJMMOCTH BIUIOTH 110 TOJHOM AB-Osokaznpl, 6poHXOCHa3M, Ba30KOHCTPHUKLMS MepH(EepUIECKIX
COCYIOB, HAapyIIEHHE TOJIEPAHTHOCTH K IITIOK03€, SPEKTHIbHAS JTUCHYHKINS U APYTHX.

Bricokne 10361 00bMHO XxOpomio mnepeHocsitcs. [lobounsie 3¢d¢exTsr (kamoObl B OCHOBHOM Ha
YCTaJIOCTh) JOJDKHBI OBITH TIIATENILHO MCCIIEOBAHBI, YTOOBI OLIEHUTh ONTUMAJIbHYIO WHANBUIYaIbHYIO
JI03y JJIsl KOHKPETHOTO TTalleHTa.




Ta6suna 18/A3. [IpaBuiia u oco6eHHOCTH Ha3HAYeHHs BepanamMuiaa™* npu I'KMII

Haznauenue Bepamammna** pexoMeHAyeTcs HaUMHATH B yCIOBUAX CTallMOHapa ¢ Maibix 103 — 2040
Mr 3 pasa B JE€Hb C IMOCTENEHHBIM WX MOBBIIIEHHEM IPU XOPOIIEW MEPEHOCUMOCTH O CHIKECHHSA
9aCTOTHI CEPJCUHBIX COKpAIIEHUH B IOKOE A0 55—-65 B MUHYTY

Bepamamunr®* obecneunBaer cumnTomarudeckuii dpdexr y 65-80% mammenTos, cIrydan
pedpakTepHOCTH K JIeUeHNI0 0eTa-aIpeHOOI0KaTOpaMHL. BKITIOYas

[Tonb3a BepanaMmia** orpaHuueHa ero COCyA0paciupsiIomMu 3¢ dexramMu, KOTOpble Y OTAEIbHBIX
MalMeHTOBMOTYT IIEPEBENINBATH €r0 OTPHLATEIBbHBIH HHOTPOIHBIHN 3 (EKT.

Bepanammn** mpeanoyTtuTeneH A1 MOJOJABIX MAIMEHTOB C JIETKOW M yMepeHHoW obctpykuueit (I'J] B
BTJIXK Bnokoe <50 mm pr. ct.) [385].

[MTanmenrtam crapiie 65 ner HeoOX0AMMO Ha3HAUCHHWE HU3KUX 103 M THTpALMs Ipenapara moj
koHTposaeM I'J[ BBTJDK, UCC (OKI') u KIMHUYECKUX CUMITOMOB.

Taommma 19/A3. HavanbHble H  1ejdeBble JA03bl TNPH  MeIUKAMEHTO3HOM

Tepanuu 'KMII

Ipenapar HavauabHas no3a eneBas 1o3a

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

- MeTOoIpOIoI** 25-50 mr/cyTku 100-200 mr/cyTkn
- aTeHoIoI** 25-50 mr/cyTku 150-200 mr/cyTku
- 6ucornposon** 1,25-2,5 mr/cytkun 10 Mr/cyTku

- cotayon** 80 Mr/cyTku 160-240 mr/cyTku
- Bepanmamuir*¥ 60—-120 mr/cyTkn 240480 mr/cyTku
- BepamaMuiT** (POJOHTUPOBAHHOTO ICHCTBHS) 120 Mr/cyTku 240480 mr/cyTku
- TWITHa3eM 60—-120 mr/cytkn 180-360 mr/cyTku

Ta6anua 20/A3. PexomeHayemasi 4acToTa o00si3aTeJIbHBIX AHAJIN30B KPOBH Ha

Kp€aTuHMH, Y MAIMUCHTOB, IPUHUMAKIIUX AaHTHKOATI'YJIAHTDI.

KpaTtHocTh

Karteropun nauueHToB

1 pa3 Brog

BceMm marmmentam mouoxe 75 ner ¢ ucxoxasiMm KK>60 mn/mMud

1 pa3 B 6 MecsileB

[MarmmenTam >75 J1eT, 0COOEHHO CO CTAPUECKOH aCTCHUEH

1 pa3 B N mecses

N=KK/10 (mpumenmnmo, eciiu KK<60 mu/mMuH)

ITo TpeboBanmIO

JlononHuTensHOE — MPOBEJEHWE  AHAIM30B, €CIM  BO3HUKIM  Kakue-mbo
MHTEPKYpPPEHTHBIC 3a00JIeBaHUS/COCTOSHUS/TIPUEM TIPENapaToB, KOTOPbIE MOTIIH
MOBIUSATH HA PYHKITHIO TTOYEK




Taommua 21/A3. PexoMeHI0BaHHbIE J1a00PATOPHbIE AHAJIU3BI M JHATHOCTHYECKHE

o0cjieloBaHUA JJIA IOUCKA

Ha3HAYCHHUEM aHTI/IKoal"y.J'IHHTOB)

NOTEHIHAJIBHOIO cy0cTpara

KPOBOTeYeHUsl

(mepen

O0caexoBanue

ean

EOK

YYP

YA

OO6umii (KIMHIMYECKUH) aHadu3 KPOBU
pasBepHyTHIi ¢ ompemenerneMm  Hb,
KOJIMYECTBA SPUTPOLUTOB,
TPOMOOIUTOB*

(*Ha3HaueHHE  AHTHUKOATYISHTOB  He
PEKOMEH/IOBaHO npu ypOBHE
TpomboruToR < 20x10%/1.)

Uckmouenue
TPOMOOITUTOTICHUH

aHCMHUH n

Her

Amnanus KpOBU OMOXUMHUYCCKUN
ob1eTepaneBTHUECKUH, BKJTIOYast
orpezeneHne AKTHBHOCTH
alaHMHaAMUHOTpaHc(epassl B KpPOBH;
ompeneNieHue AKTUBHOCTH
acrapraraMHHOTpaHcepassl B KpPOBH;
HCCIIeIOBaHUE YPOBHSA ob1mero
OmmupyOMHa B KPOBH; OIPEACICHUE
aKTHBHOCTH  ImenodHod  docdarassr
HEUTpOQUIOB Tnepupepruveckoil KpOBH;
UCCJIeIOBaHUE YpPOBHsI 00Iero Oenka B
KPOBH.

HckIrounTh NaTOJIOTHIO ICYCHH

Het

HccnenoBanue ypoBHS KpeaTHMHHUHA B
KPOBH M B MOYE C PAacdeTOM CKOPOCTHU
Ki1yOOuKOBO# (wibTpanMu M KIMpeHca
kpeatuHuHa 10 Qopmyie Koxpodra-
lonta 6e3 cranmapTH3annKM K IUIOMIATH
MIOBEPXHOCTH Tella

HcKimounTh XpOHUYECKYI0 0O0JIe3Hb
MOYeK, BbIOpaTh aHTUKOATYJSHT B
COOTBETCTBYIOIIEH J103€

MHO

Jst OTIpe/ICTICHUS KJacca
nartoJioruu rneyeHu no Yamna-I1ero

Her

OOt (KJIMHAYECKUI) aHAIN3 MOYH

Hckmrounth
MIPOTCHHYPHIO

SPUTPOLUTYPHIO |

Her

D30¢daroracTpoyoIeHOCKOTH BCEM
MalMeHTaM C aHaMHE30M JKEeNyII04YHO-
KHIICYHBIX KPOBOTCYCHUM, 3IPO3UBHO-
SI3BEHHOI'O TNOopaXCHUA numeBoaa,
KEITyIKa 700050 }lBeHa]lHaTI/IHepCTHOI\/’I
KHUIIKA

HckmounTth 000CTpeHHE S3BEHHOMN
00JIe3HN U HAJIMYUE OCTPBIX APO3UN

Her

Kononockonus MalyeHTam c
JIMarHOCTUPOBAHHOM JKeJe30Ae(hUIIUTHOM
aHeMued, HO  OTCYTCTBHEM  SBHBIX
MCTOYHHMKOB KPOBOTCUCHHMS

Jnst HUCKITFOUEHUS
TOJICTOTO  KHIIICYHHKA,
BCET0, OHKOJIOTHH

[1aTOJIOTUU
Tpex/ie

Her

Komnsrotepnas ToMorpadus WU
MarHUTO-pe30HaHCHAs ToMorpadus
TOJIOBHOTO MO3Ta W HMHTPAKPaHHAIHHBIX
apTepuit MalUEeHTaM, HEJIABHO
MepeHeCIINM HHCYIBT (B MpeabIIynme 8
Heleib), a Takke IPH BBIPAKECHHOM

Hcknrounts reMopparu4eckuit
XapakTep HHCYJIbTa U COCYJUCTBIE
Mab(hopMaIuu

Her




OCTaTOYHOM HEBPOJIOTHYCCKOM JeuITe
" OTCYTCTBUHU JTAaHHBIX
HEUPOBU3YyaITU3AIU

Tabauua 22/A3. PekomeHnayemble pesKMMbI AaHTHKOATYJISTHTHOH Tepanuu npu 'KMII

y 6epemennbix ¢ ®II u onacHoCTH, CBAI3aHHBIE ¢ Tepanueil BappapuHoM

Pe:xxuMbl aHTHKOATYJISIHTHOM Tepanuu

Pexmm 1 [ocrosiHHas Tepamms BapdapuHOM** 3a HCKIIIOYCHHEM Ccpoka 6—12 Henems
(oTMeHa [OJDKHa HauyMHATBCS C Havdajla S HeJedd C  Y4eToM IepHona
MOJNYBBIBEICHHSI) C TMEpPexXoJOoM Ha O3TOT CPOK Ha remapuH Harpus **
(HM3KOMOJIEKYJIAPHBIM) (MHHMMANbHBIA PUCK TpoM0O03a M BO3MOXKHBIH PHCK
sMOpUonaThm)

Pexum 2 [Tepexoa Ha mapeHTepabHBIE MPSIMbIE AHTHKOATYJISIHTHI (T€NapuH HaTpus**) Ha
BECh CPOK OepeMEeHHOCTH (MUHUMAIbHBINA PUCK SMOPHONATHH, HO TMOBBIIIEHHBIH 110
CpaBHEHUIOC Tepanuel BaphapuHoM™** prck TpPOMOO30B)

OmnacHocTH, cBSI3aHHBIE ¢ IPUMeHeHueM Bapgapuna

Iepuon monyBeiBeacHUs Bapdapuna** npespimaet 60 4acoB, 4T0 HEOOXOAUMO YUUTHIBATH MPHU
OIpe/IeJICHUHCPOKOB OTMEHBI TIpenapara.

Hekotopbie aBTOphI OTMEUAIOT J0303aBUCHMBIA 3MOpHOTOKCHUYSCKUH 3ddekT BaphapuHa** — mnosza
MEHEE 5 MI' pEeIKO MPHUBOJUT K BO3HUKHOBEHHIO dMOpuonaTud. OJHAKO Ha MPAaKTUKE jJ03a BapdapuHa
omnpezensercs BennanHoit MHO u He MokeT OBbITh IPOU3BOJIHO YMEHBILICHA HITH yBEIHYCHA.

Haubomee xputndeckuM mepuogoM IeicTBUs BapdapuHa** sBisgercs cpok 6-12 memenp —
MaKCHMaJIbHAsIBEPOSITHOCTh IMOPHOTOKCHYECKOTO I deKTa.

BbI3bIBasi TUIOKOATYISIINAIO Y IUIOAA, BaphapuH** MOXET NMPUBOAUTH K HApyHIIEHUSIM (OPMHPOBAHMS
ITHC,BBI3bIBast BHYyTpUYEPEIIHbIE KPOBOUIIHUSIHUS

YrHeras cuHTe3 BUTaMHH-K 3aBHCHMBIX (hakTOpOB, BaphapuH™* cyniecTBEHHO BIMSET HA IPOLEce
(hopMHpOBaHUs U POCTa KOCTEH IIIOAA.

PesynbpraTrom sMOpuoTOKCHYHOCTH BapdapuHa** SBISIOTCS TMIOIUIA3USl HOCOBBIX KOCTEH, aTpodus
3pHUTENLHOTO HEPBa, 3a/IeP’KKa YMCTBEHHOT'O Pa3BUTHS, a TAaKKe 3aMeplune OepeMEeHHOCTH, CIIOHTaHHBIE
abopTHI 1 MEPTBOPOXK/ICHHSI.

Tadauma 23/A3. OrpannveHnsi B METOAX THATHOCTHKH NMPH OepeMeHHOCTH

Meton OrpaHuyeHust YYP Y

OKT Het orpannuenuii 1 C

OnexTpo- Mo>keT OBITh BBIIOJIHEHO IO KM3HEHHO BayKHBIM [ 3 C

¢usmosornyeckoe MOKa3aHUsAM

UCClIeI0BaHHe

OXOKTI' TT-DXOKI" — Het orpaHnueHUH 1 C
YII-3XOKI — ecim TT-DXOKTI

HEIOCTATOYHO ISl MOCTAHOBKU THATHO3a HJIH
JleTAIM3aLIMMHAPYIIEHU .

MPT bes wucmons3oBaHus KOHTpacTta (ragoiauHuil) | 2 C
MOJKET OBITh BBIIOJHEHA B Cllydae, €CJIH
OXOKI' wHemocTaTO4HO ISl  MOCTAHOBKH
JIMarHo3a




KT/MCKT Mo3keT ObITh BBIIIOJHEHA 110 )KU3HEHHO BAXKHBIM | 3 C

MOKa3aHMAM
Penrrenorpadus Mosxxer OBITH BBINIOJIHEHA B cCily4ae, eciad | 3 C
OPraHOBrpYIHO KIETKU JIpyrue MeToipl O00CIeIoBaHUs HE MOTYT

00BSCHUTH I'SHE3 OJBIIIKN

Tadmuma 24/A3. OcHOBHBIe MepONPHUSITHS MO NPOPHIAKTHKE OCI0KHEHHMHd Yy

nanuenTos ¢ ' KMII

Cumnrom/ociaoxaenue I'KMII IIpodunakruyeckne MepONPUATHS

BCC u xwu3neyrposxaroniue Hapymenust putma | [lepBuunast 1 BropudHas npodunaktika BCC — cm.
paznen «Crparudukanus pucka BCCy»

TpoM60oaMOOIMUECKHE OCIOKHEHUS Y 1o OOIIMM MPHUHIMIIAM TPOMOOTIPO(UITAKTHKH ITPH
nanueHTtosc @I ®II (cMm.pexomeHganuu no gedeHuro OIT)
WHpeKIMOHHBIN SHAOKAPIUT AHTHOHOTHUKOTIPO(UIAKTHKA PEKOMEHIYETCS TOJBKO

nepes MpoLeaypaMd BBICOKOTO PHUCKa MaIlMeHTaM C
I'KMIIu mpoTre3aMu KIamaHOB CEPJla, BPOXKIESHHBIM
MTOPOKOM CepIlla WM €CITN MAUeHT paHee MepeHOCHIT
WHQEKIIMOHHBIN SHAOKapIUT (CM. COOTBETCTBYIOIIHE
PEKOMEHIAIINH).

Y mamMeHToB ¢ HMMIUTAHTHPOBaHHBIM — MIKJ[***
npoduIakTiKa WHOEKIHOHHOTO SHIOKApAWTAa — IO
pEeKOMEHIALUAM PKO o HHQPEKITHOHHOMY
sHAOKapaAnTy 2022 1.




Hpuiaoxenue b. Anropurmsbl BeieHHs TAIUEHTA

IMpuiaoxkenue b1. AITOPUTM TAKTUKH BeleHUsI ACHMIITOMHBIX nmauueHToB ¢ 'KMII

AcMmnToMHasn AcMMmnNTOMHaRA
Aoruneptpodu- runeprpopuyeckas cragua
yeckas cTagma TKMnN
Het oBcTpyKLyMm + obBcTpyKymMa UKLO***
BTNH BTNH No NOXa3aHWAM
(cra. pazpen
i “npodrnaKTHEa
v BCCH
OnutensHoe
HabnwpeHune GeTa-agpeHobnokaTopbl
l [MpK NpoTMBONOKAZAHMAX — BEPE"EMHH**}
v \’
CrpatudmKauma pmucka BCC (emerogHo)

IIpunoxenue b2. YnpoumeHHbI aJropuT™M JMAarHOCTHKH W MOAXOAOB K JICYCHUIO

NanMeHToB ¢ o0cTpykumeii Ha yposHe BTJIK

3XOKT (r4 e BT/IX)

¥ ™

MaHcHManbHbIA CNPOBOLMPOBAHHEIA [ MaKcHManbHbIH CNPOBOUMPOBAHHbIA []]
(npofBa BankCcankBbl Aewa, CTOA) (npoba BankcanbBbl Nexa, CTOA)
z 50 mm pr.cT. < 50 (30) mm pr.cT.
| CumnTomaTHea (+) Cumntomartiea [-) |
PapmMaKkoTepanua

oberpykyun BTIH {_(_______$_____ -1* — I l
Lonm shicosan
et () | | 2dders [+) Crpecc-3XOKI € .

.’ v
Mpogonseune [ B BTMH = 50 mm pT.CT. &

TepanHuH | 4 e BTMH
[ & BTM# 30-50 mam pr.cT. | | < 30 Mm pr.cT.

Pegyryma MMM * Y
(cM3; 3CA) IXOKT 1lpazerog




IMpuao:xkenue b3. Aaropurm papmaxkorepanuu oocrpykruBHoii 'KMII

®apmaKoTtepanmMa obcTpyktmeHoM TKMIM
(f4e BTAX =50 mm pr.ct.)
v

OTMEHKMTE NPENAPATH C BA30AMNATHPYIOULMM AEHCTEMEM

/i‘\‘ v MpoTHEONOKAIAHWA K TEI g EE
~  PBera- Com el wsepomay
agpeHobno- | (2) v (3) v
-y N/
KaTopbl Bepanamwun®* Ountnasem™**

2R

v V¥

YayylweHHe CHMNTOMATHEH,
[ &8 BTN < 50 mm pr.cT.

HeT yaydileHHA CHMNTOMAaTHEH,
[4 s BTNH z 50 mm p1.CT.

v

v

Mpopgonernne Tepanuu

Pegyrymua MHKN

Ipunoxenue b4. Anropurm BpauedHoi TakTuku Jedenuss XCH npu 'KMIT

XCH II-IV @K

A e BUMH 2 50 mm pr.cT.
B MNOHOES MAW NPH Harpyske

A e B < 50 mm pr.cT.
B MNOHOES MAW NPH Harpyske

4

’

fleyeHne +XCH [moGon desoTwn)
obcTpyHMK NeYeHHe B COOTEETCTEHMM C KP
B/ no XCH +@n
©B 1K 2 50% @B N < 50% l
Ber e i et Bera-agpenobnorarops HouTpon
= Manele g03bl NETASBLIX HAH pHTMa
WNK  BEpanamMn
e THAZHOHBIN AHYPETHHOB M Y4aCcTOThEI
MK + @HTH-
Manele Ao3bl NETNEBLIX W
PCT HOarynaHTel
THESHAHBIX OHYPETHHOE ¢
TpaucnnauTayWa cepaua




Ipuaoxkenue bS.

Aaroputm

BbIOOpa

BMelIarebCcTBa y nanuedTos ¢ I'KMII

XHPYPru4ecKoro/IHA0BaCKYISIPHOTO

KM, pedpakrepHas K papmakoTepanmm
+ makc. nposoumpyemelid [ s BT/1XK 2 50 mm prT. cT.

v

+ opraHdYeckde nopaxeHua MK,
He cBAZaHHeIe © THIVI

v

v

CenTansHan MHOIKTOMMHA
+ npotesMposaHme MK

+ SAM-MHoyuMpoBaHHEA

MH 2-3cT

h 4

v

CenTankHaA MHOIHTOMMA
+/- nnacTvea MK

CpegHe-wenynouHosan

bazanbHan obCcTpyHLLMA AnWEantHan oBCTPYHLMA

S obcTpyrMA Sk
TpaHcaopTaneHan

CENTANBHAA MHOIHTOMMHA TpaHcaopTaneHan Wimnm

TpaHcaanWeaneHaA

Ham TpaucanukancHan CENTANBHAA MHOIHTOMMHA
ATAHONOBEA CENTANbHAA CENTANLEHEA MHOIKTOMHA
abnauma

IIpunoxenue 66. Anropurm Boidopa merona penykuuu MIKII

=60 ner | Bozpacr = 75 net 1

BbICOKMH XHPYPTHYECHHH PHCK MO KOHKY PHPYHILLEH NaTonorHH a

HeobxogumocTe COMyTCTEYHILLEND KAPEHOXH DY PTHHECKOND
EMEWETENLCTES [RXMpypriieckan abnaywa &, AKLL,
onNepauUH Ha SEYrH KAanaHax u gp.)

obCTpyRLUm

Cpegne-menyno AR

TonwmHa MMM 2 30 mm
HcxogHele Gnokagel go

EMEWATENLCTES
{pwce ABE I c7.)

AHETOMMA CENTANEHB BEETEEH KOPOHAPHEN APTEDHH
nogroaut ana CAA (HaeHTHEHUHPOEAHE CENTANEHYH BBTEE,
CcHaO#AKWAA HOKNHMHTENEHD GazansHy 4acTe MM e
CHMACTH MHTPANEHO-CENTANEHOT KOHTaKTa)

BAIHMT BIHMT

I

CM3 3CA

AHOMANHK NOgKNaNaHHeX cTRyRTYp ME, Aenawmecs
KOMOCHEHTOM OBCTPYEL MK

BepemeHHOOE + NOKA3AHWA K pegykny WD }

MuTpantHaA HEAOCTATOMHOCTE 3 CTENEHK

OMEeHE BEICOKWH rpagueHT gaenedna BOJTH (=100 mm pr. 1.}

111




IMpuaoxkenue b7. AaroputM nepBu4Hoil W BrOopuyHOil mnpoduaakruku BCC y

nanuenToB ¢ ' KMII

MepeuyHaa npodUNaKTHUKa BropuuHaa npodMUnaKkTMKa

Anamnez, 9XOHI, XM3KT J’

v :

OcTaHoBKa cepaua

MNepemenHsie no wkane HCM Risk-5CD: scneactere HT wan O
* Bospact *  MakcumaneHan -
*  CeMEMHBbIH GHAMHES TOAWMHE Muorapaa JTH CnouTannan yCToHaHEaR
BCC *  Heycroiuxsan HT npw T, npusoasan 1
*  HeofbACHUMBIE XMIKT ofimopokam u
oBMOpoHH *  OuameTp N remogHHaMHYECHHM
« [ sBTMH HAPYILEHHAM
Bann no wkane HCM Risk-SCD 'l’
Huzumi MpomesyToOUHBIH BricokMH AT
5-NETHHA pHCK 5_NETHHA pHCK 5-NETHHA pHCK e R
< 4% 4 6% > B3 #u3un > 1 roga
¥ MO
KL= oGurao WKL =T BkiTe HEO¥ pomsen Geime peroMeHgOEaH
HE NoK3a3aH pEKOMEHOOEIH
IIpunoxenue Bb8. AJaropurM JMArHOCTHKM H BpayeOHOW TAKTMKH NpH

CHHKONAJBbHBIX COCTOAHUAX

(npe)cuHKkonanbHble coctoauua npu FTKMIN

| lar 1 | | MNoapofHi aHamHES + Apyrue ¢aeTopsl pucka BCC |
Bonee pepoATHO — | bonee BepoATHO -
APHTMHYECKHE NPHYHHEI I remMoAHHAMHYECHHE MPHUHHE

AKlMr-moHuTOpUpOBaHKME
(24/48 XM3IKT: Hapy=HbIH NETAEE0HW PETMCTPATOR; PETMCTPATOP COOBITHH;

HMIAEHTHPYEMEIA NETAEB0H PETMCTRATOR™ **)

- CWM3JICA npH NOBTOPHLE OB Mo poKE
npM Harpyake W [ 2 50 mm pr.cT.

| | HeT #musHeyrposaowmx HiHP
napakE-
HYHT - ABBI cT. | |
T cH3m e, - 10 8 BT pe—
YLT CBT CCCY I - EXIOGHNATALHN - :ﬁmm -
- "'au“ - LR e AL
I + (K060 sanfart) | - Leazas
I Bazo-garantHLIA
I obmopok
no I - Hopperuua ¢apmakoTepandy
|

ANTOPHTIY
Lar 3 HEO*** | | nevennadn || IHCH




Ipuiao:xkenue b9. Anropurm BpayedHo#l TAaKTUKH B 3aBUcUMOCTH OT cTaguu 'KMII

H BapuaHTa KIIMHAYECKOIro Te4YeHUus

AcumnTomHanA CrpaTndmraumus BhICOKME Hl-{ﬂ‘
AoruneptpodHueckan o BCC —> puck BCC >
CTajuA
* (emerommo)
Habnwaenue A A’ t CrabuneHoe
Ao6poRaYecTBEHHOE TEYEHHE
>
e | } Ha doHe fapmaroTepanHM
runepTpodHYECHan I
CTaAHA T
KCH -1V eT.
c OB /I 250% | o Nevenne
+ O E HMATOMHaA - i + 0BCTpYHLMA obcTpyrume BT
runepTpoduyecKkan BT Peayruma M
¢ cTagus \l' (Ch13, 3CA)
Mo anropuTmy * KCH M-IV €7, ; @B JTH < 50%
neyeHuWA Il HeT obcTpyrwmM BTN
+ CHHApOM CTeHO- + Aunatauua M W/unM pecTpuElpa

HILEMKWH MHOKGpOd
neueHHA (e Wk OHC MKA, PCT |
TpaHcnnauTawMA cepaua |

CTEHOKAPOMK
1 OHC

llo anropuThy HapaMK W uam |—>| Mo anropuTmy neverna XCH |
[MArHOCTHEM K |

Ipunoxenue b10. Iokazanus k pexykuuu MKII (CMI/9CA)

Kputepun IMoxa3zanus

Knuangeckue XCH HI-IV ¢yskunonansaoro wiacca NYHA ¢ ©BJIDK > 50 % w/mnnm
HaJIMYME JPYIHX TSDKEIBIX CHUMITOMOB (OOMOpPOKH, TperoOMOpOYHbIE
COCTOSIHMSI, CHHAPOM  CTEHOKapAMH), CYHIECTBEHHO  OTPaHMYMBAIOIINX
MIOBCE/THEBHYIO AKTHBHOCTh, HECMOTPSl HAa ONTHUMAaIbHYIO MEINKaMEHTO3HYIO
TEpAIHIO.

I'emonmHamuueckue O6ctpykruBHas Gopma ['KMII (B mokoe mim naaynupyemasi) ¢ I'J1 B BTJIK >
50 MM pT.CT., KOTOpas accouuupoBana ¢ runeptpodueit MKII u mepenne-
CHCTOJIMYECKUM JIBWKEHHEM CTBOPKM MHTPAIBHOTO KJamaHa, JApPYTUMH
agoManusamu anmapatra MK (xopzaei, [IM) u, pedpakrepHas K MPOBOIUMOI
TEpaIuy B MOJHOM o0beMe.

AHaTroMuueckue Tonmuna MXII, mgocratouynas mgias Oe3omacHOro u  3PQPEKTHBHOTO
BBINTOJIHEHHS ONEpaIiy WM MPOLEAypHl (10 MHEHHIO ONepaTopa), COCTOSHUE
anmapata MK ¥ mogkimamaHHBIX — CTPYKTYp, COYETaHHBIE aHOMAJHH
KOPOHApHbIX apTEPUH.

Mpuioxenue b11. Cpasnenne CMD u ICA (agantupoBano u3 [395]).

Kpurtepuu CMD 9CA
Jloxanm3arust CybaopTtanbpHa cpenHexenymnoukoas,| CybaopTambHas
TUIEPTPOGUPOBAHHO  OT/AeNa | s,alMKaIbHAS CpennexxenyqoukoB (B
roMXII asIOTAEIIBHBIX

Ientpax)




CremneHs THIIEPTPOPUH Or >20 MM A0 KCTpEeMaTbHOMN Tuneptpodus MXKIT <30
runeptpodust MXKII >30 mm MM

Mexanusm noBeimenus '] u
HenmocTtaTouHOCTE MK

He acconnmnposannoe ¢ IIC/]
MKu accounnpoBaHHOE €
[ICA MK

AcconMMpoBaHHOE C
INICIMK

KomopOunnas natosorusi, | Ilonknanannas memOpana, aoptanbubii | UBC,
TpeOyromas  xupyprudeckoro | creHos, UBC, MmHOCOCyaHCTOC OJHOCOCYJIUCTOE
BMEIIIATEJILCTBA opakeHHe MopakeHHe
Bo3spacT nanuesTon [TogpocTku 1 MoJI0/BIE B3POCTIBIE B3pocnblie

CIOXHOCTB TIpOLIETyPHI Haubonee  9acTo  BCTpedaroluecs
ocioxHeHus: CMD: nedexr MXKII, AB-
Onmokaga ¥ ocraroyHas OOCTPYKLHUS

BTJDK

Memnee arpeccuBHas

IToctnpornenypHbIit puck | 2-10% 10-20%
3aBHCUMOCTH ot | Mo 50% c ucxoauoit BITHIIT Jo 50% c
KapAUOCTUMYJIATOPA ncxoaHoubJIHIIT

Knuangeckas mpakTuka Bonee 50 ner Bonee 20 ner

HenocraTounas, HeGobIIOE
KOJIHYECTBOLICHTPOB C OIBITOM

HoctynHocThb JlocTaTouHas, HO
HEOOJIBIIIOE  KOJHYESCTBO
LIEHTPOB C OINBITOM

Conocmasumvie nokasamenu 8blHCUBAEMOCU U KIUHUKO-2eMOOuHamuyeckoe yryyuienue nocie ICA u

CMD3 bvinu noryuensl 8 HpaHOOMUSUPOBAHHBIX 0DCEPBAYUOHHBIX UCCIEO0BAHUSAX.

[puaoxkenue b12. BpaueOHasi TakTHKa BeleHUsI OepeMEHHOCTH U POAOpPAa3pelIeHust

B 3aBHCHMOCTH OT crenenn oocTpykuuu BTJIK (mo [501]).

Crenennb o0cTpykuuu BTJIK

BpauyeOHasi TakTHKA

HeoGctpyktuBhas I'KMII (I'/] B
BTJIXK <30 MM pT.cT.) nnu
HeOoJIbIIIas CTeTeHb 00CTPYKIHH

[IpononrupoBanne GepEeMEHHOCTH MOXET OBITh Pa3pemeHo Hpu
YCIIOBMM TOCTOSIHHOT'O HaOJIOAEHUS Kapauoinorom (He pexe 1
pa3a B MecslIn)

locriuranuzanus OCYIIECTBISIETCS B CPOKH, PEKOMEHIOBaHHBIE
JUISL BCeX TNMALMEHTOK C CEeplIeYHO-COCYIUCTHIMU 3a00JIeBaHUAMHY,
IpU HEOOXOTUMOCTH — YaIlie.

PoJ1bl uepe3 ecTecTBEHHBIE POJOBBIE MTYTH.

CpenHsisi CTENeHb 0OCTPYKIUH
BTJDK('A 30-50 MM pr.cT.)

Bomnpoc 0 BBIHAIIMBAHUHI OGepeMeHHOCTH
WHIUBHUIYaIbHO:  HEOOXOJMMO  TOCTOSHHOE
KapJuoJiora (TepamneBTa) U aKyllepa-rHHeKosI0Ta.
Cpoku TrocnuTaIM3alMM Te JKe; TaKkke B JI000H CpPOK IpH
YXYAIEHUN COCTOSHUS ¥ PA3BUTHH OCIIOKHEHHH.

Ponmel  mpoBOAST uWepe3  e€CTECTBEHHBIE POAOBBIE MYTH C
HCKJIIOUCHHEM IOTYT.

pemaercst
HaOJIIONEHUE

Tsoxenast cTeneHb 00CTPYKIUU
BTJDK(I'X =50 mm pt.CT.)

BrmHammBanue ~ 6€peMEHHOCTH M POJHI
TIPOTHUBOTIOKA3aHBI.

IIpu oTKa3e >KEHIIMHBI OT MPEPBHIBAaHUS OEPEMEHHOCTH MOKa3aHa
TOCTIMTANM3AIMS TMPAKTHUYECKH Ha BECh CPOK OEPEMEHHOCTH.
Popmopaspenieane mpoBOAST MyTEM OIEpaliy KecapeBa CEUCHH .
Hcnonp3oBaHue 3nuaypaibHON aHECTE3UH C OCTOPOKHOCTHIO U3-
3a ONACHOCTHU apTepPHaJIbHONU I'MIIOTEH3UU.

KaTCTOPpHUYCCKU

Ipunoxenue b13. Yupexnenue nis Benenusi oepemennbix ¢ 'KMII

(beccuMnITOMHBIE HIH

BO3 11 BO3 111

(cumnTomHble nanuentku ¢ F’KMIT)




MaJJOCUMIITOMHBbIE ﬂal[ﬂeHTKH)

Benenne 0epeMeHHBIX

PeruonanbHblii epUHaTaNbHBINA

LEHTP

OKCIepTHBIN IEHTP.
[epunaTanbHbli HeHTp 3

YPOBHS

YacTtoTra 0OCMOTpPOB

1 pa3 B 2 mecsna

Kaxxnpiii Mecsitt wiin 2 paza B MecsI|

Yupexaenue st

pozmopaspenieHus

PernonanbHblil nepuHaTaNbHBIN

LEHTP

OKCIIepTHBIN TEHTP.
[epunaranbHbIil eHTp 3

YPOBHS




Ipunoxenue B. Uudopmanusa 111 mauMeHToOB

OO01IHe peKoMeHIAIMH 110 00pa3y :Ku3Hu (aganTupoBaHo u3 [3])

Oo0JaacTb

Pexomenganuu

Harpy3sku

[Manmenram cienyer u3berarb COPEBHOBATENBHOTO CIIOPTA, HO MO BO3MOXKHOCTH
MOJJIEP)KUBATh OOBIYHBIN 00pa3 >ku3HU. B oTCyTcTBHMM cHMNTOMOB M (DakTOpOB
pucka BCC nanuentst ¢ 'KMII moryT yuactBoBaTh B (PU3NYECKON aKTUBHOCTH OT
HEOOJPIION [0 cCpemHell CTeneHW WHTCHCUBHOCTH, B COOTBETCTBHH C
PEKOMEHIAUSMH KapAHOJIOTa.

Huera

[TareHTaM creyer crapaTbes MOePKIUBAaTh HOPMAIBHBIHA BeC Tella.
ITpuem Gompmioro ob6beMa HHIM MOXET BBI3BAaTh OONMHM B TPYOHO KIETKE,
0cobeHHO ymanueHToB ¢ obcrpykiueit BTJDK.

Iemecoobpa3Ho yacToe IpoOHOE MUTAHHE.

3amopsr — dacThIil MoO0UHBIN 3P deKT Bepamamiia**, momKHBI
KOHTPOJIMPOBATHCS IMETOWH/MITH CIa0UTEIbHBIMU CPEJICTBAMH.

[podeccus

BompmmacTBO mMammentoB ¢ 'KMII MoryT mpoiomkaTe OOBIYHYIO TPYIOBYIO
JIeSITENIbHOCTh. Y POBEHb (PM3HMUYECKUX YCUIIUIT Ha paboTe TOJKEH COOTBETCTBOBATH
KIIMHUYECKOMY CTaTyCyHalueHTa.

Jlnsi HEKOTOpBIX BUAOB JIESATENBHOCTH (MIJIOTHPOBAaHWE, BOEHHAs CIIyxk0a)
CYIIECTBYIOT CTPOTHE OTpaHUYCHHUS IPU IpHeMe Ha paloTy.

Kypenue

Het nanubix o cBs3u tabakokypenus u [KMII, Ho maiueHTaM HEOOXOAUMO
MPEI0CTABUTEUH(GOPMAIIHIO O PUCKAX JUISI 3I0POBbSI, CBA3aHHBIX C KYPCHHEM.

CekcyanbHas
AKTUBHOCTbH

Y mNauMeHToB JOJDKHA OBITH BO3MOXHOCTh OOCYAWTH HMHTEPECYIOLIHE UX
BOIIPOCHI CEKCyaJIbHOH aKTHUBHOCTH. llammeHTH! mociie ycTaHOBJIEGHHS AMArHosa
4acTO HCIBITHIBAIOT OSCIIOKOHCTBO, JEHPECCHIO M CTpax IepeiaTh 3aboneBaHue
MOTOMCTBY.

[TanmenTtaMm ciiexyeT 3HaTh O BAMSHUH IPHHUMAEMbIX JIEKapPCTBEHHBIX IIPETIapaToB
Ha UX CEKCYaJbHYIO aKTHBHOCTb.

[Manmentam cnenyer wm30eraTh mNpueMa HMHTUOMTOPOB  docdoanudcTepassl,
ocobeHHo npu Hammaun obctpykiwm BTJDK.

Boxnenune
aBTOMOOMIIS

BbonpmuHCTBO NafngueHTOB MOI'YT HOJY4YaTb BOAMUTCIIBCKHUC IIpaBa W IMPOJAOJIKATH
BOJAUTbMAIIMHY, €CJIN Y HUX HECT MHBAJITMAU3UPYIOIIHUX CUMIITOMOB.

Baknunarus

ITpn oTCcyTCTBHM MPOTHBONIOKA3aHUH PEKOMEH/I0BAaHA €)XKETo{Hask BaKIIMHALNS OT
TpUIIa.

JlekapcTBeHHBIE
TIpenaparsl

[TaneHTaM ciieyeT 3HaTh O IPHHUMAEMbIX MU JICKAPCTBEHHBIX Mpenaparax, ux
NO0OOYHBIX 3P (EKTax U MEKICKapCTBEHHOM B3amMmojeiicTBuu. 10 BO3MOXKHOCTH
crenyer u3berath mpHeMa NepU(pepuyecKHX Ba3OAWIIATATOPOB, OCOOCHHO IPH
obctpyxkru BTJDK.

CrpaxoBaHue
KU3HH

Huarno3z 'KMII MoxeT npuBeCTH K 3aTPyAHEHUSIM NIPU CTPAXOBAHUU KU3HU.

ABuarnepeneTsl

BonIbIIMHCTBO OECCUMIITOMHEIX MMAaIMMCHTOB HJIM C HE3HAYUTECILHOU
CHMIITOMAaTHKOK MOFyT663OHaCHO COBCpLIATH ABUANICPCIICTHI.




Ipuiaoxkenue I'l - I'N. IlIkaasl oneHKH, BONPOCHUKH U JApPyrue OLEHOYHbIE
HHCTPYMEHTbl COCTOSIHMS INAIMEHTa, IPHBEICHHbIe B KJIHHHYECKHX

PEKOMEHIAIIUAX

[punoxenne I'l. Illkana NPOrHO3MPOBaHUSI BEPOAATHOCTH OOHAPYKEHHS
reHernyeckux Bapuanros npu I'KMII (agantuposano u3 [55])

Ha3panue Ha pycckoMm si3bike: [llkana mporHo3upoBaHusi BEPOSATHOCTH OOHAPYKEHUS
reHeTudeckux BapuanTos npu ['KMII

OpuruHajibHoe Ha3BaHUe (€CJIM eCTh): HET

Tun (Mox4epKkHyTh):

LIKaJa OLICHKU

WHJIEKC

BOIIPOCHUK

npyroe (yTOuYHUTH):

Ha3nauyeHue: KIMHMYECKUH HHCTPYMEHT JJis [POTHO3MPOBAHUSA BEPOSTHOCTH
oOHapyXeHus reHeTndeckux BapuanToB rpu ['KMII

Conepxanue (11a0I0H):

Ilepemennas Banusl
Bospacr, net 20 0
20-29 -1
30-39 -2
40-49 -3
50-59 4
60-69 -5
70-79 -6
80 —7
JKeHmuHbBI 4
ApTepuanbHas FUIepTeH3Us —4
«/IBosikoBBITyKIas» popma MIKII (aHr. «reverse curvey) 5
COOTHOIIIEHHE TOIIIUHBI 1,46 0




MIKII/3CJIK 1,47-1,70 1

1,71-1,92 2
1,93-2,26 3
2,27 4

Kurou (uHTepnperanus):
Cymma OaynoB <2 mpeacKa3blBaeT HU3KYIO BEPOATHOCTh OOHAPYKEHHS TCHETHICCKUX BAPHAHTOB
B NIPHYMHHBIXT'CHAX, HarboJee pacrpocTpaHeHHBIX pu [ KMII

Hpunoxenue I'2. HCM Risk-SCD. llIkana ouenkun pucka BCC y nmanmeHToB C

I'KMII (eBpomneiickas moaeJib) (aganTUpPoBaHo u3 [236, 361])

Ha3Banme na pycckom si3bike: HCM Risk-SCD. Illkana ouenku pucka BCC vy
nanueHtoB ¢ ' KMII (eBponeiickas Mozens).

OpurunajabHoe HazBaHue (eciu ectb): HCM Risk-SCD

Tun (Mox4epKHyTH):

IIKAJIa OLICHKH

UHJICKC

BOIIPOCHHK

npyroe (yTOUYHUTH):

Ha3naveHue: KIMHUYECKUI WHCTPYMEHT MJsi mporHosupoBanusi pucka BCC 'y
nanuentoB ¢ ' KMIL.

Conep:xkanue (11a0J10H):

Ilkana pucka BCC HCM Risk-SCD (eBpomneiickas Moen)

[Toka3biBaeT nyuiue pe3ynbrarsl y nauuentoB I'KMII ¢ Beicokum puckom BCC

Kanpxymnsatop S-nernero pucka BCC Ha ocHOBE MOJ1eNH, B KOTOPOH YUUTHIBAIOTCS CIEAYIOIINE
napametpsl: 1.Cemeiinas ucropust BCC
2.CuHKOTIBI
3.HYXT
4 Makc. tonuHa crenku JDKS.Bospact
6.quametp JII7.'J] 8 BTJDK

Iapamerper  BHOcstcst B «Kanekymstop» (http://doc2do.com/hcm/webHCM.html) na caiite
http://doc2do.com/hcm/webHCM.html

Kuitou (uHTEpnperanus)

WK *** nokasaH, eciti puck > 6%;
NK*** moxxeT ObITH paccMOTpEH, eciii puck > 4%, Ho <
6%; KJ]***, kak npaBuiio, He TOKa3aH, eciii puck < 4%.

[lIkata HCM Risk-SCD 6bita BanuaupoBaHa Jisi TAIMEHTOB C TPEANIECTBYIONMEH penykimeir MKIT
metogoMOCA [532].



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

Ipunoxenne I'3. Ilkana onenkn pucka BCC y mnanmentoB ¢ I'KMII

(aMepuKkaHcKasi MoieJib) (aganTupoBano u3 [493)

Ha3zBanue Ha pycckom si3bike: Illkanma onenku pucka BCC y mammentoB ¢ I'KMII
(amepuKaHCKas MOJIEIIb).

OpuruHajibHoe Ha3BaHUe (€CJIH €CTh): HET

Tun (Moa4epKHyTH):

LIKaJa OLICHKU

WHJIEKC

BOIIPOCHUK

npyroe (yTOUYHUTH):

Ha3nayenue: KIMHWYECKHH WHCTPYMEHT Juis MporHo3upoBaHus pucka BCC 'y
nanueHToB ¢ ['KMIL.

Conep:xkanue (11a0J10H):

HIxana pucka BCC (amepukaHckasi MoJ1eJIb)

®akropsl pucka BCC

OcHoBHbIE (hakTOpBI
puckaBCC 1. Cewmeitnas uctopus BCC Benenctaue ['KMII

2. MakcumanbHas TonmuuHa creHky JIXK >30 mm
3. HeoObscHnMas CHHKOTIA B TEUEHUE MOCISTHNX 6 Mec.( ITHOJI0THs

CHHKONIbI HEe BA30BarajJbHasi MJIH 00YCJIO0BJEHHAsA 00CTPYKIMEH
BTJIK)

e

Cucrommueckas nuchynkmust (OBIIK<50%)
5. AnwmxkanpHas aneBpuzMa JIK

JlOTOTHUTEITbHBIC
(hakTopbI pUCKa 1. ITHT" mpu MPT >15% maccer JDK
BCC 2. HYKT > 3 xoMIIeKcoB ¢ 9acToTOH coxpammeHuit > 120 B MUH.IIpH

amOynaTopHoM MoHHUTOpHpoBaHuU DKI

Kurou (uHTepnperanus) k uMimianranuu MK***:

®axkTopsl pucka BCC(amepukaHckasi MojieJb) Nmnnanranus Kaace no
UK *** AHA/ACC

Ipenorspamennas BCC MIOCJIE OCTAaHOBKH cepar | IoKa3aHa

(BepKmBIIHE BeneacTBre KT mmun a |

@2K) mocne ocTaHOBKH cepama




CHHKOIIa, BBI3BaHHAS YCTOMYNBOM MoKa3aHa |
KT unu cioHTaHHOM
remoanHamudecku 3HaunMon KT
Hammame xots 651 1 3 cneayromux (GakTopos: MoKa3aHa IIa
1. Cemeiinas uctopust BCC Bemencteue 'KMIT

2. lunu 60Jee CUHKOII B T€UEHHUE MOCIEIHUX 6 MeC.
APUTMHYECKOTO TeHe3a

3. Makc. Tonmuza crenku JDK >30 mm

4. AnukanpHas aneBpusma JDK

5. Cucrommueckas muchyakuust (PB JIK <50%)

VY manueHToB 0e3 OCHOBHBIX (pakTopoB prucka BCC, HO npu PaccmoTtpets b
HaJIM4YUU JONOJHUTENBHO pacnpocTpaneHHoro ITHI npu MPT BO3MOXHOCTb
VY manueHToB 0e3 0CHOBHEIX (hakTopoB pucka BCC, Ho ecin PaccmoTtpets b
nononuuTensHo peructpupyercss HYKT npu amOynaropHOM BO3MOXXHOCTb

MoHuTOpHrpoBanuu DKI

Mpuioxenue I'4. CHAZ2DS2-VASc. Illkajia ouneHKH pHCKa TPOMOOIMOOIUYECKHX
OCJIOKHEHUH y NANMEHTOB ¢ puOpuIIsinueil/ TpeneTaHueM npeacepAnil (a1anTHPOBAHO U3
[525])

Tun (moa4epKHyThH):

L1KaJIa OLIEHKU

WHJICKC

BOIPOCHUK

npyroe (yTOuYHUTH):

Ha3nayeHue: KIMHUYECKUNH MHCTPYMEHT JAJIsi MPOTHO3UPOBAHUS PHUCKA MIIEMHYECKOTO
MHCYJBbTA U CUCTEMHOTO TPOoMO03MO0IM3Ma pu GUOPHILISLINYN TpeCepIuii

Copep:xkanne (11a0JI0H):

DaKTOp pUCKa Banusl
WHcynbT, TpaH3UTOPHASI MIIEMHUYECKas aTaka WK apTepHuaibHas TpoMO0dIMOOous B 2
aHaMHe3e

Bospact >75 ner 2
ApTtepuanabHas THIIEPTECH3USI 1
CaxapHblit tuabet 1
3acToitHas cepaevHas HepoctaTouHOCTh/ AucyHKms JK (B wactHocTn, @B <40%) 1

Cocynucroe 3aboseBaHue (MH(pApPKT MHOKapJa B aHaMmHe3e, neprdepnueckuit 1
aTepOCKIIEPO3, aTePOCKIEPOTHYECKUE OJISIIKN B a0pTe)

Bospact 65-74 rona 1

JKenckuii mon 1

Kurou (uHTEpniperanus):



CymMma 6aJ110B 10 OskuaeMasi 4aCcTOTa HHCYJIBTOB 32 IO
mxajaeCHA2DS2-VASc

0 0%

1 1,3%
2 22 %
3 3.2%
4 4,0 %
5 6,7 %
6 9,8 %
7 9,6 %
8 6,7 %
9 15,2 %




Ipunoxenue I'S. HAS-BLED. IlIkasa oleHKH PpHCKAa KPOBOTeYeHHs
(apanTupoBano u3 [449, 526])

Ha3Banue Ha pycckom si3bike: HAS-BLED. Illkana omeHku pucka OOJBIIOTO
KpOBOTEUEHHUs1 B TeueHHe | roga y manueHToB ¢ (uOpUIUISLMEN/TpeneTaHueM Mpeacepaui,
MONyYalOUIMX AaHTUKOATYJISIHTHYIO TEpPalui0 B COYETAaHUHM C UHTHOUTOpaMH arperanuu
TPOMOOIIMTOB MUK Oe3.

OpurunanabHoe Ha3BaHue (eciau ecth): HAS-BLED

Tun (Moa4epKHyTH):

LIKaJIa OLICHKU

UHJEKC

BOIPOCHUK

npyroe (yTOUYHUTH):

Ha3nayeHue: KIMHUYECKUH WMHCTPYMEHT JUIS MPOTHO3UPOBAHUS PUCKA OOJBIIOTO
KpOBOTEUEHUs B TeueHue 1 roga

Conep:xkanue (11a0J10H):

BykBa dakTop pucKa Baibl
H ApTepuanbHas THIEPTeH3HU 1
A Hapymenne ¢GyHKINN TIEYSHT WITH TIOYEK 1 v 2
S WucynbT B aHaMHe3e 1
B KpoBoTeueHus B aHamMHe3e 1
L Jlabunsrocts MHO 1
E Bospact (=65 ner) 1
D 3noynoTpebieHrne ajJKoroyieM WM MpenapaTamu, 1 v 2
TIOBBIIIAIOMIMMHUPHCK KPOBOTEUCHNH

Koy (uHTEpniperanms):

Cymma 6ansioB no mkaneHAS-BLED Puck 601b110r0 KpOoBOTEeYeHNs B TeyeHne 1 roaa

1-2 Huskuit puck KpoBOTeUEeHHUS

>3 Bricokuil puck KpoBOTEUEHUS




Hpuaoxkenne I'6. QALE. llkana aasa auddepeHumnajbHO JTMATHOCTHKHU
TPAHCTHPETHHOBOIO AMMJIOMA03a ¢ NOMOIIbI KoHTpacTHoii MPT cepana
(apanTupoBano u3 [288])

Ha3sBanue Ha pycckoMm si3bike: QALE

OpurunaiabHoe Ha3BaHue (ecim ecTh): QALE Score

Tun (moa4epKHyTH):

L1KaJIa OLIEHKU

WHJIEKC

BOIIPOCHUK

npyroe (yTOUHUTH):

Ha3HavyeHue: KIMHMYECKUH MHCTPYMEHT Ui AuddepeHIranbHON JAUarHOCTHKH
TPAHCTUPETUHOBOrO aMmuiionao3a u AL-amunounosa.

Copep:xkanne (11a0JI0H):

OrnenuBaetcs xapakrtep [THI B cTeHKax JIEBOro *enyao4uka Ha TPEX YPOBHSX: allMKaJIbHOM, CPEAHEM U
6a3aJbHOM C TIPHCBOCHUEM OMPEICICHHOTO KOMYecTBa 6auioB B 3aBucuMocTH oT nartepHa [THI kak
YKa3aHO Ha PUCYHKE

QALE score for DD AL and ATTR

4 3 2
1

0 (No LGE)
MaxkcuMaIbHOW BO3MOKHOE KOJIMUESCTBO OAJUIOB IPH OIIEHKE CTEHOK JICBOTO XKerynouka — 12 (4x3)

+6, If any RV LGE

Eciiu nmeercst ar060e ITHIT B cTeHKax mpaBoro eaymno4ka, TO K IKaje 100aBisieTcs 6 6aios

O011ee BO3MOXXHOE KoJIM4YecTBO 0asioB 1o mkaine QALE C yueToM BoBieUEHHs IPABOTO HKENIYI0YKA —
18 (12+6)

JlonoJIHNTe/IbHBIE IaHHbIE:

Cemuotnka mpu MPT AL-Amunounso3 TpaHCTUPETHHOBBIN aMUJIONU]103
WunexcupoBaHHast Macca | YMEPEHHO MOBBIIIEHA 3HauUTENBHO TTOBBIILICHA
muokapaa JK <100 100 r/kB.M e 100 r/kB.M.
VYroneHnue MeHee BbIpa)xeHO Bonee BbpaskeHO
MEIKETYI0YKOBOM U
MEXIPEICepIHOM
TIepETOPOJIKH
ITHI" e  MeHee BBIPaXECHO e boJee BeIpaxeHO
e Yacro nuddysnsrii e Yacto nmuddysHblii nmm
Cy09H/10KapAnanbHbIA TpaHCMYpaJbHBIN MTaTTEPH
naTTepH HaKOIUICHHS
e QALE <13 6aaioB e  QALE > 13 6aios
Hatupnoe T1 — e 1050-1150 mc e 1050-1150 mc




KapTUpOBaHUE e  OTHOCHTEIBHO HEOOBIIOE e bBonee BoipaxkeHHOE

noBbilieHue Bpemenu T1 noBblieHue Bpemenu T1
3HadeHue e [loseimenue 6onee 40% o [losermenue 6onee 40%
BHEKJICTOYHOTO 00bemMa e  OTHOCHUTENEHO HEOOIBIIOE e bosee BbIpa)k€HHOE
ECV noseienne ECV noseienue ECV

Kurou (maTepnperanmus):

Cymma 6asiioB o mkaje QALE

JAunarno3

QALE <13 6amioB

IAL-ammitonmos

QALE > 13 6ammoB

TpaHCTUPETUHOBBIA aMUIIOU03




