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BBenenue.

[lepBoe ymomMuHaHHME O TaK HA3bIBAEMBIX HAMOMATHYECKUX 3a00J€BaHUAX
Muokapaa Bcrpedaetcst B padore L. Krehl (1891). B aTo nonsitue aBTop BKIIIOUAs
MOPaXEHUE  CEPIEYHOM  MBIIIIBI, COMPOBOXKAABIIEECS  HEAOCTATOYHOCTHIO
KpOBOOOPAIIICHUS U HE CBSI3aHHOE C MPEIIIEeCTBYIONIEH HH]EKINEH, CerCucoM uiu
KaKUM-JTUOO CUCTEMHBIM MPOIECCOM.

E.Josserand u L. Gallavardin (1901), ommceiBas mogoOHBIC 3a00JIeBaHMS,
Ha3BaJIM UX "MIEPBUYHBIMU OOJIE3HSIMU MHOKapaa".

W. Bridgen (1957) B cBoeii JeKIHH, TMOCBAIICHHONH "peakuM OO0JIe3HIM
CepICYHON MBIIIIIBI - HEKOPOHAPOTEHHBIM KapMOMUONIATUsIM " BIIEPBBIE YIIOTPEOUIT
ATOT TEPMUH JJIsl 0003HauYeHUsI "3a00JIEBAaHUI MUOKapJia HESICHOM ATHUOJIOTHUU, HE
CBSI3aHHBIX C aTEePOCKIEPO30M, TyOepKyJie30M M PEBMATHYECKUMU IOPOKAMHU
cep/ilia, XapaKTEPU3YIOIIUXCS MOSBICHUEM KapJIHMOMETaIMM HESICHOTO TeHe3a H
n3mMeHeHuit Ha OKI' ¢ panpHEWIIMM pa3BUTHEM CEPACYHON HEIOCTATOUYHOCTH,
MPOTPEIMEHTHBIM TEUCHUEM U TPAaru4eCKUM MCXO0JI0M".

[MpencraBieHre O HO30JOTHUECKOW CAMOCTOSTEIBHOCTH KapJAMOMHONATHN
(KMIT) monyuunio panpHeiiinee pa3sutue B padotax T. Mattingly (1958-1970). dis
0o0o03HaueHHs STHX '"3a00JIeBaHMII HEU3BECTHOW ATHOJIOTUH C H30HUpaTEIbHBIM
MOPAKECHUEM CEPJCYHOM MBIIIIBI 0€3 BOBJICYCHHUS JAPYrUX aHATOMHUYECKUX
CTPYKTYP CEpACYHO-COCYJIMCTON CHCTEMBI" OH HMCIIOJBb30BaJ TEPMHH '"TICpBUYHAS
Ooye3Hb  MHOKapja"',  KOTOPBIA  BIOCIEICTBUM  TIIpHOOpena  IIHPOKOE
pacrpoCTpaHCHHE B Pa3HBIX CTPaHAX MHUPA.

[To nanabsiM EBp. Ob1IecTBa KapAMOIOTOM — KapAMOMHOIIATHUS — 3TO MATOIOTUS
MHUOKap/Aa, TpH KOTOPOW HAOMIOJAIOTCS CTPYKTYypHble U (YHKIIMOHAIbHBIC
HapYIIEHUs, KOTOPbIE HE O0YCIOBICHBI KOPOHAPHOU (MIIEMUYECKON) OOJIE3HBIO
cepala, apTepualibHOM TUIEPTEH3UEH, KJIallaHHBIMUA MOPOKAMH WM BPOKIECHHBIMU
3a00eBaHUSIMU CepIIa.

B Hacrosimiee BpeMsi M3BECTHO O HECKOJIBKUX (PEHOTHMAX KapIUOMHOMATHN —
munaranmonHass  KMII, rtumeptpoduueckas KMII, pectpexktuBras KMII,
ApUTMOTCHHAs TUCIUIa3Us WK KapAUOMHOIIATHS MPABOTO JKEITYI0YKa.

Xotenoch OBl  KOHKpPETHEE pa3oOpaTrbcsi B IUArHOCTUKH  HWCTUHHOMN
runepTopuIecKor KapuoMruonaTuu u ee orandue ot perokornuu ['KMIL.



Omnpeneienue.

['umerpoduyeckas KapAHMOMHUOMATHS — TEHETUYECKH  OO0YyCIOBIEHHOE
3a0o0eBaHUME MHOKapJa, XapakTepu3yroleecs runeprpoueil MHOKapJo JEBOTO
xKemynouka Oonee 15 MM, galie aCHMMETPUYHOTO XapaKTepa 3a CUeT yTONIICHUS
MEXOKETYJOYKOBOM TEPEeropoJIKH, YTO HE MOXKET OOBSICHUTHCA HCKIIOYUTEIHHO
TIOBBIIIICHUEM Harpy3Kd JaBJICHHEM, M BO3HHUKAIOIIEE MPH OTCYTCTBUHU IPYTrOro
CEpJCYHOTO WIIM CHCTEMHOTO 3a00JIeBaHMsI, META0OINIECKOTO WIIH MTOJIMOPTaHHOTO
CHUHJIPOMA, CBS3aHHOTO C TUTNIEPTPO(dHEl JEBOTO KEITyA0UKa.

Mneprpocduyeckan

Hopma KapauwomuonaTtus

Ceoboaublit
BbIHOCHIIM
TPAKT J€BOro

Aeaya09Ka runeprpoduposannoii NIKII

Brimocsmuii TpakT aesoro
xeayaouxa'ciasaen"”

[Ipu HapylieHMM BHYTPUCEPACYHOM TeMOJMHAMUKH B BHJIE€ MPEMSTCTBUS
CHUCTOJIMYECKOMY M3THAHUIO KPOBHU M3 IOJOCTH JIEBOIO JKEIYJIOYKA WIM MPABOTO
KEITyJ0UYKa, MPOUCXOJUT YBEIMUYCHHE T'PAJMECHTA ABJICHUS B BBIXOAHOM TpPAaKTE
JIEBOT'O MJIU IIPABOT0 KeIy04Ka. B 3aBUCUMOCTH OT ypOBHSI TpaJIu€HTa JABJICHUS B
BBIXOJIHOM TpakTe pa3inyaioT HecKoJdbko BapuaHTtoM ['KMII: HeoOCTpyKkTHBHAS,
OOCTPYKTUBHAS U JATCHTHAS] OOCTPYKITHSI.



ITHOJIOTHUA.

B ocnose pa3zsutus 'KMII Hanbosee yacTto nexar naTOreHHbIE BapUaHTHI B
reHaX, KOAWPYIOUIMX COKpaTHTENbHbIC Ocnku capkomepa — wmuosuH (MYH7),
muo3uHcBsa3biBawomui 6enok C (MYBPC3), aktun (ACTC), tpononun (TNNI3,
TNNT2, TNNC).

Oxkom10 60% ManreHToB UMEIOT OTATOLIEHHYIO0 CEMENHYIO UCTOPUIO — XOTS Obl
OJIHOTO POJICTBEHHMKA C JUAarHOCTUPOBAHHOW Kapauomuonarueit, a okono 40%
ABJIIOTCS] IEPBBIMU OOJIbHBIMU B CEMbE.

B cemeitnbix ciyuasix y 70-75% npo6aH10B B pOIOCIOBHON MTPOCIICKUBACTCS
ayTOCOMHO-JIOMUHAHTHBIA TUI HACIIEOBaHUs, Ha JIOJII0 ayTOCOMHO-PELIECCUBHBIX
U CIEIUICHHBIX C MOJIOM (popMm mpuxoautcst okojo 15% ciyuaes.

lMunepTpodudeckas kapauoMuonaTusi MOXKeT MaHU(ECTUpPOBaTh B JOOOM
Bo3pacrte. CpenHuii Bo3pacT MaHudecTauu 3a001€BaHUS Y B3POCIBIX COCTABIISET
okoJio 40 ser.

Pazsutnie 'KMII Ha (oHe maTOreHHBIX BapHAHTOB B I'€HaX IMTOCKEIETa
4acTO acCCOIMMPOBAHO C COYETaHHBIMU Topokamu cepama (AMIIIIL, JIMXII), a
TaK)Ke NMpU3HAKaMU HEKOMIIAKTHOTO MUOKapaa.



IlaToreunes.

[laToreHHble BapuaHThl B T€HAX, KOAUPYIOLUIUE OCJIKU CapKOMeEpa BbI3bIBAIO
HapylICeHUE KaJbLIEBOTO TIOMEOCTa3a, YTO B CBOK OYepelp NPUBOAUT K
MOBBILIEHNIO YYBCTBUTEIbHOCTH MUOPUIAMEHTOB K MOHAM Kajblus. B pesynbraTe
YCUJIMBAETCSl COKpAILIEHWE CapKOMepa B CHCTOJY MW CHW)XXEHUE CTENEHU
paccnabneHust B AMacTomy (T.K HOBBILIEHA TOTPEOHOCTH KapInOMUOLUTOB B ATD).
[Ipoucxoaut HapylmieHWE BHYTPUKJIETOYHBIX CUTHAJIBHBIX MPOLECCOB U
peakTUBalMs TUIIEPTPOYUUECKOTO pOCTa.

Ha ypoBHE KapJMOMHOITUTOB JIaHHBIC MPOIECCHI MPUBOAAT K MOBBIMICHUIO
CHUHTE3a AMOPHOHAIBHBIX ()OPM CAPKOMEPHBIX OCJIIKOB M aKTHBAIMM KHHA3HBIX
CUTHAJIBHBIX KaCKaJ0B, OOCCICUYMBAIONIUX IMPOIECChI COOCTBEHHO THMEPTpOhuu
KMLI, mnpomudepamun ¢udbpodraacTtoB, Tpanchopmaruu (GudpoOIacToB B
MuopuOpobIacTel 1 ArcOaIaHc B CHCTEME KOJUTareHOIH3a.

Ha rucromornueckom  ypoBHE  OTpaKE€HHEM  MPSIMOTO  JCHCTBUS
«IMPUYUHHOT0» TEHETUYECKOT'0 BapHaHTa M MOJIEKYJSIPHOTO TMATOTeHe3a SIBISACTCS
JTUCKOMILICKCAIUS KapIMOMHUIIMTOB M MBIIIIEYHBIX BOJIOKOH — (heHOMEH «disarray»,
(¢bubpo3 pa3HOU CTENEHU BhIPAKEHHOCTH.

ferbl sHe capxomepa T S )|  Peaxve benokonuu

(CA-o6meHa) (1-5%) m TKMNN (< 1%)

<l P HeobxoaumocTb yuuTbiBate dopmy MMM
/ : & = y naumenTos ¢ FKMIM obycnosneHa tem,

; . b 7 4TO AOKa3aHa c8A3b GopMbl MIKN
C NPOrHO3UPOBAHUEM BEPOATHOCTU
06HapYKEHUA FeHETUYECKMX NATOreHHbIX
reHeTUYECKUX BapPUAHTOB,
accoummposaHHbix ¢ FTKMIM-60ne3Hbio
capkomepa.

leHb! BHe capkomepa
(Z-auckos) (1-5%)

leHbl capkomepHon TKMN
40-70%

-

Jit y Cur A 83 % AQanTupoBaHo u3:
MMM MMN Bos J et al. Curr Op Card 2007, 22:193




Kaaccnduxanms.
1. Knuauveckue Bapuantbl Teuenuss F'KMII:

- BCC - moxer ormeuaThcs npu Jaro0oM Bapuante TedueHus ['KMII, B Tom
gyucie 0e3 MpeAllecTBYIONeH CUMITOMATHKK (HamboJjiee 4acTo BCTpEYaeTCs y
MOJIO/IBIX TTAITUEHTOB < 35 JIeT, BKII0Yasi CIIOPTCMEHOB).

- beccumnTomMHOe TeyeHHME - BCTpPEUAETCA Yy NALUUMEHTOB C HMCXOJIHO
HeoOcTpykTuBHOU opmoit ['KMII (Hebosnbinast creneHsb runepTpopuu MUoKapa,
6e3 conyrctBytomux aHomanui MK). IIpomomKuTEeTbHOCTh KU3HH Y ITHX
NaIlMEeHTOB Kak B oOIIel momyssiiuu - 75 net u 6osee. Takke 6€CCUMITOMHBIMU
MOTYT OBITh MAIIUEHTHI C HeOOMbIION cTeneHblo o0cTpykimu BTJIK (B mokoe u/mnu
pU Harpyske).

- CumnromHoe crabuiabHOe (HAa (OHE MEIUKAMEHTO3HOW TEeparum)
100POKaYECTBEHHOE TEUEHUE:!

) y IalMeHTOB C UCXOHO HeoOCcTpykTuBHOU (hopmoii 'KMIT.
b) mpu OI'KMII ¢ HeGompIioi cTenenbio oocTpykimu BTIDK.
- CumntoMHoe ocnoxHeHHoe Teuenne ' KMIT nposiBnsieTcs:

a) ubpHLIsLHe peacepanii — MapoKCU3MalIbHas, IEPCUCTUPYIOIIAs HIIH
noctosiHHas (0T 25 10 30%), accomuupoBaHHasi ¢ CEPACYHON HEIOCTATOYHOCTHIO
pazIuyHOM CTEIIEHU BBIPAKEHHOCTHU U MOBBIIIEHHBIM PHUCKOM
TPOMOOIMOOTMIECKUX OCIIOKHEHHM, BKIIFOYasi HHCYIIBT.

b) XCH - mosBiacHHE OIBINIKH, CITa0OCTH, YTOMJISEMOCTH, B COYCTAHUH,
MIPECUHKONBI U CUHKOIBI, aputMuu. Hapactanue Tskectu XCH po III-IV @K
(NYHA) npu coxpanenHoi cucronndeckort Gpyrakmun JDK

¢) CuHIpOM CTEHOKApAHH (B TOM YHCJIC aTUITUIHBIN 00JIEBON CHHIPOM ) WITH
6e30omneBas umemus. Mmemust muokapaa mpu 'KMIT moxet ocnoxkusareest UM 2
THUTIA.

- CHMIITOMHOE TE€UYEHHE C HEraTUBHBIM PEMOACIINPOBAHUCM

a) «KoHeuHas cranusi»: JajabHellee NporpecCUpOBAHUE SIBJICHUN 3aCTOMHOM
CEpACYHOM HEJOCTATOYHOCTH, CBSI3aHHOM C HETaTUBHBIM PEMOICIUPOBAHUEM H
BBIPQOKCHHON CHCTOJMYECKOW w/uiaum auactoanydeckod auchynkumenn JDK
(penotunsr [ KMIT+AKMIT nau 'KMIT+PKMII).



0) Pa3zButne BepxymeuHnoi aneBpusmbl JIOK — npu oOCTpykumu cpensen
yactu nonoctu JOK (penkuii Bapuant teuenust ' KMII).

2. 'emonuHaMnyecKuii MPUHIUAN KJIacCuPUKAUN:

B 3aBucumocTtu ot Hanuuus win orcyTcTBus ooctpykunu BTJDK B nokoe u
IIPU Harpy3Ke BBIIEIAIOT cneayromue Bapuantsl [ KMIT:

- HeooctpyktuHas ' KMII: T'/Jl 8 BTJDK menee 30 MM.pT.CT. B TOKOE U IIpH
Harpyske.

- ooctpykruBHas ['KMIT: I'J] 8 BTJIXK 6omee 30 (50) MM prT. cT. B IIOKOE |
IpY HarpysKe.

- narentHas ooctpykuus: I'J] B BTJIK menee 30 B mokoe u 6osee 30 (50)
MM.PT.CT IIPH Harpyske.

3. Mopdoaoruvecknii npuHumnn kaaccupuxanun 'KMII:
1. Acummerpuunas popma 'KMII
a. 'uneprpodus MXKII (+/- BoBneueHue I1K):
I. bazaneHoit yactt MXKII (cybaopraibHast),
il. CurmoBuaas MOKII,
lii. T'umepTpodus Beeit MIKII,

Iv. JIBosikoBeimykiaass MOKII (amri. «reverse curve») —
IPEUMYIIIECTBEHHO CpeHekenyaoukoBass rumneprpodpus MOXKII 6e3
BOBJI€YeHHs cBOOOaHOM cTeHkn JDK,

V. Kombunuposannas (MXKII + apyroii otaen JOK umu ITXK).
b. Anukanbnas runeptpodus (+/- cpenuanbie cermeHTh JIK) .

. Cpegnexenynoukonast ' KMII (c BoBiieueHMEM CPEAMHHBIX OT/IEIIOB
He Tosibko MXKTI, Ho 1 cBoGO1HO# cTenku JIK, JIK Trma «mmecounsie 9achi»).

d. T'umeptpodus npyroii crenku JIK (OokoBast, 3a1Hs51).
2. Cummetpuunas popma 'KMII.
4. Tlo cTeneHu BbIPA’KEHHOCTHU THIIEPTPOPhUM:

1. «YMmepeHHas» (B aHTJIOSI3BIYHOW JIMTEPAType HCIIOJIB3YETCS TEPMUH
«mild») — (MmaxcumanbHas TonmuHa cTeHKH JODK <18 mm).



2. IIpomexxyTouHas.
3. DkcTpeMainbHas (MakcuMmanbHas ToamuHa cteHku JIOK >30 mm).
5. Mopdopyukunonanbubie penorunsl npu 'KMII:

- T'unmeprpoduueckuii  («xmaccuyeckuit») -  YMenblieHHbld  JIK,
acummetpuunas ['JDK (runeprpodus MKII), o6ctpykus BTJDK.

- CMmemannplii (runeptpodus + aunatanus) - JwnatauvoHHas CTaaus
I'KMI], YMEHBIIEHUE CTEIECHU runepTpoduu («BBITOpAHUEY),
yMmeHbleHne/ucuesnopenue oocrpykuuu BTJDK. B nunatanuonHo# craauu npu
['KMII cTenenp qunaTtaiuu, Kak MpaBuio, He ObIBAET OOJIBIION.

- CMmemannplii (runeptpodust + pectpukius) - BelpaxeHnHas awnaramus
npeacepanii, pecTpukTUBHBIN Tun HanoJHeHus JIK. MoskeTt ObITh PU MAJICHBKOM
JDK.

- CMmemansbIi (runepTpodusi + pecTpUKIMs + Aunaranus) - JunataimonHas
craguss ['KMII. BelpaxxeHHass aunaranus MNOpeACEepAUd, PECTPUKTUBHBIM TUII
HanoHeHus1 JIDK, ymenbiienue crenenu runeptpoduu, nunatupoBanHbiid JIK.



Cucrema knaccudukanuu U koaupoBanus kapauomuonaruii MOGE(S), 2013r.

Kawsceroii napaMerp u ¢ro DYKBCHHLIT K0/

M - denoTHI () — BOBICUCHHBIC OPIAHB] IWHIH CHETEMBI
D = JIKMII H - cepaue

H - TKMIT M — CKeNeTHRIE MRITITE

R - PEMII N — HEpBHAA CHETEMA

A= AJITE C — KOWHEE NOKPORK]

NC — HEROMITAKTHBIEL MHOKAPI E —rnas

NS — necneundueiaecknii enomin A - cnyx

NA — HHPOPMALHA HEAOCTYIIHA K — noukn

E- e BLIARTABIIHSCH COCTOANNA
aeramuzacued (E(D), E(H), E(R), E(A) | G — melynouHo-KHILEHHE TPaKT

H T}

S — cReneT

Lu - nereue

Li — nevenn

(0) — 0TCYTCTBHE IOPARCHNA
G — THI HaceTORANNA E —aTnonaorus
N — oTeyTCTBHE CeMEHHOI G .

— MEHETHYSCEAN
HACHEICTREHHOCTH
U — HEHIBECTHO G-0C — HOCHTEE MYTALHH
Al - ayToCoMHO-J0MHIANTILIH G-DN — reperHyeckas nonas
A H—_a}"m-l.:cmuﬁ-pl:uccn::|uﬂ-tbu”l G-C — Gonee ouHoi MY TALHA
XLR - cpasannuil ¢ X-XpoMocoMoil, . L
» G-Neg — HeT MyTauuii

PEIECCHBHRIM
XLD - cpasannpil ¢ X-XpoMOocoMoi, G-NA = reHeTHYCCROC HOCIEQ0BAHNE
AOMHHAHTHELI HEAGCTYIIHO
XL = cogzannniii ¢ X-XpomMocoMoi Gi-A = renernieckHi aMuaou103
M — 1o THHEH MaTepi A — aMHIOH103
DN — HOBiA MYTALHA A-K — anmnonaos, tan K
(D) — orcyTCTRHE M — muoxapauT

V — BUPVCHBIE HHEKLHK

Al = ayrounynnas

1 — HHEKINA, KPOME BHPYCHBIX

T — TokCcHuUECKaA

Eo — sosusodHmim

() — HET MreéHeTHUCCKOTD TECTA

8 = craaus cepaeunoil nepoctarounoute (ACC/AACA; B; C; D, NYHA class: 1; II;
II; 1V)




JAuarnocruka.

Kpurepun nuarHocTuku: yBeiaudeHue ToauuHel cteHku JOK B ogHOM mnm
Oonee cermMeHTax > 15 MM (onpenensieMoe JItoObIM BU3YAIU3UPYIOIIMM METOJOM —
OXOKI/MPT/KT), xotopass He OOBICHACTCS HCKIIOYUTEIBLHO YBEIUYECHUEM
Harpy3ku JaBjieHUEM. Y pPOICTBEHHUKOB IpoOaHaa kpurepuem auarHoza ['KMII
sBisieTcs: TonmuHa ctenku JIK, papnas 13-14 mm.

Kpurepuem Bosneuenus 1DK npu 'KMII saBnsiercst yBenuyeHue TOJILMHBI
creHku [DK >5 mm, a tonmuna muokapaa IDK >10 MM cunTaeTcst skcTpeManbHON
I'TDK.

Jlnarnoctuka MokeT ObITh 3aTpyiHEeHa B cuTyauusax couetanuss [ KMIT u AT,
y cnoprcMeHoB U jp. Taxke nuarHo3 'KMII TtpeOyer uckitoueHus: peHOKONU
I'KMIL

Kpurepuem nuarnoza obctpyktuBHoi ['KMII 60abIIMHCTBO €BpOIEHCKUX
uccnenosarenei cuutaer I'JT B BTJDK >30 Mm pr. cr., B TOKOE WIH
npoBouupyemsiid. I'J[ > 50 MM pT. CT. cunTaercss KpUTEPUEM T'e€MOJMHAMUYECKHU
sHaunMmort obctpykumu win ['JI B BTJDK >50 MM pr. cr., B mokoe WiIH
IIPOBOLIUPYEMBIN.

Jlns  mpoBoKauMM TpeiJiaraeTcss HarpysouyHas 1mpo0Oa, a He 1mpo0a
BanbcansBel. Kputepuem odctpykunu BTIDK cunrtaercst yBenuuenue I'Jl 8 BTIDK
> 16 MM PT.CT. B ITOKOE.

- COop kanmoObl 1 aHAMHE3.

KamoOwl: B pasepHyToi crtaauu 3aboneBanus npu ['KMII naubonee
JacTBIMU JKalo0aMM SIBIISIIOTCS  OJIBINIKA, CHIDKEHHE ToJiepaHTHocth K H,
pa3zHooOpa3Hbie 00JEBBIC ONIYIICHUS B TPYIHON KIETKE KapAUaITHUYECKOTO W/HiIN
CTECHOKApJIUTUYECKOTO XapaKTepa, HApYIIEHUsS PUTMa CEpICYHON NeATeIbHOCTU
(mepebow, yuarieHHOe cep/iiedneHune), ToOJI0BOKPYKEHUE, MPECUHKOIBI U CHHKOTIHI.

Manudecranms knuandeckux mnposieiaeHudn ['KMIT B Momomom Bospacte
acCCOIIMMPOBAaH C CeMeWHOW QopMoil 3a0oneBaHUS W SABISICTCS BAXKHOU
JNETEPMUHAHTON TSIKECTU TEUYEHHUS, PUCKAa HEXKEIaTeNbHBIX KapJIUOBACKYISIPHBIX
coObITHii, nokazanHbM (aktopoMm pucka BCC. Ilpu cOope cemeitHoro anamHesa
oOpaInraroT BHUMaHKe Ha TO, ObUTH JIU y poAcTBeHHUKOB ykazanus Ha BCC, XCH,
CHUHKONAJbHBIE COCTOSIHMS, WMIUIaHTHUpoBaHHble OKC, uHCYynpT B MOJI0AOM
BO3pACTE U JIpyTHe CUCTEMHBIE 3a00JI€BaAHMUSI.



B noxwunom Bo3pacte maHudecrauus KiauHudeckux npossieHuit ['KMII
accolMupoBaHa C HeceMeWHOU Qopmoii 3aboneBaHuss U1 KoMopOuaHOCThIO (AT,
NUMT/oxupenue, nucnunuaemusi, UbC).

- QusukanbHOE 00CiIe0BaHME: ayCKyIbTalus cepaua, usmepenue A/l (mpu
HEOOXOIMMOCTH — IOBTOPHOE, a TaKXKe JIeKa, CUIs, CTOS), Majblauus IMyJbca,
m3mepenne YCC (mpu DIl — pedunur mynsca). [IpuzHakamu oOCTpYKTUBHOU
I'KMII saBnsgercs Haiuyue rpyOOro CHCTOIMYECKOrO IIyMa BbIOpOCa, KOTOPBIA
BBISIBJIIETCSl HaJ BCEH MOBEPXHOCTBIO CEpALA, C MAKCHMYMOM Ha BEpPXYIIKE U B
YEeTBEPHOM MEKpebepbe cieBa OT IPYAUHBI.

- JlaGoparopnas nmarnoctuka: PAK, OAM, b/X (xonecrepuHn,
Tpurnuuepunbl, kanui, Hatpuit, ACT, AJIT, MoueBuHa, KpeaTUHUH, OUTUPYOUH,
rimoko3a). JomomnutensHo Nt-proBNP. Ilpu nomo3peHun Ha KOHKPETHYIO
denokormmro ['KMII ¢ mnensto mnpoBenenus aud@epeHIuaibpHOTO JIUar{os3a
PEKOMEHIyeTCsl CrielalibHOe JJabopaTopHOe 00CIeI0BaHHE.

I'enernueckoe tectupoBanue y mnanueHtoB ¢ ['JDK HescHoro renesa u
TOMUHON cTeHkn 13-14 MM peKOMEHJI0BaHO TMPOBOJUTH TOJBKO TIOCIHE
neTaabHOTo o0cienoBanus (Bkitodas MPT ¢ KoHTpacTHpOBaHUEM) U KOHCUIIMYyMa
MYJIBTUAUCIATUIMHAPHON KOMAH0M CTIELIUAIIUCTOB.

- WuctpymenTtaneHas guarHoctuka: OKI'  (auHamuKa, BBISIBICHUS
HapYILIEHUH CepJIeYHOTr0 PUTMa U IIPOBOJIMMOCTH, UllieMun Muokapaa). XM DKI (¢
LENbI0 BBIsIBJICHUST HapymieHud putMa cepaua (PI1 u XKT) u npoBogumMocTu aJis
ctpatudukanuu pucka BCC u orbopa kanmumatoB s uMmruiantamuun MKII).
IToxazannem k XMOKI siBsieTcs mosiBJeHNE y AIIMEHTA JKaJIo0 Ha cepAlieOneHme
w/unn  tonoBokpyxkenue. OIOxoKI, TTOXOKI ¢ mnpoBokanmoHHOW mpoOoi
Banbcanbel, ctpecc-TT-DXOKI (CuMnToMHBIM MaiueHTaM ¢ MakcuMalibHbIM [']]
B BTJIXK (B mokoe wid COpPOBOIMPOBAHHBIM), JJISl BBISIBICHUS MPOBOIUPYEMOM
ooctpykimu BTJIK). DXOKI ¢ koutpactupoBanuem moioctu JOK (V manueHToB
¢ CyOONTHUMAIBHBIM KAa4€CTBOM H300paXEHUS UITU C MIPEATNOIaraeMon aluKalbHON
runeprpodueit JOK wnu aneBpusmoit — anprepuatusa MPT). UIl DXO KI' (s
MalMeHTOB, Y KOTOPBIX HesceH MexaHu3M oOcTpykiuu BTJDK wmm mas oneHkm
coctostHust MK 1o npouenypst CAA, win eciu peructTpupyercs BoipaxxeHHas MP,
npeanonioxutenbHo He cBsizaHHas ¢ [ICJ] ctBOpok, a o0O0ycioBIEHHas
cooctBeHHbIMU aHOMaIMU MK [Tanimerram ¢ 'KMII ipu Bemonnennn CAA mis
KOPPEKTHOTO OIpE/e/IeHUs 1ieJeBoi 30HbI Bo3aeiicTus). KT / MPT.



Jleuenue.

Jleuenne mnamuentoB ¢ ['KMII BrirogaeT MeAMKaMEHTO3HYIO TEpamuio,
OHJIOBACKYJISIPHBIE BMEIIATENILCTBA, XUPYPIUUECKUE U HEXUPYPTUUYECKUE METOMBI
peaykuun  runeptpodupoBanHorn  MIXKII, MEXAaHUYECKYI0  MOAIEPKKY
KpOBOOOpaIleH!s1, TPAHCIUIAHTALUIO CEPALIA.

MenukamMeHTO3HOE JIeYeHUE: JIEKapCTBEHHbIE NIpenapaThl ¢ OTPULIATEIbHBIM
MHOTPOIIHBIM J€UCTBUEM, HAYaJI0 TEpAllK C MaJIbIX 103. HazHayaroTcs ynauueHToB
¢ 'KMII ¢ 6eccuMnTOMHBIM T€UE€HHEM M OOCTpYKIMel Bbixozsuiero tpakra JIK

i [DK v cuMnTOMHBIM marueHTam ¢ uiau 63 o0CTPYKIIMK BBIXOASIIETO TPaKTa
JDK nimm TDK.

- beta-anpenoOnokaTopsl ¢ MoAOOPOM MAKCUMAILHON NEPEHOCUMOM J103bI B
KaueCTBE MEPBOU JIMHUU TEPATUH;

- Bepanamun wnm J{untraszeM — npenapaThl BTOPOM JIMHUM TEpanuu, IpU
IPOTUBOIIOKA3aHUAX WM HEMEPEHOCUMOCTH O€Ta-aipeHO0I0KaTOPOB.

HO Bepanamun He pekoMmeHayeTcs nanueHtam ¢ oocrpykruBHoit ['KMII B
CIIy4asiX HaJu4usl CHCTEMHOU TMIIOTEH3UH U BBIPAKEHHOW OJBIIIKHU B MTOKOE.

[Ipu conmyTcTBYIOMIEN XPOHUYECKOU ceplieuHON HenocTaTouyHOoCTh -1V OK
¢ coxpannoit ®B JIXK (6onee 50%) k Tepanuu peKoMeHAYeTCs N00aBUTH Mallble
N03bI NETJIEBbIX U THA3UIHBIX TUYPETUKOB I yaydleHus cumnromoB XCH.

Xupyprudeckoe JieueHue: penykuuss MOKII pexkomenayercs mnamueHTam
I'KMII ¢ I'’l BTJIXX (B mokoe WM MaKCHUMAaJIBHBIM MPOBOIMpPYyeMbIM) Oosee 50
MMm.pT.cT., ¢ XCH IlI-IV ®K, He cMOTps Ha MaKCUMAJIbHYIO IEPEHOCHUMYIO
tepanuto. Penyknus MOXKII pekomengoBana mis manueHtoB ¢ [KMIT m
MMOBTOPHBIMU 0OMOpPOKaMH TIpH Harpy3ke, BbizbiBaeMbiMu ['J] B BTJIDK B mokoe mnm
MaKCHUMAaJIbHBIM TTPOBOLIUPYEMBIM Oosiee 50 MM PT.CT., HE CMOTPSI Ha ONTHUMAIIBHYIO
TEpaIuIoO.



BrniBoabl.

Hcxons w3  NpeACTaBICHHBIX  JAaHHBIX, HEOOXOAUMO  CcOOJ0JIaTh
BHUMATEIBHOCTh M TOYHO cOOMpaTh aHaMHE3 y MalMeHTa, PacClpalinBaTh O
KIMHUKY, TPUYMHAX BO3SHUKHOBEHHS] CHUMIITOMATHUKH, BBISBISS MPOBOLMPYIOIINE
(akTopBbI.

Heo6xoauMo mpoBOAUTE YETKYIO JUArHOCTUKY 3a00JieBaHUN C MOXOXKUMU
KJIMHUYECKUMHU CUMIITOMAaMHU.

OueHb Ba>XHO CO6I/IpaTB CEMEHHBIN AHAMHC3, YTOYUHAA BO3pacT
BO3HHUKHOBCHUA CUMIITOMOB HJIX BBICTABJIICHUA AUArHO3a Y POJACTBCHHUKOB.

B coMHuTEIBHBIX ciryuasax HeO6XOI[I/IMO NpoOBOAUTL MCKIUCIINIMHAPHBIC
KOHCHIINYMBI C Y3KUMH CIICIUAJINCTAMHA PA3HBIX CHCHH&HBHOCTGﬁ.

N BaxkHO NOMHHUTH, YTO TUNEPTpOdUUECKAs KaAPAUOMHUOMATUS — ITO
reHeTHYeCKH 00YCJOoBIIeHHOE 3a0oieBaHne Muokapaa! OueHb BaXHO HCKIIOUYUTH
JIPYTUe CepJIeYHO-COCY/IUCThIC WJIM CHUCTEMHbIC 3a00JIeBaHUS, KOTOPHIC MOTYT
MOBBIIIATh HArpy3Ky aasienrueM Ha [DK nim JDK.



Hcnoan3yemas sureparypa.

1.

Knunnueckue pexkomenaanuu «l'uneprpopuyeckas KapIruOMUOTaTHI
Poccuiickoro kapauonoruueckoro odmectsa 2020r.
https://scardio.ru/rekomendacii/rekomendacii_rko_close/.

Amocoga EJI., CunoposaJlJl., Tapaguii

HJI Kopiaouieum OJI. CoBpemeHHbIE TpeACTaBICHUS 00 STHOJIOTUHU U
MaTOr€He-K JWIATAIMOHHOW KapAUOMUOIIATUU: aHAJIN3 BUPYCO-
uMMyHoJoruyeckourutoressl//Kapanonorus.-1990.-Ne10.-C.108-111.
Knunnueckue pexomenaanuu. CepjieuHast HEIOCTATOYHOCT:
xponuueckasi (XCH) u octpas nexomnencuporantas (OJCH).
Jlnarnoctuka, npo@uiiakTUKa 1 JeUeHUe.
https://scardio.ru/rekomendacii/rekomendacii_rko_close/.
Pexomennanuu ESC mo quarHocTuke u ieueHUIO TUHEPTpohudeckoi
KapaAnuOMHUOIIaTHH
https://scardio.ru/rekomendacii/rekomendacii_esc_close/.
KIIMHNYECKHWE PEKOMEHJIAILINA 110 JUATHOCTUKE 1
JJEHEHNIO MUOKAPIMUTOB
https://cyberleninka.ru/article/n/klinicheskie-rekomendatsii-po-
diagnostike-i-lecheniyu-miokarditov/viewer.
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