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BBenenue.

[lepBoe ymomMuHaHuWE O TaK HA3bIBAEMbIX HJIMOMATHYECKUX 3a00JEBaHUAX
Muokapaa Bcrpedaetcs B padore L. Krehl (1891). B 3to nonsitue aBTop BKiIOYaI
MOPaKEHUE  CEPACYHON  MBIIIIbI, CONPOBOXAABIIEECS  HEAOCTATOUYHOCTHIO
KPOBOOOPAIIICHUS U HE CBSI3aHHOE C MPEAIIeCTBYIOMIEeH HHDEKIUEH, CETICUCOM WU
KaKUM-JTUOO CUCTEMHBIM MPOIECCOM.

E.Josserand u L. Gallavardin (1901), omuceiBas 1mogoOHBIE 3a00JI€BaHMS,
Ha3BaJIM UX "TIEPBUYHBIMU OOJIE3HIMU MHOKapaa'.

W. Bridgen (1957) B cBoeil mneKkiuu, MOCBSIIEHHON '"peakum O0JIe3HIM
CepICYHOMN MBIIIIIBI - HEKOPOHAPOT'E€HHBIM KapIMOMUONIATUSIM " BIIEPBBIE YIIOTPEOUIT
ATOT TEPMUH [ 0003HaUeHMs "3a00J€BaHUM MUOKapJia HESICHOW ATHUOJIOTHHU, HE
CBSI3aHHBIX C aTePOCKIEPO30M, TYyOEpKYyJIe30M U PEBMAaTUUYECKUMHU IOPOKaAMU
ceplilia, XapaKTEPU3YIOLIMNXCSA MOSBJIECHUEM KapAUOMETAIWUd HESICHOTO TE€HE3a M
n3mMeHeHuit Ha OKI' ¢ nanpHEHIIMM pa3sBUTHEM CEPACYHOM HEJOCTATOYHOCTH,
MPOTPEIMEHTHBIM TEUEHUEM U TPAarudeCKuM MCXo10M".

[MpencraBneHre O HO30JOTHUECKOM CaMOCTOSATEIBHOCTH KapJAHOMHOIATHN
(KMIT) monyuuio ganpHeiiinee pa3sutue B padorax T. Mattingly (1958-1970). Jlns
0003Ha4YCHUs STHX "3a00JICBaHHMI HEU3BECTHOW JTHUOJIOTHH C H30UPATEIBHBIM
MOPAKECHUEM CEPJCYHOM MBIIIIBl 03 BOBJICUCHHUS JAPYrHMX aHATOMHUYECKUX
CTPYKTYp CEpACYHO-COCYJIMCTON CHCTEMBI" OH HCIIOJIb30BaJ TEPMUH '"TICpBUYHAS
Ooye3Hb ~ MHUOKapja"',  KOTOPBIM  BIOCIEACTBHM  MPHOOpEN  IIUPOKOE
pacrpoCcTpaHCHHE B Pa3HBIX CTPaHAX MHpA.

[To nanabsiM EBp. O61IECTBa KApAUOIOTOM — KApIUOMHUOTATHS — ATO MATOJIOTUs
MHUOKapjia, TpPHU KOTOPOH HAONIONAIOTCS CTPYKTYpHBIE H (QYHKIIMOHATHHBIC
HapYIIEHUs, KOTOpbIe HE OOYCIOBJICHB KOPOHAPHOW (HMIIEMHUYECKOI) OOJIE3HBIO
cep/lia, apTepuaIbHOUN TUMePTeH3MEH, KIIAMTaHHBIMU TTOPOKAMH WU BPOKJICHHBIMU
3a00JIeBaHUSIMU CEp/IIa.

B Hacrosimiee BpeMsi M3BECTHO O HECKOJBKHUX (DEHOTHIAX KapIUOMHUOTATHI —
munaranmonHass  KMII, rumeptpodmueckass KMII, pecrpextuBnas KMII,
ApUTMOTCHHAs JTUCIUIA3Hs WIW KapAUOMHONATUS MPABOI0 KEIyI0UYKa.

Xotenock OBl KOHKpPETHEE pa3o0paTbcsi B JUATHOCTUKA  WCTUHHOM
runepTohuIecKor KapANOMHOIIATHN U ee oTiaudne oT ¢penokonuu [ KMIT.



Onpenesnienne.

['umerpoduyeckass KapAMOMHUONATHS — TEHETUYECKH  OO0YCIOBIECHHOE
3a0oeBaHUME MHOKapJa, XapaKTepu3ylolleecss Tuneprpopuell MUOKapIo JIEBOTrO
xKemynouka Oonee 15 MM, yaiie aCHMMETPUYHOTO XapaKTepa 3a CYeT YTOJIICHUs
MEXOKETYJOYKOBOM TMEPETOPOIKH, YTO HE MOXKET OOBSCHUTHCS HCKIIOYHTEIHHO
MOBBIIIICHUEM Harpy3Kd [aBJICHHEM, M BO3HUKAIOIIEE MPU OTCYTCTBUHU JIPYTOTO
CEpJICYHOTO WIIM CUCTEMHOTO 3a00JIEBaHUS, METa0OINIECKOTO UITH TMTOJTMOPTaHHOTO
CHUHJIPOMA, CBSI3aHHOTO C TUTNIEPTPO(dHeli TeBOT0 Kelya0uKa.

Mneprpocduyeckan
KapauoMuonaTus

Hopma

Ceoboausbrit

BBIHOCAmm Brimocamuil TpakT Jesoro
TPaKT aesoro xeayaouxa'caasaen”
Aeayio9Ka

raneprpoduposannoi NUKII

[Ipu HapylieHMM BHYTPUCEPACYHON TeMOJMHAMUKH B BUJI€ MPENATCTBUS
CHUCTOJIMYECKOMY M3THAHUIO KPOBHU M3 IOJIOCTU JIEBOT'O KEIYJOUYKa WK IPABOTO
KEITyJ0UYKa, MPOUCXOINUT YBEIMYECHHE TPaJUCHTA JABJICHUS B BBIXOJHOM TpPAaKTE
JIEBOT'O WJIM MIPABOTO XKeNy/104YKa. B 3aBUCMMOCTH OT ypOBHS I'paIM€HTA JIaBICHUS B
BBIXOJIHOM TpakTe pa3inyaioT HecKoiabko BapuantoMm ['KMII: HeoOcTpykTHBHAS,
OOCTPYKTHBHAS W JTATCHTHASI OOCTPYKITHSI.



ITHOJIOTHUA.

B ocnose pa3zsutus 'KMII Hanbosee yacTto nexar naTOreHHbIE BapUaHTHI B
reHax, KOJUPYIOIIUX COKpAaTHTENbHblE Oenku capkomepa — MuozuH (MYH7),
Muo3uHcBs3biBawmui 6enok C (MYBPC3), aktun (ACTC), tpononun (TNNI3,
TNNT2, TNNC).

Oxono 60% nanueHToB UMEIOT OTATOLIEHHYIO0 CEMENHYIO HCTOPHIO — XOTS Obl
OJIHOTO POJICTBEHHMKA C JUAarHOCTUPOBAHHOW Kapaumomuonarueu, a okono 40%
SIBIISIFOTCSI IEPBBIMU OOJIBHBIMU B CEMBE.

B cemeitnbix ciyuasix y 70-75% npoOGaH10B B POIOCTOBHOM MPOCIIEKUBACTCS
ayTOCOMHO-JJOMUHAHTHBIM TUIT HACJIEIOBaHUS, HA JOJI0 ayTOCOMHO-PELECCUBHBIX
U CIIETUICHHBIX C MOJ0M (popM nmpuxoautcst okojo 15% ciydaes.

lMunepTpodudeckas kKapauoMUONATUSI MOXKET MaHU(ECTHPOBATH B JTHOOOM
Bo3pacte. CpenHuii Bo3pacT MaHudecTalny 3a00JIeBaHUsl y B3POCIBIX COCTABIISICT
okoJ10 40 ner.

Pazsutnie 'KMII Ha ¢oHe maTOreHHBIX BApUAHTOB B T'€HAX IUTOCKENIETa
4acTO acCCOLMMPOBAHO C COYETaHHBIMU Topokamu cepauna (AMIIIIL, JIMIXKII), a
TaK)Ke MPU3HAKaMHU HEKOMIIAKTHOTO MUOKapa.



IlaTorenes.

[laToreHHble BapuaHThl B T€HaX, KOAMPYIOLIUE OCNKU capKOMEpa BbI3bIBAIO
HapyluleHUE KaJlblIMEBOTO TOMEOCTa3a, 4YTO B CBOIO OYe€penb HIPHUBOJIUT K
MOBBIILIEHNIO YYBCTBUTEIbHOCTH MUO(PUIAMEHTOB K MOHAM Kaiblus. B pesynbraTe
YCUJIMBAETCsl COKpAIlEHHE CapKkoMepa B CHUCTOIY M CHWKEHHE CTEIEHH
paccnabneHust B AMacToy (T.K MOBBIIIEHA TOTPEOHOCTHh KapAUOMUOLIUTOB B AT®D).
[Ipoucxonutr HapylmieHHE BHYTPUKJIETOYHBIX CHUTHAJIbHBIX IMPOLIECCOB U
peakTUBaIMs TUIIEPTPOYUUECKOTO POCTA.

Ha ypoBHE KapJIHMOMHOITUTOB JTaHHBIC MPOIECCHI MPUBOMAST K IMOBBIIICHHIO
CHUHTE3a AMOPHOHAIBHBIX ()OPM CAPKOMEPHBIX OCJIKOB M aKTHUBAIlMM KHHA3HBIX
CUTHAJIHBIX KacKaJ0B, OOECICYMBAIONIUX MPOIECCHl COOCTBEHHO THUNEPTPOdUU
KMILI, npomudepanuu ¢ubpodnacrtoB, Ttpanchopmaruu GudpoOIacToB B
MuopuOpobIacTel 1 AUcOaIaHCc B CHCTEME KOJUTAreHOIN3a.

Ha rucromornueckom  ypoBHE  OTpaX€HHEM  MPSIMOTO  JEHCTBUS
«IMPUYUHHOT0» TE€HETUYECKOT'0 BapHaHTa M MOJIEKYJSIPHOTO TATOTeHe3a SIBISICTCS
JUCKOMILJICKCAIUS KapAMOMHUIIMTOB U MBIIIICYHBIX BOJIOKOH — (heHOMeH «disarray»,
(¢bubpo3 pa3HON CTENEHU BBIPAKEHHOCTH.

feHbl BHe capkomepa Pepkue dpeHokonuum
(CA-o6meHa) (1-5%) TKMN (< 1%)

HeobxoaumocTb yunuteisate dopmy MMM
y nauveHTos ¢ FTKMIM obycnosneHa tem,
4YTO AOKa3aHa cea3b dopmbl MK

C NPOrHO3UPOBaHWEM BEPOATHOCTU
06HaPYKEHUA TEHETUHECKMX NATOTeHHbIX
reHeTU4eCKUX BapuaHToB.,
accouumposaHHbix ¢ FTKMIM-6one3Hbio
capkomepa.

lenbi capkomepHom FTKMIN leHbl BHe capkomepa
40-70% (Z-auckos) (1-5%)

w A y ¢ Al 85% AganTuposaHo u3:
MHN MK Bos J et al. Curr Op Card 2007, 22:193




Kaacendurkanus.
1. Knuauveckue BapuanTsl Teuenuss ' KMII:

- BCC - moxer orMeuaThcst npu Jgr00oM Bapuante teuenus [ KMII, B Tom
gyucie 0e3 MpeaiecTBYIONE CUMITOMATHKU (Haubojee 4YacTo BCTpEYaeTcs Y
MOJIOJIBIX AIIMEHTOB < 35 JeT, BKI0Yasi CIOPTCMEHOB).

- beccumnTomMHOE TeYeHME - BCTpPEYaeTcs Yy MALUUMEHTOB C HCXOJHO
HeoOcTpykTuBHOU opmoit 'KMII (HeGomnbinas crenenb runeprpoduu Muoxkapaa,
06e3 conyrtctBytonux aHomanuii MK). IIpomomKUTENbHOCT KU3HH Y JTHX
NaIlMeHTOB Kak B oOImel nmomnymnsiuu - 75 net u 6onee. Takxke G€CCUMITOMHBIMU
MOTYT OBITh MAIMEHTHI C HeOOJIbIION cTeneHbio 00cTpykiuu BTJIK (B mokoe u/unu
pU Harpyske).

- CumnromHoe crabwibHOoe (Ha (OHE MEIUKaMEHTO3HOM Teparuu)
100POKaYECTBEHHOE TEUCHHE:

d) y MalueHTOB ¢ KCXOHO HeoOcTpykTuBHOU (hopmoii 'KMII.
b) mpu OI'KMII ¢ HeOoubII0k cTenenpio oocTpykimu BTJDK.
- CumntoMmHoe ocinoxxkHeHHoe Teuenre ' KMII nposiBisieTcs:

a) ubpuLIsIHe Mpeacepanii — MapoKCH3MalIbHas, IEPCUCTUPYIOIIAs HITH
noctosinHas (0T 25 1o 30%), acconuupoBaHHasi ¢ CEPACYHON HEOCTATOYHOCTHIO
pazIuyHOM CTEIIEHU BBIPAKEHHOCTHU u MOBBIIIEHHBIM PHCKOM
TPOMOOIMOOTMIECKUX OCIIOKHEHHH, BKIIFOYasi HHCYIIBT.

b) XCH - mosiBacHHE OJBIINIKH, CITa0OCTH, YTOMIISEMOCTH, B COYCTAHUH,
MPECUHKONBI U CUHKOMNbI, aputMuu. Hapactanue Tskectu XCH go III-IV @K
(NYHA) npu coxpanenHoit cuctonudeckoit pynkimu JOK

¢) CuHIpOM CTeHOKApIuH (B TOM YHCIIC aTHITHYHBIA OOJICBOW CHHIPOM) HITH
6e30omneBas umemus. Mmemus muokapnaa npu ['KMIT moxer ocnoxusthess UM 2
THUTIA.

- CUMIITOMHOE TEUCHHE C HEraTUBHBIM PEMOACINPOBAHUCM

a) «KoHeuHas craaus»: anbHelee NporpecCupoOBaHne SIBJICHUN 3aCTOMHON
CEpACYHOM HENOCTATOYHOCTH, CBSI3AHHOM C HETaTUBHBIM PEMOICIMPOBAHUEM U
BBIPQOKCHHON CHCTOJIMYECKOW w/uiaum  auactoiaundeckor auchynkumenn JDK
(penotunsr 'KMIT+AKMIT wnu 'KMIT+PKMIT).



0) Pa3Butue Bepxymeunoi aneBpusmbl JDK — npu oOctpykuu cpennen
yactu nonoctu JOK (peakuii Bapuant teuenuss ['KMII).

2. F'emonMHaMuYecKHii MPUHIUN KJIacCuPUKanum:

B 3aBucumMocTu o1 Hanumuus win orcyTcTBUs oocTpykunu BTJDK B mokoe u
IIPU Harpy3Ke BBIICIAIOT caeayromue Bapuantsl [ KMIT:

- HeooctpyktuHas 'KMII: I'J] B BTJIDK menee 30 MM.pT.CT. B HOKOE U TIpH
Harpyske.

- ooctpyktuBHas 'KMII: I'l 8 BTJIXK 6omnee 30 (50) MM pT. CT. B IOKOE U
NP Harpys3Ke.

- marentHast ooctpykims: I'J] 8 BTJIDK menee 30 B mokoe u 6osiee 30 (50)
MM.PT.CT X HarpysKe.

3. Mopdonornyecknii npuHuun kaaccupuxanun I'KMII:
1. Acummerpuunas popma 'KMII
a. M'uneptpodus MXKII (+/- BoBieuenue IDK):
I. bazanpHoit yact MXKII (cybaopranbHas),
ii. CurmoBuHas MXKII,
lii. I'unepTpodus Beeit MIKII,

Iv. JIBosikoBeimykiass MOKIT (amri. «reverse curve») —
MPEUMYIIIECTBEHHO CcpeHexenynoukopas rumneprpodus MIKII 6e3
BOBJIeYeHHs cBoOOHOM cTeHkH JIK,

v. Kombunuposannas (MXKII + apyroit otnen JUK wmum [DK).
b. Anukanbnas runeptpodus (+/- cpenuanbie cermeHTh JIK) .

c. CpegnexenynoukoBas [ KMII (c BoBieueHNEM CpEIUHHBIX OTAEIOB
He Tosbko MIKTI, Ho 1 cBoO0gHOM cTerku JIK, JDK Tumna «necodnbie 9ach»).

d. l'ameptpodus npyroii crenku JIK (OokoBast, 3a1Hss).
2. Cummetpuunas popma 'KMII.
4. Tlo cTeneHN BHIPAKEHHOCTH rHNepTPOdUM:

1. «YmepeHHas» (B aHTJIOS3BIYHOW JIATEPATYPE WCIIONB3yeTCS TEPMUH
«mild») — (MakcumanbHas ToamuHa cteHku JDK <18 mm).



2. ITpoMexyToUHasl.
3. DkcTpemainbHas (MakcuMaiibHast TonmuHa cteHku JIK >30 mm).

5. Mopdopynkuunonanbubie penornnst npu F'KMII:

- T'umeptpoduueckuit  («kimaccudyeckuit») -  YmesbiieHHbld  JIK,
acumMmetpuunas ['JDK (runeprpodus MXKII), o6ctpykims BTIDK.

- CMmewmanunplii (runeprpodus + nunatanus) - JunatanuoHHas cTaaus
I'KMII, YMEHBUIEHUE CTENEHU runepTpopuu («BBITOpaHHEY),
yMeHblieHne/ucuesnoenue oocrpykuuun BTJDK. B nunatanumonHoi craauu npu
['KMII ctenens qunaTanuu, Kak MpaBuiio, He ObIBaeT OOJIBIIION.

- Cmemansbiii (runeptpodust + pectpukiusi) - BwipakeHHas aunatarus
npeacepanii, pecTpukTuBHBINA THN HanoaHeHust JOK. MoxeT ObITh pH MaJI€eHbKOM
JDK.

- CMemanHbIi (runeptpodus + pecTpukius + qunaranus) - Junatanmonnas
craguss ['KMII. BeipaxkeHHas punatauus HpeacepAuil, PECTPUKTUBHBIA THII
HanonHeHus JOK, ymenbienue crenenu runeptpoduu, aunatupoBadHbiil JIK.



Cucrema kiaccudukanuu u kogupoBanus kapauomuonatuit MOGE(S), 2013r.

Kmwouenroii napanetp u ero GYKRCHALI Koj

M - dicHoTHI () — BOBICUCHHBIC OPIAHB IWHIH CHCTCMB
D= JAKMII H - cepaue

H - 'EMIT M — CKeNneTHRIE MR

R - PEMIL N — HCpBHAH CHCTCMA

A= AJTTEE C — KOWHEIE NOKPORE]

NC — HEROMIARTHBL MHOKAPA E — rnasa

NS — necoewmduaeckii denorin A~ ciyx

NA — HHPOPMALHA HEAOCTYIIHA K — noukn

E = e BLIARMABIIHECH COCTOANNA C
aerammzanueii (E(D), E(H), E(R), E(A) [ G — #enynouHo-KHILIETHELR TPaKT

")

S — crener

Lu — nergne

Li— nevenn

{0O) — oTCYyTCTBHE NOPUACHNA
G — THI HACaeI0RAHNEA E —aTtnonaorus
N — 0TCyTCTBHE CeMEHHOI .

(; — reHeTHHECKANR
HACTHEICTREHHOCTIH
U — HEHIBECTHO G-0C — HOCHTENB MYTALHH
AD - ayTocoMBo-0MHIANTHLIH G-DN - renernyeckas HoBas
}\R—_a.:."rm:ﬂm HO-PELSCCHEHET G-C — Bonee onHoi MY TALLHH
XLR - epaszannmii ¢ X-XpoMocoMoil, . o

. G-Neg — Het MyTauui

PelleCCHBEHERIN
XLD - epasannmii ¢ X-XpoMocoMoil, G-NA - regerueckoe HeCIe10BaHHE
AOMHHAHTHBLT HEAOCTYITHO
XL - cagmnnnii ¢ X-XpoMocomMoi G-A — releTHHeckHi aMHUI0H103
M — no IHHHH MaTepn A — aMIIoHI0E
DN — Hosad MyTALUA A-K — amunonaos, tan K
() — oTcyTCTRHE M — MuoRapIuT

V — BUPVCHBIC HHPEKLHNH

Al - ayTounynnas

1 — HHPEKIHH, KpoMe BHPYCHBIX

T = ToKCcHuUECKAR

Eo — sosnHodHmA

() — HEeT MeHETHUCCKOND TECTA

8 — cranua ceprewnoi negoctarounouty (ACC/AAC A B; C; D, NYHA class: I; II;
II; 1V)




JAuarnocruka.

Kpurepun nuarHoctuku: yBenuueHue ToiamuHbl cteHku JOK B onqHOM minu
Oonee cerMeHTax > 15 MM (onpenesnseMoe JIF00bIM BU3YaTU3UPYIOLIUM METOI0M —
OXOKI/MPT/KT), xotopas He OOBSICHACTCS HWCKIIOYUTEIBLHO YBEIUYCHUEM
Harpy3ku JaBjeHUEM. Y pPOJCTBEHHUKOB MpoOaHja kpurepueM auarHosa ['KMII
aBisiercs TonmuHa crenku JUK, paBaas 13—14 mwm.

Kpurepuem Bosneuenus 1DK npu ['KMII sBnserca yBenmueHue TOJILIUHBI
creHku [DK >5 mm, a Tonmuna muokapaa IDK >10 Mmm cunrtaercst skCTpeManbHOM
I'TDK.

Jlnarnoctuka MoeT ObITh 3aTpyAHeHa B cuTyanusax couetanus [ KMITu AT,
y cnoptcMmeHoB u ap. Taxxe nuarHo3 I'KMII tpebyer uckimtouenus (eHokonui
I'KMIL

Kpurepuem auarnosza o6ctpyktuBHOM ['KMIIT GONBIIMHCTBO €BpONEUCKUX
uccinenosareneir cuutaer [I'JT B BTJDK >30 MM pr. cT., B MOKOE WIH
npoBouupyemsiid. I'J[ > 50 MM pT. CT. cUMTaeTCs KpUTEPUEM TEMOJUHAMHYECKU
sHaunMmor oOctpykumu wim ['J[ B BTJDK >50 MM pr. cT., B MOKOe WIH
IIPOBOLIUPYEMBIH.

JUis mpoBOKalMM TpejJiaraeTcss Harpy3odHas 1mpo0a, a He 1mpo0a
BanbcansBel. Kputepuem ooctpykunu BTIDK cunrtaercs yBenuuenue '/l 8 BTIDK
> 16 MM pT.CT. B IOKOE.

- Coop xano0Obl U aHAMHE3.

KamoOwl: B pasBepHyTOor cramum 3aboneBanus npu ['KMII nambGomee
JacTBIMHM Kallo0aMU SIBJITFOTCSI  OJIBIIIIKA, CHIDKEHHWE ToJiepaHTHOCTH K OH,
pa3zHooOpa3Hbie O0JEBBIC ONIYIIICHUS B TPYIHON KJIETKE KapAHAITHYSCKOTO /UK
CTEHOKApJIMTUYECKOTO XapaKTepa, HApYIIEHUS PUTMa CEPJACYHOU IEATEIHHOCTU
(mepebow, yuarieHHOE cepiieOrneHne), roJIOBOKPYKEHNE, PECUHKOIIBI U CHHKOTIHI.

Manudecranms knmuandeckux mnpossieanii ['KMII B Momogom Bo3pacte
aCCOIMMPOBAaH C CeMeWHOW ¢opMoi 3aboyieBaHMsI W SBJISETCS BaKHOU
JNETEPMUHAHTON TSIKECTU TEUYEHHUsS, PUCKA HEKENATEIbHbIX KapAHOBACKYJISPHBIX
coObITHii, nokazanHbIM (akTtopoMm pucka BCC. Ilpu cOope cemeitHoro anamHesa
oOpaInraroT BHUMaHUe Ha TO, ObUTH JH y poAcTBeHHUKOB ykazanus Ha BCC, XCH,
CUHKONAJIbHBIE COCTOSIHMS, HUMIUIaHTUpoBaHHble OKC, HMHCYIbT B MOJOAOM
BO3pACTE U IPyTHe CUCTEMHbIE 3a00JIEBaHUSI.



B noxwunom Bo3pacte MaHudecrauus KiuHudeckux mpossieHuil 'KMII
accolMupoBaHa ¢ HeceMeiHou (opmoit 3a0oneBanus U KoMopOugHOCThIO (AL,
UMT/oxupenune, nucnununemus, UbC).

- Gu3ukanbHOE 00CIEN0BaHNE: ayCKynbTallus cepaua, usmepenue A/l (mpu
HEO0OXOIMMOCTH — IOBTOPHOE, a TaKXKe JeXKa, CUJs, CTOs), MaJblalus IyJbCca,
m3mepenne YCC (npu @Il — pedunur mynsca). [Ipuznakamu oOCTpYyKTUBHOU
I'KMII sBnserca Hamuyue rpyOOro CHUCTOJIMYECKOrO HIymMa BBIOpOCA, KOTOPBIM
BBISIBIIETCS. HAJ| BCEH IOBEPXHOCTBHIO CEpJLA, C MAKCUMyMOM Ha BEPXYIIKE U B
YEeTBEPHOM MEKpebepbe CeBa OT IPYAUHBI.

- JlaGoparopnas nmmarnoctuka: PAK, OAM, b/X (xonecrepuw,
Tpurnuuepunbl, kanui, Hatpuit, ACT, AJIT, MoueBrHa, KpeaTUHUH, OUIUPYOUH,
rimoko3a). omomnutensHo Nt-proBNP. [lpu mnogo3pennn Ha KOHKPETHYIO
denokormmro ['KMII ¢ 1mensio mnpoBenenus aud@epeHImaibHOTO JUarHos3a
pPEKOMEHIyeTCsl CrieluaibHoe JabopaTopHoe 00cIeIOBaHKE.

I'enernueckoe tectupoBanue y mnanueHtoB ¢ ['JDK HescHoro renesa u
TONIIUHON CcTeHKH 13—14 MM pEeKOMEHJOBAaHO MPOBOAUTH TOJBKO TIOCHE
neTaiabHoTo oocnenoBanus (Bkimtodas MPT ¢ koHTpacTupoBaHHEM) U KOHCHINYMa
MYJIbTUAUCIATUIMHAPHON KOMAaHIOM CIIENATINCTOB.

- HuactpymentanbHas auarHoctuka: OKI'  (aMHamuka, BBISBICHUS
HapYIIEHUH CepJIeYHOr0 PUTMa U IIPOBOJUMOCTH, uilieMuu Mmuokapzaa). XM OKI (¢
1ENbI0 BhIsIBIICHUST HapymieHud putMa cepaua (PIT u XXT) u npoBoauMoCTH IS
ctpatudukanuu pucka BCC u otbopa kanmumatoB uisi mMmrantanuun HWKT).
[Toxazannem k XMOKI' sBiisieTcs MOSBJICHUE Yy MMAIIMEHTA )Kajao0 Ha ceparieoneHme
w/unn  tonoBokpyxkenue. OxoKI, TTOXOKI ¢ mnpoBokanuoHHON mpoOOit
Banbcansel, ctpecc-TT-DXOKI™ (CuMOTOMHBIM NallMEHTaM ¢ MaKCUMaJIbHBIM [']]
B BTJIK (B mokoe mnu CHpOBOLMPOBAHHBIM), NJI BBISIBICHUS MPOBOIUPYEMOI
ooctpykimu BTJDK). 9XOKI ¢ koutpactupoBanueM nojoct JOK (Y manueHtos
¢ cyOONTUMAaTBHBIM KAYECTBOM M300PAKECHHUS WIH C TIPEIIOIaraeéMoi anmuKalbHOM
runeprpodueit JOK wnu aneBpusmoit — anprepratuBa MPT). UIl 3XO KI' (mns
MalMEeHTOB, Y KOTOPBIX HesceH MexaHu3M oocTpykiuu BTJDK wmmm mis oneHkw
coctostHust MK 1o npouenypst CAA, win eciiv perucTpupyercs BolpaxkenHass MP,
npeanonioxutenbHo He cBsizanHas ¢ [ICJ] cTBOpok, a 0O0yclOBIEHHas
cooctBeHHbIMU aHOMasAIMU MK; [Tartuentam ¢ 'KMII ipu BeimonHenun CAA s
KOPPEKTHOT'O ONpeaeIeHUs 1eeBoi 30HbI Bo3aekcTus). KT / MPT.



Jleuenue.

Jleuenne mamuenTtoB ¢ ['KMII BximodaeT MEIMKaMEHTO3HYHO TEpaIuio,
JHJIOBACKYJISIPHBIE BMELIATENIBCTBA, XUPYPITUUECKUE U HEXUPYPTrUUECKUE METOMBI
peaykuun  runeprpodupoBanHorn  MIXKII, MEXAaHUYECKYI0  IOAJCPKKY
KpOBOOOpaIeH!s, TPAHCIUIAHTALIMIO CEPALIA.

MenukamMeHTO3HOE JIEUeHUE: JIEKapCTBEHHbIE NIpenapaThl ¢ OTPULIATEIbHBIM
MHOTPOIIHBIM JEUCTBUEM, HA4YaJI0 TEpAIllMK ¢ MaIbIX 103. HazHauarorcs ynanueHToB
¢ 'KMII ¢ GeccuMnTOMHBIM Te€4eHHEM U OOCTpYyKIMel Bbixojsiero tpakra JIK

v [DK wny cuMOTOMHBIM NTAIUEHTaM ¢ WK 6€3 00CTPYKIIMH BBIXOJSIIETO TPaKTa
JDK i TDK.

- beta-anpenoOnokaTopsl ¢ MoAOOPOM MaKCUMaJIbHOM NEPEHOCUMOM JT03bI B
KauecTBe MEPBOM JIMHUU TEpaIuu;

- Bepanamun wnu J{untuaseM — npenapaThl BTOPOM JIMHUM TEPANUH, HPU
IPOTUBOIIOKA3aHUAX WIN HENEPEHOCUMOCTH OeTa-aapeH00I0KaTOpOB.

HO Bepanamun He pekoMmenayercs namueHTaMm ¢ ooctpyktupHot I'KMII B
CIIy4asiX HaJu4usl CHCTEMHOUN TUIOTEH3UH U BBIPAKEHHOM OJIBIIIKU B MIOKOE.

[Ipu conmyTcTBYIOMIENH XPOHUYECKOU ceplieuHON HenocTaTouyHOCTh -1V OK
¢ coxpannoit ®B JI)K (Gonee 50%) k Tepanuu peKoMeHAYeTCs T00aBUTH Mallble
N103bI ETJIEBBIX U THA3UIHBIX TUYPETUKOB I yaydiieHus cumnroMoB XCH.

Xupyprudeckoe JedeHue: peaykuuss MOKII pexkomeHmyeTcs mnamueHTam
I'KMII ¢ I'’l BTJIX (B mokoe win MakCHMalbHBIM MPOBOLKPYEeMbIM) Oojiee 50
MM.pT.cT., ¢ XCH III-IV ®K, He cMOTps Ha MakCUMaJbHYIO NEPEHOCUMYIO
tepanuto. Penykumss MOKII pekomenpoBana st mamuentoB ¢ ['KMII u
MMOBTOPHBIMU 0OMOpOKaMH TIpu Harpy3ke, Bei3biBaeMbiMu ['J] B BTJIK B mokoe min
MaKCHUMAaJIbHBIM MTPOBOIMPYEeMbIM Oosiee 50 MM pT.CT., HE CMOTPS Ha ONTUMATBHYIO
TEpaIuIo.



BrniBoanl.

Hcxons W3  NpEeACTaBICHHBIX  JAHHBIX, HEOOXOAMMO  COOMIOAaTh
BHUMATEIBHOCTh W TOYHO COOMpPATh aHaAMHE3 Yy TMAlMEeHTa, PacCIpaliuBaTh O
KIMHUKH, TPUYMHAX BO3SHUKHOBEHHSI CUMIITOMATHKH, BBISBISS MPOBOIMPYIOIIHNE
(akTophI.

Heo0xonumMo mpoBOAUTE YETKYIO JTUArHOCTHKY 3a00J7€BaHUN C MOXO0KUMHU
KIINHUYECKUMH CUMIITOMAaMH.

OueHb Ba’XHO CO6I/IpaTB CEMEHMHBIN AdHaMHC3, YTOYHAA BO3pacT
BO3HHUKHOBCHUSA CUMIITOMOB WJINM BBICTABJICHUA AUArHO3a Y POJCTBCHHUKOB.

B coMHuTEIBHBIX ciaydasax H€O6XOI[I/IMO NpoOBOAUTE MCKIUCIINIMHAPHBIC
KOHCHUIIMYMBI C Y3KUMHU CIICHUAJINCTAMU PA3HBIX CHGHH&HBHOCTeﬁ.

N BakHO NOMHUTH, YTO TUNEPTpOodUUECKas KapAUOMHOMATHSI — OTO
reHeTHYeCKH 00YCJIOBIIEHHOE 3a0oneBanrne Muokapaa! OueHb BaXKHO UCKIIOYUTH
JIPYrUue CepJeYHO-COCYUCThIE WIIM CUCTEMHBIC 3a00JIeBaHUS, KOTOPHIE MOTYT
MOBBIIIATh HArpy3Ky AasieHueM Ha [DK wim JDK.



Hcnoab3yemas aureparypa.

1.

Knunnueckue pekomennauuu «l'uneprpopruyeckas KapJuOMHUONIATHS)
Poccuiickoro kapaunonorudeckoro oomectsa 2020r.
https://scardio.ru/rekomendacii/rekomendacii_rko_close/.

. Amocosa EJI., CunopoaJlJl., Tapanuii

HJI Kopiaouieum OJI. CoBpeMeHHbIEe MPEICTaBICHUS 00 STHOJIOTUHU U
NaTOT€HE-)K TUIATAllMOHHOW KapAMOMHOIIATHH: aHATIU3 BUPYCO-
uMMyHoJoruueckoinrunoresbl//Kapaunonorus.-1990.-Ne10.-C.108-111.
Knunnueckue pexomenaanuu. CepjieuHast HEIOCTATOYHOCT:
xponuueckas (XCH) u octpast nekomnencupoBannas (OJCH).
JuarnocTuka, npoduaakTHKa U JISYCHUE.
https://scardio.ru/rekomendacii/rekomendacii_rko_close/.
Pexomennanuu ESC no quarHocTuke U JICUSHUIO TUIEPTPOHUIECKOM
KapJUOMHUOTIATHH
https://scardio.ru/rekomendacii/rekomendacii_esc_close/.
KIIMHNYECKHWE PEKOMEHJALIMU T10 AUATHOCTUKE 1
JIEHEHMIO MUOKAPIUTOB
https://cyberleninka.ru/article/n/klinicheskie-rekomendatsii-po-
diagnostike-i-lecheniyu-miokarditov/viewer.
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