3abonesaHuAa mmMoKapaa

(Kapanommonatun, MmokapauT)

Mepsbin MITMY um. U.M. CeuyeHoBa
Kadeapa rocnutanbHoun tepanum Ne2 UKM

pouent Kapnosa O.10.




KapamMoMMonaTMm - naronorua muokapaa,
npu KOTopoun Habnropatorca
CTPYKTYpPHbIe U PYHKLUMOHA/IbHbIE HapYyLLUEeHHUS,
KoTOopble He 06ycnoBaeHbI

KOpOHapHoi (UwemmnyecKkou) 6onesHblo cepaua,
apTepuanibHOU rMnepTeH3unen,

KNanaHHbIMU NOPOKaMU AU
BpOXAeHHbIMMK 3aboneBaHnaMu cepaua

Eep.obuwy.kapouonozos, 2007
Eur Heart J. 2008 Jan;29:270-276



https://www.ncbi.nlm.nih.gov/pubmed/?term=Eur+Heart+J+2008;29:270-6

Mwemunyeckasn
6onesHb cepaua

KnanaHHble
NOpPOKH

BpoXXaeHHble
aHOManuu cepaua

Kapanomuonatun

bonesHu
MUOKapAaa

ApTepuanbHan
rmnepTeHsna

JleroyHasn
rmnepreHsunna




Kapgnomuonatuu

MMneptpodpuueckaa | AunataumoHHaa | AputmoreHHaa KMI PecTpukTuBHan Heknaccupuuymupyembie
KM KMnN NpPaBoOro enyao4ka KMnN KM

HecemeliHble/HereHeTUYecKkue

CemelHble/reHeTUYECKMe popmbli
/ bop dopmbli

AccoummpoBaHHble

Upuonartnueckue c onpeaeneHHbiMm
3aboneBaHuem

leHHbIN gedeKT leHHbIN aedeKT
He U3BecTeH U3BecTeH

Esp.obuw.kapoduonozos, 2007



CTpYKTYPHO-PYHKLUMOHANbHbIe Tunbl KMI
(beHOTUNDI)

O6nurepauus Jlucnnasna npasoro xenyaoy




KMI 8 EBponenckom peectpe, 2016

AputMorenHas KMN  Pectpuktushan KMM
5% 3%

31%
OunaraunoHHan KM

61%
Mneprpoduveckan KM

European Cardiomyopathy Pilot Registry. Eur Heart J 2016;37:164-173



[MneTpodunyeckaa KMI




TunepTpodpuuyeckaa KM

Kputepuu rKMI

° yTO n |.|.|,e HUEe CTCHKMU XKe ﬂy AO"l Ka M'neprpodpuyeckas PecTtpukTMBHan AwnnaraumonHan

KapAuOMMONaTHA KapAMOMMONATHA KapAWOMMONATHA
nunn

yBenanyeHmne maccbl MMOKapAaa

* oTcyTcTBUe PaKTopOoB,

CNocob6CcTBYIOWMUX UX PA3BUTUIO
(apTepmanbHas runeprTeH3us, NOPOKKU KNanaHOB)

Eep.obuw.kapouonozos, 2007
Eur Heart J. 2008 Jan;29:270-2766



https://www.ncbi.nlm.nih.gov/pubmed/?term=Eur+Heart+J+2008;29:270-6

dTnonornyeckana knaccmpukauma rKMrM
Eep.obw.kapouonozos, 2007 Eur Heart J. 2008 Jan;29:273

CemertHaa FTKMN

Taxkenan uenb 6eTa-MMO3MHA
Muo3uH-cBa3biBalOWMMN 6enok
AOpyrue ...
HacneacrBeHHble meTabonunueckue bone3Hn HakonneHUA MuUKoreHa

3aboneBaHus BonesHu UMKNa KAPHUTUHA
JInsocomanbHble 601€3HU HAKONIEHUA

bonesHn MUTOXOHAPUN MyTauum B aaepHoit uam mutoxoHapuanobHon OHK

HepBHO-MblweyHble 3aboneBaHun Atakcua ®Ppuppeiixa
CuHApOoMbl ManbdopmaLmim HyHaH , Koctenno, Leopard
CemeiHblA amunonaos TTR (TpaHCcTUpPETUHOBbLIN)
HecemenHaa TKMN
DeTtn matepen, ctpagatowmux anaberom
«CnopTusBHoOe cepaue»

AL amunounpos



https://www.ncbi.nlm.nih.gov/pubmed/?term=Eur+Heart+J+2008;29:270-6

fmneptpodpunueckaa KMI

(3abonesaHune, obycnosneHHoe mytauuamm B reHax 6enKoB capkomepos)

* reHetTn4yecku OGVCI'IOBI'IEHHOE 3aboneBaHue MbillLbl cepAala

* MaccuBHas, 6onee 15 mm, runeptpodma mmoKapaa
NeBoro u/unm B peaKux cayyanax NPaBoro XenyaoukKa

* yaule aCMMMeTPUYEeCKOro xapaKrepa 3a cyet yroaweHmna MK

* yacroe passutme obCcTpyKumum BoixogaHoro Tpakra JIXK

* OTCyTCTBME NPUYUHDbI ANA runep'rpodmu MUMNOKapAaa

* rucronorunyeckm peHomeH «disarray»




fmneptpoduueckaa KMI

* PacnpoctpaHeHHocTb TKMI y B3pocabix 1:625 — 1:344

* Cpeam pa3Hbix pac yactota FTKMI oguHaKkoBa

* CemeuHble popmbl 6onee 50%

* 3abonesaHue moxket maHudecTtmposaTtb
B I060M BO3pacTe yesioBeKa, OT Ml1aaeHuYecTBa A0 rnyboKom
CTapoOCTH




f'mneprpodunueckaa KMI1: mopdonorus

A — HOpMaNbHbLIX MUOKapPA,
B — acummeTtpuuecKkasa runeprtpodpus
C — KOHUeHTpuUyecKana runeprTpodpus

D — HOpMmanbHbIA MUOKapA

E — 6ecnopsaaouHoe pacnonoKeHue
KapAUOMUOLIUTOB

F — dubpo3 npmu NrKMM

Ann Intern Med. 2010 Apr 20; 152(8): 513-W181



femoguHamunyeckue sapuaHtbl FKMI
O6cTpykTUBHaA dpopma | HeobcTpykTuBHaa popma

Kputepui - cuctonnyeckum rpagueHT gasnieHus

B BbiIXoagHOM oTaene JIXK

6onee 30 mm pT. CT. B NOKOE MU NpU meHee 30 mm pT. CT. B NOKOE U
Harpyske npu Harpy3Ke/npoBOKaLMOHHbIX Npobax




KnnHunuyeckune npoasnedua NrKMI

manocneumPunyHbl

oAblILLKa

ANacTonuyeckasn
AUCPYHKUMA

’ o6cTpyKuma MUTPanbHasA
- FONIOBOKPY}KEHUE BT JI)K perypruTaums

- 06MOpOoKMU
- BHeé3adlNnHaA cepaevyHasn
cMepTb f'mneptpodus
MUOKapAaa
nuiemMmumAa
MUOKapaa

aneKTpodpusnonornyeckue
HapyLleHus

6onesom
CUHAPOM




JKI npusHaku runeptpoduveckon KM
Cneyugu4yHbIX NPU3HAKOB Hem
* MpusHaku runeptpodum /1K

* [ny6boKue oTrpuuatenbHble 3ybubl T BO MHOrMx oTBeAeHUAX
XapakmepHol 019 eepxywevyHol F’KMI1

* TnyboKune y3kume Q B orBegeHuax V2 — V5 (cunepmpogusa MMII)
Hem YyemKo20 coomeemcmeus
A0Kanusayuu 3ybyoes u 30H 2unoKuHe3uu no 0aHHoIimMm IXoKrl

* lapoKcu3manbHble HaAKeNya04uKoBble apUTMUN
(1/3 nayuesmos)

* ACMUMNTOMHAA HEYCTOMUYMBAA KENY[A0UYKOBaA Taxnkapaus
(25% e3pocnbix 60abHbIX)




JKI' npu runeprpodcdpuueckou KM

Abnormal Q waves in patient with hypertrophic cardiomyopathy
BMJ. 2002 May 25; 324(7348): 1264-1267



https://www.ncbi.nlm.nih.gov/pmc/articles/PMC1123219/?report=classic

OKI npu BepxyweyHon KM

uila )




YnbTrpa3sykosble npusHaku FKMI

YBenuueHue TonwmHbI ctTeHK JIXK 6onee 1,5 cm B ntob6om obnactu

Anactonnyeckaa agucPpyHKumUA

MuTtpanbHana peryprutayma

YsenunueHwue J1MN

CuctonnuecKknii rpagmeHT agasseHna B nonoctu JIXK

AHOMa NN NaNnUANAPHbLIX Mbiwy, (2unepmpodgus, ducaokayus)

n/vnn cTBOPOK MUTPAZIbHOTO KNanaHa (yosuHeHue, pa3pacmaHue)

NepepHecucTtonnueckoe AsuKeHUe CTBOPOK MUTPANIbHOrO K/anaHa
®B J1XX HopmanbHaa AU NoBblilWeHa
YO HOpManbHbIW N YMEHbLUEH

NMonoctb JIXK He pacwunpeHa




O6cTpykTnBHaa ¢opma FrKMI

fonoBOKpyXeHne, 06MopoKu

CuctonnyecKknm wym

B YeTBEepPTOM MexXpebepbe cneBa OT rpyauHbl

- He npoeooumMcsa Ha cocyobl weu,
- ycunueaemcs 6 8epMUKaAsIbHOM M0A0XeHUU U npu npobe Basnbcanovebl

Cucronnyeckoe aBuxKeHue
nepeagHei CTBOPKU MUTPAZIbHOIO
KNanaHa (e cmopoHy M)

CpeaHecucTonnyeckoe NpUKpbiTUe
CTBOPOK aOPTa/IbHOrO KAanaHa

dopmupoBaHMe BHYTPUIKENYA0UKOBOrO rpaaMeHTa AaBeHus




BapuaHTbl TeueHUAa runeptpodpunuyeckon KMI

BapuaHTt TeueHna rKMII NpusHaku

CtabunbHbIN beccMMnNTOMHOe TeyeHUue 3abonesaHus
HOpPMa/ibHaA NPOAO/IKNTENbHOCTb *KU3HMU

dunbpunnauua npeacepanm OCNoXXHeHua P:
- ULLEMUYECKUIA UHCYNbT
- nepudpepuueckmne Tpomboambonnmn

nporpeaueHTHoe teyeHne XCH
[porpeccupyrouee peungusupylouime CMHKonasabHble COCTOAHUA
n/vnn xenyaouKkosblie apuTMum

COXpaHeHHaA cuctonnyeckaa yHKuma J1XK

KoHeuyHaAa ctapgua cucronnyeckana auchyHkuma JIXK

BHe3anHasa cepaeyHan BbICOKMU puck BCC
CMepTb KAMHUYECKana cmepTb ¢ ycnewHoi CP/
napoKkcusmbl yctonumsom KT




MepukameHTo3Hoe nedyeHue KM

* beta-agpeHobnoKaTopbl

- nponpaHonon
- ameHonon HeBasoAaunaTupyowme

- Memonponon | 6e3 BHYTPEHHel CMMNaTOMMUMETUYECKON aKTUBHOCTU
- buconponon

 HeaurnaponupuanHoBble aHTaroOHUCTbI KaZibLuA
- sepanamurn
- ounmuasem

HauuHaTtb ¢ manbix 03, TMTPOBaTb A03Y A0 AocTuxKeHna YCC 55-65 B muHyty




O6cTpyKumMA BbiBOAHOroO Tpakta JIXK

N3beratb germapatauum n npuema 60sbLOro KOaAMYeCcTsa aJIKorons

Hopmanunsauua maccbl Tena

NMpoTuBonoKa3saHbl nepudepruyecKkMx BasogqmMnaTaTtopbl U AUTOKCUH
npumeHeHue OU20KCUHA 803MOMXCHO MOsbKO npu hubpunnayuu npeocepouli

bbiCTpoe BOCCTaHOB/IEHUE CUHYCOBOro pUTMma Unm KoHtTpoab YCC npu
dnbpunnaumm npegcepanim




JNleyueHue aputmum npmn F’KMI

* }enypoukoBblie apuTMUN: - AMUOOAPOH
- comanon

 dnbpunnauua npeacepaumn:
- KYyNnMpoBaHue — Kapouosepcus,
MeOUKamMeHmMo3HaA (amuoodpoH) uau sneKmpuyeckas
- KOHTPOJ/1b PUTMA: AMUOOAPOH
KamemepHasa abaayusa no noKasaHUAm

- KOHTpOoab YCC: 6ema-adpeHobaokamopbi
gepanamusn uau ounmuasem
OU20KCUH

- npodpunakTUKa Tpomb603MmbonnyecKknx ocno0KHEHUM




dakTopsbl pucka BCC npu TKMI

MO10401 BO3pacT

HeycTtonumuBana KT

ToNLWMHA mnoKkapaa 30 mm n 6onee
OTArOLW,EeHHbIX ceMeNHbIX aHaMHe3
CUHKONA/NbHble COCTOAHUA HEACHOro reHesa
o06cTpyKuMa BbiBOAHOro TpaKta JIXK
aHOManbHbIN oTBeT ALl Ha HarpysKy

NMpodunaktnka BCC npu FrKMIMN

* OTKas ot y4yactnAa B CNOPTUBHDIX COPEBHOBAHUAX U
OT MHTEHCUBHDbIX (I)M3M‘-IECKMX Harpy3ok

* AMnnaHTauua Kapauoseprtepa-gedmnbpunnatopa




MoKa3aHuA K UMNIaHTaL UK KapauoBepTepa- aedmnbpunnaropa

 [IOKyMmeHTMPOBAHHbIU paHee 3NU304 0CTaHOBKU cepaua,
dbubpunnauum xxenyaoukos u ycnewwHasa C/1P

* CnoHTaHHanA yctonumsan T c notepeit CO3HaAHUA UN
remogMHaMMYeCKMMM HapyLLEHUAMM

* MporHo3upyembin 5-netHnm puck BCC 6% n 6onee no wkane
«HCMRisk-SCD» HCM Risk-SCD Calculator

lMpednonazaemas npoodoaxcumenbHoOocmMs xcu3Hu bosee 1 200a




UmnnaHTupyemobi KapguosepTtep-aedumnbpunnarop

Implantable cardioverter defibrillators (ICDs). A — an implanted transvenous defibrillator system comprising a
pulse generator and two transvenous leads (right atrial and right ventricular). B — a Boston Scientific

subcutaneous implantable cardioverter defibrillator implanted in the left axillary position. The subcutaneous

Clin Mad (Lond). 2017 Feb; 17{1): 33-36.




L e e R R

sinus rhythm  polymorphic ventricular tachycardla

[t WM WWWWWWWWM

continuous rapid polymorphic ventricular tachycardia

P &

36 Joules ICD shock

AN

N n

KT, AeMOHCTpUpYyowWwan CNOHTaHHYIO NOAMMOPPHYIO TaXUKapAMIO,
KYNUPOBAHHYIO Pa3paa0oM UMNIAHTUPOBAHHOIO KapauosepTepa-aedubpunnatopa B 36 K

Int J Mol Sci. 2014 Oct; 15(10): 18693-18705.


https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4227240/

[Toka3zaHuA K UHBasuBHoMmy sieyeHuro NrKMI

— CUCTO/IMMECKUM FrPaAUEHT AaB/IEHUA B IEBOM XKeNnygouke
6onee 50 mm pr. cT.

— pedpaKTEepPHOCTb K MeAUKAMEHTO3HOMY J1IeYEHUIO
NPU BblparKEHHON KNIMHUYECKOU CUMNTOMATUKE

— KOHeYyHaAa ctagua N’KMI

Buabl MHBA3UMBHOrO s1e4eHuA

* d/ZIKOrosibHaA centazibHaA a6nau,m|

* XUpypruyecKkoe neyeHne — muomomus /Muoskmomus, rnpu
Heobxo0umocmu 8 coMemaHuU € NAACMUKOU MUmMpdasnabHO20 KAANaHa

* AByXKamepHaa IKC




CentanbHaa mnaKromusa (cxema)

section of septum
to be resected

Ann Cardiothorac Surqg. 2017 Jul; 6(4): 410-415


https://www.ncbi.nlm.nih.gov/pmc/articles/PMC5602211/

Left coronary arteriogram (A) before and (B) after alcohol septal ablation (ASA). The septal branch
(arrow) into which ethanol was injected has a truncated appearance (circle, inset) after ASA.

Heart. 2006 Dec; 92(12): 1773-1778.




AnnataunoHHaa KMI



AunnataumoHHaa KMI
* AUNATALUA N1eBOro XXenyaouka

* CUCTONINYECKaa AUCPYHKLUA MUOKapAaa Normal Heart  Dilated Cardiomyopathy
NeBOoro Xenyaoudka

Diletat,e?
npun oTCyTCTBUU ventricle

- reMOAUHaMMNYECKOoU neperpysku

(runepTeH3una, KnanaHHbIe NOPOKU, BPOXKAEHHbIE aHOMaNUKU cepaua)

- KOPOHapHOU (UWwemunyecKkom) 6onesHun
cepaua

Aunamayusa u ouchyHKYuUA npaso2o xcenyooyKad
B803MOJM(HWbI,
HO He 0ba3zamenbHbI 0nsa duazHo3a KMI

O medmovie.com

Eep.obw.kapouonozos, 2007
Eur Heart J. 2008;29:270-276



https://www.ncbi.nlm.nih.gov/pubmed/?term=Eur+Heart+J+2008;29:270-6

dtnonormna agunataumoHHou KMrl

MpnobpeteHHble (HereHeTuueckmne) popmbl

leHeTuuyecku obycnosneHHble popmbil

MyTtauuum B > 50 reHax accouMmpoBaHbl C
AOKMI

MyTauum B reHe TUTUHA - Haubonee
pacnpocTpaHeHHasa reHeTUYeCcKaa NPUYMHA

AKMM

CemeitHble popmbl 20 - 50%

MuokapauT, MUHPEKLMNOHHbIA N ayTOMMMYHHDbIN
JlekapcTBeHHble npenaparhbl
(npoTuBoonyxonesble, NCUXOTPONHbIE,
aHTUPETPOBUPYCHbIE)

INEeKTPONAUTHble HapyweHua (J Kanbums,

J docdartos)

NMuweson gedpnunT ceneHa, TMaMMHa, KAPHUTUHA
JHAOKpPUHHbIE 3aboneBaHuA

BepemeHHOCTb (NepunapTtanbHaa KMN)
AnkoronbHaa KMI

TaxumHayuuposaHHaa KM




Ho3onornyeckaa cTpykrtypa cuHgpoma AKMI
bnazoea O.B. u dp., 2017

JIHArHO3 Mo AaHHBIM I HarHo3 no jaHHEIM
MOpdOTOrHYeCKOro HCCIEnOBAHNS KOMILIEKCHOTO 0BCNeI0BAHHA

8,0%
8,0% 0
\
14,0%

1,6
3}]% 31-[% %

4 O MMMEKC
5 [ Toxcuueckans KMII

6 [1 [THKC

1 B Muokapour
2 B Muoxapour+red. KMII
3 B lexernueckas KMII

Hoaonornmeckan cTpykTypa GONLHER © CHHARCoMOoM AKMI.
Coxpawenwa: KM — kapouomwonatid, NMMEC — nocmaxokapummeckui kapouocknepod, MAKC — nocTMHgapkTHRIA kapaQumocknepos.

Russ J Cardiol 2017, 2 (142): 39-49




KnnHuyeckue npoasneHna AKMIN

* MMporpeccupytowan cepaevyHan Hea0CTaTOYHOCTb
* APUTMUUYECKUN CUHAPOM

* Tpoomboambonnueckue oCNoOXKHeHUA

* BoneBou cMHApPOM

* OTHOCUTENbHAA HEeA0CTaTOYHOCTb
aTPUOBEHTPUKYNAPHDbIX KNanaHoB




YnbTpassyKosble npu3sHaku AKMII
* CHuxceHue @B /1)K meHee 45%

* YeenuyeHue KAP /1)K 6onee 6 cm

BbipakeHHana gunartauuma noaocten cepaua

HeunameHeHHasa TONLWMHA CTEHOK KeNyao04KoB

TotanbHaAa rMNOKMHE3UA CTeHOK JIXK

BO3MOKHO Hannume Tpomb0B B npeacepauax U Kenygoukax
Peryprutauma Ha KnanaHax cepaua




Kputepuu ucknroueHma guarHosa mgmonarmdeckon AKMI

* CuctemHasn aptepuanbHasa runepteHsusa (A4 >160/100 mm pm. cm.)

e ATEpPOCK/IEpOTUYECKOE NOpaXKeHUe KOPOHAPHbIX apTepui
(cmeHo3 > 50% e 00HOUI U3 BeHeYHbIXx apmepuli)

e 3noynoTpebneHne anKkoronem — > 40 2 8 deHb 019 HEHUUH U
> 80 2 8 0eHb 019 MyM4UH 8 me4yeHue bosee 5 nem

* CuctemHble 3aboneBaHun

» 3aboneBaHuA nepmukapaa

* BpoxKaeHHble U NpuobpeTeHHble NOPOKMU cepaLa
* JlerouHaa runepTeH3una

* YcTOMuMBaA CyNnpaBeHTPUKYAAPHAA TaXUKapAUA (apummozeHHas, uau
maxuuHoyyuposaHHasa KMI1)




NleyeHue annatauuoHHou KMI

* J/leyeHMne XpOHNUYECKOMU CepaeyHOU HeAO0CTaTOUHOCTH
8 coomeemcmeuu ¢ HayuoHanbHbie pekomeHOayuu

* AHTUApUTMUYECKaA Tepanua B nedyeHnun XCH

- 1evyeHuA npu XCH mpebyrom nuwib onacHoie 018 HU3HU
CUMMMOMHbIe Xcesnyoo4YKoaeble apummuu

- aHmuapummuku | u IV knaccoe npomuesonokasaHei npu XCH
- npumeHAOmca npenapameil lll Knacca (amuodapoH, comanon)

- UMnaaHmMayus Kapouosepmepa-oegpubpunaamopa
Mo MOKA3aHUAM

* MpodunakTtnka Tpomb03mbonnyeckmMx ocoXXHEeHUU




Xupypruueckoe neuenue AKMN

* TpaHCcnAaHTAUUA cepaua

Kapauocrnmynarop
AN PECUHXPOHUIUPYIOLIeH
Tepanuu cepaevHON HeAoCTaTOMHOCTH

* AMnNaaHTaUuMA annapara
BCMOMOraTe/ibHOro KpoBoobpauieHusa
(«ncKkyccTBeHHbIN JTHK »)

NpeacepaHbin |
InexTpon

* Kapagunomumonnactuka

"’ =S N y
Xenygoukossie anexrpogu |

* CepaeyHan peCUMHXPOHU3UPYIOLAA Tepanua




MMmnaaHTauma yCTPpOUCTB MeXaHMYECKOU noaaepKKu
KpoBOObpalieHua ana aAnTenbHOro npumeHeHus

 1ByX3aTanHaA TPAHCNAAHTALUA cepaua
(«mocT» K TpaHcnaaHTauumn)

* AnbTepHaTUBa TPaHCNAAHTAL MM cepaLa
Y NaLUeHTOB C NPOTUBONOKa3aHUAMMU

* ObpaTHOe pemogenupoBaHue cepaua
C BOCCTAaHOB/IEHUEM
COKpPaTUTENIbHOMN CNOCOBHOCTM MMOKapAa
Y NauUeHTOB C NOTEeHUUaNbHO 06paTtumbiMmu 3aboneBaHnamm
MUOKapAa




YcTponcTBa mexaHMYeCKou noaaepKKu KposoobpalieHus
ANA ANNTENbHOro NPUMEHEHUA

BHewHwWi Bua Hacoca «HeartMate VE-LVAS»

BHewHun Bna Hacoca «Thoratec VAD

UMnnanTupyeman yactb «Novacor VAS»




TpaHcnAaHTaUuA cepAaua

3 pekabpa 1967 r. Christiaan Barnard snepsblie

—

5-1n 10-neTHAA BbI)XNBAEMOCTE DTBETCTBEHHO



PectpuktuBHaa KMI1



PecTtpuxktusHaa KMN

Peakaa popma
nopakeHusa 3HAoKapaa u/mnm mmokapaa,

XapaKTepusyloLancs

* HapyweHuem gnactosimn4yeCKoro HanosiHeHuA
OoAHOIo U1un oboux KHenygoykos scneancrsme ux purnagHoCcTm
u

* nporpeccupytowein ganacronmdyeckou CH

Mneprpoduyeckan PecTpuKTMBHaR OwunaraumoHHas
KapaAuoMMONaTua KapauommonaTtmua KapauomuonaTtua




OueHKa gnacronmnyeckoun pyHKuum JIK
AONNAEepoBCKOe nccneaoBaHne TPAHCMUTPAZIbHOrNO KPOBOTOKA B ANacTony

a — cxema aonnnaep-i10Kauum U3 anMKaabHOro A0cTyna

6 — cxema gonnneporpammbl TPAHMUTPAZIbHOTO NOTOKA KPOBU

E — maKcumanbHaa CKOPOCTb TPAHCMUTPAIbHOFO KPOBOTOKA B a3y
6bICTPOro Hano/IHeHUA

A — maKcMmanbHaA CKOPOCTb TPAHCMUTPAZILHOTO KPOBOTOKA BO
Bpems CUCTO/1bl NeBOro npeacepama

IVRT — npoaonxutenbHocTb Ppasbl U30BOIKOMUUYECKOTO pacciabneHmna
DT — Bpemsa 3ameaneHnA paHHero AMacTtoM4YecKoro HanosHeHuA

Avacronnueckaa pyHKuma JIK
HOpMa
= CooTHoweHue E\A=1-2
= Bpems n3oBonlOMeTPUUYECKOMN
penakcauum JIXK:
monoxxe 30 1. < 92 mc
30-50 n. < 100 mc
crapwe 50 n. < 105 mc

Hapylenue McespoHopManmaaums PecTpukums
penakcaLum

AVHaMuKa TpaHCMUTPAZIbHOTO CNeKTpa
Nno mepe NPOrpeccMpoBaHUA ANACTOIUYECKUX HAaPYLLUEHWUIA




MpuumnHbl pectpuktnsHou KMI

l[eHeTM4YeCKU 0bycnoBeHHble 3aboneBaHuA

- myTauumu 6enKoB CapKOMEpPOB, IErKUX Lenem MMo3uHa
- CeMeHbIN amnnonaos (TPaHCTUPETUH)

- AecCMUHoNaTuA

- 6bonesHb AHaepcoHa — Pabpu

- /INKOTeHOo3bl

- FeMOXpPOMaTo3

dubpo3 mmokKapaa

- Bblpa)XeHaa Anactonnyeckaa guchyHkuusa
y 110AEeN NOXKWUI0TO U CTapYeCcKoro Bo3pacra

- CKnepogepmus

Onyxonm muvokKapaa

[Mnep303nMHOPUIbHbIN CUHAPOM (- 3HAOMUOKapAUanabHbIn GuUbpPO3)
PagnauuoHHoe nopa*keHue

JlekapcTBeHHble cpeacTBa (meTuceprupg, aprotamuH, bycynbdaH, aHTPaALUKAUH)
Uanonatunyeckaa KMMN




KnnHuueckmne npoasneHuna pectpuktmsHou KMI

* XpoHUUecKasa cepaeyHan HeA0CTaTOYHOCTb
c npeobnapgaHMem CMMNTOMOB NPaBOXeNYA0UYKOBOM HEAOCTAaTOYHOCTH
6e3 npusHaKoB Kapanomeranuu

* AputMmunmn — yawe pubpunnayusa npeocepouu

* HapyweHua nposogumoctu (OecmuHonamuu, amusnouoo3, CapKouoos)

* Tpomboambonnueckme ocnoXKHeHUsA
(vawie npu 303uHOpunbHOM 3HOOMUOKapoume J1édhgnepa)




AunarHoctunka pectpuktusHon KMI
IKrI — cneundpunyecknx nsmeHeHUU Het

IXOKI

* Anactonnyeckana gucPyHKUUA NO PECTPUKTUBHOMY TUNY
- yBeNnYeHne CKOpoCTU PaHHEro Anacrtonmyeckoro HanonHeHus (6onee 1 m/c)

- CHUXKEHUe CKOPOCTU KPOBOTOKa B npeacepaHyto ¢pasy (meHee 0,5 m/c)

- yBe/IMYeHue COOTHoLweHUA mexxay nukamu E/A (6onee 2)
- YMeHbLUeHUe BpeMeHU 3amepaieHUsA paHHero gunactom4yeckoro HanosnHeHus (meHee 150mc)

- YyMeHblUeHUue BpeMeHU U30BONOMUUYECKOro paccnabneHnsa (meHee 70 mc)
pa3mepbl NONIOCTEN KeNya0UYKOB Masio U3SMEHEHDbI
YTO/ILLLEHNE CTEHKU }KeNyAoUYKa He XapaKTepHo

npeacepamAa paclinpeHbl }
apylenne MNcesgoHopManmaaums
®B /1K He cHMXKeHa penakcauuy

* yAapHbIK 06bem ymeHbLUEeH A

£
VBP /\A
i i




MpuHUMNbI "neyeHna pecTtpukTnusHon KMI

* 3TUONATOreHeTUYECKoe sieyeHue — NP HEeKOTOPbIX BapuaHTax
(remoxpomatos, amunonaos, capKkonugos, runepaosmHopunns)

* JleueHMe XPOHUYECKOMN cepaevyHOU HeAOCTaTOYHOCTHU:

- 6eTa-aapeH0610KaTOPbI YAYULLAIOT ANACTO/IMYECKOE HAMOJ/IHEHUE XKeNYyA04YKOB
- BUYPETUKM YMEHbLUAIOT NPOABAEHUA JIEFOYHOr0 U CUCTEMHOIO 3aCTOA
- ponb nHrnbutopos AlN® HeAcHa

* AHTMapuUTMunuecKasa Tepanua u npodpunaktmka BCC

* MpodunnakTnka Tpomb603mboNNYECKNX OCNOXKHEHUMN

* BO3MOXXHO Xupypruyeckoe nevyeHue
(TpaHcnnaHTauuAa cepala, SHAOKAPAIKTOMUSA, NPOTEe3MPOBaHUE K1anaHoB...)




AputmoreHHasa KMI1

NpPaBoro Xenyaouka




AputmoreHHaa KMI1 npaBoro *Xenyao4kKa
Arrhythmogenic right ventricular cardiomyopathy

* reHeTUUYECKn obycnoBneHHoe 3abosneBaHne MMOKapAaa

° Nporpeccupyloiee 3ameLleHne MMoKapaa NPaBoro Keaygouka
YXUPOBOMN U COeANHNTENIbHOMU TKAHbIO

* KAIMHNYECKN NPOABAAIOLLLEECA apUTMnNEn, cepaevyHou HegoCTaTOYHOCTbIO
U BHE3aNnHOU CMepTbIo




AputmoreHHaa KMI1 npaBoro enyaouka

* 3TUONOrUA - reHeTUYecKaa myTauma 6en1KoB aecmocom

* AYTOCOMHO-AO0OMMWHAHTHbINA TUN HacnieA0BaHUA
(aymocomHo-peyuccusHbil npu 6one3Hu Hakcoc)

* YactoTa 1-2 : 200 nanonatnyecKmnx »Kenyao04yKoBbiX aputTMmmim
* HeyknOHHO-NporpeccupyloLiee teyeHme
* PeppaKTepHOCTb K aHTUAPUTMMNYECKOU TEepanuu

* [IpUunHa cMepTU MON0AbIX CNOPTCMEHOB B 22% cny4vyaeB




dtnonorua u natoreHes AAMXK

[Aecmocombl — MeMmbpaHHble CTPYKTYPbl, KOTOpble

FEHeTVl'-IECKVIi;I AE(I)EKT 6en KOB AECMOCOM obecneuynBaloT CTPYKTYpHble U PYHKLMOHA/IbHbIE

KOHTaKTbl MeXXAYy K/1eTKamMmu

KNeTouHble KOHTakKTbl B MUOKapae TouyeuHble 4eCMOCOMbI

O60cobneHne KNEToK Apyr oT Apyra

I o 4\ T ) Nasmar
l /s AecMomenH
< . >
N >
( S

AyTOMMMYHHOE BOCNasieHue U S T o= NGt

BblgeneHue ¢pakTopoB POCTa }XUPOBOM
TKaHU

!

MHPuUAbTpaLma mnoKapaa *XMposou
TKaHbIO

}

BTropuuHbiii pubpos

1

TpaHCMypabHOE NOBpeXKAeHUue

1 Br Heart J. 1994 Mar;71(3):215-8.
f'MnoKuHes

dHeBpuamMmatTuyecKkoe ebinaynBaHue



ApUTMmoreHHasa agucnnaasua NPaBoro Xenyaouka

B viy ‘4

UHTpamypanbHbIA y4aCTOK
NIMNOMATO3a NPaBOro KenyAaouKa

- aTpodPmAa KapaUuoOMMUOLUTOB
- dpnbpos3,
- ¥Xuposaa MHPUAbTPaUUA

OKpacka 2eMamokKcunuH-303uHom x200

Apxue namosnoauu. 2013;75(6): 9-15




Crapuu aputmoreHHou KMI npaBoro »enyaouka

1 crapgus CnyyaitHoe o6Hapy»KeHue npu IxoKlr/MPT
«Hemaa» leHeTuyeckoe obcnepoBaHue

2 ctapgmAa
«MaHundecTHaaA» *enypoukosan aKcTpacucrtonua/ Taxmkapama, o6MmopoKu

3 cTagua
KOHe4yHasn buBeHTPUKyNApHaA cepaeyHasa HeA0CTaTOYHOCTb
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UMeIT KOHpUrypaumio 6a10Kaabl
NIeBOM HOXXKM NYYKa

3NCUNIOH-BONHA B oTB. V1 —V3
Henypoukosble 3KCTPACUCTONDI

B oTB. V1 -V3 (V6)
(33%)

* OTtpuuyatenbHbl
Husku




TOIIey 4% XD ME 4% aﬁl

HeyctonuuBas
YKeNnyaouKoBana TaxmKapaua
c mopdonorueu
6n10Kaabl NeBOU HOXKM nNyyKa Mica




AunarHoctuka AANX

* [eHeTUYeCKUM aHanus (NpuvyuHa bone3Hu)

 JKI
* IxoKIl

- AUNaTauma NpaBoro »Kenyaovka
- CHuXXeHue ®B npaBoro enyaouka
- TMNOKUHE3

- aHeBpU3Ma NPaBOro *XenyaoukKa

* MPT c ¢pyHKuUMen nogasneHmna xupa u
6uoncua mmokapaa
(cy6bcmpam 3a60neeaHus)




NleyueHune AANK

* AHTUApPUTMUUECKaA TepanuAa:
- 6eTa-agpeHobnoKaToOpbI
- COTaNON
- aMMOAaPOH NN UX KOMBUHaUun
- paano4acToTHaa abnauuma sKTonnyeckom 30HbI
- umnaaHtauua K4

* JleueHne NpPaBoOXKeNnyao4KoBON HEA0CTaTOUYHOCTH:
- UHrMbuTtopbl AlMNP
- AUYPETUKHU
- TPAHCNAaHTaUuA cepaua npu ®B <25%




Heknaccupuumpyembie KMI




HekomnaktHaa KMI

3aboneBaHue, xapaKrepusyrouwieeca YpeamepHon TpabekynapHoctbio JIXK
c o6pasoBaHnem rnyboKnx mexXTtpabeKynapHbIX NPOCTPAHCTB,

BbICT/IaHHbIX U3HYTPU SHAOKAPAOM U
coobuatowmxca ¢ nonocrbro JIXK

* 1984 r. Engberding and Bender
e 3abonesaemoctb ~ 1:10 000
* lnarHocTnpyertca B Ntobom Bo3pacre




AunarHoctnyecKkmne Kputepun HekomnaktHou KMI

[ BYXCNOMHAA CTPYKTYpa MUOKapaa:
- TOHKMW KOMNAKTHbIW HAPY>KHbIA CAoi 1as '
- YTONLWEHHbIA HEKOMMAKTHbIA BHYTPEHHUM e N: Non-compacted layer

C: Compacted layer

CooTHOLWEeHue
HEeKOMMNAKTHOro U KOMNAKTHOro ¢s1oda = 2

MHoKecTBeHHble TpabeKy/ibl B HEKOMMNAKTHOM cloe

Heart 2001 Dec; 86(6): 666—671

Jlokanusayma HeKOMMAKTHOro CNoA
npeMmyLiLecTBeHHO
B BepXYyLUeyHbIX U cpeaHUx cermeHTtax JIXK

MeXTpabeKynsapHbie CUHYCbl, COEAUHAIOLLUECA C NONIOCTbIO
K (TypbyneHTHbIE NOTOKKU B CUHYCAX NPU LLBETHOM
AOMNNNEPOBCKOM CKAHUPOBaHUM)



https://www.ncbi.nlm.nih.gov/pmc/articles/PMC1730012/

HekomnaktHaa KMI1

A < o
)
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IxoKTr, usetoBou gonnnep.
A - KpOBOTOK M3 NOMIOCTU }KeNyaouKa B IyboKkune NnpomexKyTku mexxay Tpabekynamm Bo spems

ANacTonbl (curHan KpacHoro usera)

b — 06paTHbI NOTOK B }Keny[04yeKk BO Bpema CUCTONbI (CUHUMU CUrHan)
Heart 2001 Dec; 86(6): 666—-671



https://www.ncbi.nlm.nih.gov/pmc/articles/PMC1730012/

HekomnakTtHaa KMI1

Non-compacted Compacted
layer layer

MMcTonornyeckuii npenapaTt U3 BepLUUHbI JIEBOTO }KeyAo4uKa nauueHTa ¢ HekomnaktHou KMIM.
TOHKUI YNNIOTHEHHDbIA HOPMa/IbHbIi BHELWHWI C10A MUMOKapAa U
3HA0KapAUaNbHbIi HEKOMNAKTHDIM cNoii Heart. 2001 Dec; 86(6): 666—671

Aytoncus. U36biTouHana TpabeKynapHocTb JTXK
Dtsch Arztebl Int. 2010 Mar; 107(12): 206-213.



https://www.ncbi.nlm.nih.gov/pmc/articles/PMC1730012/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC2853150/

‘:‘ 5 Distance: 1.52 cm
5 Min/Max: 46 /115

5 p 6 Distance: 0.62 cm
6 Min/Max: 13 /70
A _
R 3 Distance:; 5.83 cm
Y AN Toeo |
4 Min/Max: 50 1485

MPT.

HeKomnaKTHbIV cnoit n TpabeKynbli

MPT.
3aTeKaHue KpoBu mexay TpabeKkynamm

Yonsei Med J. 2018 Jan 1; 59(1): 63-71.


https://www.ncbi.nlm.nih.gov/pmc/articles/PMC5725366/

KnuHumueckue npoasneHma HekomnakTHou KM

Tpomboambonunueckui
CUHAPOM

J/ ckopocTu KpoBOTOKa B
MeXTpabeKkynapHom
nNpocTpaHcTBe

HapyLweHus putma u HeKoMnakTHbIN

NpoBOAUMOCTH MUOKapA CepaeyHasn
BCC HeAOoCTaTOYHOCTb

Cuctonnueckaa u
AnekTpodpusnonormyeckan
HEOAHOPOAHOCTD Anacrtonnyeckas auchyHkuma




NeueHume HexoMmnaxkTHom KM
* beccMMNTOMHOE TeueHUue - HabaageHne

* JleyeHue cepaeyHOM HEAOCTAaTOYHOCTU
B COOTBETCTBMM C HauuoHanbHbIMU pekomeHaaumamum (2018)

| cepOeyHble 21UKO3UObl He peKoMeHOyromcs

* AHTMAPUTMUYECKAA Tepanua
- aMMoAaapoH
- yctaHoBKa 9KC
- umnaaHTauma KB4

- PYA pononHUTeNnbHbIX NyTen Npu Haanumm cuHgpoma WPW

* MpodunakTtuka Tpomboambonnyecknx ocnoxkHeHumi (BapdpapuH)
- cuctonunyeckana auchyHkuma JIXK (PB <40%)
- pnbpunnauna npeacepanm
- TPOM603IMbOoNNYECKME OCNOXKHEHNA B aHaMHe3e
- TpOoMmb603 nonocreun cepaua




CrtpeccuHayuupoBaHHaa KMI




Crpecc-uHayumposaHHaa KMI
(KMI1 makoyy60)

CUHAPOM, XapaKTepu3yroLwmncsa
- OCTpOM
- CTPecc-uHAYLNPOBAHHOMN
- obpatumon gucpyHkumen

cpeaAHUX U anUKanbHbIX cermeHToB JIXK

* nsmeHeHua JIXK HanOMUHAIOT 10BYLLKY ANA 0OCbMUHOTOB (tako-tsubo)

Hypokinctic mid and
ical

Kurisu S. et al. Am Heart ] 2002;143:448-455

* nepsble cayyau gaHHou KM onucaHbl B AnoHum (H. Sato u coasrT., 1990)




Crpecc-uHayumnposaHHaa KMI

KnnHunyeckne nposasneHna HAaNOMMUHAOT OCTPbIN KOPOHAPHbIN
CUHAPOM:
- 3a2pyo0uHHasn 6oneb, oobiwKa (1-2% naumeHTOB € ocTpbim UM)

UHpapKTonogobHbie nsmeHeHnus SKI (1/3 naumeHTos)
omcymcmeue peyurnpoKHbIX UsMeHeHUl

'Mno- nan aknHes cpegHero M anUKasabHoOro cermeHToB J1XK
4 OB JIM 8 ocmpyro cmaduro

MoBbileHue ypoBHA Kapauocneuundpuueckux ¢pepmeHToB U TPONOHUHA




Kputepuu ctpecc-uHayumposaHHon KMI

* I'Ipexop,ﬂu.l,m'/'l rMNOKMHE3 NN aKNUHe3 cpeaHux cermeHToB JIXK
HapyweHue COKPaTUMOCTU CcTeHKU J1XK He A0/1KHO COOTBETCTBOBAaTb
30HEe KpOBOCHab)XeHnAa oaHOI KOPOHapPHOMN apTepumn

* OTCyTCTBME 3HAUYMMbIX CTEHO30B UM Pa3pbiBa
aTepPOoCK/IepoTUUECKOM bNALLKM B KOPOHAPHbIX apTepuax

* WU3meHeHua Ha KT (anesauusa cermeHTa ST u/mnu nusepcusa T) nnum
NoBbILLEHME YPOBHA cepaevHbIX 6MomapKepos

e OtcyrcTBMe GPeoXpoMOLUTOMbI UIM MUOKAPAUTA




JleueHue cTpecc-uHayuuposaHHou KMI

e JleueHUe CUCTONNINYECKOU CepaeyYHOU He40CTaTOYHOCTH
A0 BOCCTAaHOB/IEHUA COKpaTUtenbHOU PyHKuUM JIK

* [porHo3 6naaronpuATHLIN:

BoccTaHoBNeHUue PyHKuum J1XK y 95% naumeHtos
B TeyeHue 1-4 Hepenb

* Puck peungmusos He 6onee 10%







MuoKapaur

BOCMNaaAnUTe/IbHOE NopaXXeHue MUoKapaa,
BbI3BaHHOE
UHPEKLUMNOHHbIMUN, TOKCUYECKUMU UNN aNNepruYeckumMmm
BO34EeNCTBUAMM

BocnanutenobHaa KMI

MUOKapAMT,
npuBoaALLMi K AnchyHKLUMM cepaLa




Mopdonormueckme npusHakn MmMoKapamTa

KnetoyHaa uHdunbTpaumua

OTeK MHTepCcTULMaNbHOMU
TKaHMU

Auctpodus
KapAnoOMUOLUTOB

®dunbpos




Knaccudukauma mmokapauta: asTMonormiecKas
XapaKTepuUCTUKa

° MHEKMOHHbIﬁ MUOKaApPAUT ° HEMHEKMOHHbIﬁ MUOKaApAUT

B8UPYCHbIU (23-68%) /1eKapcmeeHHbll

6akmepuanbHbIl (dugpmepus, CbIBOPOMOYHBLIU

CKapaamuHa, xaamuouu u op.) o
HympumueHboll

crnupoxemos3Hvll (cugpuauc,
flenmocnupos, 803epamubiii mucg) npu cucmemHsix 3abosaes8aHusAxX

y 5 coeouHUmMesnbHolU MKaHU
PUKKEemcuo3HbIU (coinHoii mudg,

nuxopadka Ky) 0)M(0208bIU

napasumapHbsIU (mokconnasmos, MmpaHcnAaHmMayuoHHbIU

6one3Hb Yazaca, mpuxuHennes) o
mupeomoKcu4yeckuu

2pubkoeblli (akmuHomukos, .
acnepzaunnes, KAHOUAO3 u 0op.) ypemuyeckuu

0/1K020/1bHbIU




9TUONOIrNA BUPYCHOro MMUOKapAUTa

e JHTEepoBupycobl (Bnpyc nonnommennta, Kokcakm A n B, ECHO,
BMpYC renatmta A)

* AAeHOoBMpPYCHI

lepnecBupychbl (BUpyC NpocToro repreca, BUpPYycC reprneca
YyesioBeKa 6 TMna, Bupyc dnwrtenHa-bapp, uMTomeranoBupyec,
BUPYC BETPAHOM OCMbl M ONOACbIBAIOLLEro AMLLas)

MapsoBupyc B19
Bupycobl rpunna
Bupyc ummyHogedpmumTa YenoBekKa

* Bupyc renatuta C




Knaccnudukauma mmokapauta

ITUONOrNYeCcKasa XapaKTepucTtmka
[laToreHeTUYeCKMe BapUaHT
NMaToreHeTU4ecKkne ¢asbl
PacnpocTpaHeHHOCTb
KnnHuyeckue BapuaHTbl

BapVIaHTbI Teé4eHUA




KnanHun4yeckue BAPUNAHTbl MUOKApPAUTA

JeKkomneHCaunoOHHbIN
NceBaOKNANaHHbLIU
ApUTMHUYECKUMN
Tpomboambonunueckunm
CmeLlaHHbIN
ManocmmnToMHbIN
Ncesao0KOPOHAPHbIN




CreneHb TAXXeCcTn MUOKa PAUTA

Jlerkoe TeyeHue
- HOpManbHble pa3mepbl cepaua
- OTCYTCTBYET cepaeyHana Hea0CTaTOYHOCTb

CpeaHeTtaXenoe teyeHue

- Kapauomeranus
- HEeT ABHbIX NPU3HaKOB cepaeYyHon HeAoCTaTOUYHOCTH

Takenoe teyeHue

- Kapauomeranuma.

- cepaeyHana HepoCTaTOYHOCTb
- nepuKkapauT




BAPUAHTbI TEHEHUA MUOKAPAUTA

OCTpblit MMOKapPAUT N1erKoro TeueHusn

OCTpblii MMOKApPAUT TAXKENOro TeYeHUA

MuoKapauT peunanBupyoLLUi

XpOHUYECKMI MUOKapAUT




lNaToreHe3 muoKapauta

- BUPYCHaAA UHBa3UA
AeHue KapaAMoOMUOLIUTOB

2

cTumynauuna MMMYHHOﬁ cucrembl

- 3/IMMUHaLMA BUpYyca
- YHUUTOXKeHue MHPULMPOBAHHbIX KAapAUMUOLUTOB

AUnatalMoOHHanA KapanomuonaTtua




KnanHuyeckue npoasieHnNa MMOKapaunTa

NMpn3Haku nopa*keHna cepaua
* Cepae4yHana HeAOCTAaTOYHOCTb
* ApUTMUM N HapyLUEeHnA NPOBOAUMOCTU cepaLla
* boneBou cMHAPOM

BocnanutenbHbii CUHAPOM

NUXopaaKa
obuwasn cnaboctb
NOTANBOCTb U Np.




ANarHocTMka MmoKapaura

BoiasneHue guchyHKuum cepaua:

- 9KT, cytouHoe moHuTopupoBaHue Kl

- IxoKr

- PEHTreHoI0rM4YecKoe uccnegoBaHne OpraHoB rPyAHOMN KNEeTKU
ﬂ,OKaBaTeanTBO dKTUBHOCTU UMMYHOBOCNA/IUTEJ/IbHOTIO
npouecca.

- Hecneyudunyeckme mapKepbl BocnaneHusA
(dpubpuHozeH, CPb, cuanosbie Kuciaomeol, cepomykoud, CO3)
- AMMYHOJ1I0rM4YecKue TecTbl
(aHmumena k muokapdy LUK, ummyHo2106ynuHbi)
I'Iospem,qel-me KapagnomumouunTosB.
K®K, 146, TponoHuH
OnpegeneHue cteneHun u cragumn XCH




AnarHocTUKM mmnoKapauTta (2)
* Bepudpukauma socnaneHua n pubposmposaHma B MMoKapae

- SHAOMMOKapauanbHaa buoncus

- cuMHTUrpadPma mmoKapaa
- MPT cepAaua ¢ KOHTPACTHbIM yCUNEeHUuem
- aHruorpadua KOpoHapHbIX apTepuit (QughgepeHyuanbHaa Oua2HOCMUKa)

* OTUONOIrMYEeCKana AMarHOCTUKa
- NOUCK BO3byauTteneit ocTpbix U XPOHUUYECKMUX MHPEKLUUn
- AMArHOCTMKa 04aroB XPOHUUYECKO MHPEKLUn
- BUAarHOCTUKa 3aboneBaHUN, NPU KOTOPbIX BO3MOXXHO pa3BUTUE MUOKapAUTa




9Kl npun mnokapgurte

HapyweHue penonapusayuu:
- MHBepcua uam ynaouweHue 3ybua T (50-70%)
- aneBauuAa unu genpeccua cermeHTa ST (30-50%)

Aputmum:
- CUHYCcOBa#A Taxukapaua (peako bpagukapgua, apuTmun)
- pubpunnauma unu TpeneTaHue npeacepanin
- 3KcTpacucronusa (25-45%)
- NAPOKCM3MaibHaA TaXUKapAuUAa
- Ppubpunnauma }xenyaouKkos

HapyweHuna nposogmMmocTtu:
- CUHOATpMabHbIE U aTPUOBEHTPUKYAAPHbBIE 610Kaabl (5- 15%)

- 6A10oKaabl HOXKeK ny4uKa Mca (po 30%)

Matonornuecknin Q unu QS (0,5-3%)
CHUXXeHMe amnauTyAabl Bcex 3ybuoB
YaonuHeHue QT







IXoKI npu mnokapagure

» Nunatauua Kamep cepaua (25-40%)
* CHu)KXeHue robanbHoit cokpaTumocTtu J1XK (69%)
* Ouacronnueckaa auchyHkumsa J1XK (35-50%)
AuncoyHKuma MK (15-23%)
O6patumoe ytonuweHue cteHoK JIXK (15%)
MpucreHouHble TPpombbI (15%)
Cenapauuna ancTtkosB nepuKapga (10-20%)
OTHOCUTENIbHAA HeA0CTAaTOMHOCTb KNAanaHoB

OTcyTcTBUE U3SMEHEHU




BepuduKauua BocnaseHna B MMoKapae

e CumHTUrpadpma mmokapaa

- POI1, TponHble K BOCNaneHuo
yumpam 2annusa-67
aymosneiliKkoyumsl, Me4yeHHble mexHeyuem-99
MOHOK/IOHA/IbHble AHMUMena K MUO3UuHy, Me4YeHHble uHouem-111

- nep¢y3noHHble PP

* MPT c KOHTPACTHbIM yCU1EeHUEeM




NMoKa3aHuA K 3|-|p,0M|40Kap,quaanoﬁ buoncum
(knacc pekomeHpgauuii 1)

CepaeuHasa HegoctaTouyHOCTb (CH) NnpoaonXutenbHOCTbIO MeHee 2 Heaeb C
HOPMa/ZIbHbIM UAU AnnatupoBaHHbiM JIXK U HapyweHnem remogMHAMUKU

CH npoaonXnutenbHOCTbIO OT 2 Heaenb Ao 3 mecAaues ¢ agunataumen JIXK n
HOBbIMM }XeNnyao4yKoBbiMmu aputmuamm, AB 6nokagou 2-3 c1. uam npwm
OTCYTCTBMM OTBETA HA CTaHAAPTHOe /leyeHUe B TeyeHue 1-2 Hepgenb




TpancBeHO3HAsI JHAOMHOKAPAUAJIBHASA OMONICUSA

Npu3HaKkn BocnaneHus

Tvn KneTouyHoOro
UHPUNbTPaTa

Crapma mmoKapamTa

9TNMONOrMA MUOKApPAUTA

OCTpbI HEKPOTUIUPYIOLLUIA 303UMHOPU/IbHDIA MUOKAPAUT: OTEK

CTPOMbI, K1IeTOYHaa UHPUAbTPaLUA c npeobnagaHnem
303nHodpunos, pparmeHTauua KapguommouuTtos (x400)




AVNATHOCTUYECKUE KPUTEPUU MUOKAPOUTA

MpepwectByowana MHPeKUUA, JOKa3aHHaA
KANHUYECKUMU N N1abopaTOPHbIMU AaHHbIMM,
UNn apyroe ocHoBHoe 3abonesaHue

Npu3Haku nopakeHna mmokKapaa
(bonbwine n manole)




INPU3HAKM NOPAXEHNA MNOKAPOA

boJiblliue NIPU3HAKMK: MaJible IPU3HAKM:

1. marosoruyeckne M3MEHEHHUs HA 1. Taxukapaus, He
IKI COOTBETCTBYIOIIAS

NOBLINIEHHE B KPOBH TEeMIIEpaType TeJ1a

KapauocnenupuaeckKux
(¢epmeHTOB

ocsadsenue 1 ToHa cepana

yBeJIMUeHHue pa3MepoB cepana,
MOATBEP KAEHHOE TaHHBIMU
PEHTTE€HOJIOT HYECKOI0

pUTM rajiona
uccjaenosanuda u /mian IxoKI'

3acToiiHast CH uiau
KapPAUOTreHHbIN HIOK.

JIMarHo03 MMOKAPAUTA MPABOMOYEH IPU COYETAHNH
npeauecTByoleil HHpeKIu
¢ 1 0oabmMM UM 2 MAJIBIMH IPU3HAKAMH




JleueHne muoKkapauTa

* focnutannsauums
* OrpaHnueHue pusnuecKom HarpysKkm
* [peKkpalleHue KypeHusa u ynotpebaeHua ankorons

* Aueta — cbanaHcnpoBaHHanA
orpaHuU4YeHue NoBapeHHOMU CoNm

* MepaukamMmeHTO3HOEe eYyeHune




MeauKkameHTO3HOe sIeyeHUe MMOKapAUTA

Bcem naumeHtam!

- I/IHI'I/I5I/ITOpr ANo (3ameanenmne pemoaennpoBaHma cepaua) —

- GETa-GnOKaTOpr (CHMXeHne ypoBHS NPOBOCMNANNUTE/IbHbIX LUTOKMHOB)

- dHTAaroHUCTbl aZ1IbA0CTEPOHA




[MaToreHeTnyeckana Tepanmsa Npu MMoKapaurte

* AMMmyHOCynpeccuBHanA Tepanus
- TnroKoKopTUKoUuAabl (npeaHU3onoH 1 mr/Kr)
- UuToctatuku (a3aTMonpuH, LMKAOCNOPUH)
- KombuHauma (npeaHU3010H U LUKAOCNOPUH, NPEAHNU30/10H U A3aTUONPUH)
- MypomoHa6-CD3

* HectepounaHble NpOoTUBOBOCNAIUTE/IbHbIE NPenapaThbl
- NOKa3aHbl NPU MUONEepUuKapauTe
- NIPOTUBOMNOKA3aHbI B rnepBbieé AgBe Heae/In OCTPOro MMoKapAuTa

¢ U,MTOnpOTEKTMBHaFI Tepanua
- 3pPEeKTUBHOCTb He AO0Ka3aHa




[MoKa3saHMA K MUMMYHOCYNPEeCcCMBHOMN Tepanuu

* TUraHTOKNETOUYHbI MUOKAPAUT

* AYTOMMMYHHbIX MNOKapPAUT

* AnnepruyecKkum MUOKapauT

* OCTpbl HEKPOTU3UPYIOLLUIA 303MHODU/IbHBIA MUOKAPAUT
* Muokapaut npu capkouaose

* lumdpounTapHbIi MUOKapPAUT

- HeapPEKTUBHOCTb CTAaHAAPTHOMU Tepanum y 601bHbIX yMepeHHOU unu
TAXXenou CH

- HaZiMYMe XKU3HEOoMNaCHbIX HapyLIeHNt pUTMa U NPOBOAMMOCTHU CepaLa
(DX, T, nonHasa ABb, acucmonus)
- OTCYTCTBUE BUPYCHOU MHPeKuun B mmoKapae (IMBb)




3TUOTpPONHAA Tepanua MMOKapauTa

Bbibop aHTMb6aKTepManbHOro n NPOTMBOBUPYCHOrO Npenapara
onpeaenseTrca BUAOM Bo3byautens

MpoTuBoBUpPYCHbIE NpenaparTbl

- 3¢ $eKTUBHbI B Nnepuoa, HenocpeacTBEHHOro NPOHMKHOBEHUA BUpYCa
B OpraHM3m UM BCKOpe noc/e 3Toro

- MOKa3aHbl NP1 MMOKapauTe Ha ¢oHe reHepasIn30BaHHOW BUPYCHOM
UHPpeKunn

JleueHne ouyaros XpoHUUYeCcKoi MHPeKUum

JleueHue ocHoBHOro (HemH$peKUUOHHOro) 3abonesaHus

YcTpaHeHne npuunMHHOro ¢pakropa (annepreH, anKkorosb v ap.)




JintepaTtypa ANnA NOAroToBKU

KnuHunyeckme pekomeHgaumu. CepaevyHasa He40CTaTOYHOCTb: XpOHUYeCcKasn
(XCH) u ocTtpaa aekomneHcuposaHHaa (OACH). AnarHocTuka, npodunakTmka
U IeYeHue

https://scardio.ru/rekomendacii/rekomendacii rko close/

PekomeHgauunu ESC no neyeHnIo NaUuMEeHTOB C XXenya04KoBbiMU
HapyweHNaAMU pUTMa U NnpodPunakTmke BHe3anHOU cepaeyHou CMepTu

https://scardio.ru/rekomendacii/rekomendacii esc close

PekomeHgauumn ESC no AMarHocTUKe U 1Ie4HEHUIO rMnepTpodUYecKoi
Kapamomuonatuum https://scardio.ru/rekomendacii/rekomendacii esc close/

KINHUYECKUE PEKOMEHAALU WU MO ANATHOCTUKE U NEHEHUIO
MUOKAPOAUTOB
https://cyberleninka.ru/article/n/klinicheskie-rekomendatsii-po-diagnostike-i-
lecheniyu-miokarditov/viewer



http://scardio.ru/content/Guidelines/Chronic%20(CHF)%20and%20acute%20decompensated%20(ADHF).pdf
https://scardio.ru/rekomendacii/rekomendacii_rko_close/
https://scardio.ru/content/Guidelines/sudden%20death_7_16.pdf
https://scardio.ru/rekomendacii/rekomendacii_esc_close/
https://scardio.ru/content/Guidelines/cardiomiopatiya_ESC_2014.pdf
https://scardio.ru/rekomendacii/rekomendacii_esc_close/
https://cyberleninka.ru/article/n/klinicheskie-rekomendatsii-po-diagnostike-i-lecheniyu-miokarditov/viewer

