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KMI: Kanaccudukaums
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O6cAeaoBaHue npu KMIT: MPT - AKMI




O6cAaeapoBaHue npu KMI: TeHeTU4eCcKnn aHAAU3
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ABLE 3 Genes Associated With DCM

Sarcomere MYH6 a-myosin heavy chain

AKMI1: npuY4UHbI
[eHeTH4Yeckue / ceMeuH

TNNT2' Cardiac troponin T
PIANT TNNCT Cardiac troponin C
( TNNI3® Cardiac troponin |
To KC M H bl o MYPN Myopalladin
° MYBPC3 Myosin-binding protein C

Cytoskeleton ACTN2 o-actinin 2
CRYAB o-B-crystallin
DTNA a-dystrobrevin

SGCA a-sarcoglycan
SGCB B-sarcoglycan
SGCD d-sarcoglycan

UHdbekumnmn

CAV3 Caveolin
( o LDB3 Cypher/ZASP
muokapaAmT=>AKMMN):
DMD Dystrophin
FHL2 Four-and-a-half LIM protein 2
FKTN Fukutin
FKRP Fukutin-related protein
ILK Integrin-linked kinase
vcL Metavinculin
\ —_ CSRP3 Muscle LIM protein
NEXN Nexilin
/ PLECT Plectin-1
B PDLIM3 PDZ LIM domain protein 3
ocnaAneHue
TCAP Titin-cap/telethonin
M M o Ka A M T 9 A KM n ° Desmosomes DES Desmin
p ° DSC2 Desmocollin 2
DSG2 Desmoglein 2
DSP’ Desmoplakin
PKP2 Plakophilin 2
N\ — e N AR / Sarcoplasmic reticulum PLN Phospholamban
( RYR2 Ryanodine receptor 2
B Nuclear envelope LMNA’ Lamin A/C
e p eMe H H o C T b TMPO Thymopoietin

A\ EMD Emerin
= LAP2a Lamin-associated polypeptide 2o
SYNET1/2 Nesprin 1/2

I-I e p C M C T M py 'o ma ﬂ Tq X M Kq pA M ﬂ Nucleus ANKRD1 Cardiac ankyrin repeat protein

EYA4 Eyes absent 4
» FOXD4 Forkhead box D4
( HOPX Homeobox only protein
-
NFKB1 NF-kappa B1
enpombillievdHble HApYyLleHus prowts . coman contanin 1

TBX20 T-box 20

ZBTB17 Zinc finger and BTB domain containing protein 17




( AKMII: KAMHU4eckas kapTuHa

3acTos \1
B MOAOM U/UAN BOABLLOM KPYTrax KpoBoOOpaLLLEHUS:

+ MOTYyT ObITb:




AKMI1: AMArHocTuka, Aevy
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AAkoroanbHas AKMI

O6wume sBonpochl, CIUA, NIH:
* AAKOTOAU3M -

3A0YNOTP
AAK 30BUCUM

3-5 pAecaTuAaeTUS XKM3HU
\ AIOOGON COLLUO-DKOHOMMUY CTATYC
//

camas 4acTas NPUMYUHA He-ULleMUy
AKMM
\ = 1/3 Bcex cayqaeB AKMII

*(MOHXEeHCKOEe NMUBHOE cCepAL.e)
245 A/roA nNuBa Ha 1 B3p
9.7 A/TOA
3TAHOAAG Ha 1 B3p |, 4TO = 190 A
NnUBA
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VA =3B




& AAkoroabHas AKMI

AUNArHOCTHUKA:
aHamHes (aAkl)
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ECAU NPOAOAX NMUTD — NMPOrHO3 NAOXOMU

\ = cmepTHOCTb 3a 4-5 AeT — 40-50%
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o "IV / e SRR AL CALT T .’
Injury and innate immune response ,ﬁocyte_/frc}{ﬁ%t viral damage,
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NMepunapTtaabHas KM (MMN-KMM)

nocaeaHero 1 mec 6ep-tu
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{z 45% - 1-1 HeA nocAe poAoOB = 75% - 1-u mec nocae

[ 1 cA Ha 2000 poaoB

i CMepTHOCTb y 6eAbix = 10-15%) \

BEAYLLAA NPUYIMHA MATEPUHCKOU CMEPT-
HOCTU B MUPE

\
P-pbl pUCKQ:




s NMepunaptasbHas KM (MM-KMIM)
# KAMHUYECKasa KAOPTUHA: TN
(OAbBILLUKO 6epeMEeHHbIX)

*OAbILLKA + KaLeAb, CAa60CTb, NAPOKC HOY
OAbILLKQ

\eOTeKHU, Taxu _

[~ ™~
B yka3zaHHble cpoku (1 mec A0 - 5 mec nocae) -
_NpeAnoAaraTth MMN-KMI y BCcex XXeHLWMH C OAbILLKOMU !
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KapAuoreHHoro woka, XT / PX, TOAA
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Apyrumu KMI1 paHee, npeakA — OA, nopoku — OA,
i\ MUOKAPAUTOM, TOAA, cencucom, paccA aopThbl




NMepunapTtaabHas KM (MMN-KMM)

BO3AEUCTBUE TOPMOHOB
NnAAQUEeHTbl U runodousa Ha MKL,

tVasoinhibin - vascular toxicity
tsFlt-1 - vascular dropout

! Relaxin - vasoconstriction
TActivin A - cardiotoxicity

vasculature

16kD PRL
vasoinhibin

» TTNty
_ FLNCty
"~ BAG3tvy

A %DSPW etc.

ERBB4

Cardiomyocyte
rdiomyocy Carbohydrat*
.

Relaxin




gf# MepunapTaasHas KM (NM-KMM)
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AUATHOCTUKA:
BbICTPO !
KT
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\ *R0 OFK:
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/ AeYeHue:

A0 poAOpdA3peLUeHHnS:

‘ECAU HET AeKoMn — NPEeANnoYT eCTeCTBEH poAOpa3p
‘[locAe poAopasp: i
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( [MporHos:
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y‘\ Uwemunyeckas AKMI
éﬁ YACTO UCN B A-pPe TEPMMUH

\

Camas yacTtasa npudnHa «(AKMI»
Xp uemus Mm-Aq, pyousbl, noct-UM pemoa AXK

Kak npu XCH c WV ®B
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CBSI3QH-
_ HbIx ¢ CA nopaxeHun mmokapaa c pass c-mos XCH

/na-rocbm.uo/\omg; JINNOTOKCUYHOCTb
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AN bnbposa
‘Ber HenponaTtus

A
(" KAUH KAOPTUHA: ( ANevyeHue:
TLLLAT

*XCH umeeTca y 20-25% 6-x CA2 KOHTP TAMKEMUU
\ A puck pa3sutua XCHe 2 p A




S PecTpukTuBHbie KMI1: oOLLLUN B3rASA

™ BcTpeyvaloTcs
3HAY pexe

4 HQ HAM

3Tane AOMUHUP
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AX (+ anaaT Al
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\
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O NepUKApPAUTO

\

‘ 50% - BTOpU4HbIE

TABLE 68-4

Myocardial
Noninfiltrative

Idiopathic cardiomyopathy*
Familial cardiomyopathy

Hypertrophic cardiomyopathy

Scleroderma
Pseudoxanthoma elasticum
Diabetic cardiomyopathy

Infiltrative
Amyloidosis*
Sarcoidosis*
Gaucher disease
Hurler disease
Fatty infiltration

Storage Disease
Hemochromatosis

Fabry disease

Glycogen storage disease

Endomyocardial
Endomyocardial fibrosis*
Hypereosinophilic syndrome
Carcinoid heart disease
Metastatic cancers

Radiation”

Toxic effects of anthracycline*

Classification of Types of Restrictive
Cardiomyopathy According to Cause

CkAaepoAepMHs
Cax amaberT
*AMUAOUAO3
*CAapKOUAO3
‘Paamauus
*AHTPALLUKAUHDI

— ==
AHOMHe3 !

Cneuudp
AevYeHue ?
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CENTRAL ILLUSTRATION lIsolated Noncompaction of the Left Ventricle
KM n in Adults: Compaction Ratio for Diagnosis of ILVNC

% ((HEKOMMNAKTHOro
MMHOKAPAQN

ceMeuHoe
reHeTu4yeckoe
HapyLueHue
TPAGEKYAIPHOCTD
cTeHkun NXK

Y

XCH

NC:C Ratio 32

A
= Epicardium to Trabecular Trough
(Compacted Myocardium [C])
3xo K r Trabecular Peak to Trough
(Non-Compacted Myocardium [NC])
A

Hussein, A. et al. J Am Coll Cardiol. 2015; 66(5):578-85.



- (CtpeccoBasg KM

{CUHAPOM pa3dUTOro cepAaLay
N

/ TPAH3UTOPHASA

BPEMEHHbIM runo-/
GOKMHE3O0M
BOPOHKO-06pa3HOM chOpMbl
B OOA BEpXYyLLUKM cepAaLd
KA He U3MeHEeHbI

nocTt-meHonays X

TSXK DMOL,
cTpecc

' 2-3% 6-x c UM | UANP+B-AB | MporHos (+»




«CtpeccoBas KMI» «Tako-Tcy6on,
({CUHAPOM paszdbuToro cepauan: MPT




