Co se skryva pod pojmem ,,nedilatovana
hypokineticka kardiomyopatie®?
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Dilatacni kardiomyopatie

= Jde o onemocnéni s heterogenni etiologii a patogenezou, jehoz prevalence
DKMP je odhadovana na 1:250-500

= DKMP je charakterizovana dilataci a systolickou dysfunkci levé komory
J/obou komor, kterd neni vysvétlitelnd abnormalnimi hemodynamickymi
podminkami nebo koronarni nemoci.
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Dilatacni kardiomyopatie
= Jde o onemocnéni s heterogenni etiologii a patogenezou, jehoz prevalence

DKMP je odhadovana na 1:250-500

= DKMP je charakterizovana dilataci a systolickou dysfunkci levé komory
J/obou komor, kterd neni vysvétlitelnd abnormalnimi hemodynamickymi
podminkami nebo koronarni nemoci.

= Musi byt dilatace vzdy pritomna? A jak je viibec definovana?
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Proposal for a revised definition of dilated
cardiomyopathy, hypokinetic non-dilated

cardiomyopathy, and its implications for clinical

practice: a position statement of the ESC working
group on myocardial and pericardial diseases

DCM Clinical Spectrum

\

Preclinical or Early Phase

(Relative of patients with DCM or Hypokinetic Non Dilated CM)

Clinical Phase

Hypokinetic non-dilated cardiomyopathy

Left ventricular or biventricular global systolic dysfunction without dilata-
tion (defined as LVEF < 45%), not explained by abnormal loading condi-
tions or coronary artery disease.

No cardiac
expression
(Mutation carrier
and/or AHA positive)

(no LV abn, no arrhythmia)
A

(DCMNQ-NH-MEK*AHA#)

Isolated
Ventricular Dilation
(Dilation/no

Hypokinesia) *A

(DCMD-NH, with or

without munAHAJ

Arrhythmic CM

(Arrhythmias or
conduction defect)
A

(DCMND«NH-A/CD,with

or without muuAHAJ

Hypokinetic Non Dilated CM

(Hypokinesia/no Dilation)

(HNDC or DCM,, )

Dilated CM

(LV Dilation + Hypokinesia)

(DCM,,)

Progressive expression of the phenotype

European Heart Journal (2016) 37, 1850-1858
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Definice dilatace levé komory

Left ventricular dilatation is defined by LV end-diastolic (ED) volumes or
diameters > 25D from normal according to normograms (£ scores > 2

standard deviations) corrected by body surface area (BSA) and age, or
BSA and gender.

European Heart Journal (2016) 37, 18501858 Clinical Phenotype and Genotype
Associations With Improvement in
Left Ventricular Function in Dilated
Cardiomyopathy

Speckle tracking echocardiography in hypokinetic

non-dilated cardiomyopathy: comparison with DCM defined as LVEF <50% with an
dilated cardiomyopathy ' indexed LV end diastolic diameter [LVEDDIi] >33 mm/m?* [men]
5 or >32 mm/m? [women] measured by echocardiography,

determined by LVEDVI < 75 mL/m° for men and

LVEDVI < 68 mL/m? in women obtained from Iranian subpop-

Circ Heart Fail. 2018;11:e005220.

ESC HEART FAILURE
ESC Heart Failure 2020; 7: 1909-1916
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,Dilatacni” kardiomyopatie?

Dilated cardiomyopathy: so many
cardiomyopathies!

PRECISE DIAGNOSIS SPECIFIC MANAGEMENT

* Prognosis
LEFT VENTRICULAR
REVERSE REMODELING

=

European Heart Journal (2020) 41, 3784-3786
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Heart failure in cardiomyopathies: a position
paper from the Heart Failure Association

of the European Society of Cardiology

Functional tricuspid
regurgitation

Dilated ventricles

,Dilatacni” kardiomyopatie neni jedna diagndza

Dilated cardiomyopathy

l

Dilated atria Systemic immune- Toxic and Endocrine/
Genetic Infection Dru, Peripartum
mediated disease overload s metabolic P
Cardiac phenotype: Autoimmune: Alcohal Chemotherapy:
Functional mitral regurgitation *  titin (TTN) wﬁi «  Rheumatoid arthritis {ethanal) [anthracycline,

+  lamin A/C [LMNA) * Enteroviruses +  Coeliac disease Cocai trastuzumab,

+  myosin heavy chain leg. < Systemic lupus caine antimetabolites, Idiopathic
(MYHT) Cnm:}ciwlruses], erythematosus *  Amphetamines alkylating agents, cadiomwopsthy

+  troponin T [TNT2) - Pamwu_‘us B19 Dermatomyositis, *  Ecstasy manoclonal antibedies, Diabetes h ith

+  Myosin binding * Adenoviruses, palymyositis *  Anabolic tyrosine kinase it prasanting wit
protein € * Herpes Viruses Systemic sclerosis steroids inhibitars, meliitus, HFrEF towards
{MYBPC3) (Human Primary biliary . Arsenic immunomodulating Acromegaly the end of
phospholamban 'E:\'h""r‘?%:a'”“'lm- cirrhosis «  Cobalt agents) Pheochromocy | | pregnancy, or in
(PLN) H:!:r; : Irvirus, * Vasculitis (some) . Carbon- Other: toma the months

N_eummuscular Herpesvirus 6), ;ﬂﬂsl':ﬂ‘llﬂ gravis. monoxide [elozapine, q!:apine, Thyroid gland following

disorders: + Echoviruses, e, . Lead i dysfunction delivery, where

*  Duchenne . ) pemphigol risperidone, lithium,

* Hepatitis C Virus, Autoinflammatory: « lron- trycycli no other cause
muscular * Influenza A virus adtoinfammatory: nvevele of HF is found
dvstronh her: [e.g. Chron disease, overload/haem antidepressants, HE is foun

Decreased ventricular . B‘I" ke Py I Other: ulcerative colitis, gout, ochromatosis ephedrine
1l thickn ecker muscular [e.g. HIV, Chagas] reactive arthritis, rare « Amyloidosis all-trans retinoic acid
wall thickness dystrophy monogenic disorders) phenothiazines]

European Journal of Heart Failure (2019) 21, 553-576
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Proposal for a revised definition of dilated
cardiomyopathy, hypokinetic non-dilated
cardiomyopathy, and its implications for clinical
practice: a position statement of the ESC working
group on myocardial and pericardial diseases

DCM Clinical Spectrum

\

Preclinical or Early Phase

(Relative of patients with DCM or Hypokinetic Non Dilated CM)

Clinical Phase

No cardiac Isolated Arrhythmic CM Hypokinetic Non Dilated CM
expression Ventricular Dilation p (Hypokinesia/no Dilation)
(Mutation carrier (Dilation/no (A:hy‘,h’"’:sf i )
P conduction defect
and/or AHA positive) Hypokinesia) *A A (HNDC or DCM,;. )

Dilated CM

(LV Dilation + Hypokinesia)

(DCM,,)

(no LV abn, no arrhythmia) >4

A (DCMD-NH, with or

(DCMND-NHAMHNAHAJ without mutsAHA+) (DCMNDNH-A/CD,th

or without mut+AHA+)

Progressive expression of the phenotype

HNDC nemusi byt jen vyvojovou
fazi ,klasické” DCM

nekteré etiologické podtypy
vyraznéji disponuji k obrazu HNDC

odlisny klinicky obraz, progndzu i
|éCbu

European Heart Journal (2016) 37, 1850-1858
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Lécba DCM - ,,one-size-fits-all” jiz neni spravny pristup!

Dilated cardiomyopathy in the era of precision medicine: latest
concepts and developments

Keywords Dilated cardiomyopathy - DCM - Cardiomyopathies - Precision medicine - Inherited cardiac diseases - ARVC -
LMNA - FLNC - BAG3 - TMEM43 - PLN - DSP - Athletic heart syndrome - Hypokinetic non-dilated cardiomyopathy -
Molecular cardiology - Heart failure

Heart Failure Reviews (2022) 27:1173-1191

Precision medicine
medical care designed to optimize efficiency or therapeutic benefit for particular
groups of patients, especially by using genetic or molecular profiling.
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Heart failure in cardiomyopathies: a position
paper from the Heart Failure Association

of the European Society of Cardiology

Functional tricuspid
regurgitation

Dilated ventricles

Kdyz je DCM spise HNDC...

Dilated cardiomyopathy

l

Functional mitral regurgitation

Decreased ventricular

Systemic immune- Toxic and Endocrine/
Genetic Infection Dru, Peripartum
mediated disease overload s metabolic P
Cardiac phenotype: Autoimmune: Alcohal Chemotherapy:
+ titin (TTN) Post-myocarditis: | | . pheumatoid arthritis (ethanol) [anthracycline,
+  lamin A/C [LMNA) * Enteroviruses +  Coeliac disease Cocain trastuzumab,
«  myosin heavy chain leg. «  Systemic lupus cane antimetabolites, Idiopathic
(MYHT) Consackieviruses), erythematosus Amphetamines alkylating agents, cardiomyopath
+  troponin T (TNT2) * Parvovirus B19 +  Dermatomyositis, Ecstasy menaclonal antibodies, Diabetes yopatiy
*  Myosin binding * Adenoviruses, palymyositis Anabolic tyrosine kinase presenting with
protein C * Herpes Viruses + Systemic sclerosis steraids inhibitors, mellitus, HFrEF towards
*  Primary bilia A immunomodulating e end o
{MYBPC3) (Human ry biliary Arsenic i dulati Acromegaly the end of
phospholamban Cytamegalovirus, cirrhosis Cobalt agents] Pheochromocy pregnancy, or in
(PLN] Ensteln-ﬁan wirus, o Vasculitis (some) Carbon Other: toma the months
Neuromuscular H:ﬁ;‘ﬁﬁ 6 * Myasthenia gravis monaxide [clozapine, olzapine, Thyroid gland following
disorders: g *  Pemphigus, chlorpromazine, dysfuncti
p_ e + Echoviruses, higoid Lead o ysfunction delivery, where
+  Duchenne y ) pemphigoi £a risperidone, lithium,
I * Hepatitis C Virus, Autoinflammatory: Iron- trycyclic no other cause
muscular . i Autolnflammatory: ;
Influenza A virus [e.g. Chron disease, overload/haem | | antidepressants, of HF is found
dystrophy Other: ; o N
LK ulcerative colitis, gout, ochromatosis ephedrine
*  Becker muscular §' [e.g. HIV, Chagas] reactive arthritis, rare Amyloidosis all-trans retinoic acid
dystrophy monogenic disorders) phenothiazines)

European Journal of Heart Failure (2019) 21, 553-576
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Kdyz je DCM spise HNDC...

Heart failure in cardiomyopathies: a position
paper from the Heart Failure Association

of the European Society of Cardiology

Functional tricuspid
regurgitation

Dilated ventricles

Dilated cardiomyopathy

l

- TN T I ]
Dilated atria Genetic A Systemic immune- Toxic and Drugs Endocrine/ Peripartum
mediated disease overload metabolic
Cardiac phenotype: Alcohal Chemotherapy:
Functional mitral regurgitation : r;t:li :.,11{“3 Ay (ethanol) !:an;z?:::;i:e,

+ myosin heavy chain Cocaine antimetabolites, Idiopathic
(MYH7) Amphetammes a|lqr|atirl.5 agents, cardionﬁa ath

+  troponin T (TNT2) Ecstasy manoclonal antibodies, Diabetes .yop . ¥

+  Myosin binding Anabolic tyrosine kinase | presenting with
protein C steroids inhibitars, mellitus, HFrEF towards
{MYBPC3) Arsenic immunomodulating Acromegaly the end of
phospholamban Cobalt agents] Pheochromocy pregnancy, or in
(PLM) Carbon- Other: toma the months

H_eummmnular monoxide [clozapine, O!IBDine, Thyroid gland following

disorders: Lead :hlormmazme._ dysfunction delivery, where

*  Duchenne risperidone, lithium,
muscular Iron- trycyclic no other cause
dvstroph h €. X overload/haem | | antidepressants, of HF is found

Decreased ventricular ystrophy Other: ulcerative colitis, gout, ochromatosis ephedrine
wall thicknes *  Becker muscular § [e.g. HIV, Chagas] reactive arthritis, rare Amyloidosis all-trans retinoic acid
cKness dystrophy monogenic disarders] phenothiazines]

European Journal of Heart Failure (2019) 21, 553-576
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HNDC s mutaci LMNA
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HNDC s mutaci DSP
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Fenotypovy prekryv DCM a LVAC

Emerging concepts in arrhythmogenic dilated cardiomyopathy

ARVC

Biventricular ACM LDAC

Az tretina nemocnych s DCM mtize byt
post mortem reklasifikovana na ACM

Nejasnosti v definici ADCM vs LDAC

Heart Failure Reviews (2021) 26:1219-1229
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Terminologické nejasnosti...ADCM a LVAC

Diagnosis of arrhythmogenic cardiomyopathy: The Padua criteria

‘While the adjective “arrhythmic” refers to
the nonspecific outcome of every heart disease which manifests with
rhythm and conduction disturbances, the adjective “arrhythmogenic”
(the suffix -genic according to its etymology from ancient Greek -
verns means “tending to generate” arrhythmias) is disease-specific
and denotes the distinctive propensity of ACM to develop ventricular ar-
rhythmias, as a clinical reflection of the underlying fibro-fatty myocar-
dial replacement which is the pathologic hallmark of the disease.

D. Corrado et al. / International Journal of Cardiology 319 (2020) 106-114

“Padua criteria” for diagnosis of Arrhythmogenic Cardiomyopathy.

Category

Right ventricle (upgraded
2010 ITF diagnostic criteria)

Left ventricle (new
diagnostic criteria)

1. Morpho-functional
ventricular
abnormalities

1L Structural
myocardial
abnormalities

1L Repolarization
abnormalities

IV. Depolarization
abnormalities

V. Ventricular
arrhythmias

V1. Family
history/genetics

By echocardiography, CMR or angiography:
Major

Regional RV akinesia, dyskinesia, or bulging plus one of the following:
- global RV dilatation (increase of RV EDV according to the imaging test
specific nomograms)
- global RV systolic dysfunction (reduction of RV EF according to the
imaging test specific nomograms)

Minor

+ Regional RV akinesia, dyskinesia or aneurysm of RV free wall
By CE-CMR:Major

= Transmural LGE (stria pattern) of
21 RV region(s) (inlet, outlet, and apex in 2 orthogonal views)
By EMB (limited indications):Major

« Fibrous replacement of the myocardium in 21 sample, with or without
fatty tissue
Major

+ Inverted T waves in right precordial leads (V,,V, and V) or beyond in
individuals with complete pubertal development (in the absence of
complete RBBB)

Minor

=+ Inverted T waves in leads V1 and V2 in individuals with completed
pubertal development (in the absence of complete RBBB)

= Inverted T waves in V1,v2,V3 and V4 in individuals with completed
pubertal development in the presence of complete RBBB.

Minor

+ Epsilon wave (reproducible low-amplitude signalsbetween end of QRS
complex to onset of the T wave) in
the right precordial leads (V1 to V3)

» Terminal activation duration of QRS 255 ms measured from the nadir
of the S wave to the end of the QRS, including R', in V1, V2, or V3 (in the
absence of complete RBBB)

Major

+ Frequent ventricular extrasystoles (>500 per 24 h), non-sustained or
sustained ventricular tachycardia of LBBB morphology
Minor

= Frequent ventricular extrasystoles (>500 per 24 h), non-sustained or
sustained ventricular tachycardia of LBBB morphology with inferior
axis (“RVOT pattern™)

Major

» ACM confirmed in a first-degree relative who meets diagnostic criteria

By echocardiography, CMR or angiography:Minor

+ Global LV systolic dysfunction (depression of LV EF or reduction of echo-
cardiographic global longitudinal strain), with or without LV dilatation
(increase of LV EDV according to the imaging test specific nomograms for
age, sex, and BSA)

Minor

 Regional LV hypokinesia or akinesia of LV free wall, septum, or both

By CE-CMR:Major

+ LV LGE (stria pattern) of 21 Bull's Eye segment(s) (in 2 orthogonal views)
of the free wall (subepicardial or midmyocardial), septum, or both
(excluding septal junctional LGE)

Minor

+ Inverted T waves in left precordial leads (V4-V) (in the absence of com-
plete LBBB)

Minor

+ Low QRS voltages (<0.5 mV peak to peak) in limb leads (in the absence of
obesity, emphysema, or pericardial effusion)

Minor

« Frequent ventricular extrasystoles (>500 per 24 h), nen-sustained or
sustained ventricular tachycardia with a RBBB morphology (excluding
the “fascicular pattern”)

+ ACM confirmed pathologically at autopsy or surgery in a first degree relative
+ Identification of a pathogenic or likely pathogenetic ACM mutation in the patient under evaluation

Minor

= History of ACM in a first-degree relative in whom it is not possible or practical to determine whether the family member meets diagnostic criteria
+ Premature sudden death (<35 years of age) due to suspected ACM in a first-degree relative
+ ACM confirmed pathologically or by diagnostic criteria in a second-degree relative
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Diferencialni dg DCM a LVAC

Arrhythmogenic right ventricular
cardiomyopathy: evaluation of the current
diagnostic criteria and differential diagnosis

Table 6 Dilated cardiomyopathy vs. left-dominant arrhythmogenic right ventricular cardiomyopathy
Dilated cardiomyopathy Left-dominant ARVC
Inheritance <35% (AD) >50% (AD, AR)
Predominant genetic background Mutations of genes encoding for cytoskeleton, mus- Mutations of genes encoding for desmosomal pro-
cular sarcomere, and nuclear envelope proteins teins, PLN, or FLN-C
Main clinical manifestations Heart failure, cardiac arrest, palpitations Palpitations, syncope, cardiac arrest
ECG abnormalities Left ventricular hypertrophy with a strain pattern of Low QRS voltages in limb leads; negative T waves
ST-segment; left bundle branch block in lateral leads; negative T waves in right precor-
dial leads (biventricular form)

European Heart Journal (2020) 41, 1414-1427
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Diferencialni dg DCM/ADCM a LVAC

Echocardiography and cardiac magnetic ~ Dilated and hypokinetic LV with no or patchy Non-dilated and hypokinetic LV with large amount
resonance imaging findings non-ischaemic (mid-myocardial) of non-ischemic (subepicardial) LGE (inferolat-
LGE (septum) eral LV wall)
Regional wall motion abnormalities (uncommon). Regional wall motion abnormalities (common).
Systolic LV dysfunction unrelated to the global ex- Systolic LV dysfunction related to the global extent
tent of LGE of LGE
EMB features Non-specific myocardial abnormalities Fibrofatty myocardial replacement
Types of ventricular arrhythmias PVBs and NSVT (RBBB pattern); sustained PVBs, NSVT, and monomorphic sustained VT
VT(uncommon); VF (RBBB pattern; both LBBB and RBBB patterns in
biventricular form); VF
Mechanism of VT Scar-related or functional re-entry (branch to Scar-related re-entry
branch re-entry)
Most common site of VT origin Intramural septum Subepicardial infero-lateral LV free wall

European Heart Journal (2020) 41, 1414-1427
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Diferencialni dg DCM a LVAC

ACM/LVAC
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Diferencialni dg DCM a LVAC
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Kdyz je DCM spise ADCM...

Heart failure in cardiomyopathies: a position
paper from the Heart Failure Association

of the European Society of Cardiology

Dilated cardiomyopathy

l

! J 1
Dilated atria Genetic infection Systemic immune- Toxic and Dru Endocrine/ iuartum
mediated disease overload o metabolic Rerivany
i ! |
Cardiac phenotype: Alcohal Chemotherapy:
*  titin (TTN) [anthracycline,
Functional mitral regurgitation « lamin AJC (LMNA) {ethanol)
+  myosin heavy ehain Idiopathic
Functional tricuspid (MYH7) cardiomyopath
regurgitation *  troponin T (TNT2) reslent'!:m m:r
= Myosin binding p ing wi
protein C - HFrEF towards
(MYBPC3) immunomodulating the end of
phospholamban Cobalt agents] pregnancy, of in
(PLN) Carban- Other: toma the months
Neuromuscular [clozapine, alzapine, following
disorders: monoxide chlorpromazine, delivery, where
v Duchenne :Lead ns.:zdone, lithium, no other cause
ron- trycyclic )
;m:culahr overload/haem | | antidepressants, of HF is found
ystrophy Other: ulcerative colitis, gout, ochromatosis ephedrine
Decreased ventricular *  Becker muscular § [e.g. HIV, Chagas] reactive arthritis, rare Amyloidosis all-trans retinoic acid
Dilated ventricles wall thickness dystrophy maonogenic disorders) phenothiazines]
European Jour 019) 21, 553-576
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Prevence SCD a genetika

2022 ESC Guidelines for the management of
patients with ventricular arrhythmias and the
prevention of sudden cardiac death

DCM/HNDCM

Genetic testing (including at least LMNA, PLN, REM20, and
FLNC genes) is recommended in patients with DCM/HNDCM

Genetic testing (including at least LMINA, PLN, RBM20, and
FLNC genes) should be considered for risk stratification in

and AV conduction delay at <<50 years, or who have a family patients with apparently sporadic DCM/HNDCM, who lla
history of DCM/HNDCM or SCD in a first-degree relative (at present at young age or with signs suspicious for an inherited
age <50 years). aetiology.

ICD implantation should be considered in DCM/HNDCM
patients with an LVEF <<50% and =2 risk factors (syncope, LGE
on CMR, inducible SMVT at PES, pathogenic mutations in
LMNA, PLN, FLNC, and REM20 Eenes}.

European Heart Journal (2022) 43, 39974126
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Heart failure in cardiomyopathies: a position
paper from the Heart Failure Association

of the European Society of Cardiology

Functional tricuspid
regurgitation

Dilated ventricles

Kdyz je DCM spise HNDC...

Dilated cardiomyopathy

l

Functional mitral regurgitation

Decreased ventricular

Systemic immune- Toxic and Endocrine/
Genetic Infection Dru, Peripartum
mediated disease overload s metabolic P
Cardiac phenotype: Autoimmune: Alcohal Chemotherapy:
* titn (TTN) Post-myocarditis: || . Rheumatoid arthritis (ethanol) [anthracycline,
+  lamin A/C [LMNA) * Enteroviruses +  Coeliac disease Cocain trastuzumab,
«  myosin heavy chain leg. «  Systemic lupus cane antimetabolites, Idiopathic
(MYHT) Consackieviruses), erythematosus Amphetamines alkylating agents, cardiomyopath
+  troponin T (TNT2) * Parvovirus B19 +  Dermatomyositis, Ecstasy menaclonal antibodies, Diabetes yopatiy
*  Myosin binding * Adenoviruses, palymyositis Anabolic tyrosine kinase presenting with
protein C * Herpes Viruses + Systemic sclerosis steraids inhibitors, mellitus, HFrEF towards
{MYBPC3) (Human - Primary biliary Arsenic immunomodulating Acromegaly the end of
phospholamban Cytamegalovirus, cirrhosis Cobalt agents] Pheochromocy pregnancy, or in
(PLN] Ensteln-ﬁan wirus, o Vasculitis (some) Carbon Other: toma the months
Neuromuscular H:ﬁ;‘ﬁﬁ 6 * Myasthenia gravis monaxide [clozapine, olzapine, Thyroid gland following
disorders: g *  Pemphigus, chlorpromazine, dysfuncti
= + Echoviruses, higoid Lead e ystunction delivery, where
+  Duchenne y ) pemphigoi £a risperidone, lithium,
I * Hepatitis C Virus, Autoinflammatory: Iron- trycyclic no other cause
muscular . i Autolnflammatory: ;
Influenza A virus [e.g. Chron disease, overload/haem | | antidepressants, of HF is found
dystrophy Other: ; o N
LK ulcerative colitis, gout, ochromatosis ephedrine
*  Becker muscular | [e.g. HIV, Chagas] reactive arthritis, rare Amyloidosis all-trans retinoic acid
dystrophy monogenic disorders) phenothiazines)

European Journal of Heart Failure (2019) 21, 553-576
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HNDC - DCMi / ZKMP

Zejmeéna u fulminantni myokarditidy nemusi byt vyjadrena dilatace LK

Muze byt prfitomna dokonce , hypertrofie stén” LK dana edémem tkané

V nasem souboru vice nez 250 nemocnych s RODCM s provedenim EMB bylo
prokazano, ze u ZKMP je statisticky mensi LVEDD nez u DKMP

U SsV. ANNYA

. INTERNI
KARDIOANGIOLOGICKA
I

KLINIKAFNUSAALF MU

==
m e
o=



Kdyz je DCM spise HNDC...

Heart failure in cardiomyopathies: a position
paper from the Heart Failure Association

of the European Society of Cardiology

Functional tricuspid
regurgitation

Dilated ventricles

Dilated cardiomyopathy

l

Dilated atria
Systemic immune- Toxic and Endocrine
Genetic Infection Drugs /
mediated disease overload metabolic
Cardiac phenotype: Autoimmune: Alcohal Chemotherapy:
Functional mitral regurgitation *  titin (TTN) wmi «  Rheumatoid arthritis {ethanal) [anthracycline,

+  lamin A/C [LMNA) * Enteroviruses +  Coeliac disease Cocaine trastuzumab,

+  myosin heavy chain leg. + Systemic lupus . antimetabolites, Idiopathic
(MYH7) Caxsackieviruses), erythematosus *  Amphetamines | | o iating sgents, cardiomvopath

+  troponin T (TNT2) * Parvovirus B19 Dermatomyositis, +  Ecstasy menaclonal antibodies, Diabetes vopat :

+  Myosin binding * Adenoviruses, palymyositis *  Anabolic tyrosine kinase prasanting wit
protein C * Herpes Viruses Systemic sclerasis steroids inhibitors, mellitus, HFrEF towards
{MYBPC3) (Human Primary biliary . Arsenic immunomodulating Acromegaly the end of
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European Journal of Heart Failure (2019) 21, 553-576

FAKULTNI

NEMOCNICE

U SV. ANNY
V BRNE

®

M

&

I. INTERNi

KARDIOANGIOLOGICKA
KLINIKA FNUSAALF MU

MUN I
MED




Peripartalni kardiomyopatie

Ny = Natriuretické peptidy, troponin
o (mira postizeni myokardu,
prognoza)

* Echokardiografie (EF LK =
45%, LVEDD muze byt v
norme)

S /*-\’//i1 Cardio~
\ MSTRT protective
<Oxldaﬂvo Stress~" Signaling
b :

=V EMB muze bytv 9 - 62%

PPCM jako vaskularni a hormonalni onemocnéni nalez myokarditidy.
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Heart failure in cardiomyopathies: a position
paper from the Heart Failure Association

of the European Society of Cardiology

Functional tricuspid
regurgitation

Dilated ventricles

Kdyz je DCM spise HNDC...

Functional mitral regurgitation

Decreased ventricular

Dilated cardiomyopathy
Systemic immune- Toxic and Endocrine/
Genetic Infection Dru, Peripartum
mediated disease overload s metabolic P
Cardiac phenotype: Autoimmune: = Alcohal Chemotherapy:
+ titin (TTN) Post-myocarditis: | | . pheumatoid arthritis (ethanol) [anthracycline,
+  lamin A/C [LMNA) * Enteroviruses +  Coeliac disease . Cocai trastuzumab,
+  myosin heavy chain leg. +  Systemic lupus caine . antimetabolites, Idiopathic
(MYH7) Coxsackieviruses), erythematosus *  Amphetamines § | 5ikyating agents, i h
*  troponin T (TNT2) * Parvovirus B19 «  Dermatomyositis, +  Ecstasy menaclonal antibodies, Diabet ca mm.yopatl u
*  Myosin binding * Adenoviruses, palymyositis * Anabalic tyrosine kinase abetes presenting with
protein C * Herpes Viruses «  Systemic sclerosis steroids inhibitars, mellitus, HFrEF towards
{MYBPC3) (Human - Primary biliary . Arsenic immunomodulating Acromegaly the end of
phospholamban ?tﬂnl-le%:alﬂ“rlusr cirrhosis «  Cobalt agents] Pheochromocy pregnancy, or in
(PLN) pstein-Barr virus, «  Vasculitis (some) Other: toma the months
Meuromuscular Human . *  Mvyasthenia gravis * Carbon- [clozapine, olzapine, Thyroid gland follawi
disorders: Herpesvirus 6), *+  Pemphigus monoxide chlorpromazine i owre
: . + Echoviruses, pemphignié * lead ris, em:ne Iith.iurm dysfunction delivery, where
*  Duchenne + Hepatitis C Virus, Autoinfla tory: . I;yd' ! no other cause
muscular * Influenza A virus Autoinfammatery: ron- frycycic of HF is found
dystrophy Other: [e.g. Chron disease, overload/haem antidepressants, is foun
Other: ulcerative colitis, gout, ochromatosis ephedrine
*  Becker muscular | | [eg. HIV, Chagas] reactive arthritis, rare - Amyloidosis all-trans retinoic acid
dystrophy monogenic disorders) phenothiazines]
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Case Reports > Can J Cardiol. 2016 Dec;32(12):1574.e1-1574.e3. doi: 10.1016/].cjca.2016.07.589.

Epub 2016 Jul 28.

Successful Treatment of Iron-Overload
Cardiomyopathy in Hereditary Hemochromatosis
With Deferoxamine and Deferiprone

Lydie Tauchenova T Barbora Kiizova 1, Milos Kubanek 2, Sona Frarkova 3, Vojtech Melenovsky i}
Jaroslav Tintéra #, Dana Kautznerova *, Jana Malugkova 2, Milan Jirsa €, Josef Kautzner !

Obrazek 6: Vzorek z endomyokardialni biopsie s pozitivnim barvenim na Zelezo (Berlinska
modfr) u pacienta s primarni hemochromatdzou. Z archivu IKEM.

Obraz HNDC ¢i RCM

TSAT nad 45% a ferritin nad 300 ug/L
Detekce patogennich variant HFE
Typicky nalez na MRI se zkracenim T2*
relaxacniho Casu

Typicky nalez v EMB

M. Kubanek, habilitacni prace 2022
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Heart failure in cardiomyopathies: a position
paper from the Heart Failure Association

of the European Society of Cardiology

Functional tricuspid
regurgitation

Dilated ventricles

Kdyz je DCM spise HNDC...

Dilated cardiomyopathy

l

Functional mitral regurgitation

Decreased ventricular

Systemic immune- Toxic and Endocrine/
Genetic Infection Dru Peripartum
mediated disease overload o metabolic P

Cardiac phenotype: Autoimmune: Alcohal Chemotherapy:
+ titin (TTN) Post-myocarditis: | | . pheumatoid arthritis (ethanol) [anthracycline,
+  lamin A/C [LMNA) * Enteroviruses +  Coeliac disease Cocain trastuzumab,
«  myosin heavy chain leg. «  Systemic lupus cane antimetabolites, Idiopathic

(MYHT) Consackieviruses), erythematosus Amphetamines alkylating agents, cardiomyopath
+  troponin T (TNT2) * Parvovirus B19 +  Dermatomyositis, Ecstasy menaclonal antibodies, Diabetes yopatiy
*  Myosin binding * Adenoviruses, palymyositis Anabolic tyrosine kinase presenting with

protein C * Herpes Viruses «  Systemic sclerosis steroids inhibitars, mellitus, HFrEF towards

{MYBPC3) (Human - Primary biliary Arsenic immunomodulating Acromegaly the end of

phospholamban Cytamegalovirus, cirrhosis Cobalt agents] Pheochromocy pregnancy, or in

(PLN] Ensteln-ﬁan wirus, o Vasculitis (some) Carbon Other: toma the months
Neuromuscular H:ﬁ;‘ﬁﬁ 6 * Myasthenia gravis monaxide [clozapine, olzapine, Thyroid gland following
disorders: g *  Pemphigus, chlorpromazine, dysfunction
T + Echoviruses, mohigoid Lead e ¥S delivery, where
*  Duchenne . " pemphigol risperidone, lithium,

I * Hepatitis C Virus, Autoinflammatory: Iron- trycyclic no other cause
muscular . i Autolnflammatory: ;
Influeniza A virus [e.g. Chron disease, overload/haem antidepressants, of HF is found
dystrophy Other: ; o N
LK ulcerative colitis, gout, ochromatosis ephedrine

*  Becker muscular | | [eg. HIV, Chagas] reactive arthritis, rare Amyloidosis all-trans retinoic acid

dystrophy monogenic disorders) phenothiazines) )|
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Post-antracyklinova DCM
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Zavery

= HNDC muze byt prechodné stadium ve vyvoji klasického fenotypu
DCM — a potom je spojena s vétsi sanci na LVRR s naslednou lepsi
prognozou.

= Fenotyp HNDC vsak muze byt spojen s radou podtypl DCM, které maji
horsi progndzu nez bézna DCM.

= Terapeutické pristupy u téchto podtypti mohou byt odlisSné zejména

Irve

" Nejasnosti ohledné definic LVAC a ADCM, genotypovy i fenotypovy
prekryv obou diagnéz.
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Dékuji za pozornost!
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