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Cardiomyopathy WHO terminology and definitions: 1980 vs 1995Cardiomyopathy WHO terminology and definitions: 1980 vs 1995

1980

Cardiomyopathy:
Heart muscle disease of 

unknown cause

Specific heart muscle disease:
Heart muscle disease of known

cause or associated with
disorders of other system

1995

Cardiomyopathy:
Disease of the myocardium 

associated with cardiac 
dysfunction

Specific (secondary) 
cardiomyopathy:

Heart muscle disease
associated with specific
cardiac or systemic disorders



Cardiomyopathy WHO classifications: 1980 vs 1995Cardiomyopathy WHO classifications: 1980 vs 1995

1980

• Dilated

• Hypertrophic

• Restrictive

1995

• Dilated

• Hypertrophyc

• Restrictive

• Arrhythmogenic
right ventricular



CARDIOMIOPATIE



Mutazioni geni per le proteine 
DEL SARCOMERO

Mutazioni geni per le proteine 
DEL CITOSCHELETRO

Mutazioni geni per le proteine 
DEI DESMOSOMI

CMPI

CMPD

CMP VDx



Summary of classification ESC WG 2007

Disease sub-typeUnknown Gene sub-type Idiopatic

Non-familial / Non-geneticFamilial / Genetic

UnclassifiedRCMARVCDCMHCM

Cardiomyopathy



CARDIOMIOPATIA
IPERTROFICA

CARDIOMIOPATIA
IPERTROFICA
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Pts at risk

pts with dilated-hypokinetic evolution

other pts
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(years)

LOG RANK  p= 0.00001



CARDIOMIOPATIA
DILATATIVA

CARDIOMIOPATIA
DILATATIVA













Normale colorazione Normale colorazione istochimicaistochimica
per la per la distrofinadistrofina
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CMPD   Terapia:CMPD   Terapia:

Terapia dell’insufficienza cardiaca
• Beta-bloccanti (anche in soggetti asintomatici per prevenire il

rimodellamento VSn)
• ACE-Inibitori
• Diuretici

AICD in casi selezionati

Pace Maker biventricolare (terapia di resincronizzazione elettrica) 
nei casi sintomatici con BBSn

Trapianto cardiaco in casi selezionati





CARDIOMIOPATIA
(o displasia) 

ARITMOGENA
DEL VDx

CARDIOMIOPATIA
(o displasia) 

ARITMOGENA
DEL VDx



Cardiomiopatia aritmogena del VDx



Cardiomiopatia aritmogena del VDx













CARDIOMIOPATIE
RESTRITTIVE

CARDIOMIOPATIE
RESTRITTIVE
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Terminology and Classification of Amyloidoses

Amyloid protein

AL

ATTR 

AA

A ß2M

AApo AII
AFib
Alys

….
Aß
APrP

Syndrome or involved tissue

Primary / Myeloma associated

Familial (PAF) 
Senile (wilde type TTR)

Secondary, reactive

Hemodyalisis associated

Familial
Familial
Familial

….
Alzheimer’s desease, aging
Spongioform encephalopathies

Precursor

immunoglobulin
light chain

Transthyretin

Serum AA

ß2 microglobulin

Apolipoprotein AII
Fibrinogen α chain
Lysozyme

….
Aß protein precursor
Prion protein



Apo A

immunoglobulin

Lysozime

TTR







• is costitutively expressed and 
synthesized by the liver with very
small amounts made in the choroid
plexus and retinal epitelium.

• Its functions include transport of 
saturated retinol binding protein
and thyroxin

TRANSTHYRETIN (TTR)



> 80 
disease-related
Mutations

Most frequent:
Val30Met

TTR
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Wild type “senile” cardiac amyloidosis

W



CONIGLIO







GC. C. 60 yrs



“Total QRS score (mV)”

Massa VSn (gr/m2) ECO 



La terapia medica dello scompenso 
cardiaco da CMP amiloidotica

Uso “giudizioso” dei diuretici

Antialdosteronici

ACE-Inibitori

Ipersensibilità alla digitale

Attenzione ai vasidilatatori “diretti”, in 
particolare nitrati e ca-antagonisti

•
•
•
•
•



Amyloidotic CMP: 
therapeutic implications of etiologic diagnosis

Heart-liver transplantation

high dose chemotherapy
autologous stem cell
transplantation

Hereditary

ATTR

Liver transplantation

chemotherapy

AL heart transplantation


